
ABSTRACT 

Aggressive fibromatosis   is a   rare tumour with unpredictable growth and varying recurrence rates. It  
doesn't  develop  distant  metastases  but  locally  it  shows  an  aggressive  and  infiltrative  behaviour. It  is  
never  encapsulated  and   is  rich  in  collagen  and   proliferative  fibroblasts  that  are  devoid  of  
atypical  nuclei. The  degree  of  cellularity  varies  from  area  to  area  and  from  tumour  to  tumour.  A  
rare case  of  aggressive  fibromatosis  occurring  in  the  posterior  maxilla  in  a  60 year  old  male  
patient  is  reported. 

KEY WORDS: Aggressive fibromatosis, maxilla. 

INTRODUCTION

The  fibromatosis  are a  broad  group of  fibrous 

proliferations  that  have a biologic  behaviour and  

histopathologic  pattern  that  is  intermediate  

between  those  of  benign  fibrous  lesions  and  
[1]fibrosarcoma.  A  number  of  different  forms  of  

fibromatosis  are  recognized  throughout  the  body   

and   are  often  named  based  on  their  particular  

clinic pathologic  features. In  the  soft  tissues  of  

the  head  and  neck, these  lesions  are  frequently  

called  juvenile  aggressive  fibromatosis  or  extra-

abdominal  desmoids. Similar lesions within the 

bone have been called desmoplastic fibromas. 

 Aggressive  fibromatosis (AF)  is  a  rare deep  

seated, benign tumour of  the  musculo- aponeurotic 

system and is characterized by local aggressive 
[2]behaviour.   The  pathogenesis  of  AF  most  likely  

is  multi factorial; genetic  predisposition, endocrine  

factors, and  trauma  seem  to  play  an  important  

role. The  incidence  of  AF  is  remarkably  higher  in  

families  with  familial  AF, familial  adenomatous  
[4]polyposis  and  Gardner  syndrome.             

 10-20 % of the lesions appear in the head and neck 

2   region. The most common oral site is the para 

mandibular soft tissue region. The  typical  clinical  

presentation  of  AF  is  a  painless, slowly  growing, 
[3]deep-seated  mass.  Destruction  of  adjacent  bone  

may  be  observed  on  radiographs  and  other  

imaging  studies.  

 Pathologically aggressive fibromatosis  may have a 
3 deceptively bland appearance. It  is  characterized  

by  a  cellular  proliferation  of  spindle-shaped  cells  

that  are  arranged  in  streaming  fascicles  and  are  
1associated  with  a  variable  amount  of  collagen.  It  

is  however  poorly  circumscribed  with  an  

infiltrative  growth pattern  that results in difficulty 

in complete excision and propensity for 
[3]recurrence.  The   tumour  does  not  metastasize,  

although  a  local  recurrence  rate  of  20-70%   has 
[2]been  reported.

Here, we  report  a  case  of  fibromatosis  involving  

the  posterior  maxilla  in  a  60 year  old  male  

patient.

CASE REPORT

A  60-year   old  male reported  with  the  chief 

complaint of  swelling  and  pain  on   left  side  of  

the  face  since  three   months. The  swelling  had  

been slowly growing for three  months  and  the  

pain  is  continuous  and  radiating  in  nature.  Past  

history  revealed  that  the  pain  subsided  on  
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intake  of  medicines  prescribed  by  local  

practitioner  but  the  swelling  did  not  subside. 

Personal  history  revealed  that  the patient  has  the  

habit  of  alcohol  and  smoking  since  5  years. 

 Clinical examination revealed facial asymmetry on 

the side of swelling. Extra-orally  the  swelling was  

approximately  measuring 2x3 cm  and  extending  

from  infra orbital region to  ala of the nose superior 

inferiorly and  one  inch lateral to ala of left  nostril 

and two inches medial to tragus of ear antero 

posteriorly. The skin over the swelling appeared 

normal.  The swelling was soft in consistency and 

tender   on palpation. The   left sub mandibular   

lymph nodes were tender on palpation. (Fig 1 & 2 )

Intraoral  examination  revealed  a  single, smooth, 

ulcerated  and  fungating  mass, approximately  

measuring  2x2 cm filling  the left  retro molar 

region in relation to   36,37,38  with  ill-defined  

borders.  It was soft in consistency and tender on 

palpation. (Fig 3 ) 

PNS  view  showed  an  osteolytic  lesion  with  

irregular  margins  on  the  left  side.(Fig 4) 

The computed tomography scan  revealed soft 

tissue mass perforating the posterior wall of maxilla 

and extending to the tuberosity.(Fig 5)

The provisional diagnosis of  squamous  cell 

carcinoma was made.

