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Pathological and imaging features
of idiopathic non-cirrhotic portal
hypertension

Ming-Jie Tan, Hui Liu, Hui-Guo Ding

Abstract

Idiopathic non-cirrhotic portal hypertension (INCPH),
a kind of portal sinus vascular disease with unknown
etiology, is characterized by the presence of clinical signs
and symptoms of portal hypertension (PH) in the absence
of liver cirrhosis or known risk factors accountable for
PH. It has an extremely high rate of initial misdiagnosis
and underdiagnosis. Liver biopsy is the only way to make
a definitive diagnosis. Non-invasive modalities, such as
CT imaging, are becoming a hot topic of interest in recent
years. This article summarizes the pathological and CT/
MRI features of INCPH and the key points of differentiation
from cirrhosis, to improve clinicians” understanding of
INCPH and reduce the rate of initial misdiagnosis and
missed diagnoses.

© The Author(s) 2022. Published by Baishideng Publishing
Group Inc. All rights reserved.
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$ik

B AP AERTARAR ] Bk & /EJE (idiopathic non-cirrhotic
portal hypertension, INCPH)>Z —FJ& B 7R B 69 1717
F o BB IR, G RV TR 3 R 69 JE R AR AE, T
FFRRAC A A AE, D1 RAR Y R FAR &, AT & 4 oA
BT — ik 12, R, CTRALF ARSI
INCPHAR A K 69 # 8. AL)225 T INCPHAG AL
CT/MRISFAEA B 55 RFREAL UG S5 2 8., B 23R 5
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JR B A STINCPHAI AR, i, V41 K B 624 TRis 4.

© The Author(s) 2022. Published by Baishideng Publishing
Group Inc. All rights reserved.
FHER: NMHIRE E; AR, RIS BT AUX
R A, At R IR R

BZIRE: 4 A& PR AR AL [ Bk & /£ (idiopathic non-
cirrhotic portal hypertension, INCPH) & /5% %5 Fe 15,
I B R B B A7 R INCPHA & A7 . 6K FIRT, B
S TARYEAR K 45 by FARITARAL G5BT & 5, " CT/MRI#
HHIFAELINCPHT- 1135 W B R AAC 8 53] o A T
BE L.

SRR EIES, NiE, TED. RN IR XS SRR RIE
RSUSIHLE. BRSBTS 2022; 30(16): 729-734

URL: https://www.wjgnet.com/1009-3079/full/v30/i16/729.htm

DOI: https://dx.doi.org/10.11569/wcjd.v30.i16.729

03I

Il R _ER290% 1 ik 51 HediE (portal hypertension, PH)H
R B, LR B = I A 2, RS
A TRk v FE S (non-cirrhotic portal hypertension, NCPH)
WK AR RIZ R 2. R R AR AL 0k i e
(idiopathic non-cirrhotic portal hypertension, INCPH)& 7EHE
I PR A ARG At 2 0 R = A 1)k v S ) 175 45
, BATIK S RREIR S5 A4 Al RARFALE (4 S5 R AN B )
FFI 152115 535 (porto-sinusoidal vascular disease, PSVD).
JHEA A INCPHIZ T E—J7 vk, JTAE, B9 15
WL E 652 1% (computed tomography imaging, CT)A/l
W EdR 4% (magnetic resonance imaging, MRI){E7~ |
SINCPHEUF 2 KA, JIINCPHIK L WiA1 %
AR T RRAT . ik, ASCEER T INCPHER
HE, CT/MRIFHE PA K A5 AL (1) 2 00 B v, B FERR &
([ R = A XA INCPHIA IR, IS Wi iR 2 TR 2 2.

1 INCPHISRITRSE RER AR

INCPHYEA [F [ 5 A0 X (1 95 256 22 B REK, TEENBEAY
THEIk23%LL b, TP 7 B KA TH3%-5%, 4Bk S A7)
i AR, INCPHA KA A MLk R B, H ATACA
A BE VAR T HF PO BN T B K I A SE RS, 5 e 52
AT 1Tk AT Fy BEL 7 388 ), T U 51 A i /8 453 4% )
A B e BN S B e, AN INCPH
RIAHRHF 2 (B, 7ER E, 250 —ZINCPH—4
FEERFHE RS, AL, INCPHZ Wi KPR 2 5 TS
PR % 507, AR FARIEY, INCPHS N HTRIAL AR
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I8 72.1%, W ER e A AL (A7 ZE IR I [A]: 32 mo
vs 4 mo). T INCPH5 AL [ 1 ik s hE VG T 5 s
RS, D, IRPREEAE N EAINCPHIF R4 52
BT

