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Case report: In the present report, it was described the case of a 25-
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L;J; ;volgezmoi ds Tumor. Abdominal year-old male with no specific medical or surgical history who
Wall, Significant Loss Of Substance, consulted for a mass of the abdominal wall evolving for a few months
Synthetic Prosthesis and having caused intermittent pain and discomfort.

The physical examination was unremarkable apart from an arch and a
palpable large mass in the left para-umbilical.

The abdominal Computer Tomography (CT) scan confirmed the
existence of a large tumor developing at the expense of the left rectus
muscle. The patient underwent a surgical treatment. The resection of
the tumor was the cause of a significant loss of substance.

So, a synthetic prosthesis had to be used to reconstruct the abdominal
wall.

Conclusion: Although desmoid tumors are benign, radical treatment
should be undertaken given their recurrent nature.
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Introduction:-
Desmoid tumors, called aggressive fibromatosis, are part of deep fibromatosis, themselves integrated into soft tissue
tumors [1]. They are proliferation of fibroblastic tissues, infiltrating, not metastasizing. But it is above all their
recurrent nature that is at the origin of the therapeutic difficulties [2].

Desmoid tumors develop from the muscle sheaths, fascia and aponeuroses [3].
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They are rare tumors, they represent less than 0.03% of all neoplasias and approximately 3.5% of fibrous tumors [3,
4].

Their annual incidence varies between 2.4 and 4.3 per million inhabitants and multiple locations have been
described to them [3, 5].

Case Report:
We report a case of a 25-year-old young man with no specific medical or surgical history who consulted for a mass
of the abdominal wall evolving for a few months and having caused intermittent pain and discomfort.

The physical examination was unremarkable apart from an arch and a palpable large mass in the left para-umbilical.

The abdominal Computer Tomography (CT) scan confirmed the existence of a tumor developing at the expense of
the left rectus muscle (Figurel). Our patient underwent, under general anesthesia, a laparotomy with infraumbilical
incision and enlarged in supraumbilical. On exploration, it is a large tumor of the left rectus muscle reaching the
opposite muscle (Figure 2 A and B). Its resection was the cause of a significant loss of substance but respecting the
abdominal viscera (Figure4).

The reconfection of the abdominal wall was carried out by the establishment of a prolene plate, abdominoplasty. The
immediate postoperative consequences were simple.

The patient was authorized to discharge from hospital five days after the surgery.
Macroscopically the tumor was 13x8x9 cm in size, the section boundaries were healthy.
Microscopically, fairly cellular tumor proliferation of spindle-cell architecture infiltrating adjacent muscle tissue.

This proliferation was made up of stellate cells of fibroblastic appearance, organized in wavy bundles. These cells
had small-elongated nuclei without true cytonuclear atypia with scarcity of their mitosis. The stroma was small, rich
in gaping vessels.

The immunohistochemical study showed, anti smooth muscle actin and B-catenin antibodies partially positive
labeling of tumor cells. Anti epithelial membrane antigen (EMA), CD34, PS100 and Desmine antibodies were
negative; Ki-67 estimated at 5%.

There fore, morphological appearance and immunohistochemical profile of a desmoid tumor.

Discussion:-

Desmoid tumors can occur either sporadically or associated with risk factors such as: familial adenomatosis
polyposis (FAP) or Gardner syndrome. Thus, in a patient with FAP, the risk of suffering from a desmoid tumor is
852 to 1000 times greater than in the general population [3, 6, 7, 8]. Desmoid tumors associated with FAP represent
2% of all desmoid tumors [9]. In addition, other factors have been described: trauma surgical or accidental and
represent 25 to 30% of cases [10, 11, 12]. In 65 to 86% of cases, according to the authors, desmoid tumors appear
after surgery: appendectomy, caesarean section, prophylactic colectomy in cases of FAP and within an average of 2
to 3 years at the operating site [9, 13, 14, 15].

Desmoid tumors can also appear on scars from wounds or burns [1], sites of implantation of laparoscopy trocars [2],
on colostomy sites after abdominoperineal amputation for rectal cancer [16], after implantation of silicon breast

prosthesis [1,17] or after placement of a venous catheter [18].

However, the causal relationship has not been proven and the physiopathological arguments are rare, rather an
alteration of the phenomena of repair and scarring is questioned [19].

