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ABSTRACT  

Autoimmune pericarditis often rises complex diagnosis and management problems. It is often characterized by a 

recurrent course and can be found by itself or as a part of classical autoimmune diseases. The prognosis of 

autoimmune pericarditis is worse than that of infectious pericarditis, as these patients need to have a 

pericardiocentesis or a pericardial fenestration done more often. Colchicine, intravenous gamma globulins, 

azathioprine and interleukin 1 receptor inhibitors were proven useful in some cases. 
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INTRODUCTION 

Current practice initially considers most 

cases of pericarditis to be post viral (1). In 

children, the autoimmune mechanism is rare 

and accounts for less than 10% of cases. The 

diagnosis of pericarditis is based on the 

presence of pain that meets the classical 

criteria, on the presence of pericardial rub and 

heart sound muffling, as well as on typical 

electrocardiography and echocardiography 

alterations (2). Once the diagnosis of 

pericarditis is made, the disease is classified 

according to symptom duration. If symptoms 

last for less than one month, the pericarditis is 

acute. If symptoms last for more than 4 

months, the pericarditis is incessant. If the 

patient has a symptom free interval that lasts 

for more than 4 weeks and then symptoms 

reappear and are accompanied by objective 

proof of pericardiac involvement, than the 

patient has recurrent pericarditis.  

 

RECURRENT PERICARDITIS 

In general, after an initial pericarditis 

episode, the probability of developing a 

recurrence in the next year and a half is 

somewhere between 15% and 30%, and in 

patients that do develop a recurrence, there is 

a 20-25% chance for more subsequent 

recurrences (3). 

Nowadays it is difficult to predict which 

patients will develop recurrences, although 

some studies offer some clues in this 

direction. One study (4) showed that if the 

myocardial tissue is involved, the prognosis 

regarding pericarditis recurrence is better. 

The study included 486 acute pericarditis 

patients and showed that those who 

associated myocarditis developed pericarditis 

recurrence in 11% of cases, as opposed to 

those with no myocarditis, who suffered 

pericarditis recurrence in 32% of cases. 

Another study (5) showed that if the 

therapeutic regimen includes corticosteroids 

before colchicine is used, the risk of 

recurrence, as well as the duration of the 

recurrent episode are greater. Other 

recurrence risk factors are poor response to 

nonsteroid anti-inflammatory drugs after one 

week of use and persistent high C reactive 

protein levels.
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AUTOIMMUNE PERICARDITIS 

Furthermore, the pericardium can be 

involved in several systemic autoimmune 

diseases: systemic lupus erythematosus, 

Sjogren syndrome, progressive systemic 

sclerosis, mixed conjunctive tissue disease, 

rheumatoid arthritis, giant cell arteritis, either 

in a symptomatic manner, during the active 

phase of the disease, or in an asymptomatic 

manner (6). Moreover, recurrent idiopathic 

pericarditis mimics periodical fever 

hereditary syndromes. These syndromes are 

thought to represent a primary immune 

system dysfunction caused by mutations of 

genes that are involved in inflammatory 

response activation or regulation. T cell 

response and antibody production are not 

involved. These diseases are usually 

diagnosed in children younger than 10 years 

(7). 

Recurrent autoimmune pericarditis is 

characterized by the presence of autoimmune 

diseases associated antibodies. Antinuclear 

antibodies are present in 43% of cases, 

whereas only 9% of control cases has them. 

Anti-heart antibodies and anti-intercalated 

disks antibodies have a yet unclear meaning, 

as they are also found in myocarditis and 

dilated cardiomyopathy patients (8). 

The autoimmune aetiology of recurrent 

pericarditis was suggested by the fact that the 

disease appears more frequently in children 

diagnosed with Mediterranean recurrent fever 

or tumour necrosis factor associated 

periodical syndrome (TRAPS). Recurrent 

Mediterranean fever is an autosomal 

recessive disease caused by a pirin encoding 

gene mutation. TRAPS is an autosomal 

dominant autoinflammatory disease caused 

by TNRSF1A gene mutation, that encodes the 

alpha receptor of the tumour necrosis factor. 