2 INCPHEVFRIRAFHIE

2.1 AFRE R ARAFAE INCPHIZ WAL 3 ZR IR T
T bR AR, LI PR A AR I B K, SR THI
B A o AR A T I 8 FFF A AN RN, A JBE T [X i
JRZE AR, W S B S 2 4, AR, R
AN, AF /NI R 35 5 (R e Ea 8 45, B mT L
JH T TR T ML RESE R, A /N Tk 3 SO B
ST RO, ] BT AR D T AT e AR Ak ) 25715
ARUOL e A, AR T A R R R K I T ik o S R
B, T PO 2 e 5 S D LY. BT (A KARRRAIE J L
P2y AT DU CT/MRIBL G 23R4

2.2 LRI AR INCPHIA L BAT bk, 75K
[EIE PRI B, Rl — 5 R IR 22 Pl BRI B S S5 BE L
MG, DI, mE SRR A X INCPHIF 2 B 4R
HE FHER AR A D0 2 2K (=20 mm) HHFER
FFREAL; A REREE(= 10N IX); Hhs B4 5 3 e,
INCPHAHRH R 6 = R G4 4 PHZEPE T TER K
Jpi(obliterative portal venopathy, OPV). 455 AE 1A=
(nodular regenerative hyperplasmia, NRH) A S A5 4= I Fg P
JiFig{k (incomplete septal cirrhosis, ISC). FiE =, INCPHY
PSVDYE HARFE P A7AE 22 5, Jo ik Y B e 1)
TAX 53 PR E LB (E2).

2.2.1 OPV: OPVEINCPHME— 354 /7 (AL 2 22 i
TP T, B N INCPH/PS VD IR & PEAHAE. 332
PR T T T T K AT 440 . 0/ B AN 4 R % 5 B
OVERR AT, A I A 5 A PR ZE Bl Rk R, IR A
ZUEAR RIS X ARG Tl e 22 5 1 i ks 2k AH
TRIE, i Py I 5 AT 4B . 115 bk P 2E 51 B AR 1
AR, EFERICAE XA B S I AN B K i E AR
PRI I B AR NE Y B, W 18 #f ik 5k 5%, Sato
LU SE T 286 IN C P H 3 F 4H 4% St fi A ity
(glutamine synthetase, GS)HIFKIEKI, 71.4%EHGS
BRI, B T3 K 55 DAL 43R T 1.

2.2.2 NRH: NRHZ H1 1= FF 2 5 S A0 T R AN a5,
BEA®1 mm-3 mm, 7] 73 A7 7EBEAN I B R PR T A
B SRR AGAR Ll DRI B AN 52 4T i fb f %,
WD FEANTE . AR 4 G € n] W0 %2 31 25715 1 P AR 1 0
AR FIAI JE 52 28 400 1 B J2 P 4 A 4R A, oA DL 2F- 4[]
BEU R NRHIEINCPHH /b WL, (R85 11k 1)
TE RSB AT 77

B I g

N
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1BHE, . RARMIRL IS SESRTADRIE R EARHE

= 1 INCPHEVIERS SRR TR 222020

i EX
LBEX [ BRI SLEXEEFRE MR IEK
LCEXSENEK CEXAZTEENER
LEXEERSIE IHLCEXIMBEBLERNE T HZ T RNADEEEEMER, TERDR
T FFsEy oK FSEREAT TR, BEIFXEDH
SFLFE RRAE T FEFERIRITIR
CPEREFIXERE CRSREPAXY K. CPIREFRKISIENPREF AT

INCPH: BRI AR IS EIE.

i i .
~ B p I IR
N N =) a3 futia — TR bR LR
Pl (HIVE) < B HEZEAE. ADAMTS 1306255
o, S /// . \\\ o /’/\\
~ \//’/’ _
TR | By DA i —~KCNN3FIDGUOKKEK 745
T TR i e BT T Tumets
i SIS 55 e Him E1E. Adams—OliverZZ S IES
v \“\\\ //A\\/’/
NS it s I E R
— NAFLD GSES SES — HIVI§ R
\\x ~ r \v/////

DOI: 10.11569/wcjd.v30.i16.729 Copyright ©The Author(s) 2022.

