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RECCURENT DESMOID TUMOUR OF THIGH – A RARE CASE REPORT
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ABSTRACT
Extra abdominal desmoid tumour is a rare entity. It is a locally aggressive tumour despite being histologically benign . To avoid local reccurence  it 
is important to preoperatively detect the exact localization, extension, infiltration and dissemination of this tumour. We report a  case of reccurent 
desmoid tumour of thigh which arose in the antero-lateral aspect of left thigh in a 46 years lady. This case is being presented as it's occurrence in 
thigh is very rare. The aim of this article is to assess the investigation of choice, modality of treatment, and the importance of adjuvant radiotherapy  
in recurrent desmoid tumour.
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INTRODUCTION:
Desmoid tumors are rare neoplasms of uncertain etiology arising from 
fascial or deep musculo-aponeurotic structures. They are slightly more 
predominant in females and tend to occur during the third and fourth 
decades of life [1] . Etiological factors are trauma ,  history of local 
surgery, genetic factors like inherited mutation in APC gene 
(adenomatous polyposis coli) and high estrogenic states, including 
pregnancy [2]. Desmoid tumours are characterized by a benign 
histological appearance and no metastatic potential, and are locally 
aggressive tumors with a high rate of recurrence [3] . They may be 
localized in the abdominal wall, the bowel, and the mesentery 
(associated with familial adenomatous polyposis) or in 
extraabdominal sites, such as the trunk and the extremities. The 
incidence of desmoid tumor  range from 2 to 4 per million [4]. They 
constitute 3% of all soft tissue tumours and 0.03% of all neoplasms.

CASE REPORT :
A 46 years lady was admitted in our hospital for a swelling on 
anterolateral aspect of the left thigh, gradually increasing in size since 
3 years. She had a history of  tumor excision in the same region, 
performed in another hospital 5 years back. General examination was 
unremarkable . The local physical examination showed a tumoral mass 
located on the anterolateral aspect of the left thigh, under an old 7 
centimeters long scar. The tumor was 12x2cm , of firm consistency, 
painful, relatively fixed and seemed to infiltrate the subcutaneous 
tissue of the described area . Systemic examination was normal. There 
were no clinical features of metastasis .

1.Preoperative Image Of Left Thigh    

No motor, sensitivity or vascular alterations of the left lower limb were 
found. Routine investigations were normal. USG of left thigh showed a 

heterogenous hypoechoic lesion in subcutaneous plane of size 
11.9x2.1cm and there was  no evidence of intralesional calcifications, 
with minimum vascularity noted on Doppler study. MRI of left thigh   
revealed a multilobulated intensely enhancing soft tissue mass lesion 
of size 9.3x4.0cm  involving subcutaneous fat plane without any 
infiltration into adjacent muscle planes , suggestive of desmoid tumour 
or any benign or malignant mesenchymal tumour. FNAC was  
suggestive of benign spindle cell neoplasm. Under spinal anesthesia a 
wide tumor excision was performed with macroscopic tumor free 
margins .The superficial part of the tumour was adherent to the skin at 
few places with puckering, and the deeper part of the tumour was 
adherent to the fascia covering the vastrus lateralis muscle.

2. MRI Of Left Thigh (Coronal Section) 

3. Intraoperative Image

4. Specimen
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5. Histopathology

The postoperative period was uneventful, wound was healthy and the 
patient was discharged on the 12th day after suture removal. 
Histopathological examination of the specimen revealed skin with 
tumour in subcutaneous plane, consisting of fascicles of spindle 
shaped cells which are arranged in interlacing bundles. The cells are 
spindle shaped with spindle shaped nucleus and distinct nucleolus. 
Few cells are showing fibroblastic and few cells are showing 
myofibroplastic appearance.Mitotic activity is seen and is 
low[1/10HPF]. Focal areas are showing lymphocytic collections. The 
posterior margin also shows tumour, and features are suggestive of 
desmoid type fibromatosis. The  patient had adjuvant radiotherapy of 
2Gy per day for 5days in a week, for 6 weeks i.e a total of 60Gy in 30 
fractions. The patient has completed the full course of radiation and is 
doing  well, four months post surgery.

DISCUSSION :
Desmoid tumours also known as aggressive fibromatoses, are unique 
mesenchymal neoplasms that are often considered to be locally 
malignant but non metastasizing neoplasms. Specifically, these 
tumours are  aggressive fibroblastic proliferation of  well-
circumscribed, locally invasive, and differentiated fibrous tissue.

Although USG shows the extent of the tumour and  its relation to 
neurovascular structures , magnetic resonance imaging is the  
modality of choice for the diagnosis and the evaluation of the tumor 
extent and the progression of the desmoid tumour before and after 
treatment. It may  also be helpful in differentiating tumour progression 
from postsurgical fibrosis [5]. To avoid local recurrence it is important 
to preoperatively detect the exact localization and extension of 
infiltrating lesion in this tumour.

