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Case report

A rare case of giant solitary spinal B cell lymphoblastic lymphoma
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Abstract
Background
Common B cell lymphoma locations are lymph nodes, skin, bone, mediastinum and it accounts for 2 % of NHL. Giant solitary spinal B-LBL has not yet been described.

Case presentation
A 15-years old boy was admitted for a painful swelling of the thoracolumbar spine and paraplegia. MRI showed a voluminous mass of the thoracolumbar spine. Initial treatment consisted of surgical decompression and stabilization, followed by chemotherapy and radiotherapy. Histological examination showed a B-LBL. The quality of life improved significantly.

Conclusion
To the best of our knowledge, this is the first case of giant solitary spinal B-LBL ever reported. Indication to choose a treatment method over another should weigh on individual priorities. Surgery should be considered as initial treatment option in this atypical lesion.
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Background
B cell lymphoblastic lymphoma (B-LBL) is a subtype of non Hodgkin’s (NHL) lymphoma with great tropism for central nervous system. It is an aggressive tumour and accounts for 2 % of all NHL [1]. Lymphoma is the term used when the process is confined as a mass lesion without evidence of blood involvement.
Common locations of B cell lymphoblastic lymphoma are lymph nodes, skin, bone, mediastinum [2] and soft tissues [3]. However, rare and uncommon sites such as gall bladder [4], nasopharynx [5], great omentum [6] and orbit [3] have been reported. As far as we know, giant spinal B-LBL as a primary location has not yet been described.
We report a case of giant spinal primary B-LBL revealed as a spinal cord compression and thoracolumbar mass syndrome. Surgical decompression and stabilization were warranted at the initial stage to improve quality of life. We present this successful management of an atypical giant lesion of this area.

Case presentation
A 15-year-old boy was reviewed by our neurosurgical team for a 9-months history of thoracolumbar back pain and intercostal neuralgia. The pain gradually exacerbated and worsening at night. One month after the onset, he complained of a painful swelling over the lower thoracic spine, rapidly increasing in size. Six months prior to admission, he experienced weakness, paresthesiae, hypoesthesia of lower limbs and urinary difficulties. Physical examination revealed paraplegia, T10 anaesthesia and a voluminous (14 cm × 8 cm), firm and painful mass of the thoracolumbar spine (Fig. 1).[image: A41016_2016_52_Fig1_HTML.gif]
Fig. 1Large thoracolumbar spine mass. Note that endotracheal tube has been inserted in prone position




                     
The patient couldn’t lie supine and had to be maintained permanently prone. Magnetic resonance imaging of the spine demonstrated a large hypointense expansive tissue mass on T1 weighted imaging, involving T11, T12, L1, L2 vertebral bodies. T2 weighted imaging showed a high signal change (Fig. 2). An important compression of the spinal cord and a kyphotic deformity of the thoracolumbar spine were also shown on MRI. Since the full body computed tomography scan demonstrated that the disease was limited to the spine, we concluded that the tumour was from a vertebral origin. Full blood count and biochemistry test were normal, as was CSF. A presumptive diagnosis of spinal giant solitary tumour was made. Surgical decompression and stabilization (Fig. 3) were performed to improve comfort and quality of life of the patient. The lesion was firm, encapsulated, richly vascularised and very aggressive for the vertebras. It destroyed completely the posterior arch of T12,T11 and L1 vertebras. There were left and right 11th, 12th ribs partial lysis because of the lateral extension of the tumour. During the resection we noted a cleavage plane between the dura and the tumour allowing exposure of the dura after tumour detachment without laminectomy. There was no dural invasion. Histological analysis concluded to an aggressive B-LBL (Fig. 4). The patient was then referred to our hematology and oncology team. The bone marrow biopsy examination was consistent with the diagnosis of lymphoma with less than 25 % blast in the bone marrow.[image: A41016_2016_52_Fig2_HTML.gif]
Fig. 2
                                    a Large hypointense tissue mass on MRI T1 imaging. b high signal change on T2 wheighted imaging. Note the kyphotic deformity of the spine and the important spinal cord compression on T2
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Fig. 3Surgical decompression and spine stabilization
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Fig. 4
                                    a Hematoxylin and eosin staining (HE × 400): proliferation of lymphoid cells with condensed nuclear chromatin and numerous mitotic figure which sign the lymphoid origin of the tumor. b Tumor cells are positive for CD19 markers consistent with the B-cell origin of the lymphoid proliferation




                     
He received 4 cycles of hyperfractionned CVAD regimen as follows: cyclophosphamide administrated at the dose of 300 mg/m2 intravenously on days 1 to 3; vincristine administrated at the dose of 2 mg intravenously on days 4 and 11; doxorubicin administrated at the dose of 50 mg/m2 intravenously on day 4 and 40 mg dexamethasone administrated orally and daily on days 1 to 4 and days 11 to 14. This intensive chemotherapy was followed by 30 Gy radiotherapy in 6 fractions. Maintenance chemotherapy was then administrated for 12 months with vincristine 2 mg intravenously every month and prednisone 200 mg daily for 5 days every month orally.
There was no change in his neurological status but his general condition improved significantly, sitting pain-free and enjoying a better quality of life. Two years after surgery, chemotherapy and radiotherapy, his condition remains improved.

Discussion
B-LBL is a solid tumour without blood involvement. The accepted definition of bone lymphoma is a tumour with bone involvement without evidence of systemic involvement. [7]. When there is more than 25 % blast in the bone marrow with or without mass lesion, the lesion is defined as lymphoid leukemia [8]. Primary vertebral location of non-Hodgkin lymphomas is rare and accounts for 1.7 % of all primary bone lymphoma [9]. Spinal lymphomas are more commonly found to take origin in the epidural space and derive from normal lymphoid tissue in the epidural space [9]. Spinal giant primary solitary B-LBL has not yet been described. To our knowledge, the treatment of this atypical lymphoma is not yet codified.
For Peng et al. [10] the ideal treatment of vertebral lymphoma is chemotherapy combined with radiotherapy. Park et al. [9] however argue that treatment of spinal lymphoma must be multifactorial including surgery, radiotherapy and chemotherapy.
In this particular case, the size of the tumour was important, so much so that prone position was made impossible. Moreover, it was very aggressive for the vertebras, causing kyphosis of the spine and a serious neurological status.
Surgery was warranted as initial treatment option, for decompression, stabilization and to improve the quality of life immediately. Chemotherapy and radiotherapy followed surgery with good outcome.
We think that the management of the vertebral B-LBL must be guided by the clinical state of the patient, and particularly by the therapeutic purpose to be reached. The indications to choose a treatment with regard to another one have to depend on priorities case by case.

Conclusion
We report a unique case of giant spinal primary B-LBL lymphoma with high bone aggressivity on presentation. Decompressive surgery and stabilization can be successfully used as an initial treatment option in this rare tumour.
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