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Abstract 
Introduction: Myxofibrosarcoma is a rare subtype of soft tissue sarcoma with a locally infiltrative behavior and ability 
to determine distant metastases.  
Materials and methods: We presented two myxofibrosarcoma cases who benefited from segmental or radical 
resection. 
Management and outcome: In the case of the 80-year-old woman, with grade 3 myxofibrosarcoma, we practiced 
radical surgery with scapulohumeral disarticulation followed by adjuvant radiotherapy.  
The therapeutic option for the 77-year-old man with grade 2 myxofibrosarcoma was segmental resection followed 
by adjuvant radiotherapy. After three months, the patient was in a good clinical condition with no sign of local 
recurrence, but with the presence of pulmonary metastases for the patient who benefited of segmental resection.  
Discussion: The radical resection had better short-term results, with no local or distant metastases at three months 
after surgery, although the tumor had a higher grade (G3), compared to segmental resection practiced for a lower 
grade tumor (G2), in which case the patient developed pulmonary metastasis at three months follow up.  
Conclusion: Myxofibrosarcoma represents a challenging situation regarding the management due to its unpredictive 
clinical course. Our cases raised the following question: should we consider treating it more aggressively in order to 
obtain good local control and reduce the risk of metastasis? 
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Introduction 

Myxofibrosarcoma (MFS) is a malignant 
neoplasm of fibroblastic origin and represents 
one of the approximately 50 histological 
subtypes of soft tissue sarcomas. The most 
common clinical presentation for MFS is a 
palpable, painless soft tissue mass. It occurs 
most commonly in the extremities, in elderly 
patients, in the sixth to eighth decades of life. 

Histologically, it arises in connective tissue 
characterized by a proliferation of spindle cells 
in a myxoid stroma with high potential for 
local recurrence and metastasis. At gross 
pathologic examination, the lesion is 
multilobulated, with necrosis or hemorrhage 
on the cut surface. Increased attention should 
be paid intraoperatively because the border of 
the tumor may appear well defined at first 
sight, but a microscopic spread along muscle 
fibers and fascial planes is often present [1]. 

Because of the insidious clinical 
presentation, the patient usually postpones 
presentation to the hospital. Any palpable 
mass exceeding 5 cm raises the suspicion of a 
malignant tumor. 

The diagnosis algorithm includes 
performing a magnetic resonance imaging 
(MRI), angiography and scintigraphy or 
positron emission tomography (PET-scan), but 
the positive diagnosis can only be made by 
incisional biopsy. The European Society for 
Medical Oncology and European Rare Adult 
Solid Cancers Network (ESMO-EURACAN) 
recommends MRI as the main imaging 
modality in the extremities, pelvis and trunk 
[2]. 

The treatment for myxofibrosarcoma 
varies from primary surgical resection to 
neoadjuvant or adjuvant radiotherapy or 
cytotoxic chemotherapy. The actual mainstay 
of treatment consists in a wide surgical 
resection with a 2 cm soft tissue margin, which 
may sometimes require complex vascular and 
plastic surgery reconstruction. Rare cases of 
spontaneous regression or after incisional 
biopsy are also described [3]. 

Materials and Methods 

We comparatively followed the clinical 
evolution and the moment of appearance of 
metastases or signs of local recurrence in two 
patients diagnosed with myxofibrosarcoma, 
who presented to the Orthopedics 
Department of the University Emergency 
Hospital, Bucharest. 

Case report 

An 80-year-old woman with a history of 12 
months palpable mass in the proximal arm, 
with a fast growth in the last 6 months, 
presented to the Orthopedic Department of 
the University Emergency Hospital, Bucharest 
(Fig. 1). The clinical examination revealed a 
palpable mass in the proximity of the 
scapulohumeral joint with limited range of 
motion and moderate pain. Lab values showed 
decreased levels of hemoglobin-9.6 g/ dl 
(N:12.5-16.3 g/ dl) and increased values of 
inflammatory markers: CRP-11.7 mg/ dl (N:0.0-
0.9 mg/ dl), ESR-108 mm/ h (N:5-10 mm/ h), 
fibrinogen-601 mg/ dl (N:238-498 mg/ dl) and 
elevated creatine kinase I-351 U/ L (N: 39-308 
U/ L). The diagnosis protocol in this case 
consisted of a distant metastasis assessment 
using a computerized tomography (CT) scan 
and the evaluation of local invasion using an 
MRI and an angiogram (Fig. 2). The patient 
presented no sign of distant metastasis and 
was proposed for an incisional biopsy. The 
anatomopathological examination confirmed 
the diagnosis of grade 3 myxofibrosarcoma. 

