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ABSTRACT 

Aggressive fibromatosis, also known as desmoid tumor, is a locally invasive soft tissue lesion arising from con-

nective tissues. Reports in children less than 10 years of age is rare. We report a case of a  desmoid tumor lo-

cated at the middle and lower third of the left rectus abdominis, in a 2-year-old-boy. Partial resection of the mus-

cle segment and simultaneous reconstruction of the abdominal wall by abdominal fascia was done. The patient 

had an uneventful recovery. At one year of follow-up neither recurrence nor functional or aesthetic complications 

were seen.  
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INTRODUCTION 

Desmoid tumors, also known as desmoid-type 

fibromatosis or aggressive fibromatosis, are benign 

mesenchymal neoplasm characterized by aggressive 

local infiltration of surrounding tissues, with uncertain 

growth and increased chances of recurrence, despite 

no metastatic potential.[1] Although first described by 

MacFarlane in 1832, the term desmoid was given in 

1838 by Muller in Berlin, who first used the term 

“desmos” relating to the Greek word – “similar to ten-

don”. Desmoid tumor is a rare, deep-seated, 

musculoaponeurotic tumor of intermediate malignancy 

with an annual incidence of 0.2 to 0.4 per 100,000 pop-

ulation.[2] These are slowly growing tumors and may 

take years to get a noticeable mass. It is rarely reported 

in infants. Herein, we report anterior abdominal wall 

desmoid in an infant. 

CASE REPORT 

A 2-year-old boy presented with a 2-month history of 

progressively increasing paraumbilical mass. There 

was no history of trauma and the baby was normal oth-

erwise. Parents decided to seek medical attention on 

account of abdominal discomfort. The pregnancy, birth 

and neonatal history were uneventful and he completed 

the National Programme on Immunization schedule for 

his age. General physical examination was normal. 

Physical examination revealed a supra and infra umbili-
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cal painless mass on the left abdominal region next to 

the umbilicus measuring about 4 × 2 cm in diameter, 

spherical in shape with well-defined edges. The mass 

was not warm, not tender, firm in consistency and was 

not attached to skin but attached to underlying struc-

tures. Rectal examination was essentially normal. He 

underwent a Computerized tomography (CT) and mag-

netic resonance imaging (MRI) of abdomen which 

showed a 43 × 12 × 20 mm, ovoid, heterogeneous 

mass, restricted to the rectus abdominis sheath and 

located at the middle and the lower third of the rectus 

abdominis muscle (Figure 1A). Surgery was performed 

and it was completely removed with resection of middle 

and lower rectus muscle. The defect was covered with 

surrounding fascia. A histopathologic study confirmed 

the diagnosis of a desmoid tumor with clear surgical 

margins (Figure 1B, 1C, 1D). The patient had an une-

ventful recovery. After one year of follow-up, no relapse 

was seen. 

Surgery was performed and it was completely removed 

with resection of middle and lower rectus muscle. The 

defect was covered with surrounding fascia. A 

histopathologic study confirmed the diagnosis of a 

desmoid tumor with clear surgical margins (Figure 1B, 

1C, 1D). The patient had an uneventful recovery. After 

one year of follow-up, no relapse was seen.  

 

 
Figure 1: (A): Magnetic resonance showing ovoid lesion and 

hypodense mass in left rectus abdominis sheath; (B,C): Perioperative 

picture; (D): Cut section of the mass.  

DISCUSSION 

Desmoid tumors account for 3% of all soft tissue neo-

plasms. Desmoid tumors are typically slowly growing 

mesenchymal tissue; however, they may infiltrate 

deeper tissue planes thus high chances of recurrence. 

They often occur in the second or third decade of life 

but some series have documented desmoid tumors in 

the middle-aged and elderly.[3] 

 

Occurrence of desmoid tumor in the first decade of life 

is very rare, our patient was 2-year-old and had noticed 

the anterior abdominal mass for about 2 month without 

symptoms and the size had only increased moderately 

showing the slow-growing nature of the tumor. At sur-

gery, a well-circumscribed tumor mass attached to the 

inner layer of the rectus abdominis muscle was found 

and this was excised completely with about 1 cm tumor 

margin. In children, a negative margin of resection sig-

nificantly reduces the recurrence of the tumor [4] how-

ever in adults, recurrence can occur in the tumor-free 

margins.[5]  

 

The diagnosis is based on clinical, radiologic and his-

topathologic criteria. Its main characteristic is infiltration 

of the muscles and deep structures. This feature differ-

entiates desmoid tumor from sarcomas.[5] It occurs 

more commonly in individuals with familial adenoma-

tous polyposis (FAP) occurring as part of an inherited 

syndrome (Gardner’s syndrome).[6] Desmoids arise 

from myofibroblasts, lacks a true capsule and usually 

infiltrate into the surrounding muscle. The telomerase 

length and activity is normal [7], nuclei are small and 

regular, and mitoses are infrequent – all of which sup-

port its histologically benign nature.  

 

Surgery is the mainstay of treatment for desmoid tu-

mors of the abdominal wall. Wide local resection, advo-

cated nearly 100 years ago, remains the treatment of 

choice for most patients with desmoid tumors. The ex-

cision should be completed with 1 cm margin and the 

resultant defect is to be repaired with local muscle 

flaps, distant muscle flaps or by synthetic mesh if nec-

essary.[7,8] Recurrence rates are lower if adequately 

excised and the morbidity rates associated with the 

procedure is negligible. Margin-negative resection has 

historically been the gold standard for treatment of ab-

dominal wall and intra-abdominal desmoid tumors.  

 

To conclude, primary surgery with negative surgical 

margins was found to be the most successful primary 

treatment modality for children with a desmoid tumor. A 

long follow-up is necessary to pick any recurrence. 
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