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Shaifali Sandal and Martin S. Zand

Division of Nephrology, School of Medicine and Dentistry, University of Rochester Medical Center, Rochester, NY, USA

Correspondence and offprint requests to: Shaifali Sandal; E-mail: shaifali_sandal@URMC.rochester.edu

A 50-year-old man with a 6-month history of arthralgias,
recurrent pericardial and pleural effusions presented
to the nephrology clinic with uncontrolled hypertension
and elevated creatinine. No proteinuria or hematuria was
noted. Computed tomography (CT) scan of the abdo-
men showed a hypodense tissue encasing both kidneys
(Figure 1A). Tissue biopsy revealed a fibroproliferative
process, dense fibrosis and focal collections of histio-
cytes (Figure 1B). These histiocytes had a dense ampho-
philic cytoplasm, but were not foamy. Given our clinical
impression, specific immunostains were performed. His-
tiocytes stained positive for CD68 (Figure 1C) and factor
XIIIa, and negative for CD1a, Alk-1 and S-100. Findings
were consistent with Erdheim-Chester disease (ECD) and
the patient underwent a trial of interferon therapy with
minimal improvement and subsequently imitinab therapy
with some stabilization of symptoms.

ECD is a systemic, infiltrative disease, characterized clas-
sically by foamy histiocytes, with immunohistochemical
characteristics different from those of Langerhans cell (LC)
histiocytosis [1]. LC expresses proteins CD1a and S100 and
demonstrates the presence of Birbeck granules [1, 2]. ECD
is composed of histiocytes that express evidence of phago-
cytic differentiation, hence stain positive for CD68, but lack
proteins CD1a and S100 and Birbeck granules [1, 2]. ECD
shows a tropism for connective, adipose and perivascular
tissues, almost always involves bone with characteristic os-
teosclerosis of long bones and can present with potentially
life-threatening complications, such as heart failure and
tamponade [1, 2]. Renal and perirenal involvement was
found in 29% of patients [2]. The morphologic and clinical
presentation is different from IgG4-related disease that
consists of a lymphoplasmacytic infiltrate [3]. The treat-
ment of ECD usually includes steroids and immunomodu-
lating medications, and surgical decompression has been
reported to preserve renal function [4].

Page kidney phenomenon is the extrinsic compression
of the renal parenchyma leading to hypertension, via acti-
vation of the renin–angiotensin–aldosterone system [5].
Often caused by hemorrhage and malignancies, in our
patient it was from the infiltration around the kidneys.
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Fig. 1: (A) CT image of the abdomen showed a dense collection encasing
the kidneys bilaterally, and inset shows the positron emission
tomography scan. (B) Hematoxylin and eosin stain of the tissue biopsy
revealed a fibroproliferative process, and focal collections of histiocytes
with dense amphophilic cytoplasm but were not ‘foamy’. (C) Immuno-
histochemical stains demonstrated these histiocytes stained positive for
CD68.
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