The occurrence of desmoid tumors is equitable according to age. Thus, cases have been described in subjects under
1 month [20] to 88 years old [21] with a peak incidence between 28 years and 31 years [6, 7, 9].

664



ISSN: 2320-5407 Int. J. Adv. Res. 9(02), 663-672

Sporadic desmoid tumors preferentially affect women with a sex ratio of 2/1 to 5/1 [5, 19]. This female
predominance can be explained by hormonal impregnation, especially during pregnancy, after childbirth or during
oral contraception [7, 13]. Whereas it regresses after menopause, oophorectomy or during the use of anti-estrogens
[4, 6, 9].

With regard to the form associated with FAP, this female predominance would be less marked [8], non-existent [6,
22], reversed [23].

The same is true for men treated with high doses of Estradiol for prostate cancer; a spontaneous regression is
observed when the therapy is stopped [24].

According to the study by Reitamo et al. [13], the growth rate of desmoid tumor in males is 7.4 £ 1.7cm per year
regardless of the age group. In young girls, it is 4.3 + 2.5cm per year to reach its maximum in pre-menopause with
33.9 £ 13.2cm per year before dropping to 13.3 £ 6.8cm per year after menopause.

The extra-abdominal localization of desmoid tumors remains the most frequent whereas intra abdominal desmoid
tumors are very rare [5, 20].

Although very rare, intra-abdominal desmoid tumors pose a diagnostic problem because most of the time they reveal
themselves by a complication: occlusive syndrome, digestive fistula by tumor necrosis, hydronephrosis by ureteral
compression, intestinal ischemia by compression of mesenteric vessels, sensory-motor deficits by nerve
compression and deep vein thrombosis [9].

Desmoid tumors of the abdominal wall may manifest clinically as firm, palpable, sometimes-painful masses at the
expense of the rectus abdominis and oblique muscles of the abdomen. They cause difficulties when closing the wall
after resection in the event of a large tumor or repeated intervention [1, 2, 3].

The mammary location of desmoid tumors poses a differential diagnostic problem with other mainly malignant
breast tumors. Only the histological examination provides a positive diagnosis [25, 26, 27, 28].

However, multilocular desmoid tumors have been described in the same patient in 5 to 38% of cases [8, 22, 29].

The existence of a genetic predisposition is very well documented in the case of an association with FAP. It is a
hereditary disease with autosomal dominant transmission linked to a constitutional mutation of the Adenomatous
Polyposis Coli(APC ) gene which is a tumor suppressor located on chromosome 5q22 [6, 9].

The tumor appears when this constitutional mutation continues somatically on the other APC allele [30, 31]. Some
authors have reported that desmoid tumors frequently occur in patients with a mutation downstream from codon
1444 to the 3' end of the APC gene always causing a premature stop codon and thus producing a truncated or
inactive APC protein [2, 6, 9, 19, 32].

In sporadic tumors, mutations are found rather affecting the gene for B-catenin (CTNNBI1) located on chromosome
2p22 [30, 33].

APC protein, when activated, forms a multi-protein complex with several other proteins including GSK-3b
(Glycogen Synthase Kinase). This complex attaches through the binding sites of the APC protein with B-catenin
resulting in its inactivation and degradation.

In tumorigenesis, the APC protein functions as a tumor suppressor while $-catenin acts as an oncogenic protein [30].
Mutations affecting the CTNNBI gene are responsible for overexpression of the -catenin protein. This is confirmed
by the presence of high levels of the -catenin in the cytoplasm and nuclei of desmoid tumor cells in comparison
with tissue cells neighbors [31].

Medical imaging finds its preponderant role in the topographic diagnosis of desmoid tumors; ultrasound allows the
exploration of superficial locations showing hypoechoic and homogeneous lesions with variable vascularization on
Doppler [34].
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On computer tomography (CT), the lesions appear well demarcated, isodense to muscles in spontaneous contrast,
they may or may not be enhanced after injection of iodinated contrast product [35].

However, Magnetic Resonance Imaging (MRI) remains the exam of choice for the exploration of desmoid tumors.
Its excellent contrast resolution in the analysis of soft tissues makes it precise to study the extent of lesions and their
relationship with neighboring structures; making it possible to orient the therapeutic attitude and the follow-up of
patients [34, 36, 37].

