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1. Abstract
Multiple extramedullary plasmacytoma concurrent with multiple 
bony plasmacytoma is very rare presentation and thorough inves-
tigations are required to exclude multiple myeloma in these pa-
tients. Close follow up is required in these patients as they may 
present with new lesions with dismal prognosis. We present a case 
of multiple plasmacytoma with aggressive cutaneous involvement, 
which is a very rare presentation. Treatment with alkylating che-
motherapy reduces tumor bulk. However, the risk of progression 
to multiple myeloma being not yet documented, should always be 
kept in mind. 

2. Introduction 
Multiple Solitary Plasmacytoma (MSP) is defined as a monoclo-
nal plasma cell infiltrate in one or more lytic bone lesions (often 
spreading to the surrounding soft tissues) associated with no evi-
dence of plasma cell proliferation on random bone marrow biopsy 
and without systemic abnormalities typical of MM (e.g. hypercal-
caemia, anaemia, renal failure, serum and/or urinary monoclonal 
proteins or monoclonal light chains). 

Extramedullary Solitary Plasmacytoma (EMP) presenting as a soft 
tissue mass in more than one site is therefore a very rare event. 
90% of EMP cases develop in the head and neck area especially in 
the upper respiratory tract, including nasal cavity and sinuses, na-
sopharynx and larynx. Infrequent sites of involvement include the 
gastrointestinal tract, liver, spleen, pancreas, lungs, thyroid, breast, 
testis or skin. 

Cutaneous Plasmacytomas are monoclonal neoplasms of plasma 
cells, usually associated with multiple myeloma, resulting either 
from direct spread from underlying connective tissue focus or 
from the haematogenous metastatic spread [1].  Very few cases of 
primary cutaneous plasmacytoma have been reported in the liter-
ature thus far. Lesions typically present as slow-growing, reddish 
brown macules or plaques on the face, trunk, or extremities. They 
may be single or multiple, though solitary lesions are thought to 
portend a better prognosis [2].

We present here a case report of a 55-year old male having multiple 
solitary plasmacytoma with aggressive cutaneous manifestation.

3. Case Report
We present here a case report of follow up case of solitary plasma-
cytomas of the left orbit concurrent with scalp and left chest wall 
plasmacytoma in a 55-year old male whose thorough initial di-
agnostic workup was negative for multiple myeloma and showed 
complete resolution of disease with non-conventional treatment 
that is oral chemotherapy in the form of tab melphalan and tha-
lidomide. Patient lost to follow up for 9 months and presented 
in emergency department with complaints of pain, swelling and 
one nodule over the left forearm. X-ray left upper arm showed 
fracture of ulna. (Figure-1). MRI of left forearm arm revealed left 
ulnar proximal diaphysis large destructive lesion with extensive 
soft tissue malignant mass with multiple neoplastic bony lesions. 
(Figure-2). He was managed with excision of lump followed by 
fibular bone graft with ulnar plating in orthopedics department. 
Excisional biopsy was consistent with plasmacytoma. 
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FIGURE 1: (X-Ray left forearm)-Osteolytic destruction of left ulna with 
soft tissue swelling

FIGURE 2:  (CEMRI left forearm)-suggestive of left ulnar proximal 
diaphyseal large destructive with extensive soft tissue malignant mass 
lesion with normal neurovascular bundle.

Patient again underwent thorough diagnostic workup to rule out 
multiple myeloma. Bone marrow aspiration was done and found 
to be with in normal limit. Quantitative serum electrophoresis was 
also normal. Urine B J protein was absent. MRI spine showed 
compression of D1 vertebra. (Figure-3). X-Ray chest (PA view) 
showed fracture of right clavicle. (Figure-4). Though patient was 
asymptomatic but in view of multiple bony lesions, Bone scan was 
done, which was in favour of multiple focal involvement of nearly 
all bones. (Figure-5)

Patient was restarted on tab thalidomide 100mg 1 OD and inj zoli-
dronic acid 4mg I/V monthly but disease was progressive and after 
2 wks., patient presented with multiple cutaneous nodules over the 
left forearm with complaints of itching and burning pain over the 
skin nodules. (Figure-6). FNAC of these nodules was in favor of 
plasmacytoma. (Figure-7). Patient’s hemoglobin levels. calcium 
level and renal function test and liver function tests were all with 
in normal limit. Patient has been put on VAD regimen (inj vin-
cristine, inj Adriamycin and inj dexona) and local radiotherapy of 
30Gy/10# was delivered to C7 and D1 vertebra.

FIGURE 3: (CEMRI Whole spine)-suggestive of grade 2/3 collapse of 
D1with scoliosis and intervening mild enhancing soft tissue component, 
likely previous involvement of neoplastic soft tissue with rt side signifi-
cant compressive neuro radiculopathy atC7/D1 level.

