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ABSTRACT:
We present our experience of two cases of rare connective tissue 
disease occurring within the midface. First case represented a very 
large painless slowly growing neck mass extending from mid neck 
to the clavicle displacing the trachea to the other side. Second case 
represented a painful mass in the right posterior mandibular region 
that had overgrows teeth. FNA and incisional biopsy did not con�rm 
the diagnosis. A complete excision of the lesion with invasion of 
adjacent structure con�rms the diagnosis of Aggressive 
Fibromatosis. Different modalities of the treatment will be 
discussed.

INTRODUCTION
Aggressive Fibromatosis, also called desmod tumor, is a rare benign 
that originate from musculoaponeurotic structures. Although, 
histopathologically benign with highly aggressive feature of 
adjacent structure  Fibromatosis usually present as painless masses, 
however, pain is not an unusual symptom. In the head and neck 
area, functional de�cits, including trismus, speech impairment, 
dysphagia, nasal obstruction and difficulty in closing the eye, have 
been reported (Fowler, Hartman, Brannon, Am J Surgery 1999). 

Reported most common cases between the ages 20-40 yrs with 
female predominance 2:1. The rate of recurrence after surgical 
resection ranges from 36 to 77% (Fowler, Hartman, Oral surg pathol 
1994). Most authors recommend surgical excision as the initial 
approach, with radiotherapy and chemotherapy used adjunctively.

We report two cases challenging, young female and teenager girl 
with aggressive �bromatosis. Both cases underwent CT or MRI prior 
to complete excision of the lesion under general anesthesia to 
con�rm the diagnosis. None of two cases were received 
radiotherapy or chemotherapy postoperatively

CASE REPORT – 1
A 24 years old female patient, presented with a history of painless 
left sided neck mass, which has been gradually increasing in size 
(Have been reported to another hospital 6 months prior to 
presentation). She also gave a history of mild odynophagia and 
difficulty in neck movement. There was no history of dysphagia, 
change of voice, or dyspnea. Her weight and vitals were normal.

On physical exam, the mass was large, �rm, non-tender and non- 
pulsating. Filling the left aspect of the neck extending from the mid 
neck to the clavicle and from the posterior tri angle to the midline 
displacing the trachea to the right side. The mass was �xed to the 
underlying structures but the covering skin was freely mobile.
There were no palpable cervical lymphadenophathy.

On radiological evaluation, computerized tomography scan of neck 
showed a large mass evolving the left prevertebral muscle from the 
mid neck to the thoracic inlet causing a displacement of the carotid 

and the jugular vein in anterior direction (Fig.1).

The patient was taken up for further investigation; FNA biopsy was 
obtained followed by incisional biopsy. The histopathologcal 
evaluation of biopsies showed Spindle cells, �brohistocystic lesion, 
favouring benign without evidence of malignancy. There was no 
de�nite diagnosis yet. 

On the basis of radiological and histopathologcal �ndings with no 
de�nitive diagnosis, a wide surgical excision of the lesion was 
preformed under general anaesthesia (Fig.2). The lesion 
aggressively invaded the internal jugular vein, which has been 
resected with the lesion. Final pathological evaluation revealed 10 x 
6 x 5 cm mass with local in�ltration to prevertebral muscle (Fig.3), 
the diagnosis of aggressive �bromatosis con�rmed. No 
postoperative complications were experienced.  

Unfortunately, recurrence occurred after 6 months follow up, 
complete surgical excision done. Local radiotherapy treatment was 
considered but the patient refused. The patient remains free of the 
disease for over 2 years with close follow up

CASE REPORT – 2
A 14 years old girl presented with mandibular pain since four weeks 
on the right site with impaired mastication in a dentist's office. On 
physical exam, a tumescence of about three centimeters was noted 
in the right posterior mandibular region that had overgrown teeth 
47. Supposing an epulis biopsy was taken that showed an atypical 
proliferative �bromatosis. The young girl was subsequently 
addressed to our department for further assessment and treatment. 

On radiological evaluation, CT scan and MRI showed an 
osteodestructive soft tissue process (Fig.5), evoking the suspicion 
for �brosarcoma or osteosarcoma. 

To assure the diagnosis a more extensive biopsy in general 
anesthesia was necessary, con�rming an aggressive juvenile 
�bromatosis. Afterward the tumor was removed transoraly with 
partial mandibulectomy on the right site by the cervicomaxillary 
division. The postoperative follow-up was without complication. 

Five years later mandibular atrophy occurred (Fig.6), that required 
an autologous osteosythesis. The now 21 years old girl is in good 
health without clinical signs of recurrence.

