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Clinical features of different clinical forms of childhood congenital hepatic fibrosis

WU Xin, DU Xiao-Rang, DING Jin-Fang, WU Meng-Jin, LUO Sheng-Qiang, FENG Xing-Zhong. Department of
Traditional Chinese Medicine, Beijing Shijitan Hospital Affiliated to Capital Medical University, Beijing 100038, China
(Feng X-Z, Email: jhwux2@163.com)

Abstract: Objective  To compare the clinical features of children with different clinical forms of congenital
hepatic fibrosis (CHF), and provides a description of the characteristics of childhood CHF. Methods  Sixty children
with CHF between January 2002 and June 2015 were enrolled, including 26 children with portal hypertensive CHF (PH
CHF), 3 children with cholangitic CHF, 30 children with combined portal hypertensive and cholangitic CHF (mixed
CHF), and 1 child with latent forms of CHF. The medical data of 26 children with PH CHF and 30 children with mixed
CHEF, including gender, age, clinical manifestations, physical signs, laboratory tests and imaging characteristics, were
retrospectively studied. Results Fever, jaundice and hepatomegaly were more frequently noted in children with mixed
CHF than in those with PH CHF (P<0.05). Splenomegaly and liver cirrhosis occurred more often in children with
CHEF, but there was no significant difference in the incidences of splenomegaly and liver cirrhosis between the children
with PH CHF and mixed CHF. The plasma prothrombin activity, white blood cell counts, platelet counts, mean platelet
volume, serum levels of alanine transaminase, aspartate transaminase, alkaline phosphatase, y-glutamyl transferase,
leucine aminopeptidase, and total bile acids in children with mixed CHF were higher than in those with PH CHF (P<0.05).
The decreased international normalized ratio and lower serum albumin levels were more frequently observed in
children with mixed CHF than in those with PH CHF (P<0.05). Conclusions PH and mixed CHF are common forms
in childhood CHF. The children with the two forms of PH usually manifest portal hypertension such as cirrhosis and
hepatosplenomegaly. The liver damage may be common in children with mixed CHF.

[Chin J Contemp Pediatr, 2016, 18(4): 335-339]
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1.1 —R&ER
2002 4F 1 H % 2015 4= 6 H W 8] 78 fif il 7555
302 B B A BE I 48 I 28 il 4 20 B2 W i 12 Ry
CHF By 8L 60 5], A 55 40 fil, %20 %, 4Fi
BIINF 184, 26 il k1 I ks 7Y, 3 5] g A R 7

30 BDATR G, 1o BB A DR IEAE 58 R I
B ILIE D, MERLEATSE 00T, ST RIAIER

1.2 WHRIERR

SR AE 26 011 Ibk e TR 30 IR A Y LY
PERI. AR IRIRRBL. (RIE, LR ERLA .,
PR R AE I R BRI T B 7Y, L S %
KA FR PR G M T (ALB) | TNZRG 2 i
(ALT) , REAERF A AST ) MABLZT Z (TBIL )
B VERERR I (ALP) | v R BEFL K (GGT) |
SRMRBFNEE (LAP) | BHITER (TBA) 25T
DIREFabr S AL 5 (WBC) | B2 40 g 4 Xt
5 (M) . £L40H154%k (RBC) | ML (HGB) |
M/MHCEEL (PLT) | I/ IMRSEEEFL (MPV)
B BEEIG ShEE (PTA ) FE FRAREIL LM (INR ) .
1.3 HAFE

B H 51 S N R P R 2L, FRA
K 1.3~2.0cm, S FEIERD 6 MLEX, HHA
A, AT IR AKE - JrLL gL (0 B Masson e {0,
fiff A5 302 5 B BEARR R FH 58— s o — UK 1 )
F, RHELS WS BEOCER bR
1.4 558

CHF 43 UK 4 Desmet™ 42 H} 195K 4 A1 IR

B (1) TRk AL BEA PR K
T ACTE T8 B R K h 5k kg 2 fE Tt

(WBC %, PLT HHEUB/D ) 250 T ks HeE R B
(2) WA RAL, BFEAMMT AR, Tk
FEFER, WERRAEE R, (3) IREG/: &
HIRIBTA T Tk A PR R, (4) FREEH.
S T 2R BIE SEAFAE CHE, JCT Ik s T4
A R R

1.5 FitESH

IV SPSS 19.0 GEd R AR BHE HEATSE 243

B, AR IR A BTGRP A 8 C Y oz TR )
[M ( Py, Pys) | 3R, P4 R H Wilcoxon
RS . THERORILLA 0% (%) FoR, Wi
FLAER R TR R . P<0.05 N 2EFA G H 0 X,

2 #ZR
2.1 FER MR

PRk R BB ILH, 520 4], 26 i, AR
%R 11.00 (6.75, 14.50) %; REMEILT, F
16 4], 2 14 4], R 11.50 (6.75, 16.00) % ;
WL AE AR RN ) 2 [8] e 22 S e i 24 L (4y
Wl =11.717. 3.376, P>0.05) .
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g R AR R LR 2, 154061 ( 71% ) ,
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ek gk, (HAERAL 2 8] LR 22 S e gt
2 (P>0.05) , W1,
2.4 FKIRSE

1] (2% ) BILA S RIEFAF b 05
25 XHWERE

BEALThRed, bk A RN A AL PA I
INR ¥R IE RO RN, AEMAZ MR ZES A5
T L (P<0.05) o IfiH L, WBC A1 PLT 7E
Pk AL R R, AEIR A TR L AL
TIEH W, M. RBC 1 MPV 7£ [ k& e 5 FiR

