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Abstract 

Background: Immunoglobulin G4-related disease (IgG4-RD) is a systemic immune-mediated condition characterized by the 

infiltration of IgG4-positive plasma cells, often leading to fibrosis and organ dysfunction. While pancreatic involvement is well 

established, renal manifestations—collectively termed IgG4-related kidney disease (IgG4-RKD)—are less frequently reported 

but carry significant clinical implications. 

 

Case Presentation: We report a case of a 50-year-old male with type 1 autoimmune pancreatitis who developed IgG4-RKD. 

The patient initially presented with obstructive jaundice and was found to have a pancreatic head mass, which resolved com- 

pletely following corticosteroid therapy. Subsequent relapse upon steroid tapering was associated with liver and renal lesions. 

Elevated serum IgG4 levels and characteristic radiologic findings confirmed IgG4-RKD. The patient responded well to rein- 

troduction of corticosteroids, with full radiologic resolution of renal lesions and clinical stabilization on maintenance therapy. 

 

Conclusion: This case highlights the diagnostic and therapeutic challenges of IgG4-RD with multi-organ involvement, em- 

phasizing the need for ongoing monitoring and individualized management strategies. Early identification of renal involve- 

ment and prompt treatment can prevent irreversible damage and improve long-term outcomes. 
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Introduction 
Immunoglobulin G4-related disease (IgG4-RD) is an immune- 

mediated disorder characterized by the infiltration of IgG4- 

producing plasma cells, leading to fibrosis in affected organs 

[1-2]. Initially recognized in the early 2000s, it was first iden- 

tified in the pancreas as lymphoplasmacytic sclerosing pan- 

creatitis, also known as Type 1 autoimmune pancreatitis [3]. 

IgG4-RD can affect multiple organs, including the endocrine, 

nervous, gastrointestinal, genitourinary, and vascular systems 

[4-6]. Commonly, the condition presents with a gradual devel- 

opment of a mass or diffuse organ enlargement. 

 

Association between Type 1 autoimmune pancreatitis and re- 

nal dysfunction is well established [7]. The kidneys are fre- 

quently involved in IgG4-RD, with tubulointerstitial nephritis 

(TIN) being a common renal manifestation [8-9]. Although 

glomerular involvement is less frequent, membranous glo- 

merulonephritis is the primary glomerular issue linked to the 

disease. Additionally, conditions like retroperitoneal fibrosis 

can secondarily affect the kidneys. The broad spectrum of renal 

manifestations has led to the term IgG4-related kidney disease 

(IgG4-RKD) [10]. In 2011, Kawano et al. proposed the first 

diagnostic criteria for IgG4-RKD, which were later updated by 

Saeki et al. in 2020 [10-12]. The diagnosis typically requires 

renal biopsy, alongside clinical, laboratory, and imaging find- 

ings. 

Case Presentation 
We report the case of a 50-year-old male who presented with 

left flank pain, jaundice, and significant weight loss over the 

past three months. His medical history included diabetes and 

a recent endoscopic retrograde cholangiopancreatography 

(ERCP) for a distal common bile duct (CBD) stricture with 

plastic stent placement. Physical examination was mostly unre- 

markable except for jaundice. Initial lab results showed normal 

complete blood count (CBC) and urea & electrolytes (U&E). 

Liver function tests (LFTs) were abnormal, with an obstructive 

pattern (ALT 121 U/L, AST 116 U/L, GGT 32 U/L, total bili- 
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Figure 1A and B: Contrast enhanced CT abdomen at the level of pancreas show bulky pancreas 

with the impression of a hypo enhancing pancreatic head mass (red arrow), 
Figure 1C: Shows sausage shaped pancreas with loss of normal clefts. 

 

Figure 2: Follow up CT abdomen with contrast shows interval normal appearance of pancreas 
with clefts (blue arrow Figure 2A) and no mass at pancreatic head (blue arrow Figure 2B). 

rubin 6.26 mg/dL, alkaline phosphatase 285 U/L). CA19-9 was 

also elevated. A CT scan revealed a 34 mm x 28 mm mass in 

the head of the pancreas with a CBD stent in place (Figure 1). 