 
  
 
 
 
 
 
Fig. 1 Preoperative 
macroscopic image of the 
80-year-old female patient 
with upper limb MFS 
(personal archive) 
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Fig. 2 Preoperative CT-scan image of the 80-year-old 
female patient with upper limb MFS (University 
Emergency Hospital, Bucharest) 
 

Because of the proximity of the 
scapulohumeral joint and the local invasion, 
the patient was admitted for scapulohumeral 
disarticulation. After surgery, no significant 
perioperative complications were observed 
and the patient was discharged in good clinical 
condition. Shortly after discharge she was 
admitted to the Oncology Department for 
adjuvant radiotherapy. 

In the next three months, during the 
oncological follow up, the patient had no sign 
of local recurrence or distant metastasis.  

Another case was a 77-year-old man 
admitted to the Orthopedic Department of 
the University Emergency Hospital, Bucharest 
with a history of 6 months palpable mass of 
the lateral 1/ 3 of the thigh. According to the 
patient, the symptoms appeared 3 months 
earlier when a slight pain was noted in the 
right lower limb. The clinical examination 
revealed a palpable mass on the anterior 

lateral third of the thigh. The approximate 
dimension of the tumor was 14/ 6 cm. No 
other remarkable findings were observed at 
the physical examination. 

 

 
 
Fig. 3 MRI COR-T1 image (reproduced with the consent of 
the patient from his personal archive) 
 

 
 
Fig. 4 MRI TRA-T2 image (reproduced with the consent of 
the patient from his personal archive) 
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The biological examination revealed 
elevated inflammatory markers: ESR-54 mm/ 
h (N:5-10 mm/ h); CRP-3.7 mg/ dl (N:0.0-0.9 
mg/ dl) and a decreased level of hemoglobin - 
11.6 g/ dl (N:12.5-16.3 g/ dl). The diagnosis 

process started with an MRI of the thigh, 
which described an infiltrative tumor (Fig. 
3,4). For further investigation, a CT-scan and a 
PET-CT were performed (Fig. 5,6). 

 

 
 

Fig. 5,6 PET-CT images (reproduced with the consent of the patient from his personal archive) 
 

No secondary determinations were 
reported. After the incision biopsy, the 
histological examination revealed a grade 2 
myxofibrosarcoma. The patient was admitted 
first to the Oncology Department for 
neoadjuvant radiotherapy and afterwards he 
was admitted to the Orthopedics Department 
for segmental resection of the tumor with 
wide surgical resection and free oncological 
limits. After surgery, the patient had no 
significant complications and he was 
discharged without any special restrictions. 
Shortly after, he was admitted to the 
Oncology Department for adjuvant 
chemotherapy and radiotherapy.  

Three months after segmental resection, 
the patient presented no sign of local 
recurrence with good clinical condition, but 
the CT-scan revealed the presence of 
pulmonary metastases for which he 
underwent a new course of chemotherapy. 

Discussion 

The goal of this comparative case report 
was to evaluate the presence of local 
recurrence or distant metastases considering 
the type of surgical resection (segmental vs. 
radical resection), the histological degree of 
the tumor, the period from onset to surgery, 
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the state of the resection margins and the use 
of radiotherapy or chemotherapy.  

Recent studies have shown that older age 
and positive/ close margins were significantly 
associated with a higher risk of local 
recurrence [4,5]. A positive margin is a 
significant poor prognostic indicator of local 
recurrence in patients with myxofibrosarcoma. 
In order to be able to obtain free oncological 
limits, radical surgeries are often needed [6]. 

The tumor grade and metastasis are 
independently associated with 
myxofibrosarcoma specific survival [7]. The 
retrospective analysis of a group of 75 patients 
revealed that the rate of local recurrence was 
independent of the histologic grade, but only 
intermediate and high-grade neoplasms 
metastasized [8]. In our study, the patient with 
segmental resection had grade 2 MFS, while 
the other one with radical resection had grade 
3 MFS. The radical resection had better short-
term results, with no local or distant 
metastases after three months, although the 
tumor had a higher grade (G3), compared to 
segmental resection practiced for a lower 
grade tumor (G2), in which case the patient 
developed pulmonary metastasis after three 
months. 

The effect of radiotherapy (RT) on local 
control is still unclear and there is no 
correlation between RT and local recurrence 
[9,10]. After surgery, our patients were 
admitted to the oncology department for 
adjuvant radiotherapy. The current scientific 
data in literature are still incomplete and 
require further studies on significant groups of 
patients.  

