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1. .Severe fibro-inflammatory condition

2. .Involving possibly every human organ system

3. .Tendency to form tumefactive lesions (“mass-forming”)

4. .Histopathological features bear striking similarities  across 
the involved organs (similarly to sarcoidosis)

5. .Elevated serum IgG4

6. .Response to steroids

7. .Frequent relapses

8. .Loss of function, if not treated

IgG4-Related Disease



IgG4-Related Disease
Histopathologic Hallmarks of IgG4-RD 

Major
• Dense lympho-plasmacytic infiltrate
• Fibrosis, arranged at least focally in a 

storiform pattern
• Obliterative phlebitis

Minor
• Phlebitis without obliteration of the lumen
• Increased numbers of eosinophils

↑ numbers of IgG4+ plasma cells 

and/or

elevated IgG4:IgG ratio
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Zamboni G, Capelli P, Pathology, Verona
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IgG4-Related Disease
Pancreatic Involvement – Autoimmune Pancreatitis type 1



IgG4-Related Disease
Nomenclature (=organs involved)

Stone J et al, Arthritis Rheum, 2012; 64(10): 
3061-7



Why
…

Hypothesis
…



IgG4 cut-off  135 mg/dl Vs. pancreatic cancer
Sensitivity 95%
Specificity 97%
Accuracy 95%







1Manfredi et al, Radiology, 2008; 247(2): 
435-443

2Manfredi et al, Radiology, 2011; 260(2): 
428-436
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Autoimmune Pancreatitis Type 1
CT and MR findings



make the correct 
diagnosis

To avoid to treat
“neoplasia” with steroids

To avoid surgery
for an “inflammatory” 

disease
that fully responds to 

steroids

It seems a 
neoplasia
at imaging
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Ben 
Mckenzie

Autoimmune Pancreatitis Type 1
“The” Decisional Key



Autoimmune Pancreatitis Type 1
Response to Steroids



Autoimmune Pancreatitis Type 1
Response to Steroids and Relapse

Manfredi et al, Radiology, 2011; 260(2): 428-436
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Verona AIP database, 496 patients, 22.7.2025

Autoimmune Pancreatitis
Frequency of Disease Relapse Vs. Type

Type 1 – IgG4 
RD

269 pts (56%)

Type 2
117 pts (24%)

Type NOS
97 pts (20%)



IgG4 Related Disease
The Clinical Needs

- To diagnose the disease – probably largely underestimated

- Differential diagnosis with cancer – particularly in  pancreatic-hepato-biliary phenotype

- Early diagnosis – “the earlier the disease is diagnosed, the better it can de treated”

- Effective treatments – maintenance therapy to avoid recurrences and disease 
progression


