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I. INTRODUCTION: 
IgG4relateddiseaseisamultiorgan,fibroinflammatory

conditionwithtumefactivelesionswithunknown 

etiology & characteristic histopathologic features. 

(1) 

Virtuallyanyorgancanbeinvolved,butthemostcommo

nlyinvolvedorgansarethepancreas,kidneys, orbital 

adnexal structures, salivary glands and retro 

peritoneum. (2) 

Previously there were different names for 

involvement of different organs like Miculiz 

disease, Kutter’s 

diseaseandOrmond’sdisease.Kamisawain2003,noted

multipleextrapancreaticlesionsinpatientwithAIPand 

identified it as a systemic disease. The nomenclature 

was proposed at 2011 International IgG4 related 

disease symposium in Boston (1). 

IgG4RDaffectedpatientsareoftenmisdiagnosedashavi

ngmalignancysincethelesionscanbemimic tumors, 

infection or immune mediated diseases (3). 

These patients usually have a good recovery with 

Glucocortico steroids.Here is a case report of a 

patient 

initiallysuspectedtobehavingpancreaticmalignancy,p

lannedforWhippleprocedureturnedouttobeIgG4relate

d disease and was treated with steroids with 

dramatic response. 

 

II. CASEREPORT: 
A58yearoldfemalepatientcametoourOPDwithcompla

intsofdecreasedappetite,weightlossof3kgs in 3 

months, diarrhea for 5 days, nausea and intermittent 

regurgitation of food for 3 months with no history of 

abdomen pain, vomiting, GI bleed, difficulty in 

swallowing, jaundice, bloating and abdomen 

distension. She was a known diabetic for 15 years 

on oral anti diabetic medications. USG Abdomen 

done showed mass in the head of pancreas and was 

referred to our hospital for further evaluation and 

management 

Patient evaluated labs showed moderate 

Transaminitis and elevated serum alkaline 

phosphatase and GGT.MRI 

Abdomenwithcontrastdoneshowedgrossintra&extrah

epaticbiliaryductdilatation/CBD16mmwithAbruptcu

t off CBD at the level of pancreatic headwith an 

Infiltrative mass of 2.8 x 3.1 x 6.3 cm in head of 

pancreas causing 

cut off Common Bile Duct & Main Pancreatic Duct. 

Lesion was infiltrating near splenoportal confluence 

causing severe luminal narrowing, s/o Pancreatic 

Malignancy. EUS FNAB was done which was 

inconclusive. CECT Abdomen showed ill-defined 

isodense mild enhancing lesion in the head of 

pancreas with encasement of super 

pancreaticduodenalarteryand180°degreecontactofles

ionwithportalvein.Abruptcutoffcommonbileductand 

pancreaticductwithdilatedpancreaticduct,intraandext

rahepaticbiliaryductswithenlargedlymphmodesinperi 

pancreatic, Gastro hepatic, periportal regions were 

also noted. 

PatientunderwentFDGPETscanwhichshowedmetabo

licallyactivelesioninthebodyofpancreaswithdilated 

pancreaticintraandextrahepaticbiliaryducts.Another2

.2x1.7cmlesionwasnotedinthebodyofthepancreas 

with obliterated pancreatic duct 

GA-

68wholebodyPETCTDOTA/FAPIscanshowednoevi

denceofanyabnormalsomatostatinreceptor 

expressing lesion in body and head of pancreas or 

elsewhere. 
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FigA.CECTshowingmassinHeadofPancreas, Fig B.FDG PET showing uptake, 

FigC.CECTaftertreatmentwithsteroids 
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FigADenselymphoplasmocyticinfiltration,fibrosisandatropicacini Fig B. Fibrosis and Inflammation 

FigC.Inflammationaroundvessels FigDIgG4Immunohistochemistry 

 

 

Patient was planned for Diagnostic lap/Whipple's 

procedure. Intraoperative, the tumour was involving 

head of pancreas and uncinate process. Rest of the 

body and tail of pancreas were hard in consistency 

with surrounding 

inflammationandcouldnotbedifferentiatedfromthetu

mour.Tumorwasadherenttothemesocolonandpuckeri

ng the mesocolon close to the root of mesentery. 

Mass was also close to SMV, away from SMA with 

preserved fat 

planes.Livershowedmildcholestaticchange,NoCirrho

sis.Noperitonealorlivermetastasis.Dilatedcommonbil

e duct [3 cm] thick walled and filled with debris was 

noted. Hence it was decided not to proceed with 

Whipple's procedure, and cholecystectomy and 

choledochoduodenostomy was done, Trucut biopsy 

from pancreatic lesion taken. 

HPEshowedchronicinflammationwithfibrosisandincr

easedIgG4positiveplasmacellsF/S/OIgG4related 

pancreatitis. Serum IgG4 values was> 4.78 g/ h. 

 

ImmunohistochemistryforIgG4cloneshowed>10plas

macellspositiveperhighpowerfieldPatientwasstarted 

on Tab Prednisolone 30 mg 1-0-0for 2 weeks 

,tapered to 10 mg over next 2 months and Tab. 

Prednisolone5 mg 

oncedailyfor2weeksandtapered,Tab.Azathioprine50

mgwasaddedafter2monthsandfollowupIgG4values 

1.82g/l.Patientsymptomaticallyimproved. 

