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DEAR SIR

Desmoplastic fibroma is an extremely rare tumor of 

bone with a reported incidence of 0.11 % of all primary 

bone tumors. The most common site of involvement is 

mandible (reported incidence 22% of all Desmoplastic 

fibroma cases) followed by metaphysis of long bones. 

Involvement of forearm especially involving periosteum 

is seldom reported. Prompt diagnosis and adequate 

management is important for limb salvage and restora-

tion of limb function. [1-3] 

An 11-year-old boy presented with painful mild swelling 

of left forearm for a month, with no significant past med-

ical history or any history of trauma. Clinically mild ten-

derness was elicited at the site of pain. Otherwise rest of 

physical and systemic examination was unremarkable. 

The lesion on radiograph appeared to be eccentric, 

mixed sclerotic lytic area in left distal radius, with mar-

ginal sclerosis and solid interrupted periosteal reaction 

(Fig. 1). Differentials of non-ossifying fibroma, chon-

dromyxoid fibroma, osteosarcoma or sarcomas like 

Ewing’s sarcoma or eosinophilic granuloma were con-

sidered. Contrast enhanced CT scan revealed a well-

defined, oval, soft tissue attenuated, mass with no post-

contrast enhancement, in between left radial and ulnar 

diaphysis resulting in increased intra-osseous distance 

(Fig. 2a, 2b). There was an interrupted solid periosteal 

reaction adjacent to the mass (Fig. 2a, 2b, 2c). Possibil-

ity of aggressive lesion was still not ruled out and fur-

thermore MRI was performed which showed a well-

defined inter-fascial/ inter-osseous lesion, which was 

low on T1, high on T2, and STIR with minimal contrast 

enhancement on post contrast images and with adjacent 

bone involvement as was evident by focal cortical inter-

ruption, mild endosteal thickening and irregularity and 

also mild ulnar shaft remodeling (Fig. 3a, 3b). To further 

characterize the lesion, Tc99 MDP (methylene diphos-

phonate) bone scan was also performed which showed 

active bone involvement in left distal radial shaft. 

 
Figure 1: Plain radiograph showing an eccentric area of 

sclerosis with interrupted solid periosteal reaction with 

Codman’s triangle, in distal radial metadiaphysis. 

Tissue biopsy under local anesthesia was done and 

examined by two different pathologists. The histopatho-

logical evaluation revealed abundant fascicles of fibro-

blasts with abundant collagen without any mitosis, atyp-

ia or necrosis (Fig. 4a). Tumor showed positive staining 

for B- catenin (Fig. 4b) and focal positive staining for 

smooth muscle actin (SMA) (Fig. 4c). Final diagnosis of 
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periosteal desmoplastic fibroma was made after multi-

disciplinary team meeting. 

 
Figure 2: a (coronal) & b (Axial) fairly defined, non-enhancing, soft 

tissue mass between the radius and ulna (red arrows) along with 

interrupted solid periosteal reaction (black arrow); c, Interrupted 

solid periosteal reaction on bone window CT. 

 
Figure 3: (a & b), Fairly defined high T2 lesion on MRI in between 

radial & ulnar shafts. 

 
Figure 4: a) Hematoxylin staining showing fascicles of fibroblasts 

with abundant collagen. b) showing positive staining for B-catenin. 

c) showing positive SMA staining. 

The patient was initially treated with excision of the tu-

mor along with curettage of the adjacent radial shaft. 

Immediate postoperative radiograph revealed minimal 

post-surgical sclerosis and he was discharged on 3rd 

post op day. Histopathology revealed tissues composed 

of bland looking fibroblasts with abundant collagen 

showing positive staining for B-catenin and focal positive 

staining for smooth muscle actin (SMA). Tumor margins 

could not be assessed as specimen consisted of multi-

ple white tissue pieces collectively measuring 1 x 1 cm. 

At 6 months follow up, the patient was unremarkable 

and showed no recurrence. However at 8 months after 

the first surgery, the patient developed pain and swelling 

of the forearm. Evaluations revealed recurrence with a 

size almost double that of the initial tumor. Patient un-

derwent wide en-bloc resection of the tumor with bone 

curettage. The second specimen on histopathology con-

sisted of oriented soft tissue mass with multiple bony 

fragments, the margins of the soft tissue mass were 

clear of tumor. Histological evaluation of the bony frag-

ments after short decalcification showed spindle cell 

neoplasm with similar histomorphological features as 

the previous surgical specimen. No allograft was re-

quired as the major part of shaft of the bone seemed 

spared. However patient received radiotherapy. Further 

6 month and 1 year follow-ups were unremarkable. 

The diagnosis of desmoplastic fibroma is very difficult on 

radiological imaging alone. The differentials include be-

nign lesions such as fibrous dysplasia, non-ossifying 

fibroma, chondromyxofibroma and even aneurysmal 

bone cyst. If cortical destruction along with a soft tissue 

mass is seen (pressure effects from adjacent soft tissue 

mass), then differentials of slowly growing lesions like 

sarcomas (rhabdomyoma/rhabdomyosarcoma, lipo-

ma/liposarcoma, fibromas, nerve sheath tumors, he-

mangioma and less likely Ewing’s sarcoma are consid-

ered. [4-6] 

It is locally aggressive tumor with propensity to recur 

locally. Rui et al reported its local recurrence rate as 

high as 17% with wide en-block resection and up to 55% 

with curettage. [7] Jamsheidi et al observed that recur-

rence occurred more frequently in patients with an as-

sociated soft tissue component and/or extra osseous 

extension [5] as also seen in our case. Histopathologi-

cally they have resemblance to aggressive fibromatosis 

(desmoid tumor) and were considered as bony counter-

part of extra abdominal desmoid tumors. [5]  

Wide resection of the lesion is considered as treatment 

of choice. Curettage and marginal resection of lesion 

with limb salvage and joints preservation will cause min-

imal postoperative morbidity and preservation of limb 

function but at the cost of increased risk of recurrence. 

Surgery combined with radiotherapy have promising 

results for local control of tumor. [6] Hence it is of vital 

importance that appropriate treatment is selected along 

with serial follow-ups to detect any recurrence as early 

as possible, particularly if tumor has a soft tissue com-

ponent as seen in the index case. 
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