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Table 1. Extrapancreatic Lesions Complicated with Autoimmune Pancreatitis

Close association
Lachrymal gland inflammation
Sialoadenitis
Hilar lymphadenopathy
Interstitial pneumonitis
Sclerosing cholangitis
Retroperitoneal fibrosis
Tubulointerstitial nephritis

Possible association
Hypophysitis
Autoimmune neurosensory hearing loss
Uveitis
Chronic thyroiditis
Pseudotumor (breast, lung, liver)
Gastric ulcer
Swelling of papilla of Vater
IgG4 hepatopathy
Aortitis
Prostatitis
Schonlein-Henoch purpura
Autoimmune thrombocytopenia
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Table 2. Clinical Pearls to Help Avoid Misdiagnosis of Autoimmune Pancreatitis (AIP)

1. Use the Mayo HISORt, Japan Pancreas Society, or Korean guidelines to help diagnose AIP and
differentiate it from malignant disease.

2. Remember that AIP is a rare disease that is much less common than pancreatic adenocarcinoma
or cholangiocarcinoma.

3. Serum IgG4 levels are elevated in 5% of patients without pancreatic disease, 10% of those with
pancreatic cancer, and 6% of those with chronic pancreatitis-an increased IgG4 level is not specific
for AIP.

4. Elevated serum 1gG4 levels can decrease in patients with pancreatic cancer who are inappro-
priately treated with corticosteroids.

5. Before initiating corticosteroids, make sure a marker is identified to follow for an objective res-
ponse during treatment.

6. Corticosteroid response in AIP is generally seen within 2~4 weeks. If no objective response is
documented within 4 weeks, the diagnosis is unlikely to be AIP.

7. Corticosteroids often cause subjective improvement in symptoms even in patients without AIP.

8. All focal pancreatic masses should be sampled before initiation of corticosteroids.
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