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Clinical and pathological features of patients with congenital hepatic fibrosis: An analysis of 26 cases
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Abstract: Objectives To summarize the clinical and pathological features of patients with congenital liver fibrosis (CHF) , and to
investigate the differences in clinical and pathological features between patients in different age groups. Methods A retrospective
analysis was performed for the clinicopathological data of 26 patients with pathologically confirmed CHF in China-Japan Friendship
Hospital from August 2005 to June 2023, and the patients were stratified by age to investigate the clinical and pathological features of
patients in different age groups. Results Among the 26 patients, there were 12 male patients and 14 female patients, with an age of
onset of 4—61 years. There were 19 patients with portal hypertension type (73.08%) , 2 patients with cholangitis type (7.69%) , 4
patients with mixed type (15.38%) , and 1 patient with occult type (3.85%). Of all 26 patients, 4 had unknown clinical symptoms , and
among the 22 patients with clear clinical symptoms, 10 (45.45%) attended the hospital due to upper gastrointestinal bleeding caused by
portal hypertension. Pathological manifestations included roughly normal liver parenchyma separated by fibrous septa in the portal area,
with the presence of abnormal reactive bile duct hyperplasia. Denser fibrous septa and a lack of portal veins with the corresponding caliber
were observed in 4 pediatric patients with disease onset before the age of 10 years, with a significant reduction or even disappearance of
compensatory thin-walled blood vessels. Conclusion Portal hypertension-type CHF is the most common type in clinical practice.
Patients with an early age of onset have certain histopathological features of the liver, with the presence of serious complications

associated with portal hypertension. Therefore, liver biopsy should be performed for patients suspected of CHF in clinical practice,
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and genetic testing should be performed when necessary. Early identification and diagnosis are of great importance for improving the

prognosis of patients.

Key words: Congenital Hepatic Fibrosis; Pathological Conditions, Signs and Symptoms; Portal Hypertension
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Table 1 Laboratory test results in patients of different age groups

EiEtan JLEH (n=4) AR (n=4) EAAEA (n=11) rPEAEH (n=7)
ALT(U/L) 65.00(47.05 ~ 261.00) 55.50(21.00 ~ 187.50) 13.00(8.50 ~ 29.50) 17.00(8.18 ~ 27.33)
AST(U/L) 55.00(27.50 ~ 172.50) 62.50(5.50 ~ 145.75) 19.00(15.00 ~ 29.50) 22.05(17.88 ~ 30.75)
ALP(U/L) 206.60(103.30 ~ 403.80)  194.50(62.50 ~ 373.00) 79.00(57.00 ~ 203.00) 121.50(87.25 ~ 187.30)
GGT(U/L) 89.00(64.85 ~ 193.50) 90.00(28.00 ~ 290.00) 37.00(19.00 ~ 287.50) 103.00(46.00 ~ 163.05)
TBil(mol/L) 15.10+0.60 41.36+21.53 30.44 +41.30 1831 +7.62
DBil( pmol/L) 6.70 +0.50 19.02 +12.84 20.91 +41.80 6.02+3.21
Alb(g/L) 32.10£4.10 31.02+17.11 36.50 + 6.49 37.37 +6.48
GLO(g/L) 26.60 +2.00 18.83 +16.38 27.58 +8.47 33.36 +4.31

TBA (mol/L) 6.30 +0.60 7.30+0.20 17.11 £ 19.62 17.42+13.07
WBC( x 10°/1) 335+ 1.35 3.30 £ 1.50 4.59+3.59 4.96+2.27

RBC( x 10°/L) 3.43+0.90 3.3140.20 3.41+0.84 3.25+0.96
Hb(g/L) 101.00 +2.10 62.00 +2.40 93.67 +31.31 95.86 + 28.76
PLT( x 10°/L) 129.50 + 53.50 89.00 % 3.10 175.93 +214.55 149.00 +29.93
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Table 2 Clinical symptoms in patients of different age groups

JER JLEH AR AL A
WX i | AT 3/4(75.00%) 2/4(50.00% ) 5/10(50.00% ) 0/4(0.00%)
I 1/4(25.00% ) 1/4(25.00% ) 4/10(40.00% ) 1/4(25.00% )
EERANYS 0/4(0.00%) 1/4(25.00%) 4/10(40.00% ) 0/4(0.00%)
JF/RE R 3/4(75.00% ) 2/4(50.00% ) 9/10(90.00% ) 4/4(100.00% )
K 0/4(0.00%) 0/4(0.00%) 2/10(20.00% ) 1/4(25.00%)
JFUihe S5 3/4(75.00%) 2/4(50.00% ) 4/11(36.36%) 6/7(85.71%)
B H kMK 2/2(100.00%) 3/4(75.00%) 5/6(83.33%) 2/3(66.67%)