Oneyearafterstartingimmunosuppressivemedications

,patientisonregularfollowupandisasymptomatic.MR

CP shows Status post cholecystectomy and 

choledochoduodenostomy with mild dilatation of 

intrahepatic biliary 

radicals,atrophiedbodyofpancreaswithdilatedandtort

uousmainpancreaticductnoted.Themasslesionin head 

and body of pancreas is not present when compared 

to the previous study and significant improvement 

notedin the imaging study on comparing with older 

images. 

 

III. DISCUSSION 
Auto immune pancreatitis is rare form of chronic 

pancreatitis characterized by immune mediated 

inflammation of 

pancreas.Theconditionismisdiagnosedduetoitsnonsp

ecificsymptomslikeabdominalpain,obstructivejaundi

ce, radio graphic findings that mimic pancreatic 

B A 
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malignancy as the above reported case (4).Majority 

of patients are men (62-83%) are increased and are 

older than 50 years of age (5). 

The present case highlights the diagnostic challenge 

posed by IgG4-related pancreatitis, particularly 

when it mimics 

pancreaticmalignancy.Thepatientpresentedwithweig

ht 

loss,biliaryobstruction,radiologicalfindingsincluding

a pancreaticheadmass,abruptcut-

offofthecommonbileduct,andvascularinvolvement -

featureshighlysuggestive 

ofpancreaticcarcinoma.FDG-

PETuptakefurtherstrengthenedthesuspicionofmalign

ancy.However,suchoverlap between malignancy and 

inflammatory disease is well documented in IgG4-

related disease. 

EUS-guided FNAB was inconclusive, which is not 

uncommon in autoimmune pancreatitis because 

small tissue samples may not demonstrate the 

characteristic architectural features such as storiform 

fibrosis or obliterative 

phlebitis.Intraoperativefindingsofdiffusepancreaticin

durationandextensiveinflammationraisedsuspicionof

an inflammatory process rather than discrete 

resectable carcinoma. Histopathological 

examination confirmed chronic inflammation with 

fibrosis and more than 10 IgG4-positive plasma 

cells per high-power field, fulfilling diagnostic 

criteria for IgG4-related pancreatitis. Elevated 

serum IgG4 levels further supported the diagnosis. 

Therearetwoprimarysubtypesofautoimmunepancreati

tis; 

 

• Type1-

associatedwith1gG4relateddiseaseandsystemicinvol

vement 

• Type2-

morecommonlylinkedtoinflammatoryboweldiseasea

ndtypicallylackingextrapancreatic manifestations. 

• Thirdforminducedbyimmunecheckpoin

tinhibitorsduetoadverseeffectsofcancerimmunethera

py(4) 

Patients with Type1 IgG4 diseaseusually present 

with abdomen pain , weight loss, acute obstructive 

jaundice mimicking adenocarcinoma of pancreas, 

20- 50% have acute glucose tolerance , minority of 

patients present with either acute pancreatitis or 

chronic pancreatitis with exocrine insufficiency 

.Acute pancreatitis is an unusual 

presentationintype1AIP,butitcanresultinexocrineand

endocrinepancreaticinsufficiency(6).InType1,serum 

IgG4 values greater thanthe normal range . 

TwocriteriaforIgG4relateddiseasediagnosingIgG4rel

ateddiseaseareMayoHISORtcriteriaandJapanese 

comprehensive clinical diagnostic criteria (1). 

HistologicaldiagnosticfindingsincludeInfiltrationwit

h>10IgG4positiveplasmacellsperHPF, 

cartwheelfibrosis, lymphocyte and plasmacell 

infiltration of veinsand a histologic description of 

lymphoplasmalytic sclerosing pancreatitis . 

Crosssectionalimagingandendoscopicultrasoundmay

showdiffuseorsegmentalpancreaticenlargementwithl

oss of normal lobularity (sasuage shape). Presence 

of a mass lesion in pancreas mass often raises the 

suspicion of malignancy. A surrounding rim of low 

attenuation caused by sclerosing inflammation 

involving peripancreatic adipose tissue in contrast 

imaging (pseudo capsule sign) may be 

seen.Pancreatic duct typically diffusely narrowed. 

 

TreatmentGlucocorticoidsarefirstlineoftherapy,Acon

sensusstatementfrom13statesofJapansuggestedtreati

ng initially with prednisone dose of 0.6 mg per kg 

body weight per day for 2 - 4 weeks (7) and taper 

over 3 - 6 months to 5 mg per day then continue 

dose of 2.5 to 5 mg per day for next 3 years. 

For patients with recurrent or refractory disease, B-

cell depletion with Rituximab is also an useful 

approach. (8,9). Good clinical responses have been 

observed, with a striking targeting of the serum 

IgG4 level. In patients treated 

withrituximab,IgG4concentrationsdeclinesharply,alt

houghconcentrationsofotherIgGsubclassesremainsta

ble. This decline is associated with clinical 

improvement within weeks. (8,9). 

Inpatientswherefibrosishasbecomewellestablishedar

elesslikelytorespondtoglucocorticoidsandRituximab 

(10). 

Conclusion 

This case highlights the importance of considering 

IgG4-related disease in the differential diagnosis of 

suspected pancreatic malignancy. Careful clinical 

evaluation, supportive imaging, and serological 

correlation led to the correct diagnosis, thereby 

averting surgical intervention in our patient. Prompt 

initiationofsteroidtherapyresultedinanexcellentclinic

alandradiologicalresponse,confirmingthe diagnosis. 

Early recognition of IgG4-related disease is crucial, 

as it is a treatable condition that can closely mimic 

pancreatic cancer, and timely management can 

significantly improve patientoutcomes. 
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