 An incisional biopsy was performed and 

microscopic examination revealed infiltrating 

cellular proliferation of mature spindle cells 

arranged in streaming and fascicular growth 

pattern.  Highly differentiated stroma with 

abundant collagen and constricted blood vessels 

along with fibroblasts were present (Fig 6). A final 

diagnosis of Aggressive fibromatosis was made.
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DISCUSSION

Fibromatosis  has  been  described  under  a  variety  

of  synonyms e.g. desmoid  tumour, desmoid  

fibromatosis, non-metastasizing fibrosarcoma… 

etc. The  term  'desmoid tumour'  or  'desmoid  

fibromatosis' is  applied  due  to  its  fundamental  

similarity  to  the  abdominal  desmoids  which  has  

tendon-like  consistency. However, the  term 

'desmoid'  doesn't  convey   the  cellular  diversity  

as  Batsakis ( 1974)  explained. The  term 'non-

metastasizing  fibrosarcoma'  or  'well-

differentiated  fibrosarcoma'  has  been  applied  

because  of  its  infiltrating  and  locally  destructive  

characteristics  and  because  it  recurs  repeatedly  
[5]over  many  years. 

Desmoid  tumours  are  rare, accounting  for  

approximately  0.03%  of  all  neoplasms, and  less  
[11]than  3%  of  all  soft  tissue  tumors.  The  tumour  

is  rare  in  the  maxilla  and  only  15  cases  have  
[12]been  reported  from  1980  to  date.

 Aggressive  fibromatosis of  the  head  and  neck  

commonly  occurs in children  or  young  adults, 

however  cases  also  have  been  seen  in  middle-
[1]aged  adults.

 Aggressive fibromatosis   typically present as deep, 

firm mass with or without pain. It can destroy bone 

infiltrate adjacent structures, induce periosteal 

reaction and displace teeth. Several theories have 

been proposed by researchers regarding the 

aetiology of aggressive fibromatosis. Genetic  

abnormalities, physical  and  endocrine  factors, and  

particularly  steroid  sex  hormones  seem  to  be  

important  in  the  development  of  the  disease. 

There  are  high  incidences  of  oestrogen  and  anti-

oestrogen  binding  sites  in  the  disease, and  

collagen  can  be  produced  by  culture  of  cells  
[12]from  the  tumour  in  response  to  oestrogen.

 Enzinger & Weiss classified Aggressive 

fibromatosis into two broad categories: deep and 

superficial. The   fibromatosis occurring in the  head  

and  neck  including  those  that  involve  oral  and  

para oral structures  are  considered  under  the  

heading  of  extra-abdominal  fibromatosis. Infantile 

fibromatosis is the childhood counterpart of extra-
[15]abdominal fibromatosis.

 Soft  tissue  fibromatosis is  characterized  by  a  

cellular  proliferation  of  spindle- shaped  cells  that  

are  arranged  in  streaming  fascicles  and  are  

associated  with  a  variable  amount  of  collagen. 

The  lesion  is  usually  poorly  circumscribed  and  

infiltrates  the  adjacent  tissues. Hyper chromatism 
[1] and pleomorphism of the cells are not observed.    

 Pathologists face great challenge to differentiate 

between Aggressive fibromatosis and other closely 

related spindle cell lesions like neurofibroma, 

nodular fasciitis, low grade fibrosarcoma, fibrous 

histiocytoma and infantile myofibromatosis. An  

overdiagnosis  of  fibrosarcoma  and  an  

underdiagnosis  of  reactive  fibrosis  shoud  be  
3avoided.   Fibromatosis has a more uniform growth 

pattern,  more  mature cells and  a  paucity  of  

mitosis  compared  with  fibrosarcoma. Reactive 

fibrosis that is followed by injury or trauma has a 

more variable growth pattern and may show areas 

of focal hemorrhages or hemosiderin deposition.  

 Despite  the  use  of  resection  and  

radiochemotherapy  20% - 35%  of  these  tumours  

recur  locally. The  recurrence  rate  of  a  tumour  

treated  by  operation  alone  is  reported  around  
[12]40%.

 The potential  morbity from  resection and  radio 

chemotherapy , and  the  high  local  recurrence  rate  

have led investigators to look into the role of 

systemic treatment with tamoxifen, non – steroidal 

anti-inflammatory drugs, toremifene, or biological 
[12]agents like interferon or retinoic acid.
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