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Abstract

Solitary orbital plasma cell neoplasm in the absence of multiple myeloma is very rare. We present here a case report of 
extramedullary plasmacytoma of the left orbital soft tissue in a 50-year-old woman whose thorough diagnostic workup was 
negative for multiple myeloma. The patient presented with rapidly increasing proptosis, swelling, and visual disturbances of 
the left eye for past 15 days. MRI of the orbit revealed an extra conal well-circumscribed homogeneously enhancing masse 
filling the superior and the temporal part of the left orbit without bone destruction Or intracranial extension. The patient 
underwent a subtotal resection and the pathological report revealed a plasma cell neoplasm. So, normal skeletal survey, 
absence of bone marrow involvement, absence of Bence-Jones protein, no anemia, no hypercalcemia, no renal disease, normal 
level of immunoglobulin’s all exclude the diagnosis of multiple myeloma. Since the visual acuity of the patient is well-preserved, 
so we have planned to treat her with local radiotherapy alone with 50 Gy. 
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Introduction

Plasmocytoma can be manifest as systemic disease, 
namely, multiple myeloma [1] and its variants (such as 
indolent myeloma, smoldering myeloma, osteosclerotic 
myeloma, plasma cell leukemia and non-secretory myeloma) 
or localized disease represented as solitary plasmacytoma 
of bone (SMB) or extramedullary plasmacytoma (EMP)[2,3]. 
Involvement of the orbit can occur in either of the two 
forms. Solitary orbital plasma cell neoplasm in the absence 
of multiple myeloma is very rare with less than 50 cases 
reported in the literature [1,4,5].

Case Report 

A 50 year-old female; with a biliary cirrhosis history was 
referred from an ophthalmologist with rapidly progressive 
left proptosis for past 15 days and moderate visual 
disturbances. Physical examination showed with left-sided 
proptosis, swelling, limited ocular movement (an offense of 

abduction) with sever impairment of vision. The visual acuity 
was 8/10 of the left eye. The patient orbital MRI showing, an 
extra conal well-circumscribed homogeneously enhancing 
masse filling the superior and the temporal part of the left 
orbit without bone destruction (Figure 1). 

     

Figure 1 : MRI scan depicts left superotemporal orbital 
mass without intracranial extension.
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The patient underwent subtotal resection (Figures 2 & 
3) to protect and improve ocular function by preserving the 
surrounding anatomical structures through a sub frontal 
approach with removal of upper orbital rim (Figure 4), 
the result of the pathological report revealed a plasma cell 
neoplasm.

Figure 2: Exposed orbital contents.

Figure 3: Image of the lesion at the moment of being 
resected through a sub frontal supra orbital craniotomy. 

Figure 4: Bone Flap.

Complete skeletal survey and bone marrow examination 
report were normal. So, normal skeletal survey, absence of 
bone marrow involvement, absence of Bence-Jones protein, 
no anemia, no hypercalcemia, no renal disease, normal level 

of immunoglobulin’s all exclude the diagnosis of multiple 
myeloma. The diagnosis of solitary orbital plasmocytoma 
is retained. And have planned to treat her with local 
radiotherapy alone with 50 Gy to stabilize the tumor volume 
after 04 months of evolution. 

Discussion

Orbital plasmacytoma can be primary or secondary. 
Side is multiple myeloma events [2]; more frequent and 
tend to be more aggressive. The diagnosis of plasmacytoma 
requires a biopsy to distinguish several closely related 
pathologies, including plasma cell granuloma, plasmacytoid 
lymphoma and large cell lymphomas (immunoblastic type). 
The prognostic importance comes from a higher response 
rate to chemotherapy or radiotherapy [6-8], and a prolonged 
overall survival compared with those with the sole diagnosis 
of multiple myeloma. Radiotherapy as the sole treatment 
option, as given in this case is adequate in the absence of 
systemic involvement [6].

Plasmacytomas have been classified as low grade, 
intermediate or high grade using criteria originally intended 
for the grading of multiple myelomas. Chemotherapy was 
recommended after primary radiotherapy [8] for the latter 
two grades as these lesions had only 17% local control 
rate with radiation alone. However, EMPs with low-grade 
histologies were controlled in 83% cases external radiation 
only. Our case was a low-grade EMP of orbital soft tissue and 
well-preserved visual acuity treatment with radiation alone 
was justified.

Conclusion

An orbital plasma cell neoplasm with no systemic 
involvement at present may be the first of its kind to be 
reported to the best of our knowledge. However, the risk 
of progression to multiple myeloma is not yet documented, 
should always be kept in mind, mandating a close follow-up 
of this patient.

References

1. Matos A, Goulart A, Ribeiro A, Freitas R, Monteiro C, 
et al. (2020) Orbital Plasmacytoma, An Uncommon 
Presentation of Advanced Multiple Myeloma. Eur J Case 
Rep Intern Med 7(3): 001149. 

