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Sinus histiocytosis with massive
lymphadenopathy (Rosai-Dorfman disease)
— imaging manifestations of renal
involvement
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Abstract
A 23-year-old lady presented with abdominal fullness and distension as well as large abdominal masses in physical exam.
Upon ultrasonographic evaluation, two large space occupying lesions anterior to kidneys, with no clear distinction from renal
tissue, as well as bilateral hydronephrosis were found. The findings were confirmed by MRI. Histopathological analysis of renal
masses and lymph nodes showed proliferation of histiocytes mixed with occasional multinucleated giant cells, immunostaining
of which was positive for S-100 and CD68. We present renal scintigraphy features of this rare case of renal sinus histiocytosis
with massive intraabdominal lymphadenopathy (Rosai-Dorfman disease).
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Case report
A 23-year-old lady presented with abdominal fullness and
distension as well as large abdominal masses in physical exam.
Upon ultrasonographic evaluation, two large space occupying
lesions anterior to kidneys, with no clear distinction from the
renal tissue, as well as bilateral hydronephrosis were found. The
findings were confirmed by MRI (Figure 1). 99mTc-DMSA renal
scintigraphy (Figure 2) and 99mTc-EC renal scintigraphy (Figure 3)
were also done to assess the renal function. Despite of significant
scintigraphic abnormalities, both in static (DMSA) and dynamic (EC)
renal scintigraphies, renal function in terms of blood urea nitrogen
(BUN) (34 mg/dL) and serum creatinine (0.5 mg/dL) was normal.
Following percutaneous biopsy, histopathological analysis of renal masses and lymph nodes showed proliferation of
histiocytes mixed with occasional multinucleated giant cells, im-
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Figure 1. Magnetic Resonance Imaging (MRI) showed large space
occupying lesions anterior to the kidneys. They showed compressive
effect on renal pelvises and calyceal system, with secondary
hydronephrosis
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Figure 2.
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Tc-DMSA renal scintigraphy in posterior (A) and anterior views (B) detected multiple abnormal photon-deficient areas in cortical
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regions of both kidneys, particularly in the mid-lower portions, indicating renal tissue involvement by histiocytosis. Anterior view shows significant
attenuation of photons by the massive lymphadenopathies
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Figure 3.

Tc-EC renal scintigraphy (A) showed hypoperfused regions in both kidneys and cortical thinning involving the mid- and lower portions
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of both kidneys, as well as evidences of delayed radiotracer washout and partial retention, indicating hydronephrosis due to compressive effect by
the extrarenal masses. Renogram (B) shows delayed washout of radiotracer from kidneys.

munostaining of which was positive for S-100 and CD68, so the
diagnosis of renal sinus histiocytosis with massive intraabdominal
lymphadenopathy (Rosai-Dorfman disease) was confirmed [1–3].
The patient was started on steroid treatment. After a year of steroid

therapy, the patient was readmitted due to abdominal pain, found
to have tumor growth.
Imaging features of Rosai-Dorfman disease, like the laboratory
findings, are nonspecific. Ultrasound and MRI show soft-tissue
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space-occupying lesions, with no pathognomonic features. DMSA
static renal scintigraphy shows renal cortical loss and dynamic renal
scintigraphy shows reduced renal perfusion in the affected portions of kidneys. Imaging studies could potentially show significant
parenchymal involvement, while laboratory studies are normal. So
in patients with known Rosai-Dorfman disease, imaging studies are
necessary, when there is a clinical suspicion for renal involvement,
as laboratory studies seem to be not sensitive enough.
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