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Introduction: Desmoid tumor also known as aggressive fibromatosis
are rare monoclonal fibroblast proliferation that are not regarded as
malignant due to inability to metastasize but locally aggressive in their
ability to locally invade the adjacent structures .

Case Report: A 29-year-old woman presenting with left iliac fossa
region swelling, initially small in size then progress on and reached up
to present size around 6x5cm in size. Wide local excision of tumor and

meshplasty was done. In histopathology and IHC it was diagnosed as
desmoidfibromatosis.

Conclusion: The clinical management of desmoid tumors is becomes
complex due to high recurrence rates and requires a multidisciplinary
approach because of the unpredictable disease course.
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Introduction:-

Desmoidtumors also called aggressive fibromatosis, are very rare with an estimated incidence of 2-5 cases per
million [1, 2]. Desmoidtumors lack the capacity to metastasize but may behave in a locally aggressive fashion and
possess a high risk of local recurrence despite adequate surgical resection with negative margins [1, 3].
Desmoidtumors can develop in any musculoaponeurotic structure and they may be located at virtually any
anatomical site. They are divided into three general anatomic locations: extra-abdominal, intra-abdominal and
abdominal wall. The principal sites of involvement for extra-abdominal desmoid tumors are the shoulder, chest wall
and back, thigh and head and neck region. Intra-abdominaldesmoid tumors often arise in the mesentery or pelvis
while abdominal tumors arise from musculoaponeurotic structures of the abdominal wall, especially the rectus and
internal oblique muscles and their fascial coverings [4, 5]. With most favorable prognosis is for the lesions in
abdominal wall and trunk. Wide local excision with negative margins is standard treatment for desmoid tumors.In
the surgically treated patients who experience recurrence (local recurrence rates are about 25-65%) a wide re-
excision is needed [6]. Synthetic mesh is often used in extensive abdominal wall reconstruction. It may present with
complications, including infection, bowel adhesion, extrusion, and fistula according to the prosthetic material used
[7]. A prosthetic material with more favorable properties than traditional mesh could have a major effect on surgical
practice and patient outcomes, avoiding chronic inflammation and resisting infection after implantation [8].

Case Presentation:
A 29-year-old woman presenting with left iliac fossa region mass of size around 6x5cm in size. She had a history of
caesarian section two years back following which after six months she noticed mass at the left lateral end of scar
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which was small and has progressed to present size in last two years. Normal bowel and bladder habit, no addiction
history, normal menstrual history. On examination solitary swelling around 6x5cm, hard, non-tender with restricted
mobility, fixed to underlying abdominal wall muscle on leg raising test.All routine blood investigation was
normal,ultrasonography shows a homogeneously hypoechoic mass with vascularity on color Doppler of size
approximately 5.5x5cm. On CECT abdomen a well-circumscribed mass, focally hyper attenuating size 5.5x5c¢m, not
involved underlaying muscle, it was suggestive of fibroma. Wide local excision of tumor was done[FIGURE 1] with
onlay mesh plasty [FIGURE 2] and a negative suction drain was placed over it. Post-operative recovery was
uneventful and discharged after third postoperative day after drain removal. On histopathology examination
specimen was 8 x5x 4cm, base formed by muscle, on cut section well circumscribed grey white to white glistening
nodular growth measuring 3.5x 3x3 cm seen with margins free from tumor. On microscopy sections showed an
infiltrative tumor arranged in broad fascicles comprising of spindle shaped cells with eosinophilic cytoplasm, plump
to wavy nuclei and indistinct cytoplasmic borders embedded in fibrovascular and abundant fibro-collagenous
stroma, occasional pericytoma like blood vessels are also seen. Muscle cells bundle and lymphoid aggregates were
seen. Cellular atypia or prominent mitotic activity was not seen. Features were suggestive with fibromatosis
(Desmoid-tumour). On immunohistochemistry tumor was SMA: Positive, CD-34: positive, Vimentin: positive, Beta
catenin: positive, Desmin: negative, Ki67: less than 01%, S-100: negative, CD34: negative and it was diagnosed as
desmoid fibromatosis. Patient is on follow up with no complaints at six months.

