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ABSTRACT 

Immunoglobulin G4-related disease (IgG4-RD) is a rare systemic fibro-inflammatory disorder mimicking 

inflammatory and neoplastic processes. Numerous extrapancreatic organs such as the bile ducts, 

gallbladder, kidneys, retroperitoneum, thyroid, salivary glands, lung, mediastinum, lymph nodes, and 

prostate may be involved, either synchronously or metachronously. This case report of a 36 year old Indian 

male aims to highlight the imaging spectrum of multi-organ involvement in a case of IgG4 related disease. It 

is important to recognize multiorgan involvement of IgG4-related sclerosing disease and be familiar with its 

clinical and imaging features because it demonstrates a favourable response to treatment. Our case report 

leads us to reflect on the necessity to take into account this disease in patients with multisystem involvement. 

Keywords: Immunoglobulin G4 related disease, sclerosing cholangitis, phlebitis, thrombosis, 

fibrosclerosing lesion. 

 

INTRODUCTION 

Immunoglobulin G4- related disease (IgG4-RD) is 

a recently defined emerging systemic fibro-

inflammatory disorder of unknown origin, 

characterized by a diffuse or mass forming 

inflammatory reaction rich in IgG4-positive 

plasma cells associated with fibrosclerosis and 

obliterative phlebitis. 

The IgG4-related disease has been described in 

several organs and tissues: pancreas, biliary tract, 

salivary glands, periorbital tissue, kidneys, lungs, 

lymph nodes, meninges, aorta, breast, prostate, 

thyroid, pericardium, and skin.
[1]-[3]

 

Elevated IgG4 serum concentrations are noticed in 

60–70 % of patients. 

Responsiveness to glucocorticoids is reported, 

particularly in early stages of the disease.  

This case report aims to highlight the imaging 

spectrum of multi-organ involvement in a case of 

IgG4 related disease.  

 

CASE REPORT 

A 36 year old Indian male presented with one 

month history of gradual onset of bilateral leg 

swelling, difficulty in walking, right 

hypochondrial pain and jaundice.  
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Clinical examination revealed icterus, bilateral 

pedal oedma and left lower limb spasticity. Right 

hypochondrial lump was palpable per abdomen. 

Liver function tests were deranged with elevated 

enzymes and direct bilirubin. 

No markers to suggest pancreatic inflammation 

were found.  

Ultrasonography showed inferior vena caval 

thrombosis.  Portal vein thrombosis with features 

of portal hypertension were seen. Mild 

splenomegaly was present. Multiple peri-splenic 

and mesenteric collaterals were seen (Fig. 1).  

 
(a) 

 

 
(b) 

Fig. 1 Ultrasound images showing periportal soft 

tissue thickening (a) and IVC thrombosis (b) 

Contrast enhanced computed tomography (CECT) 

of abdomen showed mildly bulky pancreatic head. 

Soft tissue proliferation was seen at porta hepatis 

and around extrahepatic biliary tree. Portal and 

splenic veins were thrombosed. Plaque-like soft 

tissue thickening was noted in para-aortic, para-

caval, perinephric regions and encasing the right 

PUJ, typical of retroperitoneal fibrosis. 

Infrahepatic inferior vena cava and its tributaries 

were thick walled, dilated and thrombosed. Right 

renal vein was also thrombosed. Hepatic IVC and 

hepatic veins were normal (Fig. 2). 

 
(a) 

 

 
   (b) 

Fig. 2 CECT images showing soft tissue density 

around right PUJ (Retroperitoneal fibrosis) (a) and 

IVC thrombosis (b) 

A presumptive diagnosis of IgG4 related disease 

was made and patient was further referred for 

laboratory confirmation and magnetic resonance 

cholangio-pancreatography (MRCP). 

Serum IgG4 levels (4.01g/l) were significantly 

elevated (normal 0.03-2.01g/l). Serum antinuclear 

antibodies were mildly elevated (2+).  

Multiple randomly distributed areas of smooth 

narrowing and focal dilatations were seen in left 

bile duct (beading) and uniform narrowing in right 
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branch with poor visualisation of peripheral 

IHBRs (Fig. 3).  

The patient was treated with corticosteroids and 

anticoagulants which resulted in a reduction in 

pedal oedema and jaundice. 

 
Fig. 3 MRCP single shot images show beading of 

left bile duct and IHBRs 

Follow up scan after four months revealed mild 

resolution of retroperitoneal soft tissue thickening. 

IVC was reduced in calibre with streaky luminal 

flow. 

 

DISCUSSION 

IgG4-related sclerosing cholangitis is the most 

frequent extrapancreatic manifestation of IgG4-

RD. It also rarely occurs in the absence of 

pancreatitis. Biliary tract involvement is seen in 

50% to 90% of patients with IgG4-related 

sclerosing pancreatitis and clinically presents as 

obstructive jaundice or fever.
[4]-[6]

 

Retroperitoneal fibrosis is one of the most 

commonly encountered subsets of IgG4-RD. 

Inferior vena cava thrombosis is a rare 

manifestation of this disorder and is considered 

secondary to compression by retroperitoneal 

fibroinflammatory tissue.  

 

Table 1- Asian Diagnostic Criteria for Autoimmune Pancreatitis (IgG4-realted Sclerosing Pancreatitis)

Criterion I-Imaging (both required) 1. Pancreatic parenchyma-diffuse/segmental/focal 

enlargement of the gland, occasionally with a mass and/or 

hypoattenuation rim 

2. Pancreaticobiliary ducts-diffuse/segmental/focal 

pancreatic duct narrowing, often with stenosis of bile duct 

Criterion II-Serology (1 required) 1. High levels of serum IgG or IgG4 

2. Detection of autoantibodies 

Criterion III-Histopathology of pancreatic biopsy Lymphoplasmacytic infiltration with fibrosis and abundant 

IgG4+ cells 

Criterion IV-Histopathology of resected pancreas Lymphoplasmacytic sclerosing pancreatitis (storiform 

fibrosis, lymphoplasmacytic infiltration, periductal 

inflammation, 

obliterative phlebitis, numerous IgG4+ cells) 

Optional criterion-Response to steroid therapy Diagnostic trial of steroid therapy should be conducted only 

in patients fulfilling criterion I alone with negative work-up 

results for pancreatobiliary cancer 

Diagnostic of autoimmune pancreatitis when any of the 

following is fulfilled: 

1. Criterion I+II 

2. Criterion I+III 

3. Criterion I+II+III 

4. Criterion IV 

 

The current patient satisfied the imaging criteria I 

and serology criteria II along with optional criteria 

of response to steroid therapy (Table 1).  

 

CONCLUSION 

Immunoglobulin G4-related disease (IgG4-RD) is 

a rare systemic fibro-inflammatory disorder 

mimicking inflammatory and neoplastic 

processes. Numerous extrapancreatic organs may 

be involved, either synchronously or 

metachronously. 

The imaging findings consist of diffuse and focal 

organ infiltration along with encasement by 

inflammatory and fibrotic tissue. 

It is important to recognize multiorgan 

involvement of IgG4-related sclerosing disease 

and be familiar with its clinical and imaging 

features because it demonstrates a favourable 

response to treatment. 
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Our case report leads us to reflect on the necessity 

to take into account this disease in patients with 

multisystem involvement especially in patients 

with concomitant occurrence of retroperitoneal 

fibrosis and sclerosing cholangitis. 

This case report is unique as the patient presented 

primarily with extensive venous obliterative 

phlebitis and thrombosis without significant 

laboratory evidence of pancreatic inflammation. 
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