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Abstract Background: Rosai-Dorfman disease (sinus histiocytosis with massive lymphadenopa-
thy (SHML)) is a rare, histiocytic, lymphoproliferative disease of unknown etiology affecting young
people with male predominance. It is characterized by massive, painless cervical lymphadenopathy
with fever and malaise and varying extra-nodal involvement. Isolated spinal canal Rosai-Dorfman
disease is extremely rare. We describe a case of isolated Rosai-Dorfman disease with both intradu-
ral extramedullary and epidural components.
Clinical presentation: 52 year man presented with 2 week history of progressive lower limb weak-
ness and 2 days of urinary and fecal incontinence. He showed bilateral lower limbs weakness with
normal muscle tone, exaggerated deep tendon reflexes and no sensory loss. CT and MRI showed
large enhancing soft tissue mass lesion with both epidural and intradural extramedullary compo-
nents opposite to T2-T5 vertebrae causing spinal cord compression associated with marrow
changes of the body of T4 vertebra.
Intervention: A T3-T5 laminectomy and excision of the epidural lesion was performed. We opened
the dura and found a large extramedullary well circumscribed mass engulfing the cord. Careful dis-
section and total resection of the intradural mass was done. The mass was histopathologically
proved to be sinus histiocytosis conforming to Rosai-Dorfman disease. Postoperatively the patient
showed improvement in the motor power and regained control over urine and stool.
Conclusion: This is a rare case of spinal Rosai-Dorfman Disease with epidural and intradural com-
ponents causing cord compression. To our knowledge, this represents the first case of combined
epidural and intradural extramedullary lesions in the literature.
© 2015 The Authors. The Egyptian Society of Radiology and Nuclear Medicine. Production and hosting
by Elsevier B.V. This is an open access article under the CC BY-NC-ND license (http:/,
creativecommons.org/licenses/by-nc-nd/4.0/).
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Fig. 1
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Axial CT sections of the dorsal spine in (A) soft tissue window setting and (B) bone window setting with reconstructed CT images

in (C) sagittal plane and (D) coronal plane showing focal scoliotic deformity with convexity to the right side and altered bony texture of
the right aspect of D4 vertebra with no cortical interruption or structural collapse.

male predominance (1). The disease is characterized by mas-
sive, painless cervical lymphadenopathy with fever and malaise
and varying extra nodal involvement. Isolated spinal cord
Rosai-Dorfman Disease is extremely rare with cases described
in the literature which are either epidural or intradural (2,3).
We describe a case of isolated Rosai-Dorfman disease with
intradural extramedullary and epidural components. To our
knowledge, this represents the first case of combined epidural
and intra-dural (extra-medullary) lesions in the literature.

2. Patient description

A smoker aged 52 year presented with 2 week history of pro-
gressive lower limb weakness more on the right side and 2 days
of urinary and fecal incontinence. His past medical history is
relevant for type 2 DM and schizophrenia since 30 years.
Clinical examination showed bilateral Lower limbs weakness

3/5 with normal muscle tone, exaggerated DTR on the right
side and sustained clonus in the Right ankle, negative
Babinski and no sensory loss. Upper limbs examination was
unremarkable.

3. CT findings

CT showed focal scoliotic deformity with convexity to the
right side and altered bony texture of the right aspect of D4
vertebra with no cortical interruption or structural collapse

(Fig. 1).

4. MR findings

MRI showed a large enhancing dural based soft tissue mass
lesion with both epidural and intra-dural extra-medullary
components opposite to T2-T35 vertebrae causing spinal cord
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