
The great imitator constricts the heart and let’s go 
· IgG4 disease causing effusive constrictive pericarditis and then segues to the liver and beyond. 
Case presentation- Mr M
· 53 years old , married, manager at education institution 
· Background
· Mild obstructive sleep apnoea 
· Oral appliance – not requiring C-pack 

· Anxiety and depression 
· Recently commenced on duloxetine and gabapentin 
· Hypercholesterolaemia 
· On rosuvastatin 
· Ex- smoker of 10 pack-years 
· Family history of Corony Arty D in father
MR M – history of presenting complaint 
· June 2019
· Exertional dizziness noted during bikram yoga sessions 
· Over subsequent weeks developed anorexia, weight loss, cold sweats and disturbed dreams
· Attributed to recent commencement of psychotropic medication for anxiety – unresponable 
· Early August 2019 
· Drenching sweats, insomnia, fatigue 
· Intermittent  h had chest pain with positional component, exertional dyspnoea,  orthopnoea and paroxysmalnocturnal dyspnoea 
· Psychotropic medications ceased, resolution of sweats, other symptoms ongoing
Mr M- progress
· Mid-august 2019
· Referred to cardiologist for outpatient review 
· Routine TTE demonstrated a moderate pericardial effusion 
· Commenced on colchicine 500micrograms TDS and ibuprofen 400mgTDS for sub-acute pericarditis
· Repeat outpatient cardiac review 1 week later 
· Ongoing symptoms despite treatment 
· Size of effusion increased on TTE
· Normal biventricular size and function 
· Elvated mitral inflow variation without compression of right heart chambers 
· Referred to CRGH ED 
· Elevated JVP. Mild peripheral oedema. No pulsus paradoxus noted
· Elevated CRP at 36ng/L, RF 131 IU/mL
· Bloods other wise unremarkable, including remainder of autoimmune and vasculitic screen, ACE level 
Mr M – ECG showed normal rhythm but low voltage 
Mr M- CTCA 
· Moderate- to- large pericardial effusion with marked pericardial thickening
· No coronary artery disease 
· Later august- September 2019 
· Following discharge from CRGH continued on colchicine and ibuprofen
· Ongoing symptoms
· Second cardiology opinion sought 
· Mr M.- on examination 
· Unwell
· Weight 109kg 
· Elevated jugular venous pressure with prominent X descent 
· Faint gallop rhythm  (probable  pericardial knock ) 
· No pulsus paradoxus 
· ECG: sinus rhythm, low voltage
An echocardiogram was preformed at this time.
· Mr M – Echocardiogram 
· August 2019 
· Features of constriction, pericardial effusion persistent
· LVEF 47%
· Mr M- diagnosis 
· Effusive, constrictive pericarditis 
· Likely idiopathic 
Constrictive pericarditis 
· Relatively uncommon cause of clinical heart failure 
· Overall prevalence unknown 
· Occurs in <0.5% of viral/ idiopathic pericarditis cases 
· Aetiology 
· Can occur after any pericardial disease process 
· Idiopathic/viral 
· Post-cardiac surgery 
· Post-mediastinal radiotherapy 
· Connective tissue disorder 
· Post-infectious (tuberculous, purulent) 
· Other
· Sarcoidosis, asbestosis, malignancy, trama
· Clinical features 
· Symptoms of fluid overload, exertional dyspnoea, fatigability 
· Elevated JVP on examination 
· Less common features include pulsus paradoxus, kussmaul’s sign pericardial knock, oedema, ascites, cachexia 
· Echocardiographic features:
· Diagnostic with sufficient pre-test probability 
· Increased pericardial thickness, abnormal septal motion, pronounced respiratory variation in ventricular filling, bi-artial enlargement, dilated IVC and hepatic vein.