SRR LP I IER ; HGB 761k e B e 4
UL BT R; g WBC. PLT A1 MPV 7E%
A A ZE R A G L (P<0.05) o A:fbfids
Hi, ALB il TBIL 7£ 9 584 () L 940 F1E# K5
FEN TPk BB, BRT TBA IR T &4,
ALT, AST, ALP. GGT Hl LAP ¥J4bF IF % YL ;
MAEIR A B H L ALT, AST. ALP. GGT. LAP
FTBA ¥ H 88 T Fh s Hivb ALB. ALT. AST,
ALP, GGT. LAP Fl TBA %548 br 75 W4 41 [A] Hb 4% 2
SWAGITERE L (P<0.05) o W 2,

F1 FWARKRABEE (6] (%) ]

2H 5] B LARE i Z7] R i ik 9 B /R e
FIkmERD 26 13(50) 5(19) 0(0) 2(8) 2(8) 0(0) 3(12) 6(23)
TRAR 30 12(40) 5(17) 9(30) 6(20) 5(17) 6(20) 2(7) 5(17)

Pali) 0.564 1.723 9.294 1.723 0.091 5.824 0.407 0.363

Pt 0.453 0.189 0.002 0.189 0.763 0.016 0.524 0.547

&R
" . L " (e
21 5 {1 G YL N 5 PN JE K JFREAL Carolifig  'EHERD  FFAEAP R kil
T ke 28 26 21(81) 5(19) 11(42) 22(85) 9(35) 5(19) 0(0) 3(12) 14(93)
IRAT 30 19(63) 14(47) 7(23) 26(87) 11(37) 3(10) 13) 3(10) 10(83)
P! 2.075 4.677 2.299 0.048 0.026 0.969 0.882 0.034 0.675
P1E 0.150 0.031 0.129 0.827 0.873 0.325 0.348 0.853 0.411
e Caroli i WAE M N ALAE Y SE ;s * R TN BB A A iR LA 27 49, Hop Ik Ay 15 4, TRRA Y 12 i),
F2 WAERMINEE. MENRMEUKEERILE M (Pys, Pys) ]
o , PA WBC M RBC HGB PLT MPV
4] % (%) INR (x 10°/L) (x 10°/L) (x 10"/L) (¢/L) (x 10°/L) (L)

IIKEER 26 80(72.86) 1.12(1.08,1.20) 2.8(2.13.8) 0.26(0.18,0.30) 4.03.2.4.4) 111(81,122)  76(54,105) 0.09(0.05.0.11)

TR 30 91(80,99) 1.05(1.01,1.13) 4.2(2.6,6.4) 0.28(0.20,0.64) 4.03.6.4.3) 106(81,122) 102(72,173) 0.11(0.08,0.20)
Z{H ~2.489 -2.546 -2.152 -1.308 -0.066 -0.066 -2.481 -0.892
P 0.013 0.011 0.031 0.191 0.948 0.948 0.013 0.034

gk
215 %k ALB TBIL ALT AST ALP GGT LAP TBA

(@/L) (umol/L) (U/L) (U/L) (U/L) (U/L) (U/L) (umol/L)

IIMKEERL 26 41(37.44) 13(9,20) 25(16,35) 32(24,30)  150(130,257)  27(14.41) 52(44,66) 12(7.25)

TRAA 30 39(35.40) 13(8,28) 54(37,147)  74(51,142) 266(142,446) 143(47,284)  103(58,199)  27(14,95)
Z1E -2.774 -0.049 -4.060 -4.675 -2.415 -4.412 -3.757 -2.827
PE 0.006 0.961 <0.001 <0.001 0.016 <0.001 <0.001 0.005

. [PA] BEIMEEFUS S (65%~130% ) ; [INR] EBRARMEILILIE (0.8~1.2) 5 [WBC] FAZAMIHAL (4~10 % 10°/L) ;5 [M] A% st
i (0.12~1.0 x 10°/L.) ; [RBC] ZL40MIH% (3.5~5x 10"/ ) ; [HGB] £ H (113~151 g/L) 3 [PLT] Ifi/Miit% ( 100~300 x 10°/L) ; [MPV]
/R ARAR (0.06~0.40 1) 5 [ALB] FHEEH (35~55 ¢/L) 5 [TBIL] BAHZTE (3.4~20.5 pmol/L ) 5 [ALT] N & ERFE 2 (5~40 U/L) ; [AST]
KA LR (8~40 UL ) ; [ALP] BIERERREE (40~150 U/L); [GGT] v AEEEEIKAR ( 11~50 U/L ); [LAP] 52 R KLIKER (45~81 UL );
[TBA] AR (0~10 pmol/L) ;3 FES NS EH,
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SEEEE AR T 225, SRS AL T
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N7 AN 5 DR AR TE R PESRE Y, R,
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K TIEHWHE LR, X5 CHF AN,
RV AE A A 7R P A Al e P SR ARLAE 2 P AR
—3,

FERR T R R SR A sh s B vh 2 81, 1 2
J AR A S R T AR 40 453 47 2 1 /DN A A

SRFIE R Z A B R, B AR RAE A TR
AP, T B SR 1 A0 A T Y A
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T AR R THEE, FECALT. AST H#lF+
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TRA TR ke ERUAR EE, AR RES 0 5 S B i
R A BT Reft 2 42 BE Y, R IE & T
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RA AN R, RIMFEERE R Ik
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IBkiR AL, INRAR T Ik AL, BOHR & RsE
M RS A — A1

FEFFR R, 1055 ALP - AR R B ARG s
ARV F AR IS ALP 43 E e E R ", IRA
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