TE LI L L 2 P HEAT AR A0 A 5 FOHEAR AL T 10 BRI PRAE R , Horh 6 G EAT S AR A A A 5 i BAR L 4 NG AR, 3 0 HEAT 52

1R
2134 PEFA APIEE PRI ILH0S 19k RAE
AR, FZASE DI BE S5 BRI, 1491 s 30 R g
A TR ILAE , Y5 T0 B Y L AR R . ARl 1
50 % B ZAE B N BB B CHF , % 58 91 o Ak 18 K v
JE AR, RMAKS: % B ALP \GGT TH i3 B FIE 2 & 457,
it — AT 2R 12 Wk CHEF .
22 JREFHE 260 B FH YL L B A
124 CHF, H AL (7] 55 B2 00 2R Sy - JFF S ot v ) L S50
4 21 4 1] B AN LI 43 B, 3853 S 45 40 4R, £ 4k 1B 5
ST AL 5 TR B P9 L 2 O A OR — /IR, BT DL/
BN, A DLAH I 1A B 1T K 5 552 3T P AR 471 K 35
IEH AT UL ek (1) o

P2 B R IA ERE  BE T Rl D2 2 (] B B
SN B R AR o 6 B[R] R Caroli i 1 8, B4
TREEL UL /NARAE PN A R U I LA I E 5K A /N
JRAE (E12) o Xt HR R4 R 2 B 3 I e il A 24 B

2257, LB A A £ 2 ] e BN B, HLZT 24 1] B A
i 2 AR L 1A B 1D, SRR /N I ) S50 I 5 O
A BRI TR X 1Tk e e AR A 00 S A6 B sl
D (181 3) 5 8 HC A AT I 2H v 2 2 (1) B P 3 BE /D L 7 114 %
AR LEAHEZ A7k ] W A48 A BT Tk

3 g

CHF 2 Fh 2 B3 2T 4 % 35 11 9 Z2 38 vk 1 S %8
75 | ) e (L PR P TG L 0 A L R S R A 4
J LR 4T B A A K A D RERERT , I T S BUM R A AR %
B P BE BN E] REAS S A A LA R AT Y
HELAS ) P27 Al , B 22 00 90 Ik i TS S RELS 8
A . NG & B R 8 RS R TR IX IR
JR, BB b R 5113 X ) 5 2L U E 3 AR A TR
S/NRAG T ISR Y/ RS R Ak,
s FEUIT A/ ] BB AR 2 75 S, PR B 25 4%



2320

PRATREfR 2 EE 415FE 11812025411 A J Clin Hepatol, Vol. 41 No. 11, Nov. 2025

e ot

o

i Lt
! e - ket

TE D1k, 23% . a(HEH(E, x 40) b(HEZL (L, x 100) : 15250 G
B 2T 20 T B A LU By I35 Sk o 27 AR T B ) , T B S 27 A, DG
AT ULRE AR 2 BOBRARLIN /MR AE AR 3 SOIR A R BE 5
EUARRETE (A1 A AT UL/ INBJIK A AR 1148 B4 TR K 5 1 5 S
S RS A ARG SN RS A o e(CKT S 2k, x 100) :
WRZ U AR M AIIEE . (B4 Masson B4, x 100) : 1755 52
BT Ak ] i (B (37 Sk AR T ZE TR )

1 CHF REZYE
Figure 1 Pathological changes in CHF
FOREARKNAELH . 2R 1 5N gL 4E
WEA/ZFEEN ZEAEN T BRI 228,
AR A 155 0 B ) e A, 2 00 A T AR 54 IF
L2 g b B v T2 A 9 A8 2 R - T 4 A A ]
VLA AR O B 3R PP R ) 2 P 4 L LR 2T 4
ANAT WO KRB & B 5 (#2550 pm) 30 T A
A Caroli Jpg b # Y (O A B VR B AL TE 2 M O . R
T, Mk A F 24 B LK R FEP I 5 ) s PR AR B 2 Ji T L
JE RN R AR, 3X BT AT REAA 7R H A AR 0 2 LS (]
BT ABFTE R 1 B AT T R, R T

TE: 4,24 % fF Carolifig . a(HEZ: (B, x 100) : AFSE BN 2 45 5T R 4T
YT 23 B O G357 S s 2 4R (B B DX ) | 27 45 N A 1 T L 22 80
AN B BIHE NS, BB I A R G 15 ks R P R AR I
R =1 1 1) ECE O ) 0 Y Sy A 7 6 TN A i 5 b U
WA ARAE o T2 BT A AR HES o, 3840 T AR 9 5 g vl 25, 8 DL/
WIEA: . bOFIZ+Masson Y, x 100) « i/ & I (14 21 2 i) g 1X 3, (22
(T Sk R LT IR X ) o
2 CHF &3 Caroli fR IR F M T
Figure 2 Pathological changes of CHF with Caroli disease

®

WAt 4% . a b(HE Y, x 100) : JH- 2l 41 4 P9 L 5 i i iy L4
PR A E SN PN A T I IS e S N e G
SAEIE, TR MK 2%, (0 A 531 S8 B A B9 9 B /s o 4 (€079 Sk o
HERE/N A ) o
3 JLECHF EENREZHE
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