Colonoscopy coupled with biopsies is performed on discovery of a desmoid tumor without a particular context,
looking for colo-rectal polyposis. As for eso-gastro-duodenal fibroscopy, it is indicated if the colonoscopy is non-
contributory [3, 7, 38].

From an anatomopatological point of view, the parietal desmoid tumor is confined to the muscle or its aponevrosis
or fascia. Sometimes when it is large it can invade the subcutaneous tissue or the periosteum but never the skin [1, 2,
39]. The size of the tumor varies between Scm and 10cm in diameter sometimes it can reach 20cm and more [1, 2].
Extreme cases have been reported by Rokitansky and Paget with tumors that weighed 17 kg and 22 kg respectively
[39, 40].

In optical microscopy, the lesion is poorly limited with infiltration of adjacent tissues, in particular muscle. The
tumor is made of elongated, spindle-shaped cells of small size, which are arranged in bundles and separated from
each other by an abundant collagen tissue. Nuclei are small, clear, regular chromatin with one to three nucleoli
without atypia or noticeable mitotic activity [1, 2, 39].

The center is acellular while the periphery has a high cell density simulating a fibrosarcoma [5, 7, 9, 40].
Immunohistochemistry can confirm the myofibroblastic origin of these tumors by the positivity of certain markers:
Desmine (intermediate filament of muscle cells), Vimentin (intermediate filament of connective cells), Alpha actin
smooth muscle (marker of muscle cells smooth). On the other hand, the negativity of anti-desmin and anti-alpha
actin smooth muscle antibodies makes it possible to eliminate fibrosarcomas for which they are generally positive.
The CD117, CD34 and PS100 antibodies make it possible to differentiate desmoid tumors from gastrointestinal
stromal tumors (GIST). They are positive for GIST [41].

Other markers have been studied making it possible to differentiate fibrosarcomas from desmoid tumors: Ki-67, Bcl-
2, pRB and p53 for which desmoid tumors are negative [42, 43]. The diagnostic arsenal was also enriched by
another marker, nuclear p -catenin, which makes it possible to distinguish desmoid tumors from their counterparts
[44].

Therapeutic means:

The therapeutic means, as described in the literature namely, surgery but which also has its constraints; especially in
the face of a benign pathology, of slow evolution but recurrent. It is preferable to carry out a wide surgical resection
with obtaining histologically healthy margins at least 1cm [12]. Surgery must not be mutilating and no longer partial
because it would lead to an acceleration of tumor growth processes [3, 38]. with regard to radiotherapy, some studies
have shown its usefulness in the event of residual tumors after incomplete surgery, with invaded margins,
unresectable tumor [45, 46, 47], in case of tumor recurrence, as an alternative to mutilating or disabling surgery [6].

However, the use of radiotherapy in the treatment of desmoid tumors is limited by its potentially serious side effects
such as sarcomatous malignant degeneration and development of secondary malignancies [2].

Chemotherapy is reputed to have low efficiency because desmoid tumors, being of slow evolution, are supposed to
have a low chemosensitivity. Thus, Anthracyclines have been tried with some success allowing long-term

stabilization but late regressions [3].

In children, it is the protocol combining: Vincrystine, Actinomycin, Cyclophosphamide which has given better
results despite its toxicity [45].
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The low-dose combination of Methotrexate and Vinblastine is preferred especially in young patients for whom the
low toxicity of the treatment should be a major concern. Its efficiency is estimated at 70% of cases with few adverse
effects [48].

Remission rates of more than70% of which 30% of complete remission were obtained with the combination of
Doxorubicin and Dacarbazine [49, 50]. This displayacity is justified by the fact that the Desmoid tumors arise from
tissues similar to those of fibrosarcomas for which the two molecules have shown their efficiency [7].

On an other hand, the combination of toxicity and the use of systemic treatment for a local tumor reduced the use of
chemotherapy for desmoid tumors.

Other options, such as hormone therapy have been proposed since desmoid tumors have a proven hormone-
dependent character. The anti-estrogens; Tamoxifen (Nolvadex™) and progestins such as Medroxyprogesterone
Acetate (Depo Provera®™) have been used and in some series have given approximately 50% objective response
ranging from stabilization to complete regression [3, 6, 7, 45, 51].

