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CASE REPORT

Multicentric sinus histicytosis (Rosai-Dorfman
disease): Computed tomography, magnetic
resonance imaging findings
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ABSTRACT

Sinus histicytosis (Rosai—-Dorfman disease) is a rare, benign granulomatous disease that
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typically presents with massive cervical lymphadenopathy. Extranodal involvement along
with concomitant nodal disease occurs in about 43% of cases. We present a unique
case of a 30-year-old male with cervical, retroperitoneal lymphadenopathy, associated

with renal and pituitary sellar masses.
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INTRODUCTION

Rosai—Dorfman disease is a benign histiocytic proliferation
that can present with large lymph node masses, most often
cervical.l The extranodal disease occurs in about 43% and
it usually includes skin, soft tissues, respiratory system,
genitourinary system, bones, central nervous system (CNS),
orbit, thyroid and breast,*”'but CNS and renal involvement
is very rare. The diagnosis requires histologic examination,
which shows intrasinus histiocytic proliferation with cells
showing emperipolesis or lymphocytophagocytosis. We
present a unique case of multicentric Rosai—-Dorfman
disease with computed tomography (CT) and magnetic
resonance imaging (MRI) findings.

CASE REPORT

A 30-year-old man presented with headache, vomiting and
diminished vision for 2 years since 2005. On examination,
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there was multiple cervical lymphadenopathy, which were
discrete, firm, mobile, nontender, along with enlargement of
submandibular glands. There was no hepatosplenomegaly.
Contrast-enhanced CT (CECT) scan of head, neck, chest
and abdomen demonstrated an intensely enhancing mass
in pituitary, cervical lymphadenopathy [Figure 1a and b],
retroperitoneal lymphadenopathy and left renal mass
[Figure 1c and d]. MRI brain showed the pituitary mass which
was isointense on T1W and T2W images and showed intense
contrast enhancement post gadolinium administration
[Figure 2]. Fine needle aspiration cytology (FNAC) from
cervical lymph nodes showed features of sinus histiocytosis.

The patient underwent transphenoidal pituitary tumor
decompression and biopsy of pituitary mass. Histopathology
showed sheets of foamy histiocytes admixed with mature
lymphocytes and occasional plasma cells [Figure 3]. No
eosinophils or identifiable pituitary parenchyma cells were
noted by light microscopy. In addition, an interesting
finding noted was traversing lymphocytes and few plasma
cells through cytoplasm of histiocytes (emperipolesis).
On immunohistochemistry, the histiocytes were diffusely
positive for CD 68 and S-100 protein and were negative
for CD 1a. Only few chromogranin positive residual
pituitary parenchyma cells were noted amidst the sheets
of histiocytes. These features were consistent with Rosai—
Dorfman disease.
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Figure 1: (a) Axial CECT of neck shows enhancing right cervical
lymphadenopathy (black arrow); (b) Axial CECT of head shows
intensely enhancing pituitary mass; (c) Axial CECT of lower abdomen
showing enhancing paraaortic lymphadenopathy (white arrow); (d) Axial
CECT of abdomen showing hypodense left renal mass (white arrow)

C A
Figure 2: (a) Axial T1W image showing isointense pituitary mass; (b)
Axial T2W showing isointense pituitary mass; (c-d) Contrast-enhanced
T1W showing intensely enhancing pituitary mass in axial and sagittal
sections

DISCUSSION

Sinus histiocytosis with massive lymphadenopathy (SHML)
is called as Rosai-Dorfman disease, a rare histiocytic
proliferative disorder of unknown etiology. It occurs in
children and adults with mean age of incidence 20.6 years.”!
Histological features currently define it. Typically, it is
characterized by bilateral cervical lymphadenopathy with

fever, leukocytosis, increased erythrocyte sedimentation
rate and hypergammaglobulinemia.” It is a multifocal and
multisystem condition in 43% of cases. The extranodal
involvement usually occurs with lymphadenopathy. It
affects more commonly males (1.4:1).*°1 Patients with
soft tissue involvement tend to be older than patients
who present with other extranodal sites.”! In the absence
of lymphadenopathy, diagnosis of SHML is difficult
both clinically and pathologically because of the lack
of the most typical manifestation of the disease. The
histological appearance is characteristic for this disease and
is essentially similar regardless of the site of occurrence.
The characteristic pathologic feature of this disease is
proliferation of distinctive histiocytic cells that demonstrate
emperipolesis in the background of a mixed inflammatory
infiltrate consisting of moderately abundant plasma cells
and lymphocytes. These histiocytes have a normal activated
phenotype. Association with immunological abnormalities
or autoimmune events, most often autoimmune cytopenia,
is possible. This association is a poor prognostic factor.
Although emperipolesis is not unique to this condition, in
the appropriate clinical and pathologic setting, the presence
of this phenomenon in the histiocytes that express S-100
protein is considered diagnostic of Rosai—-Dorfman disease.

The etiology, pathogenesis and natural history of Rosai—
Dorfman disease are unknown. An immune-mediated
origin is proposed.'”’ Numerous reports have identified
human herpes virus 6 (HHV-06) in visceral and cutaneous
lesions."! However, HHV-6 has frequently been found
in many reactive and infectious disorders of lymphoid
tissue, and its presence in Rosai—Dorfman disease is
non-specific. With Rosai—-Dorfman being a multiorgan
disorder, the clinical manifestations vary and so do the
radiological features, depending on the site involvement.?!
The imaging features are occasionally confounding because
of the differential diagnostic possibilities. The diagnosis of
Rosai—Dorfman is seldom considered, largely attributable
to the rarity of the disease and low index of suspicion. The
differential diagnosis for sellar and suprasellar mass includes
germinoma, granulomatous disease, other histiocytoses
(Langerhans cell histiocytosis), and metastasis."” The
differential diagnosis in renal mass includes renal neoplasms
like renal cell carcinoma.™ The lymphadenopathy shows
typical enhancing pattern which can be differentiated from
other diseases like tuberculosis and lymphoma. There is no
ideal therapeutic regimen for this disease."”! The treatment
options range from surgery, radiotherapy and steroids to
chemotherapy. Treatment is reserved for forms that are
directly threatening, progressive, or when poor prognostic
factors are present.

However, a number of questions dealing with the
preoperative diagnosis, the surgical strategies, as well as
the natural history, the prognosis of the disease, and the
possible need for adjunctive therapy remain obscure.
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Figure 3: (a) Photomicrograph shows replacement of normal pituitary parenchyma by sheets of histiocytes showing emperipolesis (blue arrow)
(H and E, x200); (b) immunohistochemistry for chromogranin shows occasional immunopositive pituitary parenchyma cells, (x200); (c) the
histiocytes are strongly positive for CD 68 immunohistochemistry, (x200); (d) as well the histiocytes are positive for S-100 protein (x200)

Additional reports are useful to better understand this
rare type of disease and may lead to the establishment of
a more profitable management. To our knowledge, this
is a rare case of Rosai—Dorfman involving pituitary and
kidney in addition to lymphadenopathy. Rosai-Dorfman
disease should be considered in the differential diagnosis
of granulomatous infection, pseudogranulomatous lesion
and malignancy.
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