 Surgery is the treatment of choice for extra abdominal  desmoid  
tumors. For primary treatment, wide excision with free tumor marginal 
resection is the gold standard. Reccurent desmoid tumour poses a 
challenge for the treatment options. Reexcision for treating the 
recurrent disease is preferred by most authors, resulting in a cure rate 
similar to that of the primary surgical resection . However, local 
control remains difficult. The recurrence rates after wide local excision 
is reported to be more than 40%, related to age, extra-abdominal 
localization of the tumor and section margins[6]. Desmoid tumours 
have a high rate of reccurence following even complete surgical 
removal. Recent meta analysis of 1,295 patients demonstrated that risk 
of recurrence with positive surgical margins was almost twofold 
higher [7]. More recently, Janssen et al. performed a meta analysis on 
the influence of surgical margin and adjuvant radiotherapy on local 
reccurence and found that radiotherapy reduces the risk of reccurence 
in patients with microscopically positive resection margins.The 
association of adjuvant radiotherapy was even stronger for resection of 
reccurent tumours with positive margins[7]. Radiation therapy with 
doses of 50–60 Gy is a viable alternative to surgery and a useful adjunct 
to incomplete resection of primary extra-abdominal desmoid tumors 
for the control of residual disease [8]. NSAIDS (sulindac or celecoxib), 
hormonal or biological agents (tamoxifen,toremifene or low dose 
interferon), chemotherapy(methotrexate , vinblastine and doxorubicin 
based regimens), Tyrosine kinase inhibitors( imatinib and sorafenib) 
are options for systemic therapy for patients with advanced or 
unresectable desmoid tumours [9]. The predisposition of aggressive 
desmoid tumours to locally recur is related to its infiltrative nature, the 
lack of pseudo capsule and possibility of diffusion along muscle fibres 
and fascial planes which makes it difficult for the surgeon to grossly 
identify the true extent of disease [10] .    
                                         
CONCLUSION :
Desmoid tumour of thigh  is a rare entity . Reccurence can be 
prevented with an aggressive multidisciplinary approach. MRI is the 
preferred investigative modality . A wide surgical resection with 

adjuvant radiation therapy remains the treatment option for the local 
control of the disease.

REFERENCES :
[1]  Kim SJ, Ha DH, Lee SM, Kang H (2013) Desmoid type fibromatosis in the facet joint of 

lumbar spine: case report and review of literature. Korean J Radiol 14: 818-822.
[2]  Honeyman JN, Quaglia MP (2012) Desmoid tumors in the pediatric population. Cancers 

(Basel) 4: 295-306.
[3]  Kasper B ,Baumgarten C,Bonvalot S, et al. Management of sporadic desmoid type 

fibromatosis: a European consensus approach based on patients and proffesionals 
expertise-a sarcoma patients EuroNet and European organisation for research and 
treatment of cancer/soft tissue and bone sarcoma group initiative.Eur J cancer 
2015;51(2):127-136.

[4]  Pakos EE, Tsekeris PG, Goussia AC (2005) Desmoid tumours of the extremities and 
trunk: a review of the literature. Int Orthop 29:  210-213.

[5]  MBraschi-Amirfarzan, AR keraliya, KM krajewski,Sree  harsha tirumani , Atul B 
,et.al.(2016) Role of imaging in management of desmoid-type fibromatosis: a primer for 
radiologists:Radiographics 36(3),767-782.

[6] Papagelopoulos PJ, Mavrogenis AF, Mitsiokapa EA, Papaparaskeva KT, Galanis EC, et 
al. (2006) Current trends in the management of extraabdominal desmoid tumours. World 
J Surg Oncol 4: 21.

[7]  Janssen ML ,van Broekhoven DL , Cates JM,et al. Metaanalysis of the influence of 
surgical margin and adjuvant radiotherapy on local reccurence after resection of 
sporadic desmoid type fibromatosis.Br J Surg 2017;104(4):347-357.

[8]  Seegenschmiedt MH, Micke O, Niewald M, et al. DEGRO guidelines for the 
radiotherapy of non malignant disorders: part III : hyperproliferative disorders. 
Strhlenther Onkol 2015;191(7)541-548.

[9]  Von Mehren M, Randall RL, Benjamin RS, Boles S. soft tissue sarcoma,version 
2.2018,NCCN clinical practice guidelines in oncology.Journal of the National 
comprehensive cancer network.2018 May1;16(5):536-63.

[10]  Ramamurthy R, Arumugam B, Ramanandham B (2012) Recurrence patterns and 
management options in aggressive  fibromatosis. Indian J Surg Oncol 3: 222-227.

PRINT ISSN No. 2277 - 8179 | DOI : 10.36106/ijsrVolume-8 | Issue-11 | November - 2019

International Journal of Scientific Research 15


