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A Case of Overlap Syndrome with Auoimmune Hepatitis and
Cholangiopathy in a Child

Ji A Jung, M.D., In Keun Kwak, M.D., Hae Ran Lee, M.D.,
Soo Hee Jang, M.D.*, Kyung Mo Kim, M.D.* and Eun Sil Yoo, M.D.

Department of Pgdiatrics, Hallym University College of Medicine, Departments of *Pediatrics and
Pathology, Ulsan University College of Medicine, Seoul, Korea

Although autoimmune liver diseases are common in Western countries, only sporadic cases have
been reported in Korean children. Autoimmune hepatitis, primary biliary citrhosis, autoimmune
cholangiopathy and primary sclerosing cholangitis are major classes of liver diseases currently
considered autoimmune. The overlap syndrome has features associated with both autoimmune
hepatitis and other liver diseases. We treated a case of the overlap syndrome that included
auoimmune hepatitis and cholangiopathy in a 12 year-old boy. Considering that these entities,
autoimmune liver diseases or overlap syndromes, are potentially treatable diseases in children, a

high index of suspicion is needed for the appropriate diagnosis. (Korean J Pediatr Gastroenterol
Nutr 2006; 9: 269~ 275)

Key Words: Autoimmune overlap syndrome, Autoimmune hepatitis, Autoimmune cholan-
giopathy, Children
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AR 474 A4 141 gdL, WS 8,950/mm®
(poly 43, lympho 41, mono 10, eosino 1), 4%
261,000/mm?®, W 7.1 g/dL, LH7 4.1 g/dL, TR
2 %5 7.0 mgdL, FH e FH 56 mgdL, AST/
ALT 1091/977 IU/L, ALP 1347 IU/L, v-GT 14 IU/L,
PT/aPTT 13.5 (INR 1.20)/33.2, 2.1 ¢} 44pmol/L o]
At vpolg 2o ot A AR AU
o, NEZZTP2ATL 857 mg/dL, THA] 1:
40 speckled ¥4, FHELIA 54, M EZ=T
obgAl 24, IgG 896.0 mg/dL, IgA 140.0 mg/dL,
IgM <183 mg/dL, C; 126.0 mg/dL, C, 32.0 mg/dL,
CH50 57.9 U/mLe] Atk & AAE SG 1.025, pH
5.0, albumin 1+, bilirubin 2+ T}

PART a2 BE 25adAs 958 Fdd
HI S H Edd, A=) 17t islch 53 3
FH 9% FAAME 2o mRgde U9 &
gl Fa7F HAAvkFig 1). 924 43 H= 49
S dst] 98 A WA B GRS Rz E
2 A7do| th(Fig. 2). DISIDA scan°| A= 7H] #F

Fig. 1. Abdominal CT findings show diffuse periportal low density in the liver, wall thickening and mucosal thickening

with enhancement of collapsed gall bladder.



Ao 9f @ Abteiold 2hy it

Y S o| 2SS 7 (Autoimmune Overlap Syndrome) 101 « 271

Fig. 2. Endoscopic retrograde cholangiopancreatography
for the exclusion of obstructive jaundice (primary scle-
rosing cholangitis). It shows no abnormality in intra- and
extra—hepatic bile ducts and gall bladder.
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g/dL, N & 6,300/mm®, EAF 356,000/mm?®, AST/
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61 mg/dL, PT/aPTT 77.3 (INR 1.22)/46.0, protein/

IO
f

Fig. 3. (A) Liver biopsy shows interface hepatitis, portal space widening and predominant lymphoplasmacytic
infiltration (H&E, =100). (B) Multiple bile duct injury, suggestive of cholangiopathy (arrows, H&E, x200). (C) Liver
biopsy shows minimal periportal fibrosis (Masson’s trichrome, x40). (D) Liver biopsy shows multiple bile
pigmentation, representing cholestasis (arrows, H&E, x400).
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Table 1. 1999 International Autoimmune Hepatitis Group (IAIHG) Revision Criteria of Autoimmune Hepatitis

Parameters/features Score
Female sex +2
ALP : AST (or ALT) ratio
<15 +2 v
1.5~3.0 0
>3.0 -2
Serum globulins or 1gG above normal
>20 +3
1.5~20 +2
1.0~15 +1
<1.0 0 v
ANA, SMA or LKM-1
>1:80 +3
1:80 +2
1:40 +1 v
<1:40 0
AMA positive -4
Hepatitis viral markers
Positive -3
Negative +3 v
Drug history
Positive -4
Negative +1
Average alcohol intake
<25 g/day +2
>60 g/day -2
Liver histology
Interface hepatitis +3 v
Predominantly lymphoplasmacytic infiltrate +1 v
Rosetting of liver cells +1
None of the above -5
Biliary changes -3 N
Other changes -3
Other autoimmune disease (s) +2
Optional additional parameters
Seropositivity for other defined autoantibodies +2
HLA DR3 or DR4 +1
Response to therapy
Complete +2 v
Relapse +3
Interpretation of aggregate of scores
Pre-treatment
Definite AlH >15
Probable AlH 10~15 v
Post-treatment
Definite AlH >17

Probable AIH 12~17 v
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Fig. 4. The changes of liver function tests.

albumin 6.5/3.5 mg/dL, glucose 103 mg/dL, cholesterol
153 mg/dLe|ow AW ZAAME  bilirubin 3+,
urobilinogen 1+°]{th ¢ 1994 (AL 5L A
RS ABe At 4 2197 54 HAHe
oF7t 718k aL, AST/ALT 786/675 IULE A F
Alo]™, TB/DB 37.4/21.4 mg/dLE 7}, 29
7} FHrE ST

NE 32 SV FH Y 27, FAPA %
4, 8% Ad2RRd M AS, 141 202 58

3} International Autoimmune Hepatitis Group (IATHG)
9] probable AIH (Table 1)} A}7FA A S <]
TESFTOE Ao i AFE FAY ur-
sodeoxycholic acid (20 mg/kg)oll ¥ 32¢ Al pred-
nisolone (60 mgkgld)& F7FehA} B AR
o] F43% 15 Hol7] AlAE Y. AHEo|=
218 25qbo] F 2] FRlo] 36 mg/dLol A 6.6 mg/
dL7HA] ZHaske] Bl skt olef 24 #F 257
= 7150l B E AL (Fig. 4), AA FHEE3
ol ursodeoxycholic acid (400 mg b.i.d.), predni-
solone (15 mg q.o.d)E T3t o o}
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