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Emi Yanai', Atsushi Fujita®, Tamaho Suzuki',
Takeshi Yanagihara', Yasuhiko Kawakami' and Yasuhiro Katsube'
'"Department of Pediatrics, Nippon Medical School Musashi Kosugi Hospital
*Department of Pediatrics, Nippon Medical School Chiba Hokusoh Hospital

Abstract

Autoimmune hepatitis (AIH) is a progressive inflammatory liver disorder characterized by
serologically elevated transaminase levels, increased levels of immunoglobulin G (IgG), and the
presence of autoantibodies. AIH in childhood often presents acutely, and the incidence of
cirrhosis at the time of diagnosis is higher in children than in adults. We report a case of AIH
treated with methylprednisolone (mPSL) pulse therapy in a 15-year-old boy. The patient was
referred to our hospital due to transaminitis without subjective symptoms. He did not have a
family history of hepatitis or autoimmune disease, and was generally in good condition.
Laboratory examinations revealed transaminitis and hyperphosphatasemia, and elevated levels
of serum IgG. Tests for serum anti-nuclear antibody (ANA) and anti-smooth muscle antibody
were both positive. Screens for viral hepatitis, drug-induced liver injury, and metabolic
diseases such as Wilson disease were negative. Liver biopsy showed portal and periportal
lymphocyte and interface hepatitis. There were no bile duct changes. Conventional treatment
of AIH in childhood consists of prednisolone (1-2 mg/kg/day), and the remission rate is high.
However, relapse during treatment is common. In response to relapse, the dosage is increased
and the treatment period is extended, which can lead to the characteristic side effects of
corticosteroids. Compared to conventional treatment of pediatric AIH, mPSL pulse therapy is
reported not only to normalize aminotransferase in a shorter time span, but also to reduce the
side effects of corticosteroids. In our patient, one course of mPSL pulse therapy was selected,
because the patient and his family hoped for a shorter period of hospitalization. The patient
was hospitalized for only 8 days, and his levels of serum aminotransferase, IgG, and ANA
quickly improved. Apart from the already high rates of cirrhosis at diagnosis and relapse
during treatment, AIH in childhood also often presents with complications of overlap
syndrome, which can lead to a worse prognosis. It is important that both pediatricians and
physicians cooperate during transitions of care.

(HARERIR AR AAMERE 2018; 14: 121-124)
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Table 1 Blood examination

WBC 6,180 /uL AST 330 IU/L
Neu 60.5 % ALT 456 TU/L
Lympho 285 % ALP 1,764 TU/L
Eosino 35 % YGTP 379 IU/L
Hb 153 g/dL ChE 300 TU/L
Plt 29.1 X104 /uL T-Bil 0.85 mg/dL
D-Bil 047 mg/dL
PT (%) >150 % TP 9.1 g/dL
APTT 31.8 sec Alb 4.1 g/dL
BUN 9.2 mg/dL
Cre 052 mg/dL

CRP <0.1 mg/dL

CMV IgM (=) ANA 1:320

CMV IgG (=) SS-A/Ro (-)

EBV VCA IgM (=) SS-B/La (—)

HBs Ag (—=) SMA 1:40

HBs Ab (-) AMA (—)

HCV Ab (-=) LKM-1 (-)

HAV IgM (—) PR3-ANCA (-)

HAV IgM Ab (-)
Cu 177 mg/dL
ceruloplasmin 45 mg/dL
IgG 2,389 mg/dL
I1gG4 102 mg/dL

CMYV, Cytomegalovirus; EBV VCA, Epstein-Barr virus-viral capsid antigen antibody; ANA, Anti nuclear antibody;
SS-A/Ro, Anti-SSA/Ro antibody; SS-B/La, Anti-SS-/La antibody; SMA, Anti-smooth muscle antibody; AMA, Anti-
mitochondrial antibody; LKM-1, Anti-liver-kidney microsome 1 antibody; PR3-ANCA, proteinase3-anti-neutrophil

cytoplasmic antibody
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Table 2 Diagnostic criteria of Autoimmune hepatitis

O W

Absence of other causes for hepatitis

Positive results for anti-nuclear antibody and/ or anti-smooth muscle antibody
Elevated serum Immunoglobulin G (more than 1.10 times the upper normal limit)
Presence of interface hepatitis and/ or lymphoplasmacytic infiltration histologically
Good response to corticosteroid treatment

Typical for AIH: positive for 1. plus positive for more than three among 2. ~ 5.
Atypical for AIH: positive for 1. plus positive for one or two among 2. ~ 5.
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mPSL, Methyl prednisolone : UDCA, Urso- deoxycholic acid: IgG, Immunoglobulin G:

ANA, Anti-nuclear antibody

Fig. 1 Treatment and clinical course
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