DISCUSSION 
Aggressive �bromatosis is a proliferation of �brous tissue that arise 
from fascia, periosteum and musculoaponeurotic structures, it is 
derived from mesenchymal cells. And characterized by a tendency 
to in�ltrate surrounding tissues and to recur locally after surgical 
excision. [2, 3].   

The nomenclature to describe �bromatosis in the literature is 
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confusing.

Synonyms; Desmoid tumor, Desmoid �bromatosis, Grade I 
�bromatosis (desmoid type) and Desmoplastic �broma.

Most cases are sporadic, but can occur in association with familial 
adenomatosis plyposis, osteomas of the skull bones as a part of 
Gardner Syndrome. [4,5,6]

There has been an observed incidence of trauma of about 19–49% 
preceding the development of cases of aggressive �bromatosis. The 
pathogenesis is thought to involve abnormal response of healing 
with persistent immature �broblast formation which later gives rise 
to the tumor. Steroid sex hormones are also believed to play a role in 
pathogenesis. [7]

Fibromatosis can occur at any age but is most common between the 
ages 20-40 yrs. (8) Most series report a female predominance 2:1. 
The rate of recurrence after surgical resection ranges from 36 to 77% 
[1]. Most recurrences occur within 2 years. 

Approximately 9-27% of Aggressive Fibromatosis are located in the 
head and neck region. 

Fibromatosis usually present as painless masses, however, pain is 
not an unusual symptom. In the head and neck area, functional 
de�cits, including trismus, speech impairment, dysphagia, nasal 
obstruction and difficulty in closing the eye, have been reported [1]

A representative tissue biopsy is required for diagnosis. [9] 
Histologically spindle shaped uniform cells surrounded by 
abundant collagen, the degree of cellularity is moderate but can 
vary from area to area within the tumor. Nuclei are never at typical or 
hyperchromatic, and mitosis can occur but are never abnormal 
(Fig.4).

The differential diagnosis for pathologists includes: Fibrosarcoma, 
Reactive �brosis, Nodular fasciitis , hypertrophic scars and keloids. 
[10]

MRI is the investigation of choice to assess the extension of the 
disease and for follow up, because of superior soft tissue 
representation in comparison with CT. [11, 12]

No clinical trials have been performed to clarify the best approach to 
treating �bromatosis. Most authors recommend surgical excision as 
the initial approach, with radiotherapy and chemotherapy used 
adjunctively. 

The aim of surgery is complete excision with tumor-negative 
margins. Because �bromatosis tend to in�ltrate surrounding tissues, 
microscopically complete excision is often not possible. 

This is especially true in the head and neck region and particularly 
the skull base, where the density of vascular and neural structures 
often prevents complete excision. 

Head and neck �bromatosis demonstrate a recurrence rate of 40 – 
70 % after resection.The majority of which occur within 18 months 
of excision .[13]

The age of the patient and tumor site are the known factors 
associated with recurrence [14].  The role of the microscopic status 
of tumor margins is more complex. Some large retrospective studies 
showed high local recurrence rate with microscopically positive 
margins. [15, 16]; other studies failed to demonstrate an effect of 
microscopic margins on recurrence [17, 18]

Several series have reported that radiotherapy can improve the local 
control of the tumor. In the series of studied by Plukker et al., 1998, 
patients with incomplete resection or recurrent disease were 

treated with at least 50 Gy of wide �eld radiotherapy. [19]

Chemotherapy has also been used successfully to �bromatosis, 
primarily in the pediatric population. Goeprfert et al. 1998 reported 
the treatment of six children with desmoid �bromatosis of the head 
and neck with one or two chemotherapeutic regimens. Because 
tumor cell expression of estrogen receptors has been demonstrated 
in Aggressive �bromatosis, hormonal therapy with Tamoxifen has 
been attempted. [20]   

Transformation of Aggressive �bromatosis to malignant sarcomas is 
exceedingly rare. Only a few cases of transformation have been 
reported in the literature. 
Death is uncommon but may occur as a result of compression of 
vital structures, such as the trachea and major blood vessels of the 
neck. 

CONCLUSION  
Aggressive Fibromatosis is a poorly de�ned, locally aggressive. 
histologically benign �broplastic proliferative lesion that may occur 
in the head and neck.

The lesion is highly cellular and locally in�ltrative compromising 
vital structures within the head and neck.

Wide �eld resection is the aim of treatment. Radiotherapy, 
Chemotherapy and hormonal therapy are other modalities of 
treatment. Long-term follow up is necessary because aggressive 
�bromatosis may recur after surgical excision.

