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SUMMARY 
Desmoid tumors (Fibromatosis) are rare soft tissue tumors whose etiology is not completely understood. Extraabdominal desmoid 

tumors involve mainly the extremities or the chest wall, hovewer, desmoid tumors invading residual thyroid tissue are very rare. 
These tumors are firm, rubbery, and have a remarkable tendency to infiltrate into surrounding structures. Although distant spread has 

not been documented in long-term follow-up studies, these tumors have a strong propensity to recur locally after resection. Wide radical 
resection with negative margins whenever possible has been considered essential to successful management. However, curative resection 
may be a challenge, particularly for recurrent tumors or those invading vital structures of the neck. Radiotherapy may be beneficial for tumor 
control in patients with unresectable tumors; those with positive margins after resection. 

Our objective was to report a very rare form of this head and neck area located tumor invading residual thyroid tissue. 
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REZİDÜ TİROİD DOKUSUNA İNVAZE DESMOİD TÜMÖR 
 
ÖZET 
Desmoid tümörler (Fibromatozis) etyolojileri tam olarak anlaşılamamış nadir yumuşak doku tümörleridir. Ekstraabdominal desmoid 

tümörler en çok ekstremiteleri veya göğüs duvarını tutarlar fakat rezidü tiroid dokusunu tutan desmoid tümörler çok nadirdir. 
Bu tümörler sert, lastik kıvamındadır ve çevre dokulara aşırı derecede infitrasyon gösterirler. Uzun süreli takip sonuçlarını bildiren 

çalışmalarda uzak yayılım yaptığı bildirilmemişse de, rezeksiyon sonrası güçlü bir nüksetme eğilimi vardır. Bu nedenle, eğer mümkünse 
negatif cerrahi sınırı sağlayacak şekilde geniş radikal rezeksiyon yapılmasının tedavinin başarısı için şart olduğu düşünülmektedir. Bununla 
birlikte özellikle nüks veya boyundaki vital yapıları tutmuş tümörler küratif cerrahiye engel olabilir. Rezeke edilemeyen veya rezeksiyon 
sonrası pozitif marjin saptanan hastalarda radyoterapi tümör kontrolü için fayda sağlayabilir. 

Baş ve boyuna nadir yerleşimli bu tümörlerin rezidü tiroid dokusuna invaze olmuş çok nadir bir formunu yayınlamayı amaçladık. 
 
Anahtar Sözcükler: Desmoid, Fibromatozis, Tiroid 

 
INTRODUCTION 

Aggressive fibromatosis, also known as 
desmoid tumor, was first described by MacFarlane in 
1832.1 Desmoid tumors are not better understood 
because of their aggressive character and high 
recurrence rates despite benign histologic 
appearance.2,3 Histologically, these tumors consist of 
spindle-shaped cells in a collagenous matrix and lack 
the pleomorphic, atypical, or hyperchromatic nuclei 
of malignancy. They exibit a character between 
fibroma and fibrosarcoma.2 Desmoid tumors can be 
originated from any tissue in the body. Its incidence 
is 2.4-4.3 case/1 million patient/year and location is 
extraabdominal in 1/3 of the tumors.4 Only 12-15% 
of all are located in head and neck region. In 40-85% 
of these cases, cervical region is affected.5 
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CASE PRESENTATION 

A 50 year old woman who underwent 
bilateral subtotal thyroidectomy due to nodular goitre 
in 2000 was interned with complaints of swelling in 
anterior cervical region and dyspnea in 2004. 
Physical examination showed a palpable rigid and 
fixed 5x5 cm mass deviating trachea to the left. All 
laboratory tests were normal. Ultrasound revealed a 
mass measuring 5x6 cm extending from right thyroid 
lobe to retrosternal region; and a mass measuring 
1,5x2,5x2 cm related to residual thyroid mass in the 
left thyroid lobe. Thyroid scintigraphy showed 
nonhomogenous activity distribution and hypoactive 
multipl nodules, and the retrosternal extension of 
right residual thyroid lobe. Result of fine needle 
aspiration biopsy was considered doubtful. According 
to frozen section results, a fusiform cell tumor was 
thought during operation. The residual tissue on the 
left side was excised. The rigid residual tissue on the 
right side was seen to be fixed to trachea and invade 
carotid sheath. Recurrent and superior laryngeal 
nerves have not been identified clearly. So an 
incomplete resection was performed. 
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Surgical specimen was stiff, solid, coloring 
gray to white, measuring 5x4.5x2 cm, and had 
fibrotic appereance as helical figures. Microscopic 
examination revealed that the tumor comprised 
cellular and fascicular structures consisted of uniform 
oval and fusiform cells on a collagenous ground 
(Figure 1). Nuclei had fine chromatin pattern and 
unsignificant nucleoli. No atypical mitosis was 
observed. Structures consisted of epithelial cells 
having focal uniform nuclei in a follicular 
arrangement were observed in samples taken from 
periphery of the material. Immunohistochemistry 
revealed diffuse cytoplasmic thyroglobulin, CEA, 
and cytokeratin 9/19 positivity. There were no 
ostrogen and progestrone receptor reactivity in 
tumoral fusiform cells. Consequently, the case was 
reported as fibromatosis invading residual thyroid 
tissue. 

