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Clinical Characteristics, Histology and Prognosis of Autoimmune Hepatitis
in Korean Children

Dae-Lim Chung, M.D., Jeong Kee Seo, M.D., Hye Ran Yang, M.D.,
Jae Sung Ko, M.D. and Sung Hye Park, M.D.*

Departments of Pediatrics and *Pathology, Seoul National University
College of Medicine, Seoul, Korea

Purpose: Autoimmune hepatitis is a chronic inflammatory liver disease with unknown cause that
is characterized by liver histology, circulating autoantibodies and increased levels of immuno-
globulin G. Only sporadic reports are available on autoimmune hepatitis in children. The aim of
this study was to evaluate the clinical, biochemical, and histological features, and the long-term
outcome of autoimmune hepatitis in Korean children.

Methods: We reviewed the medical records of 14 children diagnosed as having autoimmune
hepatitis at Seoul National University Children’s Hospital from 1990 to 2004, and analyzed clinical,
biochemical, and histological features, and clinical outcomes.

Results: Mean age at diagnosis was 9 years and 11 of the 14 children were female. Six children
presented with acute hepatitis-like manifestations. Jaundice and fatigue were the most common
symptoms. Other autoimmune diseases accompanied in 6 children. Anti-nuclear antibody was
detected in 13 patients and anti-smooth muscle antibody was positive in 8. All 14 patients were
type 1 autoimmune hepatitis. The main histologic findings were interface hepatitis, rosette formation,
and cirrhosis. Clinical and biochemical features were improved in six patients treated with
ursodeoxycholic acid. Eight patients were treated with corticosteroid alone or in combination with
azathioprine and five of them are in biochemical remission.

Conclusion: Autoimmune hepatitis is an inflammatory liver disease, which has a favorable
long-term outcome if it is diagnosed and treated promptly. Therefore, autoimmune hepatitis should
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be suspected in children with chronic hepatitis of unknown etiology, especially in female patients
who show hypergammaglobulinemia or some clinical features of autoimmune disease. (Korean J
Pediatr Gastroenterol Nutr 2004; 7: 186~ 196)
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Table 1. Revised Scoring System for the Diagnosis of

Autoimmune Hepatitis by International  Autoimmune
Hepatitis Group
Parameters/Features Score
Female sex +2
ALP/AST (or ALT) ratio:
<15 +2
15~30 0
>30 -2
Serum globulin or IgG above normal
>20 +3
1.5~20 +2
1.0~15 + 1
<10 0
ANA, SMA or LKM-1
>1:80 +3
1:80 +2
1:40 + 1
<1:40 0
AMA positive -4
Hepatitis viral markers
Positive -3
Negative +3
Drug history
Positive -4
Negative + 1
Average alcohol intake
<25 glday +2
>60 g/day -2
Liver histology
Interface hepatitis +3
Lymphoplasmacytic infiltrate + 1
Rosetting of liver cell +1
None of above -5
Biliary changes -3
Other changes -3
Other
Autoimmune disease(s) + 2
Additional parameters
Seropositivity for other
autoantibodies +2
HLA DR3 or DR4 +1
Response to therapy
Complete +2
Relapse +3

Table 1. Continued

Interpretation
of aggregate scores:
Pre-treatment

Definite AIH >15

Probable AlH 10~15
Post-treatment

Definite AlH >17

Probable AlH 12~17

ALP: Alkaline phosphatase, AST: Aspartate aminotrans—
ferase, ALT: Alanine aminotransferase, IgG: immunoglo—
bulin G, ANA: Antinuclear antibody, ASM: Anti-smooth
muscle antibody, LKM-1: Liver-kidney microsomal anti-
body, AMA: Antimitochondrial antibody, HLA: Human
leukocyte antigen.
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Table 2. Clinical Characteristics at Presentation in 14
Children with Autoimmune Hepatitis

Age at diagnosis yr+ 943
(range yr) (24~138)
Female sex (%) 1 (78)
Acute onset (%) 6 (43)
Associated other autoimmune disease (%) 6 (43
Associated autoimmune disease

L . 1(7)

in first degree relatives (%)
Pre-treatment IAHG scorex 15+3

IAHG: International autoimmune hepatitis group. *Values
are represented as mean=SD.