Figures:

Fig.1

Fig.2

Fig.3

INTERNATIONAL JOURNAL OF PURE MEDICAL RESEARCH

2



Fig.4

Fig.5

Fig.6

REFERENCES
1. Fowler CB, Hartman KS, Brannon RB. Fibromatosis of the oral and paraoral region. Oral 

Surg Oral Med Oral Pathol 1994;77:373–86.
2. Lucas, D. R., Shroyer, K. R., Mccarthy, P. J., Markham, N. E., Fujita, M., & Enomoto, T. E. 

(1997). Desmoid Tumor Is a Clonal Cellular Proliferation: PCR Ampli�cation of 
HUMARA for Analysis of Patterns of X-Chromosome Inactivation. The American 
Journal of Surgical Pathology, 21(3), 306-311. doi:10.1097/00000478-199703000-
00006

3. Wu C, Amini–Nik S, Nadesan P, Stanford WL, Alman BA. Aggressive �bromatosis 
(desmoid tumor) is derived from mesenchymal progenitor cells. Cancer Res 
2010;70:7690–7698.

4. El-Sayed, Y. (1992). Fibromatosis of the head and neck.  The Journal of Laryngology & 
Otology, 106(5), 459-462. doi:10.1017/S0022215100119838

5. Bertario L, Russo A, Sala P et al.; Hereditary Colorectal Tumor Registry. Multiple 
approaches to the exploration of genotype-phenotype correlations in familial 
adenomatous polyposis. J Clin Oncol 2003;21:1698 –1707.

6. Clark SK, Phillips RK. Desmoids in familial adenomatous polyposis. Br J Surg 
1996;83:1494 –1504.

7. Goullner JR, Soule EH. Desmoid tumors: an ultrastructural study of eight cases. Hum 
Pathol 1980;11:43–50.

8. Michael C. Fasching, Jacob Saleh, John E. Woods, Desmoid tumors of the head and 
neck,  In The American Journal of Surgery, Volume 156, Issue 4, 1988, Pages 327-331, 
ISSN 0002-9610, 

9. Seper L, Bu¨rger H, Vormoor J, Joos U, Kleinheinz J. Agressive �bromatosis involving 
the mandible — case report and review of the literature. Oral Surg Oral Med Oral 
Pathol Oral Radiol Endod 2005;99:30–38. Erratum in Oral Surg Oral Med Oral Pathol 
Oral Radiol Endod 2005;99:254.

10. Carlson JW, Fletcher CD. Immunohistochemistry for beta-catenin in the differential 
diagnosis of spindle cell lesions: Analysis of a series and review of the literature. 
Histopathology 2007;51:509 –514.

11. Lewin JS, Lavertu P. Aggressive �bromatosis of the prevertebral and retropharyngeal 
spaces: MR and CT characteristics. AJNR Am J Neuroradiol 1995;16(4 Suppl):897–900.

12. Tolan S, Shanks JH, Loh MY, Taylor B, Wylie JP. Fibromatosis: benign by name but not 
necessarily by nature. Clin Oncol (R Coll Radiol) 2007;19:319–326.

13. Kruse AL, Luebbers HT, Grätz KW, et al. Aggressive �bromatosis of the head and neck: 
a new classi�cation based on a literature review over 40 years (1968–2008). 
Obwegeser. Oral Maxillofac Surg 2010;14:227–32.

14. Lev D, Kotilingam D, Wei C et al. Optimizing treatment of desmoid tumors. J Clin Oncol 
2007;25:1785–1791.

15. Stoeckle E, Coindre JM, Longy M et al. A critical analysis of treatment strategies in 
desmoid tumours: A review of a series of 106 cases. Eur J Surg Oncol 2009;35:129 
–134.

16. Spear MA, Jennings LC, Mankin HJ et al. Individualizing management of aggressive 
�bromatoses. Int J Radiat Oncol Biol Phys 1998;40:637– 645.

17. Merchant NB, Lewis JJ, Woodruff JM et al. Extremity and trunk desmoid tumors: A 
multifactorial analysis of outcome. Cancer 1999;86:2045–2052.

18. Gronchi A, Casali PG, Mariani L et al. Quality of surgery and outcome in extra-
abdominal aggressive �bromatosis: A series of patients surgically treated at a single 
institution. J Clin Oncol 2003;21:1390 –1397.

19. Plukker, JT, Van Oort, I, Vermey, A. Aggressive �bromatosis (non-familial desmoid 
tumour): therapeutic problems and the role of adjuvant radiotherapy. Br J Surg. 1995, 
82: 510–4

20. Chemotherapy of locally aggressive head and neck tumors in the pediatric age group 
Goepfert, Helmuth et al.The American Journal of Surgery , Volume 144 , Issue 4 , 437 – 
444

INTERNATIONAL JOURNAL OF PURE MEDICAL RESEARCH

3