 

 

 

 

 

 

 

 

 

 

Figure 1: Thyroglobulin positivity in epithelial cells in follicular 
arrangement at tumor periphery, H&E, X200. 

 
In early postoperative period, no 

complication developed. In 3rd postoperative month, 
CT showed a hypodense lesion having solid density, 
pushing trachea to the left, and measuring 5x4x4 cm 
in right thyroid lobe. In 5th postoperative month, CT 
revealed a mass extending from right paratracheal 
region to mediastinum, and measuring 7x5x5 cm in 
right throid lobe (Figure 2). The patient rejected 
another surgical procedure and were given 
radiotheraphy in a dose of 5000 cGy. After 
radiotherapy, no increase was detected in tumor size. 
The patient has been under control for 20 months. 

 

 

 

 

 

 

 

 

 

 

 

       Figure 2: CT imaging in 5th postoperative month 

 

DISCUSSION 

Desmoid tumors are primary located 
abdominally or intraabdominally.6 Its incidence is 
2.4-4.3 case/1 million patient/year and location is 
extraabdominal in 1/3 of the tumors3. Extraabdominal 
fibromatosis may occur in a variety of anatomic 
locations; retroperitoneally, chest wall and back, 
thign and head and neck.7,8 Seven percent to 12% will 
occur in the head and neck region, of these, 85% will 
affect the neck.9 Origin of extraabdominal 
fibromatosis from any thyroid tissue is now reported. 

Desmoid tumors are seperated from 
fibrosarcomas with their low mitosis and metastasis 
rates and cell counts.3,4 The etiology of desmoid 
tumors could not be elucidated completely. While a 
history of previous insicion or blunt trauma were 
often recorded in these patients, it was thougt that 
this tumor arised from uncontrolled immature 
fibroblasts in the healing period. But the presence of 
the patients with no local trauma history made the 
validity of this hypothesis doubtful.10 The high levels 
of oestrogen in these patients and regression of the 
tumor in postmenauposal period proposed a possible 
role for hormones in etiology.2,10 Concurrence with 
Gardner syndrome and adenomatosis polyposis coli 
points the presence of chromosomal defects and 
inappropriate expression of certain genes.4 
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They grow very slowly and cause pain or 
motor deficits sometimes by pressure on adjacent 
tissues.3 Pressure on vital structures big vessels or 
trachea can trigger life-threatining conditions. As in 
our case, fine needle aspiration is often non-
diagnostic and preoperative diagnosis is made with 
core needle or open biopsy. 

Desmoid tumors of the head and neck have a 
recurrence rate of 25% to 86%, with the highest 
percentage of recurrence in the supraclavicular and 
cervical region because of their neigbourhood with 
vital structures.4,10 Since fibromatosis of the head and 
neck area is such a rarely reported event in the 
literature, no guidelines for theraphy have been 
defined clearly. Complete surgical excision is one 
that achieves negative, even if close, microscopic 
surgical margin remains the treatment of choice for 
most patients with desmoid tumors. Typically, these 
tumors lack pseudoencapsulation. Despite this, 
attempts have been made in a number of reports to 
define the optimal operative procedure by evaluating 
outcome according to the type of resection such as 
simple excision, local excision, wide excision, 
adequate resection, inadequate resection, radical local 
excision. Hovewer, several retrospective series in the 
literature suggest that the margin status following 
resection does not necessarily correlate with local 
disease recurrence.3,5 

Treatments like radiotherapy, chemotherapy, 
steroids, antioestrogens, theophylline, nonsteroid 
anti-inflammatory drugs, vitamin C and castration 
were performed sporadically but could not be 
evaluated exactly.3,4,10 Although radiotheraphy is 
often used today, there is no consensus in effectivity 
of radiotheraphy in cases with residual tissue or no 
negative surgical border. Radiation therapy may 
significantly decrease the volume of tumor but fails 
to eradicate this disease totally. Our patient were 
subjected to 5000 cGy radiotherapy and there was no 
major regression in residual tumor. 

Our objective was to report on a case of a 
very rare form of this head and neck area located 
tumor invading residual thyroid tissue. Radiologic 
studies, including CT imaging, can fail to suggest 
local invasion. Surgery remains the treatment of 
choice. Radiation therapy could be of benefit. 
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