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Abstract
Solitary fibrous tumor (SFT) is an uncommon spindle-cell tumor of mesenchymal origin, which was initially described in the pleura by 
Klemperer and Rabin in 1931 and thought to be of mesothelial origin. The orbital involvement was first described by Dorfman al. and Westra 
al. in 1994. SFT of the orbit is an extremely rare lesion.
About 60 cases of the orbital SFT have been reported in the literature till date. Solitary fibrous tumors are rare tumors and account for less 
than 1% of all soft tissue tumors.
we describe two cases in which a child aged 14 and a woman of 58 years. Both unilateral and in the upper medial orbit. MRI and tomographical 
evaluations were conducted and the lesions were excised. The histological evaluation showed the tumors were composed of spindle-
shaped cells within collagen bundles and vascular channels.
The SFT of the orbit is very rare. Immunohistochemical staining was positive for CD34 and negative for S-100 protein. Immunohistochemical 
study is an important adjuvant in determining the SFT diagnosis.
The treatment is complete surgical excision with continuous postoperative follow-up as recurrence may appear long after 
excision.
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Introduction: 
Solitary Fibrous Tumors (SFT) are rare etiology of progressive 
unilateral proptosis. Its origin is mesenchymal. Solitary Fibrous Tumors 
may also arise in the soft tissue, or virtually in any part of the body, 
where mesenchymal cells are present. The orbital involvement was 
first described independently by Dorfman al. and Westra  al. in 1994. 
This tumor is generally well-defined. Recurrences can occur in spite of 
a complete surgical resection.
Metastases are published. Tumors are considered benign or low-grade 
malignant. Histological features are not currently correlated with 
clinical outcomes. The most important prognostic factor may be the 
complete surgical resection. We present two cases treated in last two 
years (2015/2016).
Case presentation: 
Clinic : First case
Child : 14 years old, he had a left eye conjonctival inflammation, 
which appeared 3 years before, with progressive irreducible axial 
exophtalmia grade I. No pain. Without visual disorders.
MRI showed a retro orbital process. T1 iso intense and T2 hyper intense 
mass. located at the upper nasal quadrant of the left globe, oval, 
limited, encapsulated, hyper vascularized, measuring 23X19X14 mm. 
there is no bone erosion.
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   MRI. Axiale MRI. Coronale MRI. Sagittale

Clinic: Second case
Man : 58 years old, he Had a left irreducible axial exophtalmia grade I, 
which appeared 3 months before, without visual disorders.
MRI showed a retro orbital process. T1 and T2 hyper intense mass. 

located at the upper nasal quadrant of the left globe, oval, limited, 
measuring 17 X 12 X 21 mm, hyper vascularized. There is no bone 
erosion.

 

MRI. Axiale MRI. Coronale MRI. Sagittale

Differential diagnosis:
Radiologically : there is no characteristic for distinguishing solitary 
fibrous tumors of other intra-orbital contours limited tumors.
fibrous forms : deep fibrous histiocytoma, sphéno-orbital meningioma, 
schwannoma…

cellular forms : schwannoma cell, fibrosarcoma, metastasis of a 
spindle cell carcinoma or melanoma spindle cell…
The important forms of vascularized tumor: cavernous angioma.
Surgery: after a left fronto-orbital approach, we successfully operated 
the tumor by performing a total exeresis.

  First case: Child Second case: Man
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Histological examination: The diagnosis of TFS is Pathological. It 
is a tumor of nature mesenchymal. There is a strong expression of 
CD34 antigen and vimentin. Alternating collagen hypo cellular areas 

and cell vasculature’s areas "type HPC" Sometimes adipocytes or 
multinucleated giant cells Reworking myxoid cytonuclear atypia and 
variable mitotic activity. PS 100: absence of expression of tumor cells.

 Operative piece. The diagnosis of TFS is Pathological. It is a tumor of nature mesenchymal. 
There is a strong expression of CD34 antigen and vimentin. Immunohistochemistry

Post surgery:
First case

  CHILD PRE OPERATIVE      FIRST DAY
POST OPERATIVE

MRI : 12 months
Total removal of tumor. No Recurrence

   

 

MRI. Axial T1 T2 MRI. Coronal T1 T2
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Second case
MRI: 7 months 1/2
Total removal of tumor. No Recurrence

IRM coupe axiale et coronale Post opératoire

Discussion
Solitary Fibrous Tumors are composed of fibroblasts and related cell 
types. These rare tumors can occur in any part of the body. The pleura 
(membrane lining the lung) are the most common site involved.
Clinically, the most common telltale sign is exophthalmos. The orbital 
localisation preferential is medial. It has not been described systemic 
manifestations in case of tumor fibrous solitary of the orbit.
The diagnosis of TFS is pathological. The characteristic histological 
aspect is that of a fusiform proliferation of free fibroblasts atypical; 
mitoses are rare. The mesenchymal origin of the TFS is confirmed 
by strong immunoreactivity to CD34, vimentin. CD34 is a surface 
glycoprotein expressed by the human hematopoietic precursor cell. 
The CD34 is 79-100% positive in cells normal and neoplastic endothelial; 
this suggests the possibility of a vascular endothelial origin. Recently, 
the genetic analysis of the fibrous tumor solitary proved a translocation 
t [9; 22] (q31; p13) and a Philadelphia chromosome t [9; 22] (q34; q11), 
found in some hematological cancers.
Radiologically, the TFS of the orbit does not present specific feature 
that can help diagnostic. Among the main differential diagnoses of 
the TFS in its orbital location, we find the histiocytofibroma. It will be 
necessary to differentiate the TFS from other fusiform cell tumors as 
the hemangiopericytoma which expresses more weakly the CD34 than 
TFS, schwanoma and meningioma.
The limited nature of the tumor facilitates a total surgical excision The 
effect of adjuvants treatments (radiotherapy and chemotherapy) is 
currently unknown. TFS is usually benign and a cure is obtained after 
complete excision of the tumor. The real factor prognosis being the 
total excision of the tumor.
Solitary meningeal fibrous tumors or meningeal hemangiopericytomas 
(TFSM / HPCM), which are rare meningioma-like intracranial tumors, 
have been redefined in the World Health Organization classification : 
WHO 2016 it now includes TFSM, benign tumors of grade I fibrohyalins, 
Benign HPCM grade II hypercellular, Grade III malignant HPCM with 
a strong mitotic index. This grouping is based on their common 
histological characteristics withTypical vascularity appearance in "deer 
antler"and Genetics (presence of NAB2-STAT6 fusion gene).

Conclusion
Solitary fibrous tumor is rare and benign tumor. It can be different from 
the others types of the orbital Mesenchymal tumor. Management 
is based on total surgical removal and a long time clinical follow up, 
because recurrences Can occur in a long time and malignant forms has 
been described. The diagnosis of this tumor is settled by histology. 
It’s mesenchymal nature. There is a high expression of CD34 antigen 
and viventin after immunochemistry study. PS 100: absence of 
expression of tumor cells. the possibility of malignant transformation 
encourages long-term surveillance of all patients with TFSM. The place 
of postoperative radiotherapy is not yet defined.
The most reliable prognostic factor of Solitary Fibrous Tumor is 
dependent on whether the tumor can be completely removed through 
surgery with free margins (no traces of the tumor in adjoining tissue).
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