1 AR B BREEENZRBXER". « A RHE . H S R4

TIREEAAE BERDR . BB 255, b:

EECHERSHZ | BT 1SR R T VAR A, HIV: ARGk sE; ADAMTS13: I HACHEF 248 -13; NAFLD: JR7H;

PENR TS

2.2.3 ISC: FFF2 I X & H g £F 4t 7E /T
NP DL B I 3R, RS HA A b R A AT . A
A LSRN f 45 5, ELR AT R Ab RE AR 5 1 T ST,
ISCH i f& Y45 [X 27 i Ak ik F2 %8 R R R L.

B IR = AVEFHEAL, oA ) AR S P B i A xe F
INCPHIFEWH A — & I E, BRI X 55
T3 5K & A L b (8 1).

2, INCPHA LU 5 i M i ok, 5 8 500
INCPHIZUL Wibak Ak & — SR, S22
W T B S IR R .

3 INCPHBICT/MRISE

AR, TEURS B S A 4 RAEINCPHIS S W R T
L (1 R I 52

3.1 M#RALFF KATI%HIINCPHEE HBLUATH
AN TER KR SRR A X A (D TF KR

Baishidenge  WCJD | https:/ /www.wjgnet.com
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INCPHLEU A B T K BE K. RIS [FIF2BE (1
FE AT ER KA TR 510 AP TT8 K
Sy SRR A BT B p N VAR 1 A
ANEFS. INCPHAER | T ER kBRI 3 B4 3 7 H R A i
Fe T LIRS 43 1) 58.0%F143.0%™, TM192.3% AT g4k,
BEFN AN TF KRG A R A HIZER, ()1 Bk e B
INCPHECFREAL 3 1 1T RKEE IS, 357 s BAR /)N, Zhao
2 NP TINCPHE % . ATRELL g AN e N 135
Bk T RARSCANEEI L 4 3 (S5, KILINCPHZALAN
(g B4 IR B ELAR YN T AL 4H.(P<0.05). T AHER T
HARPR, INCPHA I LER Y m] WL & ik R G 5 X
f, I RETE S, P RETRTRE, |1k 3T AN SRR KR
12 (B EE L 5 5 1 AR 1 LUAE) BEK(P<0.05). 1 E Ik
SR T RE S A T T KBRS B R A A O
i, TR OB A AR P 0 E BB ETE, R K
W, ATENINCPH™ EARL L FAR 20 hr .
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INCPH (12 = 28) PSVD(2 = 91)

|

INCPH =) JHZAVFAIFAE (+) and PHIFEPRIFAE(+)

PSVD =) JHZSARHAE (+) and PHIGPRAFAE(+/-)
DOI: 10.11569/wcjd.v30.i16.729 Copyright ©The Author(s) 2022.
B 2 BAUFEFBEINIRSEESNENERNENER.
INCPH 5 PSVDIRFRIIAERT EEAFZE ", 916PSVD & & i {28/
(30.8%)fFAINCPHIZHT. %
INCPHRJIZWR AT R PHAVIGRIFIE, MPSVD Al REE A REPHIR

REHIE. INCPHE—FHEZRIPSVD. INCPH: F5%& P EFFE b Tk
S HAE; PSVD: [ JS2IMES; PH: | Ik RIE.

32 MRS R
3.2.1 BAWIF: 80%LL EMINCPHEH A FIEEA
SRR R I AR AR RN AT 2 45, T R IR T
JH PN T T Ok BHL 28 51 R HE A 2, S BRI 5T Bt i 22
g, FRARMACEEPERE R BB AR R B . AH I, HAEAL
S AR S LR RE BRIV B =48, F R
4 Lt (caudate-to-right lobe ratio, C/RL), B IR 54
) b SRR . INCPHIF R A7 E BA 5 i T A A A2,
2 4 FE D 9 A A, RT Re AR R %5 B
HARE 7242,
3.2.2 AFRE B bk 25 3 b 3% A - Rk e 451 PR B A (focal
nodular hyperplasia, FNH);ZINCPH¥ & WL AR . X
ST T TR DK LR B R D, B K AR A R
SECHEE AL R AE R AR FNHIEH R,
SRS A 73 IR, Hh SR e AR I . 4L %8
R —ANIGEMRLE 7R, Bk 2 Sk, TR LT
Jik g ER PR 7 B, A S S e e
Ao RS SRRDY. ENHZEINCPH T R 42 R 4114%,
(LW AR AE JI R AL 25 3 R B2,