Figure 4: X-Ray Chest(PA)-showing  fracture of rt rib

Figure 5: Wholebody Tc 99 MPD bone scan –focal areas of abnormal 
increased osteoblastic activity over skull bones,sternum,b/l ribs, b/l clavi-
cle,D6 vertebra  ,b/l humeri,b/l bones of fore arm, small bones of hanfds,lt 
iliac bone,sacrum,b/l tibia,femurand bones of feet
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Figure 6-Multiple Cutaneous Nodules Over Left Forearm

Figure 7: Aspiration from multiple swellings over left forearm-(100X 
magnification with H& E stain) -dispersed single pleomorphic cells in 
hemorrhagic background, the cells have moderate basophilic cytoplasm 
.eccentric nuclei with perinuclear hof in some cells .The nucleus is round 
to ovoid with coarse granular chromatin and clumpping.Many nucleat-
ed cells and occasional multinucleate cells seen with presence of mitosis 
.Finding, suggestive of plasma cell neoplasm –plasmacytoma.

4. Discussion
The International Myeloma Working Group in 2003 classified 
plasmacytomas as solitary plasmacytoma of bone (SBP) when a 
single bone lesion was present, solitary extra medullary plasma-
cytoma(SEP) when a solitary soft-tissue lesion was present and 
multiple solitary plasmacytoma (MSP) when multiple sites of dis-
ease were present in soft tissue, or both [3]. SBP, SEP and MSP are 
rare clinical entities, characterized by a monoclonal plasma cell 
infiltrate in bone or soft tissue, cytologically and immunopheno-
typically identical to multiple myeloma (MM). EMP occurs pre-
dominantly in males at the ratio of 3:1. The majority of patients af-
fected are between 50 and 70 years of age. The incidence of these 
entities is 0.35/100 000/ year, representing 5–10% of all plasma 
cell neoplasms [4]. 

The criteria to diagnose MSP includes monoclonal plasma cell 

proliferation involving one or more lytic lesions of bone often 
spreading to the adjacent soft tissue, without evidence of bone 
marrow involvement on a random iliac crest bone marrow biop-
sy, and absence of evidence of end organ damage (hypercalcemia, 
renal failure, anemia, monoclonal proteins in the urine/serum or 
monoclonal light chains) [5]. Primary extra medullary plasmacy-
toma is an extremely rare condition with an incidence of 2-4% of 
extramedullary cases. To establish this diagnosis, it requires ab-
sence of MM and plasmacytomas in other organs [6]. 

 Skin manifestations in MM can be classified into three categories: 
1) Primary extramedullary plasmacytoma; 2) Cutaneous plasma 
cell neoplasm in the setting of previously diagnosed MM; 3) Cu-
taneous plasma cell neoplasm from direct extension of osteolytic 
lesions in MM [7]. 

Cutaneous plasmacytoplasma can occur from hematogenous 
spread or infiltration of plasma cells from adjacent structures such 
as bones. It usually occurs in patients with aggressive or highly 
progressive form of MM and can be divided into primary and 
secondary. Primary cutaneous extra medullary plasmacytoma is 
when plasma cells infiltrate skin without the involvement of bone 
marrow. Secondary cutaneous extra medullary plasmacytoma can 
occur from metastasis from MM or from primary extra medullary 
plasmacytoma of other tissues [8, 9].

Histopathologically, cutaneous plasmacytomas are divided into 
two types namely, nodular and diffuse [10]. It is a very rare condi-
tion with incidence of 1.9% [11]. Skin plasmacytomas manifest as 
reddish, violaceous, non-tender dermal or subcutaneous nodules, 
and sometimes may also appear as diffuse erythematous rash [12]. 
Most common sites for cutaneous manifestations are chest (44%), 
lower extremities (24%), back and buttock (22%), face and neck 
(20%), and upper extremities (18%). [13]

In our patient, establishing the proper diagnosis was a challenge as 
patients was not having any systemic sign of multiple myeloma. 
Patient was having bony plasmacytoma over multiple sites concur-
rent with multiple extra medullary plasmacytoma. All the investi-
gations for diagnosis of multiple myeloma was negative for this. 
Though bone scan showed multiple bony lesions but these were 
osteoblastic type. Our patient developed multiple cutaneous nod-
ules over the forearm within very short span. Though alkylating 
agents shows good results but in this case disease was not respond-
ing to these agents and this carries a very bad prognosis.

5. Conclusion
Multiple solitary Plasmacytoma of different sites 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 being not yet documented, should always be 
kept in mind, mandating a close follow-up of these patients.



ajsccr.org                                                                                                                                                                                                                           4

                                                                                                                                                                                                              Volume 3 | Issue 9

       References

1. Requena L, Kutzner H, Palmedo G, Calonje E, Requena C, Pérez G, 
et al. Cutaneous involvement in multiple myeloma: a clinicopatho-
logic, immunohistochemical, and cytogenetic study of 8 cases. Arch 
Dermatol. 2003; 139: 475-86. 

2. Rongioletti F, Patterson JW, Rebora A. The histological and patho-
genetic spectrum of cutaneous disease in monoclonal gammopa-
thies. J Cutan Pathol. 2008; 35: 705-721. 