Effusive- constrictive pericarditis 
· Scarred pericardium with concomitant pericardial effusion 
· Most cases idiopathic
· TB is a common cause in endemic regions 
· May have evidence of active pericardial inflammation on cMRI
· Presentation with features of pericardial effusion, constriction, or both 
· Pulsus paradoxus more common 
· Pericardial knock less common 
· Y descent less marked than expected 
· Kussmanil’s sign often absent 
Mr M- progress 
· October 2019
· Cardiac catherization 
· Mild constrictive physiology 
· Cardiac MRI
· Inflammation limited to pericardium 
· NOT involving myocardium 
· Colchicine 3 mg daily, prednisone 60 mg daily 
Mr M – cMRI 
· Moderately thickened pericardium (4mm) 
· Mildly increased signal on T2 and pericardial delayed enhancement.
· Early features of constriction on free-breathing sequences 
· Mildly impaired BiV function with abnormal interventricular septal wall motion
Mr M- progress 
· December 2019 
· Prednisolone 7mg daily, colchicine 3 mg daily 
· Consideration of steroid sparing agent 
· Difficulty weaning 
· Pericardiectomy considered 
· Ongoing diuretic requirement 
· JVP not elevated 
· TTE: LVEF 53% (improved from 47%) 
· February 2020
· Prednisone successfully weaned to 1 mg daily, colchicine 1.5mg BD
· Asymptomatic with exception of exertional dyspnoea on stair climbing 
· Normal examination 
· March 2020
· Cardiac MRI 
· Resolution of pericardial inflammation, pericardial fibrosis noted 
· Prednisolone ceased, colchicine dose reduced 2.5mg daily 
· Right thyroidectomy
· 21mm follicular neoplasm, 0.3mm from resection margin, focal lymphovascular involvement 
· April 2020
· Left thyroidectomy 
· 5mm follicular adenoma
· June 2020
· Iodine ablative radiotherapy 
· Deranged liver function tests noted 
· ALT 65 I  AST 56 I  ALP 362 I  GGT 156 
· Referred for gastroenterology opinion 
· September 2020
· CT chest, abdomen and and pelvis with multiphase liver 
· Multiple features of IgG4 disease 
· Diffuse enlargement of tail of pancreas with peripancreatic halo
· Diffuse enlargement of kidneys with hyper-attenuation of cortex 
· Extrahepatic biliary tree enhancement without dilation, dilated intrahepatic ducts segment 7 
· Enhancing periaortic soft tissue
· Pericardial thickening 
· Bloods 
· Ongoing LFT derangement 
· CRP 10
· IgG subclass analysis 
· IgG 20.5 (7-16)
· IgG1 13.2 ( 4-10-11)
· IgG2 5.95 (1.69 -7.86)
· IgG3 1.45 (0.11-0.85)
· IgG4 8.28 (0.03-2.01)
· Could IgG4 cause pericarditis later on?.

IgG4- related disease 
· Systemic fibro-inflammatory disease 
· Deposition of IgG4 plasma cells 
· M>F, median age 60 
· Common presentations:
· Autoimmune pancreatitis 
· Sclerosing cholangitis
· Salivary gland enlargement 
· Orbital disease 
· Retroperitoneal fibrosis, frequently with chronic peri-aortitis 
· Pericardial involvement is rare 
· Diagnosis 
· Clinical, serologic and radiologic  data to be considered 
· Biopsy of involved organ where possible
· Lymphoplasmacytic tissue infiltration of predominantly IgG4- positive plasma cells 
· Histopathology alone is not diagnostic 
· Elevation of serum IgG4, IgG1 and IgE in addition to hypocomplementaemia
· Treatment
· Prednisone (0.5mg/kg/day)
· Then tapered to discontinuation over ~ 2months
· Prognosis 
· Not well described 
· Most patients respond to glucocorticoids but relapse is common following cessation 
· Risk of malignancy 
· Some studies have described an associated increase risk of malignancy 
· Majority in organs other than those affected by the IgG4-RD inflammation 
IgG4- related pericardial disease 
· Incidence unknown 
· Several case reports 
· Most cases confirmed after pericardiectomy 
Learning points 
· IgG4-RD 
· Should be considered in patients with idiopathic constrictive pericarditis
· Is generally steroid responsive 
· Is possibly associated with an increase risk of malignancy 
Level of IgG4 has poor predictive value 
· 1,258 IgG subclass measurements 80 patients has elevated IgG4 levels 9/61patients had IgG4RD. 
· Has igG4 disease but convinced it’s not from the pericarditis 
 
