Case study

The Rosai-Dorfman Syndrome: A Case Report

ABSTRACT

Sinus histiocytosis, also known as Rosai Dorfman Syndrome (SRD), is a noncancerous
condition that causes the growth of large masses of histiocytes in lymph nodes, primarily in the
cervical area. Visceral damage is common, and diagnosis is made through histological
examination. The cause of SRD is unknown and can occur at any age, even in children. The
condition can sometimes improve spontaneously, but large tumor masses can cause
compression and damage, particularly if they involve the retro-orbital or epidural areas. In most
cases, it is best to avoid treatment, but therapeutic interventions may be necessary for forms of
the disease that pose a direct threat or are progressing. Treatment is not standardized and may
involve surgery, corticosteroids, immunosuppressants, and/or alpha interferon, depending on

the individual case.

We present a case study of a 4-year-old child who had multiple bilateral adenopathies. The

diagnosis was verified through a biopsy of the lymph nodes.
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BACKGROUND

Rosai-Dorfman disease, also known as sinus histiocytosis with multiple polyadenopathies
(SHMT), is a condition that involves the proliferation of histiocytes and has been recognized
as a distinct clinical and pathological entity since it was first described by Rosai and Dorfman
in 1969 and 1972 in two separate publications that reported 4 and 34 cases, respectively. The
disease is rare and characterized by the presence of significant tumor masses in lymph nodes
or other areas of the body (extra-nodal). Histologically, the disease is marked by massive
infiltration of histiocytes in the sinuses of lymph nodes [1], and it belongs to the group of non-
Langerhansian histiocytosis. In this context, we present a case study of a child with Rosai-

Dorfman sinus histiocytosis.



CASE REPORT

The patient is a 6-year-old boy with no prior medical history who presented with painless
bilateral submandibular cervical adenopathies that rapidly increased in size over a period of
three weeks (Figures 1). The patient also experienced fever, but the general state remained
stable. The patient's clinical and ophthalmological examinations were normal. Laboratory
tests showed an inflammatory syndrome with hypochromic microcytic anemia,
hyperleukocytosis, an elevated sedimentation rate of 76 mm at the first hour, and a C-reactive
protein level of 130 mg/L. Imaging tests revealed multiple bilateral cervical adenopathies,
with the largest located in the left chain 2B measuring 17/18 mm, as well as multiple
mediastinal and abdominal adenopathies (Figure 2). Histological examination of a cervical
lymphadenopathy revealed that the normal architecture of the lymph node parenchyma was
erased by an accumulation of numerous histiocytes within the dilated sinuses. These
histiocytes had large, rounded or oval, vesicular nuclei, nucleoli, and an abundant eosinophilic
cytoplasm, and in some places, lympho-plasmocytes (emperipoise) were present (Figures 3
and 4). Immunohistochemistry tests showed that anti-CD1a antibodies were negative in the
histiocyte cells, while anti-CD68 antibodies and anti-S100 antibodies were positive in the
histiocyte cells, and anti-CD3 and anti-CD20 antibodies were positive in the residual small
lymphocytes (Figures 5 and 6). The patient was diagnosed with Rosai-Dorfman histiocytosis,
and due to the absence of signs of compression and the stable general condition of the patient,
therapeutic abstention was chosen as the management option. Two weeks later, the patient
returned to our unit with signs of compression, and we put him on oral treatment with

corticosteroids.



Figure 1 : Cervical adenopathies Figure 2 : Abdominal adenopathies

Figures 3 and 4: HE (hemalin eosin) sections show | Figures 5 and 6: Anti-CD163 and anti-
massive infiltration of the sinuses by histiocytes with | S100  antibodies  show  positive
emperopia immunostaining

DiscussION

Sinus histiocytosis with massive lymphadenopathy is a rare, benign disease that typically
presents with the rapid onset of painless, bilateral cervical lymphadenopathy, although other
lymph node sites may also be involved [2,3,5]. These adenopathies are generally bilateral and
voluminous. Our patient presented with mediastinal and abdominal lymph node localization.

An inflammatory syndrome is present in around two-thirds of cases, with neutrophilic




polynucleosis [2,3] and polyclonal hypergammaglobulinemia being common [5,6].
Tuberculosis is a key differential diagnosis in our country, but other pathologies such as
infections, hemopathies, and metastases can also be considered [7]. The diagnosis is
confirmed by histological examination, which typically shows histiocytes grouped in islets,
foam cells with lymphophagocytosis. In our patient, the histological study of a biopsy of a
cervical lymph node confirmed the morphological aspect and immunohistochemical profile of
Rosai-Dorfman disease. Therapeutic abstention is generally recommended in cases where the
adenopathies are stable and not compressive [11]. Therapeutic indications must be reserved
for the progressive tumoral forms or having a functional or vital threat. Management can
range from radiotherapy and chemotherapy in the event of severe manifestations with risk of
compression, surgery is indicated in immediately threatening forms and radiotherapy is only
effective in one third of cases (8,11). Local recurrences after surgery are however possible

[3,12].

CONCLUSION

Rosai-Dorfman disease is a rare cause of lymphadenopathy that must be differentiated from
more common pathologies like lymph node tuberculosis and lymphoma. Therefore, a

systematic biopsy should be performed when faced with any febrile polyadenopathy.
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