Conclusions 

Myxofibrosarcoma represents a 
challenging situation regarding the 
management due to its unpredictive clinical 
course. In our case, the patient with segmental 
resection had a lower grade tumor (G2) and six 

months between the detection of the mass 
and surgery, compared with the G3 tumor and 
the 12 months before surgery in the other 
patient. Yet, the one with segmental resection 
developed pulmonary metastases. The 
therapeutic protocol for the two patients was 
similar. Both patients were evaluated for 
distant metastasis and were admitted 
postoperatively to the Oncology Department 
for radiotherapy and chemotherapy. It should 
be mentioned that the patient who benefited 
from segmental resection also underwent 
neoadjuvant radiotherapy. At three months 
postoperatively and after cancer therapy, 
none of the patients showed signs of local 
recurrence. 

After the segmental resection of the 
tumor, the patient began to mobilize with no 
gait restrictions, so the functional result was 
very good compared to the functional result 
after amputation. 

Radiation therapy has been shown to be 
effective in ensuring a good local control for 
the two.  

For statistically significant results a larger 
group of patients and a longer follow-up 
period is required. 

 
Conflict of Interest statements 
Authors state no conflict of interest. 
 
Informed Consent and Human and 

Animal Rights statements 
Informed consent has been obtained from 

all individuals included in this study. 
 
Authorization for the use of human 

subjects 
Ethical approval: The research related to 

human use complies with all the relevant 
national regulations, institutional policies, is in 
accordance with the tenets of the Helsinki 
Declaration, and has been approved by the 
authors’ institutional review board or 
equivalent commitee. 



Romanian Journal of Orthopaedic Surgery and Traumatology 2020; 3(1): 9-14 
 

�
��� ROJOST 

© 2020

References 

1.� Levy AD, Manning MA, Miettinen MM. Soft-tissue 
sarcomas of the abdomen and pelvis: Radiologic-
Pathologic features, Part 2 - uncommon Sarcomas. 
Radiographics. 2017 May-Jun; 37(3):797-812. 

2.� Casali PG, Abecassis N, Bauer S et al. ESMO Guidelines 
Committee and EURACAN. Soft tissue and visceral 
sarcomas: ESMO-EURACAN Clinical Practice Guidelines 
for diagnosis, treatment and follow-up. Ann Oncol. 2018 
Oct 1; 29 (Supplement_4):iv51-iv67. 

3.� Mizuno T, Susa M, Horiuchi K, Shimazaki H, Nakanishi 
K, Chiba K. Spontaneous Regression of 
Myxofibrosarcoma of the Thigh after Open Biopsy. Case 
Rep Oncol. 2019 May 16; 12(2):364-369. doi: 
10.1159/000500504. PMID: 31182952. PMCID: 
PMC6547297. 

4.� Odei B, Rwigema JC, Eilber FR et al. Predictors of Local 
Recurrence in Patients with Myxofibrosarcoma. Am J 
Clin Oncol. 2018; 41(9):827-831. 
doi:10.1097/COC.0000000000000382. 

5.� Look Hong NJ, Hornicek FJ, Raskin KA et al. Prognostic 
factors and outcomes of patients with 
myxofibrosarcoma. Ann Surg Oncol. 2013; 20(1):80-86. 
doi:10.1245/s10434-012-2572-3. 

6.� Kikuta K, Nakayama R, Yoshida A et al. A histological 
positive margin after surgery is correlated with high 
local re-recurrence rate in patients with recurrent 
myxofibrosarcoma. Jpn J Clin Oncol. 2017; 
47(4):334-341. doi:10.1093/jjco/hyw199. 

7.� Mühlhofer HML, Lenze U, Gersing A et al. Prognostic 
Factors and Outcomes for Patients with 
Myxofibrosarcoma: A 13-Year Retrospective Evaluation. 
Anticancer Res. 2019; 39(6):2985-2992. 
doi:10.21873/anticanres.13430. 

8.� Mentzel T, Calonje E, Wadden C et al. 
Myxofibrosarcoma. Clinicopathologic analysis of 75 
cases with emphasis on the low-grade variant. Am J 
Surg Pathol. 1996; 20(4):391-405. doi: 
10.1097/00000478-199604000-00001. 

9.� Teurneau H, Engellau J, Ghanei I, Vult von Steyern F, 
Styring E. High Recurrence Rate of Myxofibrosarcoma: 
The Effect of Radiotherapy Is Not Clear. Sarcoma. 2019; 
2019:8517371. doi:10.1155/2019/8517371. 

10.� Haglund KE, Raut CP, Nascimento AF, Wang Q, George 
S, Baldini EH. Recurrence patterns and survival for 
patients with intermediate- and high-grade 
myxofibrosarcoma. Int J Radiat Oncol Biol Phys. 2012; 
82(1):361-367. doi:10.1016/j.ijrobp.2010.08.042. 

 
 
 
 
 
 
 
 
 
 
 

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 