 

Endoscopic ultrasound (EUS) and fine needle aspiration (FNA) 

were performed, which showed benign ductal cells and some 

histiocytes. IgG4 levels were checked to rule out autoimmune 

pancreatitis, which was elevated at 502.6 mg/dL. The patient 

was started on prednisone 40 mg, and a follow-up CT scan 

after six weeks showed complete resolution of the pancreatic 

mass (Figure 2). 
 

Figure 3: Shows interval appearance of multiple hypodense 
renal lesions (blue stars). 

IgG4 levels decreased to 229 mg/dL, and the steroids were 

gradually tapered. However, the patient developed right-sided 

hypochondriac pain after tapering, and an MRI revealed subtle 

hypodense lesions in the liver. These lesions resolved with fur- 

ther treatment. Steroids were then stopped after 1 year of treat- 

ment, but the patient later developed jaundice again. Follow-up 

labs showed worsening liver enzymes, and a repeat CT scan 

revealed new kidney abnormalities, in the form of multiple 

hypodensities in both kidneys. Which are typical radiological 

findings for IgG4 related kidney disease. Which led to the di- 

agnosis of IgG4-related kidney disease (Figure 3). 

 

The patient was restarted on steroids at 20 mg daily and was 

kept on regular follow up. After 3 months of steroids repeat 

scan was done which shows complete resolution of renal hy- 

podensities. Patient is now on maintenance dose of steroids 

and is doing well. 

Discussion 
IgG4-RD is a systemic autoimmune disorder that can affect 

multiple organs, including the pancreas, liver, and kidneys. 

The most common renal manifestation is tubulointerstitial ne- 

phritis. [8-9]. Although less frequent, membranous glomeru- 

lonephropathy can also occur. Characteristic biopsy findings 

include infiltration by IgG4-positive mononuclear cells and 

storiform fibrosis [2]. A study from Sweden showed that ap- 
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proximately 27% of patients with autoimmune pancreatitis also 

had IgG4-RKD, with a male predominance [13]. This suggests 

a strong association between pancreatic and renal manifesta- 

tions of IgG4-RD, with some patients developing both condi- 

tions simultaneously. The pathophysiology of this overlap may 

involve systemic immune dysregulation, leading to the infiltra- 

tion of multiple organs by IgG4-positive plasma cells. 

 

Corticosteroids are the first-line treatment for IgG4-RD, with 

most patients showing rapid and favorable responses [14-17]. 

However, relapses can occur in up to 30% of cases, and alter- 

native treatments such as rituximab, mycophenolate, azathio- 

prine, and bortezomib are being explored, although evidence is 

still limited [18-19]. A more tailored, individualized approach 

to treatment is essential, particularly for patients with comor- 

bidities such as diabetes, who may be more vulnerable to the 

adverse effects of steroids. Ongoing clinical trials and studies 

will help define the optimal therapeutic strategies for managing 

IgG4-RD, especially in cases with significant renal involve- 

ment. 

 

While glucocorticoids can effectively manage IgG4-RD, re- 

ports have indicated that despite intensive corticosteroid thera- 

py, some patients with IgG4-RKD require maintenance hemo- 

dialysis or even renal transplantation (Tanaka et al., 2014) [20]. 

This underscores the importance of early diagnosis and timely 

treatment to prevent irreversible renal damage. The advent of 

steroid-sparing agents holds promise for reducing the need for 

renal replacement therapy in such cases. Early diagnosis and 

treatment are critical for improving renal outcomes. Mainte- 

nance therapies like azathioprine, mycophenolate, and ritux- 

imab may help reduce the need for steroids. Ongoing clinical 

trials and studies will help define the optimal therapeutic strat- 

egies for managing IgG4-RD, especially in cases with signifi- 

cant renal involvement. 

 

Conclusion 
Patients with one manifestation of IgG4 disease may develop 

other related conditions, including kidney involvement. Early 

recognition of renal manifestations in IgG4-RD is essential for 

prompt diagnosis and treatment, improving patient outcomes. 

Due to the potential side effects of high-dose steroids, further 

research into steroid-sparing therapies is crucial for more ef- 

fective management of the disease. 
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