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Erdheim-Chester Disease

Alexander Poellinger, MD, and Joris Hrycyk, MD

58-year-old man presented to the
emergency department with cardiac
tamponade and dilated cardiomyopa-

thy of unknown origin. Chest radiography
demonstrated cardiomegaly and pleural effu-
sion. Computed tomography scan revealed
pericardial masses of soft tissue-density be-
tween the atria and between the right atrium
and ventricle (Figure 1); pericardial effusion;
pleural effusion; enlarged and ill-defined adre-
nal glands; perirenal stranding (Figure 2); and
sclerosed osseous lesions in the diaphysis of
both humeri, both femoral necks, and the left
os ilium. A biopsy taken from the femoral
neck confirmed the suspected diagnosis of
Erdheim-Chester disease. Erdheim-Chester dis-
ease is a rare form of non-Langerhans cell histio-
cytosis, which frequently involves multiple
organ systems and responds poorly to therapy.
Erdheim-Chester disease is an important
differential diagnosis for every clinician
because of its varying appearance in multiple
organ systems. Because secondary cardiac tu-
mors are much more common than primary
cardiac tumors like myxoma, cardiac tumors
should make the clinician look for other tu-
mors and disease manifestations, respectively.

FIGURE 2. Pericardial effusion (arrow), pleural
effusion, enlarged and ill-defined adrenal glands
(arrow), and perirenal stranding (arrow).

The combination of cardiac tumors with
various lesions in multiple organ systems
should make one consider Erdheim-Chester
disease as a differential diagnosis. Although it
is a rare disease, increasing numbers in the
last few years suggest that it is probably under-
diagnosed because of previous unawareness of
the disease.

Approximately 550 cases have been re-
ported worldwide. Fifty percent of patients

FIGURE 1. Pericardial masses of soft tissue-density between the atria and between the right atrium and
ventricle (arrows).
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test positive for the BRAF V60OE mutation. One
month after the diagnosis, the patient presented
with increasing shortness of breath and weight
gain. He is currently undergoing treatment
with interferon-alpha.
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