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Severe manifestations
Gastrointestinal tract
Failure to thrive
Iron deficiency anemia
Entercpathy
Skin
Exundative/Severe atopic dermatitis
Respiratory tract
Larynx edema
General
Anaphylaxis
Moderate-mild manifestations
Gastrointestinal tract
Regurgitations and vomiting
Diarthea
Constipation
Colitis
Colic/Abdominal pain
Skin
Atopic dermatitis
Angio-edema
Urticaria
Swollen lips
Respiratory tract
Rhinitis
Conjunctivitis
Wheezing
General
Lrritability
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Table 1. Laboratory Data.*
‘ 3 Wk after
1 Day after Presentation,
| Reference Range, Presentation, Gastroenterology 6 Wk M 6.5 Wk aﬁu
Variable Adubts On Presentation  Outpatient Clinic Clinic Presentation Presentation
White-cell count (per mm?) 4500-11,000 10,300 8200 7400 7800
Differential count (%)
Neutraphils 40-70 60.6 643 521 534
Lymphocytes -4 174 163 244 301
Monaocytes 411 10.7 83 10.8 84
Eosinophils 0-§ 89 9.1 10.7 68
Basophils 03 20 16 16 12
Activated partial-thromboplastin time (sec) 220350 91 “p
Prothrombin time (sec) 110-140 VA 163
International normalized ratio * 09-11 15 14
Globulin (g/di) 2341 9 35 42 40 47
Bilirubin (mgyd)
Total 0.0-10 L7 20 14 8 16
Direct 0.0-04 08 04 11 06
Alkaline phosphatase (Ufiter) 45115 n 102 9% [ 14
Alarine aminotransferase (U/lter) 10-55 180 17 31 7] 1R
Aspartate aminotransferase (U liter) 1040 167 n 154 167 143
Phosphorus (mg/dl) 2645 14
Thyrotropin (/i) 0.40-5.00 qir ¥ 436
Ferritin (ng/m) 30-300 176 1677
Iron (ug/dl) 45-160 134 109
Iron-binding capacity (ug/di) 230-404 Unable to perform test 02
Antinuclear antibody Negative at 1:40 and Positive at 1:40 dilu-
: 1:160 dilutions tion, speckled pattern;
Immunoglobulin (mg/dl)
IgA 63-309 39 47
1gG 614-1295 2559
M 53334 77}
Serum protein electrophoresis
Mmanu@ bibididaiis m,.:.m
S22 : al20
Artimitochondril ntbody Negative at 1:2 dikgioh o
a,-Antitrypsin (mg/d)) i Nes;‘mz.zo
Em?mwd"" (mg/iter) 33194 ®
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Figure 1. Abdominal Ultrasound Image.

An image obtained during a color Doppler ultrasound
sxamination of the abdomen shows normal liver
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Tabfe 2. Scoring Systems to Differentiate Autoimmune Hepatitis from Wilson’s Disease.*

Criteria for Wilson's Diseasej;

Criteria for Autoimmune Hepatitis{ Points Points
Female sex +2 Presence of Kayser-Fleischer rings +2
Ratio of alkaline phosphatase to aspartate Presence of neuropsychiatric symptoms suggestive +2
aminotransferase of Wilson's disease
>3 -2 Negative Coombs' test for hemolytic anemia (plus high +1
<15 +2 serum copper level)
Gamma globulin or IgG level 24-Hr urinary copper level (in the absence of acute
>2.0 mg/dl above the ULN +3 hepatitis)
1.5-2.0 mg/dl above the ULN +2 Normal ]
1.0-<1.5 mg/dl above the ULN +1 12 times the ULN +1
<1.0 mg/dl above the ULN 0 =2 times the ULN +2
Antinuclear antibody, smoath-muscle antibody, or > G
anti-Wver-ianey micromoime type 1 antibody titer Normal, but 5 times the ULN after the administration +2
180 3 of penicillamine
:w :2 Copper quantitation in the liver
140 4 i -
<1:40 0 <5 times the ULN +1
Pasitive test for antimitochondrial antibody -4 >5 times the ULN +2
Viral hepatitis Positive rhodanine stain for hepatocytes +1
Positive -3 Serum ceruloplasmin level
Negative +3 Norsal °
Iicit-drug use
Yes 4 10-20 mg/d| +1
No +1 <10 mg/dI +2
Alcohol use Mutation analysis
<25 g/day +2 No mutation detected 0
>60 g/day -2 Disease-causing mutation on one chromosome +1
PSSERI LA O ?r HEAt ?"_d,e - ki Disease-causing mutation on both chromosomes +4
Presence of immune disease (thyroiditis, colitis, or other) +2 :
Presence of antibody to soluble liver antigen, anti-actin +2 ThTyons
antibody, anti-liver cytosol type 1 ant!'body_. or Wilson's disease highly likely >3
PRUEleir S fltiop il cytopliniic N iody Wilson's disease probable, investigate further 2-3
Presence of histologic features N ”
Interface hepatitis +3 Wilson's disease unlikely 0-1
Plasmacytes +1
Rosettes i +1
No interface hepatitis, plasmacytes, or rosettes -5
Biliary changes -3
Other features -3
Treatment response
Complete +2
Relapse +3
Pretreatment aggregate score
Definite diagnosis of autoimmune hepatitis >15
Probable diagnosis of autoimmune hepatitis 10-15
Post-treatment aggregate score
Definite diagnosis of autoimmune hepatitis >17
Probable diagnosis of autoimmune hepatitis 12-17
* LN denotes upper limit of the normal range.
T Data are adapted from Manns et al.*
1 For Wilson's disease, Leipzig criteria were used. Data are adapted from Wong et al.?
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Figure 2. Liver-Biopsy Specimen.
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MARKERS IN RELATION TO SARCOIDOSIS

Origin Marker

Angiotensin converting enzyme (ACE), Lysozyme, Calcitriol,
Monocytes o ) o )
Kininase, Neopterin, Thermolysin-like metallopeptidase.
Soluble Interleukin2- receptor (sTL2-R), Adenosine

Lymphocytes

deaminase (ADA), Beta-2microglobulin

Collagenase, Elastase.

Neutrophils Extracellular Fibronectin, Vitronectin, Hyaluronic acid, Procollagen I

peptide.
Others ESR, CRP, Amyloid.
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