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ABSTRACT

Giant-cell myocarditis is a disease of relatively young, predom-
inantly healthy adults. The patients usually die of heart failure
and ventricular arrhythmia unless a cardiac transplantation is
performed. We are reporting here an autopsy case of idiopathic

Case Report

Idiopathic Giant Cell Myocarditis:

A Case Report

giant cell myocarditis with no symptoms in a 27-year old -worker
who died suddenly.

The purpose of this report was to emphasize that idiopathic
giant cell myocarditis was a rare disease and that it could exist
in the absence of any symptomatic heart disease.
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INTRODUCTION

Myocarditis is a group of pathologic entities in which infectious
micro-organisms and/or inflammatory processes cause myo-
cardial injury [1]. A rare type of this disease is idiopathic giant
cell myocarditis [2]. Giant-cell myocarditis is a disease of relatively
young, predominantly healthy adults. The patients usually die
of heart failure and ventricular arrhythmia unless a cardiac
transplantation is performed [3].

The incidence of giant cell myocarditis is low and it varies with the
population which is being studied and the method of diagnosis
which is used. In a Japanese autopsy registry, the incidence of
giant cell myocarditis was 0.007% (25 of 377,841 cases from 1958
t0 1977). The incidence of giant cell myocarditis was a similarly low
(8 of 12,815 necropsies) in the period from 1950 to 1963 at the
Oxford Infirmary [4].

CASE REPORT

A 27-year old male with no history of any medical or surgical illness
was found dead in his house and a postmortem was performed.
An external examination revealed no abnormality heart weighed
250gm. The ventricular wall thickness was normal and the right
coronary artery and the left circumflex coronary artery were patent.
The left anterior descending artery wall was thickened and the
lumen was obliterated. Gray white patches were seen on the
anterior wall of the left ventricle, the largest measuring 2x2x1
cms, throughout the full thickness of the myocardium [Table/Fig-1].
The lung weighed 200gm, the external surface was unremarkable
and the cut surface was congested. All the other organs were
unremarkable.

Microscopy of the myocardium revealed a diffuse inflammatory
infiltrate which consisted of giant cells which were interspersed
with lymphocytes, plasma cells, eosinophils and macrophages,
with extensive myocyte necrosis [Table/Fig-2]. The cytoplasm of the
the giant cells lacked asteroid bodies, Schaumann bodies or any
fungi. The left anterior descending artery showed an atheromatous
plague which caused 30%-40% luminal occlusion. The pericardium
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[Table/Fig-1]: Gross Appearance of Heart—-Shows Multiple Greywhite
Lesions on the Anterior Surface

[Table/Fig-2]: High Powerview 4
Dense Mixed Inflammtory Infitrate
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and the endocardium were normal. No viral cytopathic effect was
seen. Fite staining did not reveal any acid fast bacilli. Sections from
the lung showed features of pulmonary oedema and haemorrhage.
No granulomatous reaction was seen. A diagnosis of idiopathic
giant cell myocarditis with pulmonary oedema and haemorrhage
was made.

DISCUSSION

Sudden cardiac death is defined as an unexpected death which
results from cardiac causes in individuals without heart disease
or with an early after symptom onset, usually within 1 hour [5].
Idiopathic giant cell myocarditis is a rare clinicopathological entity
which is usually known to cause death in more than half of the
cases of sudden death [6].

The literature supports our finding that giant-cell myocarditis is
a disease of young adults. The youngest reported patient was 6
weeks old and the average ages in two previously reported series
were 37 years (5 patients) and 48 years (5 patients).The oldest
reported patient was 88-years old [3]. The less number of reported
cases in the elderly indicates a less frequent diagnosis or a less
fulminant course of the disease.

Many disorders cause myocardial granulomas with associated
giant cells, which may be mistaken for idiopathic giant cell myo-
carditis. The Aschoff lesions of rheumatic myocarditis evolve
into characteristic, focal interstitial granulomas with giant cells.
Tuberculosis and cryptococcosis also have giant cells within the
granulomatous lesions. Special stains for the organisms should be
performed whenever there is a suspicion of an infection. Rarely,
giant cells may be seen in syphilitic myocarditis. Foreign body
reaction, Wegener granulomatosis, and systemic sarcoidosis must
be considered in the differential diagnosis as well. These disorders
usually have distinct clinical presentations and the appropriate
diagnostic studies can usually prevent their confusion with
idiopathic giant cell myocarditis [4].

Numerous autoimmune disorders have been associated with
giant-cell myocarditis as has been seen in the various case reports.
But our case did not have any history of autoimmune disease.
A majority of the cases of giant-cell myocarditis occur in
otherwise healthy persons (81%) [3]. When the symptoms are
present, the major symptom is rapidly progressive heart failure or
concomitant ventricular arrhythmia [3]. Our case was completely
asymptomatic.

AETIOLOGY

The aetiology of giant cell myocarditis is unknown. No viral
trigger has been demonstrated. Myocarditis which resembles
human giant cell myocarditis can be induced in the Lewis rat by
immunization with cardiac myosin, thus supporting the suspicion of
an autoimmune mechanism. The principal infiltrating lymphocyte in
the experimental giant cell myocarditis is the CD4+ T cell, unlike the
murine viral myocarditis in which the CD8+ T cell is predominant.
In human acute giant cell myocarditis, the CD8+ cells outnumber
the CD4+ cells, but the CD4+:CD8+ ratio can vary with the stage
of disease. Prominent eosinophilia is common in acute human
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giant cell myocarditis. An experimental transfer via serum or the
IgG fractions is unsuccessful, thus implying the central role of
the T cells in initiating a myocardial damage. The hypothesis that
human giant cell myocarditis is also of an autoimmune aetiology, is
supported by reports of its frequent association with autoimmune
or inflammatory conditions in up to 20% of the cases, which
include ulcerative colitis, Crohn’s disease, Hashimoto thyroiditis,
myasthenia gravis, and different forms of inflammatory arthritis.
Giant cell myocarditis has been associated with hypersensitivity
reactions and cancers which include lymphoma, sarcoma, lung
cancer, and thymoma [7].

Unlike in acute myocarditis, the prognosis in giant cell myocarditis is
poor [8, 9]. Its high morbidity and mortality are due to its refractory
response to all forms of treatment, which include combined
immuno-suppressive drugs. Forthe patients who are unresponsive
to the medical therapy, cardiac transplantation remains the only
viable option, despite the risk of recurrence in the transplanted
heart [9].

CONCLUSION

In cases of sudden death in young individuals, a careful search for a
histological evidence of idiopathic giant cell myocarditis is essential,
after ruling out acute myocardial infarction. An endomyocardial
biopsy is a must for the diagnose idiopathic giant cell myocarditis
in young patients with arrthymias who do not respond to the
treatment.
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