3. International Myeloma Working Group. Criteria for the classifica-
tion of monoclonal gammopathies, multiple myeloma and related 
disorders: a report of the International Myeloma Working Group. 
British J Hematol.2003; 121(5): 749-757.

4. Kilciksiz S, Karakoyun-Celik O, Agaoglu FY, Haydaroglu A. A re-
view for solitary plasmacytoma of bone and extramedullary plasma-
cytoma. Scic World J.

5. Dattolo P, Allinovi M, Michelassi S, Pizzaarelli F. Multiple solitary 
plasmacytoma with multifocal bone involvement. First clinical case 
report in a uraemic patient. BMJ Case Rep. 2013.

6. Bhutani M, Shahid Z, Schnebelen A, Alapat D, Usmani SZ. Cutane-
ous manifestations of multiple myeloma and other plasma cell pro-
liferative disorders. Semin Oncol. 2016; 43(3): 395-400. 

7. Carmel B, Delost GR, Stern J, Honda K. Cutaneous plasmacytoma: 
Metastasis of multiple myeloma and invasion of sternotomy scar. 
JAAD Case Rep. 2019; 5(1): 94-97. 

8. Tüting T, Bork K. Primary plasmacytoma of the skin. J Am Acad 
Dermatol. 1996; 34:386–390. 

9. Santos G, Sousa L, Fernandes T, João A. Case for diagnosis. Cutane-
ous involvement associated to multiple myeloma. An Bras Derma-
tol. 2014; 89: 173-174.  

10. Weedon D. Weedon’s Skin Pathology. 3rd ed. UK: Elsevier Health 
Sciences; 2010. p. 1246-8.  

11. Malysz J, Talamo G, Zhu J, Clarke LE, Bayerl MG, Ali L, et al. Cu-
taneous involvement in multiple myeloma (MM): A case series with 
clinicopathologic correlation. J Am Acad Dermatol. 2016; 74(5): 
878-884

12. Requena L, Kutzner H, Palmedo G, Calonje E, Requena C, Perez G, 
et al. Cutaneous involvement in multiple myeloma: a clinicopatho-
logic, immunohistochemical, and cytogenetic study of 8 cases. Arch 
Dermatol. 2003; 139(4): 475-486. 

13. Jurczyszyn A, Olszewska-Szopa M, Hungria V, Crusoe E, Pika T, 
Delforge M, et al. Cutaneous involvement in multiple myeloma: a 
multi-institutional retrospective study of 53 patients. Leuk Lympho-
ma. 2016; 57(9): 2071-2076.

https://pubmed.ncbi.nlm.nih.gov/12707095/
https://pubmed.ncbi.nlm.nih.gov/12707095/
https://pubmed.ncbi.nlm.nih.gov/12707095/
https://pubmed.ncbi.nlm.nih.gov/12707095/
https://pubmed.ncbi.nlm.nih.gov/18331570/
https://pubmed.ncbi.nlm.nih.gov/18331570/
https://pubmed.ncbi.nlm.nih.gov/18331570/
https://pubmed.ncbi.nlm.nih.gov/12780789/
https://pubmed.ncbi.nlm.nih.gov/12780789/
https://pubmed.ncbi.nlm.nih.gov/12780789/
https://pubmed.ncbi.nlm.nih.gov/12780789/
https://pubmed.ncbi.nlm.nih.gov/22654647/
https://pubmed.ncbi.nlm.nih.gov/22654647/
https://pubmed.ncbi.nlm.nih.gov/22654647/
https://pubmed.ncbi.nlm.nih.gov/27178694/
https://pubmed.ncbi.nlm.nih.gov/27178694/
https://pubmed.ncbi.nlm.nih.gov/27178694/
https://pubmed.ncbi.nlm.nih.gov/8655732/
https://pubmed.ncbi.nlm.nih.gov/8655732/
https://pubmed.ncbi.nlm.nih.gov/24626671/
https://pubmed.ncbi.nlm.nih.gov/24626671/
https://pubmed.ncbi.nlm.nih.gov/24626671/
https://pubmed.ncbi.nlm.nih.gov/26874821/
https://pubmed.ncbi.nlm.nih.gov/26874821/
https://pubmed.ncbi.nlm.nih.gov/26874821/
https://pubmed.ncbi.nlm.nih.gov/26874821/
https://pubmed.ncbi.nlm.nih.gov/12707095/
https://pubmed.ncbi.nlm.nih.gov/12707095/
https://pubmed.ncbi.nlm.nih.gov/12707095/
https://pubmed.ncbi.nlm.nih.gov/12707095/
https://pubmed.ncbi.nlm.nih.gov/26726867/
https://pubmed.ncbi.nlm.nih.gov/26726867/
https://pubmed.ncbi.nlm.nih.gov/26726867/
https://pubmed.ncbi.nlm.nih.gov/26726867/

	_GoBack