2. Sen S, Kashyap S, Betharia SM (2003) Primary orbital 
plasmacytoma: a case report. Orbit 22(4): 317-319. 

3. Pierre-Filho P de TP, do Carmo Carvalho F, Braga 
Perdigão F, Caldato R, Rolim da Paz A (2004) Orbital 
extramedullary plasmacytoma leading to exenteration. 
Can J Ophthalmol J Can Ophtalmol Août 39(5): 557-559.

https://medwinpublishers.com/NNOAJ
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7083190/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7083190/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7083190/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7083190/
https://pubmed.ncbi.nlm.nih.gov/14685909/
https://pubmed.ncbi.nlm.nih.gov/14685909/
https://pubmed.ncbi.nlm.nih.gov/15491045/
https://pubmed.ncbi.nlm.nih.gov/15491045/
https://pubmed.ncbi.nlm.nih.gov/15491045/
https://pubmed.ncbi.nlm.nih.gov/15491045/


Neurology & Neurotherapy Open Access Journal
3

Belgacem I, et al. Solitary Orbital Plasmocytoma: A Case Report and Review of Literature. Neurol 
Neurother 2020, 5(2): 000153.

Copyright©  Belgacem I, et al.

4. Meyer HJ, Ullrich S, Hamerla G, Surov A (2018) 
Extramedullary Plasmacytoma. ROFO Fortschr Geb 
Rontgenstr Nuklearmed 190(11): 1006‑1009. 

5. Wang SSY, Lee MB, George A, Wang SB, Blackwell 
J, et al. (2019) Five cases of orbital extramedullary 
plasmacytoma: diagnosis and management of 
an aggressive malignancy. Orbit Amst Neth Juin 
38(3):218-25. 

6. Tsang RW, Campbell BA, Goda JS, Kelsey CR, Kirova 
YM, et al. (2018) Radiation Therapy for Solitary 
Plasmacytoma and Multiple Myeloma: Guidelines From 
the International Lymphoma Radiation Oncology Group. 

Int J Radiat Oncol Biol Phys 101(4): 794-808. 

7. Ezra E, Mannor G, Wright JE, Rose GE (1995) Inadequately 
Irradiated Solitary Extramedullar Plasmacytoma of the 
Orbit Requiring Exenteration. Am J Ophthalmol 120(6): 
803-805. 

8. (2020) Plasmocytoma vs radiotherapy. Recherche 
Google. 

9. Richard W Tsang, Belinda A Campbell, Jayant S Goda, 
Peter M Mauch, Lena Specht, et al. (2018) Radiation 
Therapy for Solitary Plasmacytoma and Multiple 
Myeloma: Guidelines From the International Lymphoma 
Radiation Oncology Group 101(4) : 794-808.

https://medwinpublishers.com/NNOAJ
https://pubmed.ncbi.nlm.nih.gov/29985709/
https://pubmed.ncbi.nlm.nih.gov/29985709/
https://pubmed.ncbi.nlm.nih.gov/29985709/
https://pubmed.ncbi.nlm.nih.gov/29985709/
https://pubmed.ncbi.nlm.nih.gov/29985709/
https://pubmed.ncbi.nlm.nih.gov/29976492/
https://pubmed.ncbi.nlm.nih.gov/29976492/
https://pubmed.ncbi.nlm.nih.gov/29976492/
https://pubmed.ncbi.nlm.nih.gov/29976492/
https://pubmed.ncbi.nlm.nih.gov/29976492/
https://www.sciencedirect.com/science/article/abs/pii/S0002939414727394
https://www.sciencedirect.com/science/article/abs/pii/S0002939414727394
https://www.sciencedirect.com/science/article/abs/pii/S0002939414727394
https://www.sciencedirect.com/science/article/abs/pii/S0002939414727394
https://creativecommons.org/licenses/by/4.0/

	ZOTERO_BREF_x6LAnYUMQie7
	ZOTERO_BREF_5cyMf7WzLFv2
	ZOTERO_BREF_nGu5jgz2XtiR
	ZOTERO_BREF_vPd8no4evO7D
	ZOTERO_BREF_OhxQHTTYNviS
	ZOTERO_BREF_XzkFggtg792M
	ZOTERO_BREF_zfiah1J8IXvR
	ZOTERO_BREF_RWX6nWF0RNod
	ZOTERO_BREF_t5BNtDP3sV7P
	ZOTERO_BREF_Nrn02ZQPOfGR
	ZOTERO_BREF_JHCswifxw12X
	ZOTERO_BREF_GIRansNBvYtc
	Abstract
	Introduction
	Case Report 
	Discussion
	Conclusion
	References

