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Case 30-2014: A 29-Year-Old Man with Diarrhea, Nausea, and Weight Loss
(New England Journal of Medicine 2014 September 25; 371(13): 1238-1247)
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Post-treatment aggregate score
Definite diagnosis of autoimmune hepatitis
Probable diagnosis of autoimmune hepatitis

>17
12-17

Table 2. Scoring wilson's Disease.*
Criteria for Autoimmune Hepatitis] Points Criteria for Wilson's Disease§ Points
Female sex +2 Presence of Kayser-Fleischer rings +2
Ratio of alkaline phosphatase to aspartate Presence of neuropsychiatric symptoms suggestive +2
aminotransferase ofWilsor's disease
>3 -2 Negative Coombs’ test for hemolytic anemia (plus high +1
<15 +2 serum copper level)
‘Gamma globulin or 1gG level 2A4-Hr uﬁmquﬁnMibﬂudm
>2.0 mg/dl above the ULN +3 hepattis)
15-2.0 mg/dl above the ULN +2 Normal o
1.0<1.5 mg/dl above the ULN +1 1-2 times the ULN +1
<1.0 mg/di above the ULN 0 22 times the ULN 2
Antinuclear antibody, smooth-musdle antibody, or z A 9
anti-liver—kidney microsome type 1 antibody titer Nor;nl b:tiqs times the ULN after the administration +2
>1:80 +3 R
180 i Copper quantitation in the liver
1:40 41 Mot =
<1:40 0 <5 times the ULN +1
Positive test for antimitochondrial antibody -4 >5 times the ULN +2
Viral hepatitis Positive rhodanine stain for hepatocytes +1
p‘”"” -3 Serum ceruloptasmin level
“Ac_:‘;r':’ a3 Normal 0
i use
Ve % 10-20 mg/dl +1
No +1 <10 mg/dl +2
Alcohol use Mutation analysis
<25 g/day +2 No mutation detected 0
>60g/day -2 Disease-causing mutation on one chromosome +1
Presenceof-Hu-Dﬁlt.xHuDRl alde . +1 Disease causing mutation on both ci "
Presence of immune disease (thyroiditis, colitis, or other) +2 Total
Presence of antibody to soluble liver antigen, anti-actin +2 o
antibody, anti-liver cytosol type 1 antibody, or Wilson's disease highly likely >3
perinuclear antineutrophil cytoplasmic antibody Wilson's disease probable, investigate further 23
Presence of histologic features bk
Interface hepatitis a3 Wilson's disease unlikely 01
Plasmacytes +1
Rosettes +1
No interface hepatitis, plasmacytes, or rosettes -5
Biliary changes -3
Other faatures -3
Treatment response
Complete +2
Relapse +3
Pretreatment aggregate score
Definite diagnosis of autoimmune hepatitis >15
Probable diagnosis of autoimmune hepatitis 10-15

* ULN denotes upper limit of the normal range.
1 Data are adapted from Manns et al*

1 For Wilson's disease, Leipzig criteria were usad. Data are adapted from Wong et al.®
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Figure 2. Liver-Biopsy Specimen.

A specimen obtained during a it liver biopsy shows i cirrhosis, by diffuse bridg-
ing fibrosis and nodularity (Panel A, hematoxylin and eosin; and Panel B, trichrome). Focal macrovesicular steatosis
is also seen (Panel C, arrow; in and eosin). S¢ are enlarged and contain abundant granular
eosinophilic cytoplasm; these features (referred to as oncocytic change) are due to an increase in the size and num-
ber of mitochondria (Panel D, arrow; hematoxylin and eosin). Histochemical staining for copper shows extensive
copper deposition in hepatocytes at the edge of cirrhotic nodules (Panel E, rhodanine) that is consistent with Wil-
son’s disease.
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Figure 3. Enzyme Levels and 24-Hour Urinary Copper Levels before and after
the Initiation of Trientine Therapy.

Before and after the initiation of trientine therapy, levels of alanine amino-
transferase, aspartate aminotransferase, and alkaline phosphatasa [Panel &)
and the wrinary copper level (Panel B} were measured. Red lines indicate
the upper limit of the normal range for the respective enzyme.
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