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■ 0.82 /100,000 persons.

■ 6%  chronic pancreatitis



Definition of AIP

■2 different chronic inflammatory and 

fibrosing diseases of the pancreas that 

are responsive to steroid treatment.



initial presentation

■ Pancreatic mass           acute . Most common . Painless obstructive jaundice 70%

chronic  asyptomatic pancreatic mass 

■ A less common initial presentation is acute pancreatitis, 15% especially with type 2 

AIP.

■ weight loss, vomiting, and glucose intolerance.

■ pain is not frequently present but abdominal and referred back pain may occur 

■ Burnt out stage painless chronic pancreatitis steatorrhea and atrophic pancreas

→



20%



30%



Diagnostic criteria ( HISORT)

■ proposed by several groups including

– the Japanese Pancreas Society,

– an expert group from Korea, 

– Mayo Clinic in the United States 

■Sen  85 % sp 99%







IgG-4

■ Normal value :  8-140 mg/dl

■ does not activate the classical complement cascade,

■ no specific target antigen

■ not involved in pathogenesis of disease

■ Sen  70 %             sp 99%





■ , serum IgG4 values above normal but ≤280 mg/dL described in a number of 

disorders that do not involve the pancreas,: 

■ atopic dermatitis,

■ asthma, 

■ parasitic diseases,

■ pemphigus vulgaris,

■ pemphigus foliaceus

elevation in 

serum IgE.



Anti-PBP peptide antibodies

■ Anti-plasminogen-binding protein (PBP) peptide antibodies 

– Sen  94%     sp 95%  

– 5% with pancreatic cancer

– (cannot be used to distinguish between these two diseases)

■ CA 19-9 concentrations were much more common with pancreatic cancer (71 

versus 9 percent)

■ Other antibodies:

– carbonic anhydrase II antigens (positive in 30 to 59 percent)

– RF- ANA – p-ANCA – AMA – ASMA -antithyroglobulin







lymphoplasmacytic sclerosing
pancreatitis (LPSP),type 1

■ A lymphoplasmacytic sclerosing pancreatitis or 

■ more than 10 IgG4-positive cells 

– with at least two of the following:

■ periductal lymphoplasmacytic infiltrate, 

■ obliterative phlebitis,

■ and acinar fibrosis







periductal lymphoplasmacytic infiltrat



Idiopathic duct-centric pancreatitis 
(IDCP) (type 2)

■ Periductal lymphoplasmacytic and neutrophilic 
infiltration

■ Destruction of the duct epithelium by neutrophils

(granulocytic epithelial lesion, or GEL) microabcseses

■ Obliterative phlebitis is rare

■ No IgG4-positive cells







Parenchymal imaging    CT- MRI







Ductal imaging (ERCP or MRCP)















IgG-4 related diseases

■ Type-1 AIP may occur in an isolated pancreatic form or may be associated 
with extrapancreatic manifestations.

■ occurs in around 60% of patients,

■ Biopsies :

– inflammatory dense lymphoplasmacytic infiltrations

– accompanied by fibrosis and most of the time by obliterative phlebitis 

– with a predominance of IgG4-positive plasma cells,

■ Serum IgG4 levels are elevated (>135 mg/dL) in about 70%

■ may occur before, after, or at the same time as the pancreatic disease.

■ Type-2 AIP : 15-30% IBD  

















Treatment

Induction for remmsion with high dose of steroid 40 mg/day (0.6-1mg/kg/day )

for 2 to 4 weeks

Repeat pancreatic imaging  (CT or MRI , whichever was obtained initially )

Response rate type 1 & type 2 : 97% 

taper of 5 mg/week for a total treatment duration of 10 to 12 weeks.

type 1 AIP a relapse 30% and 50% type 2 AIP relapse rare 





Treatment

■ AZA at dosage of 2 mg/kg/day sustained remission at 3 years (75%)

■ Maintenance low-dosage steroids keep in remission at 3 years 76.7%



When to Offer Rituximab

1.000 mg every week for 1 month, followed for 1.000 mg every 2–3 months for 24 months

maintaining remission 83%
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