Non-steroidal anti-inflammatory drugs have demonstrated their effectiveness on cells from desmoid tumors for two
molecules: Sulindac and Indomethacin. This treatment requires high doses per day and the response is obtained after
several months of treatment, sometimes ignoring the duration of obtaining a remission. On the other hand, their side
effects limited their use to the benefit of new molecules with less gastric toxicity [7, 52, 45, 53, 54].

Other medical treatments have been tested with less convincing results: Interferon o [55], Interferon o [51]
corticosteroids [57], Warfarin, Testolactone [58], Colchicine, Interleukine [2] and Theophylline [7].

Tumoral necrosis factors alpha (TNF-o) and Melphalan have been used to prevent amputations in recurrent soft
tumors of the extra-abdominal site [2, 3, 4].

Therapeutic indications:

Extra-abdominal and parietal desmoid tumors:

The first-line treatment remains surgery for extra-abdominal tumors and those of the wall despite high rates of
recurrence after resection [9, 59]. When the tumor is resectable, RO surgery should be performed with a margin of
safety of at least 1 cm [2, 3].

Faced with the significant risk of recurrence, several authors have recommended the use of radiotherapy as an
adjuvant treatment, especially when resection could not be performed with satisfactory resection margins [7, 60].

The loss of substance, in the case of a large desmoid wall tumor, can be significant; different techniques are
described for wall repair: directed healing to treat a loss of superficial substance [61]; Parietorrhaphy, repair of the
abdominal wall by plane closure by plane of the different elements [62]; thin or semi-thick skin graft. This is a
method used when the areas recipients are well vascularized, non-haemorrhagic, non-oozing and free from virulent
infection. The graft must respect the deep part of the dermis allowing spontaneous healing [63, 64].

Flaps with or without skin: these are muscular tissues initially alive; grafts whose survival depends on spontaneous
revascularization of the recipient area. Thus, several flaps were used: rectus muscle, tensor muscle of the fascia-lata,
etc, [65].

The use of synthetic prostheses has been described in the literature, in particular: Mersilene plate®, Prolene®, Gore-
tex”, Vieryl”, Mersuture plate”, etc. The choice of the prosthesis is dictated by its physical qualities of resistance
and plasticity, its good biologic tolerance and the possibility of its colonization by the tissues [66].

Combinations of these methods are possible: for example, reconstruction of the deep plane with prosthesis protected
by a musculo-cutaneous flap [67].

Intra-abdominal desmoids tumors:

It is important to point out that in front of these tumors, surgery has a double interest, therapeutic if the tumor is
resectable and diagnosis with certainty through biopsies [68].
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For unresectable and uncomplicated intra-abdominal desmoid tumors, the treatment of choice is medical by non-
steroidal anti-inflammatory drugs or anti-estrogens in women; this for at least eight months [7, 52].

The combination of an anti-estrogen and a non-steroidal anti-inflammatory drug is recommended in the event of
tumor progression. The indications for chemotherapy are currently aggressive (rapidly progressive) desmoid tumors,
inextirpable and resistant to conventional medical treatment [7].

For desmoid tumors initially unresecable, surgery becomes imperative in the following cases: digestive fistula, acute
intestinal obstruction, resistance to medical treatment.

For this, some surgical procedures are reported in the literature: a wide exeresis usually associated with a visceral
sacrifice (the small intestine for example), digestive diversions [68, 69].

Ureteral compression by desmoides tumors is remedied by the placement of a double J probe, percutaneous
nephrostomy, ureteral plasty (prosthetic plasty of the ureter, uretero-ileoplasty) [70].

Conclusion:-

Desmoid tumors can appear in different clinical aspects related to their various locations.

Their main etiology is genetic but sporadic cases are described. They are benign, sometimes recurrent.

The role of positive diagnosis returns to the anathomopathologist so that we can rule out other differential diagnoses.
The available therapeutic means remain to be discussed on a case-by case basis.
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Figure 1:- Frontal abdominal CT Scan showing a large tumor located at the expense of the left rectus muscle.
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A

Figure 3:-Per-operative image showinging a significant loss of substance after tumor resection.
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