Case Report

Kerala Journal of Orthopaedics| Jan-June 2019 | 32; (1): 34-37

Primary osseous Rosai-Dorfman disease without lymphadenopathy:
A case report on rare entity
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Abstract
Introduction: Primary osseous Rosai-Dorfman Disease (RDD) is an unusual manifestation of a rare non- malignant
histiocytic proliferative disease. A disease primarily of lymph node sinus with 40% extra nodal involvement . Extra nodal
manifestations can occur without lymphadenopathy (28%). Isolated skeletal involvement is very rare, occurring only in
2-8% of all the patients reported to date .
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Introduction
Primary osseous Rosai-Dorfman Disease is an unusual
manifestation of a rare non- malignant histiocytic
proliferative disease [1]. A disease primarily of lymph
node sinus with 40% extra nodal involvement [2]. Extra
nodal manifestations can occur without
lymphadenopathy (28%). Isolated skeletal involvement is
very rare, occurring only in 2-8% of all the patients
reported to date [3, 4].
We present two cases of isolated osseous Rosai-Dorfman
disease without lymphadenopathy encountered in our
hospital.
Case Report
Case 1
A 30-year-old pregnant woman presented with
complaints of pain and swelling on the proximal phalanx
of right thumb of 8 months’ duration. There was no
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history of trauma or any constitutional symptoms.
Clinical examination revealed diffuse swelling and
tenderness over proximal phalanx of right thumb with
painful metacarpophalangeal joint movement. A plain
radiographic image of right hand showed an expansile
lytic lesion with cortical break (Fig .1a).
Based on the age, site and radiographic findings the
differential diagnosis of enchondroma, giant cell tumour
and osteomyelitis were considered and an open biopsy of
the lesion was done. Curettage of lesion followed by filling
of the cavity with bone cement bone cementing was
performed (Fig 1 b, d). The specimen was send for
histopathology, where the microscopic picture showed
the classic features of Rosai-Dorfman disease [5, 6]. The
condition was discussed with patient and the bone
cement spacer was removed and cavity was filled with
bone graft. The patient was followed up to one year and
was completely symptom free and a radiographic image
showed no signs of recurrence (Fig 1 c).
Case 2
An active well-built 47-year-old man came with acute
onset of pain and swelling over then anteromedial aspect
of left tibia (Fig 1a). There was no history of trauma. On
a plain radiograph, a well-defined radio-opaque
intramedullary lesion without any periosteal reaction
was seen in midshaft of tibia (Fig 2 a). Magnetic
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Figure 1: a: Radiograph
Figure 1: b: PostFigure 1: c: Follow up
showing lytic lesion
operative radiograph radiograph showing no
over proximal phalanx of showing bone cavity signs of recurrence and
thumb
filled with bone cement filling of bone cavity

Figure 1: d: Intraoperative pictures

disease [4]. Primary osseous Rosai-Dorfman disease
is typically solitary (but can be multifocal) occurring
in the long and small bones, skull and sacrum [7-10].
resonance imaging (3 Tesla MRI) showed a lesion with The condition is common in young males. The two cases
cortex involvement and surrounding soft tissue oedema we described were of a higher age group which is
along with an intermediate signal intensity on T1- and a uncommon and not often reported in the literature.
heterogeneous increased signal intensity on T2- weighted Patients with osseous involvement present with pain in the
fat-suppressed image(Fig 2 b). Metastasis of an unknown affected sites [5]. Radiologically the lesion may be wellprimary malignancy, plasmacytoma, lymphoma, and defined / moth-eaten / permeative [4,10]. The lesions are
sarcoma were the radiological differential diagnosis. The mostly located in the metaphysis even though epiphyseal
condition was discussed with patient and an open biopsy extension is also reported [5]. Our patient had a diaphyseal
of the lesion was done (Fig 2 c). The histopathological involvement which is a rare presentation.
features were suggestive of Rosai-Dorfman disease. The The rarity of the condition, nonspecific radiologic
patient was advocated radiotherapy for the condition. He appearance and fluctuant clinical course make the
was symptomatically better after the radiotherapy and diagnosis difficult and often mistaken for other lesions like
considering the benign histopathology of the lesion, a wait osteomyelitis, Langerhans cell histiocytosis, metastasis,
and watch policy was undertaken. We followed up the plasmacytoma, lymphoma and even sarcoma.
patient at regular intervals up to 1 year showing complete The one and only specific feature of RDD is the
remission of symptoms, reduction in size of initial lesion microscopic appearance of diffuse heterogeneity of
and no signs of recurrence (Fig 2 d).
histiocytes, lymphocytes, and plasma cells. The
characteristic finding is emperipolesis (Fig 3): engulfment
Discussion
of lymphocytes or plasma cells by large histiocytes, which
Primary osseous involvement of Rosai-Dorfman disease is are typically positive for immunochemical staining S100
extremely rare, estimated and CD68 protein and negative for CD1A. The diagnosis
at 2-8% of cases [3,4]. in our two cases was based on this pathognomic
Bone involvement has histological appearance.
been estimated at 10%, as a The prognosis depends on the extent, and extra nodal
secondar y process in system involvement. However, RDD has a good prognosis
patients with other sites of with spontaneous regression.
The rarity of disease condition
limits the ideal standard of
treatment. Our cases also had
t w o d i f f e re n t t reat m e n t
modalities. Hence the
consensus on the treatment
modality still needs an
Figure 2: a: Preoperative
extensive research to narrow
Figure 2: b: MRI showing intramedullary lesion
radiograph of left tibia
down the options.
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Figure 2: c Intraoperative picture with excised tissue and immediate post-operative radiograph

Figure 3: Histopathological slides showing Pathognomic feature (Emperipolesis)

Figure 2: d: Follow up
radiograph after radiotherapy
showing reduction in size of
the defect with no signs of
recurrence

Conclusion
Primary osseous involvement of Rosai-Dorfman disease
without lymphadenopathy is very rare. An uncommon
condition presenting in an older age group and with a
diaphyseal involvement as in our case is very far beyond
what is usual.
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