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The first case of myxoinflammatory fibroblastic sarcoma 
affecting the maxillary bone

Introduction

Myxoinflammatory fibroblastic sarcoma (MIFS) is a malignant 
tumor of modified fibroblasts. It has been be reported to be 
confused with various benign tumors, sarcomas, inflammatory 
processes, and diseases such as Hodgkin’s lymphoma.[1,2] 
Tumor is often located in the distal parts of the extremities, 
mostly in the fingers, and usually appears in the form of 
subcutaneous masses of 4–5 cm in diameter.

In addition to being a rare tumor, our case is located in the 
maxilla. There is no case of MIFS located in the maxillary 
bone in the literature. Therefore, the case was regarded to be 
valuable for reporting.

Case Presentation

A 55-year-old male patient presented to the otorhinolaryngology 
outpatient clinic with the complaints of nasal bleeding, purulent 
nasal discharge, and recently swelling on the right side of his 
face. Polypoid tissues protruded from the middle meatus were 
observed in the right nasal cavity and the patient underwent 
biopsy from the right middle turbinate with the initial diagnosis 
of inverted papilloma. The biopsy result was reported to be 
consistent with low-grade myxofibrosarcoma, on which the 
right maxillectomy was performed and the specimen was sent 
to the pathology laboratory.

The histopathological examination of the maxillectomy specimen 
revealed tumoral development characterized by intertwined 
fibroblastic-cellular and myxoid areas [Figure 1a and b]. In 
fibroblastic areas, fascicles of spindle cells were observed to 
extend in various directions or appeared in disorganized form. 
Dense lymphocyte and plasmocyte infiltration accompanying 
the lesion were notable [Figure 1c]. Poorly differentiated spindle 
cells with large rounded nuclei and prominent red nucleoli were 
also noted. These cells partially exhibited similar nucleolus 
prominence and size to Reed–Stenberg cells [Figure 2a and b]. 
In myxoid areas, sparsely distributed fibroblastic cells and 
curved capillary structures were noted in places, around which 
the tumor cells tended to cluster [Figure 1d]. The tumor also 
exhibited coagulation necrosis and sparse atypical mitoses 
partially [Figure 2c]. Fibroblastic proliferation was observed 
within the bone tissue, especially along the bone marrow.

On immunohistochemical examination, the tumor partially 
exhibited strongly positive staining for vimentin. Strong 
positivity was also remarkable in some areas for MSA 
[Figure 3]. Focal positivity was seen for S-100. SMA, LCA, 
and CD68 were negative.

Discussion

Acral MIFS was first described by Montgomery et al. in 1998 
as an inflammatory myxohyaline tumor of the distal extremity 
containing Reed–Sternberg-like cells and virocytes.[3] Shortly 
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thereafter, Meis–Kindblom and Kindblom published a case series 
of the same tumor as acral MIFS.[4] In the same year, Michal 
et al. reported a case series of the same tumor with the title 
“Inflammatory myxoid tumor of the soft parts with bizarre giant 
cells.”[5] In 2002, the World Health Organization used the name 
of MIFS of intermediate malignancy potential for this tumor.[6]

The ethiopathogenesis of MIFS is unknown. It is characterized 
by fibroblastic and myxoid areas on microscopic examination 
along with the infiltration of inflammatory cells accompanying 
the tumor, most of which are lymphocytes and plasmocytes. 
These cells may appear as spindled cells with prominent 
atypical nuclei, large epithelioid cells with prominent and 
vesicular nuclei similar to ganglion cells, Reed–Sternberg-like 
binucleate or multinucleated cells, and occasionally cells with 
multivacuolated cytoplasm resembling pseudolipoblasts.[7,8] 
The immunohistochemical findings of MIFS are non-specific. 
According to the immunohistochemical study, the tumor cells 

show strongly positive for vimentin and variable positivity 
for CD34, CD68, cytokeratin, and smooth-muscle actin.[1,2,7]

In 1998, all 100 cases reported were located in the distal extremity.
[3-5,9] Therefore, the prefix of acral was adopted and the tumor was 
widely referred as acral MIFS. In the following years, subsequent 
case reports reported the tumor localization again in the distal 
extremities, whereas non-distal extremity cases were extremely 
rare. However, a few cases were reported to be located in the 
upper extremity and groin, and one case in the neck, which has 
led to the omission of the prefix acral from the nomenclature.[3,10]

In the literature, MIFS has been reported in the groin, 
back, neck, nose, and temporal regions in addition to the 
extremities.[7,11] In our case, it was located in the maxilla and 
extended to the epithelium of the maxillary sinus mucosa, 
which has not been previously reported. Although it can be 
seen in both men and women across all age groups, it most 

Figure 2: Giant Reed–Stenberg-like cells (a, b) (H and E, ×100; H and E, ×200). Diffuse coagulation necrosis in the tumor (c) (H and E, ×40)
cba

Figure 1: The tumor exhibits intertwined myxoid and cellular areas, dense cellular areas composed of spindled cells (a, b) (H and E, ×40; 
H and E, ×100). The scattered lymphocytes and plasmocytes in the tumor are notable (c) (H and E, ×40). Myxoid areas, elongated vascular 
structures in the central part of the image, the tumor cells surrounding these vascular structures (d) (H and E, ×200)
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frequently occurs in the fourth or fifth decade of life (mean 
age: 40). Grossly, MIFS lesions are multinodular masses with 
ill-defined margins. Subcutaneous lesions often extend into 
tendons and ligaments, in addition to dermal involvement.[12,13]

Benign myxoid lesions such as inflammatory lesions, 
tenosynovitis, nodular and proliferative fasciitis, inflammatory 
myofibroblastic tumor, myxoma and ganglion cyst, and 
malignant lesions such as myxoid malignant fibrous 
histiocytoma, myxoid liposarcoma, and epithelioid sarcomas 
are involved in the differential diagnosis. Benign lesions do 
not exhibit atypical cells containing virocyte-like inclusions 
in inflammatory and myxoid sites. Although biopsy can be 
performed before planning surgery, it may be difficult to detect 
malignancy within the myxoid tissue in needle biopsy, leading 
to false-positive results. Therefore, the mass should be removed 
with a large excision after radiological examinations in the 
case of suspicious differential diagnosis.[14,15]

Conclusion

These tumors may be confused with benign lesions, especially 
when originating from any part of the body other than the 
extremities. Immunohistochemical stains in the diagnosis of 
MIFS can be used to exclude the lesions in the differential 
diagnosis, in addition to the basic histological findings. 
In conclusion, a painless (subcutaneous) mass should be 
considered in the differential diagnosis of MIFS, regardless 
of whether it is acral or extra-acral.
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Figure 3: The neoplastic cells are positive for MSA (a) (immunostain, 
×40), the neoplastic cells are positive for vimentin (b) (immunostain, 
×100)
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