Figure 2:- Mesh placement of tumour bed.
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Discussion:-

Desmoid tumor are neoplasms with infiltrating growth and with a tendency toward local recurrences; nevertheless,
they lack metastatic potential. Although the morphologies of these tumors have been well characterized, their nature
and pathogenesis have remained obscure for many years [6, 9]. According to the literature, the median age at the
diagnosis of desmoid tumor is about 35 years and the majority of patients are women [10]. In particular, in these
patients the abdominal wall is the preferred site of involvement [4]. Supposed risk factors of desmoids are previous
surgical interventions, pregnancy, and hormonal treatment with estrogens [6]. Because the tumor biology is
notoriously unpredictable, periods of rapid tumor growth can be followed by stability or even regression [11]. The
treatment with tamoxifen, as well as chemotherapy and radiation, is controversial, since the long-term clinical
improvement is minimal [6]. Wide local excision with negative margins is standard treatment and is crucial for
reducing the recurrence rate. Abdominal wall integrity after full-thickness surgery can be restored with direct suture
but the occurrence of postoperative incisional hernia is highly reported. For this reason one stage reconstruction with
prosthetic abdominal wall reinforcement increases the chance of definitive cure, enhancing the patient’s perceived
quality of treatment [12]. Indeed, Luijendijk et al. [13] in a multicenter, randomized controlled trial observed a
double rate of hernia recurrence in the primary suture group compared with the mesh reinforcement group. Synthetic
meshes are usually associated with an increased risk of extrusion, adhesion, and following obstruction and
enterocutaneus fistula formation, especially when placed in an overlay fashion [12]. Moreover, patients who have
had radiation to the abdominal wall prior to reconstruction are at increased risk for wound healing complications and
subse-quent mesh exposure. For that reason, Butler et al. [14] recommend avoiding synthetic meshes in patients with
radiated abdominal walls.The advent of biological matrices has added a valuable option to the field of abdominal
wall reconstruction. The inherent ability of biological matrix to turn into patient self-tissue and therefore resist
infection, allows to implant it in direct contact with the bowel, resulting in fewer adhesions than prosthetic mesh [8,
12]. These bioprosthetic devices, derived from human or animal dermis, are chemically and enzymatically cleaned
to remove all cellular components while maintaining the extracellular matrix, which can be cross-linked or not. It is
hypothesized that cross-linking treatment adds strength to the matrix, theoretically resulting in lower rates of hernia
recurrence as compared to non-cross-linked products. In contrast Butler et al. [14] in a comparative study had not
appreciated any mechanical differences between cross-linked and non cross-linked matrices. Moreover cross-linked
matrices revealed delayed revascularization and higher percentage of adhesions resulting in poor integration
regarding noncross-linked acellular dermal matrices. Despite the great advantages reported about the biological
matrices, the high price ranging from USD 8.60/cm2 to USD 22.00/cm?, remains a high deterrent to their use [15].
So for a resource constraint country like ours conventional proline mesh is still most widely used and onlay repair
with short duration suction drain helps to minimize the complications. Systemic therapies for desmoid tumor have
been tried traditionally in unresectable, recurrent or a progressive disease. Anti oestrogen agents and NSAIDs are
the first line of medical therapy used. Most of the desmoid tumors are strongly positive for estrogen receptors and
these are the candidates for SERMs, commonly used ones are tamoxifen and reloxifen. Response rates being 40% to
51%."% Sulindac is most commonly used NSAID with a response rate of about 28%.°! However an objective
response may take several months to achieve stability and decrease the associated symptoms. Chemotherapy is
considered second line of treatment owing to more side effects but it can be first line treatment in cases with rapidly
progressive disease, impending destruction of critical anatomic structures or symptomatic unresectable tumors.
commonly used regimen is are anthracycline in combination with methotrexate, vinblastine or cisplatin. With these
French sarcoma group got a partial response in 54% cases.!*® Tyrosine kinase inhibitors like imatinib and sunitinib
have been tried with limited response after a prolonged treatment. Radiotherapy another modality used as primary
treatmeT}qin unresectable tumors. 70% - 80 % chance of local control has been reported in retrospective European
studies.

Conclusion:-

The abdominal wall desmoidfibromatosis should be considered in a young female patient presenting withabdominal
wall mass, especially during pregnancy orwithin the 1st year of childbirth with the previous historyof abdominal
trauma or surgery (cesarean section) scar. The surgery has been the main stay of treatment buthormone therapy has
resulted in the tumor regression, onlyin estrogen—receptor positive tumors, which could avoidmutilating surgery
with multiple recurrences. Adjuvant radiotherapy could also reducethe incidence of local recurrence after complete
resection. Mesh reconstruction helps in maintaining the integrity of the abdominal wall following surgery in large
tumor.
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