Both pathological entities cause systemic 

inflammation manifested as abdominal and 

joint pain, serositis and fever. 

One study involving 158 TRAPS patients 

(9) discovered pericarditis in 12% of cases. 

Another one (10), looking at 89 TRAPS 

patients found pericarditis or pleurisy in 27% 

of cases. The Turkish familial Mediterranean 

fever patients’ registry (11) showed 2.6% out 

of 2468 patients had at least one episode of 

pericarditis, while another smaller study 

conducted on 30 familial Mediterranean fever 

patients (12) found echocardiography signs of 

pericarditis, even if patients remained 

asymptomatic. 

Recurrent pericarditis does seem to have 

an autoimmune aetiology if we take into 

consideration that it responds to nonsteroid 

anti-inflammatory drugs, corticosteroids, 

colchicine, intravenous gamma globulins, 

azathioprine and anakinra (an interleukin 1 

receptor inhibitor). Colchicine inhibits 

microtubule polymerization and neutrophil 

chemotactic inducing factors, as well as 

endothelial cells selectin E, which is used in 

neutrophil adhesion and chemotaxis, 

therefore proving useful in acute and 

recurrent pericarditis, Behcet disease, gout 

and familial Mediterranean fever.  

Idiopathic recurrent acute pericarditis is a 

rare, probably immune mediated disease. 

Current guidelines show that 

aetiopathogenesis diagnosis of any acute 

pericarditis episode should be based on 

pericardial biopsy. Therefore, immune 

mediated pericarditis is diagnosed in patients 

where no viral or bacterial genome is found in 

the pericardial fluid by polymerase chain 

reaction, the pericardial biopsy specimen 

contains banded immunoglobulins, the 

pericardial fluid contains anti heart antibodies 

and other causes of pericardial inflammation 

can be excluded.  Idiopathic recurrent acute 

pericarditis is accompanied by organ specific 

autoimmunity, and this affirmation is 

supported by the presence of 

proinflammatory cytokines like interleukins 

6, 8 and gamma interferon in patients’ 

pericardial fluid, but not in their plasma, 
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suggesting a local inflammatory reaction (13). 

The prognosis of autoimmune pericarditis 

is worse than that of infectious pericarditis. 

Autoimmune pericarditis patients need to 

have a pericardiocentesis or a pericardial 

fenestration done more often; also, they 

develop pericardial tamponade more often. 

From a therapeutical point of view, viral and 

idiopathic cases benefit from medium or high 

dose nonsteroid anti-inflammatory 

administration. Optimum treatment duration 

is yet unclear. Small dose corticosteroids are 

widely used in recurrent pericarditis, despite 

the fact that only weak evidence for 

beneficial effects exist; also, corticosteroid 

use is accompanied by potentially severe side 

effects and high recurrence risk, therefore 

their use should be reserved for cases that do 

not respond to nonsteroid anti-

inflammatories, for patients diagnosed with 

rheumatologic diseases and during 

pregnancy. Promising results have been 

obtained with intrapericardial triamcinolone 

administration (14). 

Colchicine use showed good results in 

familial Mediterranean fever and Behcet 

disease associated pericarditis. Colchicine 

diminishes the inflammation cycle by 

inhibiting tubulin polymerization and 

interfering with neutrophil migration and 

phagocytosis (15). It was successfully used in 

pericarditis recurrences, but it remains 

optional in pericarditis first episode treatment, 

despite the fact that it proved useful in post 

pericardiotomy syndrome prevention. 

 

 

CONCLUSION 

Autoimmune pericarditis may prove 

difficult to diagnose and to manage. Its 

evolution is often unpredictable, but 

rheumatologic medication proved useful in 

several studies.
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