Table 3. Clinical Manifestations of 14 Children with
Autoimmune Hepatitis

Clinical manifestations No. (%)
Symptoms
Jaundice 11 (79)
Fatigue 8 (57)
Anorexia 6 (43)
Dark Urine 4 (29)
Abdominal discomfort 3@
Epistaxis 3 (21)
Nausea 2 (14)
Diarrhea 1.(7)
Pruritis 1@
Physical findings
|cterus 1 (79
Hepatomegaly 10 (71)
Splenomegaly 8 (57)
Palmar erythema 3 (21)
Ascites 2 (14)
Telangiectasia 1@

7} 6o 2 AA 2 43%0 35 A HTable 2).
= &) 119(79%)
oo, HAMS &
A WgFoe] F713 A= 12886%) At o 9
%= FZ7to] 8&I(57%), 2 &HF- 0] 6#(43%), %
3 2w Ao] 48(29%)o14 BEoern ze Hu9)
B Ba7te] 24zt 38 21%)o1 - RATh o)yt
g 281(14%) M TAFAN, HAFe}F &
< 181(7%) N A Z 438kt
Ad M= o] 1174(79%)o1 4 YeEht
71 B3 270193 o2 7HE s S8
SHkE o] A o o}l 4HF 107 (71%)o1 A =
DAlo 7 BEE NS HIF U= 8W(57%)
2= 9 tH(Table 3).
6] At A g AP A Aol FHHE R
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Fig. 1. Associated other autoimmune diseases. Among 14
children, 6 were associated with other autoimmune
disorders, that is systemic lupus erythematosus in 2
children, erythema nodosum in 1, IgA nephropathy in 1,
immune hemolytic anemia in 1, and ulcerative colitis in 1.
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Table 4. Laboratory Findings of 14 Children with Autoimmune Hepatitis

Case No. ALP (ULL)  AST (UL 19G (mg/dL) t=bil (mg/dL) PT (INR) Alb (g/dL) ANA titer ASM
1 260 270 1,026 3.8 1.00 36 1:40 Negative
2 280 838 9,141 55 1.81 22 1:40 Positive
3 858 720 4410 28 1.42 40 1:40 ND
4 354 239 2,414 22 1.00 45 1:40 Negative
5 294 279 2,236 32 1.67 25 1:160 Positive
6 365 155 1,570 0.7 1.00 44 1:160 Negative
7 393 260 1,626 0.7 1.00 36 1:40 Positive
8 441 336 4,000 16.4 1.00 37 1:40 ND
9 386 348 1,105 6.7 1.06 35 Negative Positive
10 450 1,612 2,865 33 1.32 38 1:160 Positive
11 275 328 920 22 1.08 45 1:160 Negative
12 309 104 2,603 20 1.75 28 1:40 Positive
13 156 840 4,540 18.12 2.17 20 1:40 Positive
14 402 617 3,134 14 1.1 37 1:80 Positive

Mean+SD 373£161  469+402 2971+2147 49+55 131038 35+08

ALP: Alkaline phosphatase, AST: Aspartate aminotransferase, 1gG: Immunoglobulin G, t=bil: Total bilirubin, PT: Prothrombin
time, INR: International normalized ratio, Alb: Albumin, ANA: Antinuclear antibody, ASM: Anti-smooth muscle antibody,

ND: No data.
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Table 5. Histologic Findings of 14 Children with Autoimmune Hepatitis

Liver histology

Case Age

No Sex V) Interface Lympho- Rosette Biliary Lobular
’ hepatitis plasmacytic formation change activity Cirrhosis
infiltrate

1 M 3 + - + - -

2 F 11.7 + - - - +

3 F 8.8 + - - - - -

4 F 8.1 + - - - + -

5 M 12.2 + - + - - +

6 F 11.8 - - - - + -

7 F 99 + - - - - -

8 F 99 - - + - - -

9 F 9.7 + - - - + -

10 F 9.1 + - - - + -

11 M 9.3 + - - - + -

12 F 13.8 Liver biopsy not done

13 F 8.1 Liver biopsy not done

14 F 24 + - - - + -
e BRe 248 BYY, 19 Pddd W 5RE B Bev} dERow, AR F8 F Ee
o] EulE]o] A3l 27 %% (sclerosing cholangitis)¥  ZH Zo|= 7FEA] AdetE A4S R4tk 249
AtadA el FHEFEO dENed 2w 1

AS2EY G7F vl woka e FA] ojm
s

#29 % (cholangiography) ZAF £7& Aolgith  zAHo = o] WY AW oz 27] &
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=99 d=(10%), AT ZAE FHEE), & c;?tlz(rl w1tJh ;n;-ltlvirgél;dilg; 311911902(2)5:me antibody in
children. ediatr ;108:399-404.
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