FNH-5 FF4H i 14 & (hepatocellular carcinoma, HCC)
R AR v P I A O3, X FFNHAEBE U A2 A 2
RAHCCECEME A S B TIA—8, 7 H AR
FABFEAT VP
3.2.3 FFME 52 3 s AR X INCPHzh KIS ] KK =
Jo A S JoT 4 i LU PH AR BE R L. T TR BT A
&, FFAMNEBNKEEE ARSI, ZEINCPH B KA EL
I K T LR B B R S AE 55, O R o I SR
BESRIRIN. FT SR SR AR R 52 AT Th B G 2 25 5 2o,
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FLEERR AN SEM RIS 75 R, INCPHEH FF L i {5
5500 5 LA A 4

324 FF QIR INCPHIRAS 3= B4 77 | I ik o ),
DRI TE SA5 2 AR/ DL B JFF k2 Th 5700 % A JE e
K 2 B, R 3 AT e SR (k8 P 8 T e i,
INCPH TR 25715 R4 B mT R DR gz ity | Ak PHL 2
SRR R AR R 48, FFRBELETRE. A2 H
DUTE I FE 6 4, LGS 5 PR A e ). ] DA, 11K
e e I L, AER WL IR R T 45 15 P RE 2 INCPHAS
TEEAK ) S RFAIE.

AN, MRUB R IV B 48 S BN IR L 55 56K, BAR
PR KAE, &AL —Fp R HRHE, 2 W R4
BB . RS WERRME . BH M TUNAE 230 N 68%,
98%, 80%, 98%"", ZEINCPHI LG4+, il /E N —
MNELE IR EA.

3.3 B #Rik sk S AR A K BT XA LA
N TR A, INCPHIT ] Rk s e Fe R B Y T A
B RN (OIAEAR I BT IFREfL, B2 AR
T ) R, B B KA T /EC TE MR Bon 24
F54k,Gamna-Gandy/)MA, T ATARIZZEED, Q&E BIR
F I K At i) A AR 2R BE . INCPHAR S [RIAET - S
S ot b P O P P A 1T A A TR i 2 A K,
JUT-5A 3 sl e R R A= . 3 AT P9 11 e ik
A (transjugular intrahepatic portosystemic shunt, TIPS)
W T BN 2GR 9T G ) B B R K g H
SRR P, AP s A I A T D IR 26,
JEEINCPHEE TIPSA S5 % i 1 & A4 22 B AT
JHFE1L,. BissonnetteZ5 ¥ —IGHF 98 & B, 1E NG TIPSTENE
FIINCPHEF, FERI B ERERE . IS LA LA
JEK 5AN R 45 Ao, ik, TIPS Thfg b # s
T 5 FF AN INCPH R . TIPS — 2 B INCPH 3
B ER K R sk H AT T I R 7 RS

3.4 FACHARL F A BRI M AR R A I
(transient elastography-liver stiffness measurement, TE-LSM)
PAIESAEINCPHI) % A2 Wr b &% R 17 20RE. INCPH
TR PP AR {1 1 5 EROR 7R3[7.9(6.2-11.6) kPa]™, B &5
JEF FEAGE P 9 b ARz v 1 AR AR S, 72 1 ik e Stk
1B, LSM<10 kPar; B H#27RINCPH, 75 ZE 54 LA
TiE 2 W7, LSM>>20 kPalf INCPHAAJ fg IR /N &
BRI, MINCPH B K AENRHIF, LSMAEH = EIE T
AL BRE, R AR AR — o X 3 (AR I R R A
HAL.

B4, INCPH &7 (1 -5 ik & /71 FZ (hepatic venous
pressure gradient, HVPG)H AT FFi{k B3, H50]
ok e FE (R RE BEAS B LG A8 A e 3R Y, INCPHAR & (1)
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HVPG V1 4(8.3+4.5) mmHg, Z160%INCPHZEE 1]
HVPGIE# 8 4 E THE(< 10 mmHg). X125 @ L1

HE

SEMRFIEZ

4 B

WL K i A AR B, T2 LT K e A (9 R, X

HAENCPHTI

RS R 1€, BT R B2 W A7)

INCPHW & hrifE. TEIRRSEE A, B e ZARYEAH S Ta e,
YR FTREAL A2 I 22 55, TICT/MRIFISAZ A AEEINCPH
FHAS W S5 AR I S 0 BRI E. AR,
i 2 RHIME, BSLCT/MRIELAG L AR, W RE TR
I INCPHI1) - RS HEZ Wy R T 1 A5 2.
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