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Abstract

Soft alveolar sarcoma is a rare tumor (0.5% to 1% of soft-tissue sarcomas) of
poor prognosis that often affects the young subject, with a moderate male
predominance. The authors present the diagnostic and therapeutic course of a
60-year-old patient from Niger with no particular previous history, consulted
for a painless swelling of the right arm evolving for 6 months, in which the
diagnosis of alveolar sarcoma of the soft parts of the arm was selected. A mo-
nobloc surgical excision decision was made, with the anatomy and function of
the limb retained, with the filling of the area resected with cement and fixed
by a locked nail. A conventional three-course chemotherapy regimen was in-
stituted. Alveolar sarcoma of the soft tissues is a rare tumor whose imagery
remains unclear, but the diagnosis is based on surgical excision with histopa-
thological examination and immunohistochemical analysis.
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1. Introduction

Alveolar sarcoma of the soft tissues is a rare tumor (0.5% to 1% of the soft-tissue
sarcomas) of poor prognosis, which often affects the young subject, with a mod-
erate male predominance [1] [2] (surgeon, radiologist, oncologist, radiotherapist
and anatomopathologist), but wide surgical excision remains the best therapeu-

tic option. We report the first case of alveolar soft tissue sarcoma documented in
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Niger.

2. Clinical Case

Mr OB patient aged 60 years, native of Niger, without a particular antecedent,
consulted for a painless swelling of the right arm evolving for 6 months. On
clinical examination, the mass appears very limited, adherent to the skin, with-
out cutaneous retraction, mobile with respect to the deep plane. It measures
about 15 cm long. It is hard and painless, ulcerous-budding, suppurative, fetid
odor, without thrill (Figure 1). The rest of the clinical examination is unusual.
The standard X-ray of the arm shows only opacity of the soft parts without bone
anomaly (Figure 2). The lesion is a hypoechoic tissue, heterogeneous, oval, 16
cm long, non-fluid, well limited, with regular contours vascularized with color
doppler. In MRI, there is a large fleshy, highly vascular mass, as well as skates of
diaphyso metaphysary metastases (Figure 3). The bacteriological examination of
the pus had isolated the germ of Escherichia coli which required antibiotic ther-
apy base of ofloxacin. The extension report performed by thoraco-abdominopelvic CT
scan showed micronodules under bilateral pleural lesions that were highly sug-
gestive of secondary lesions (Figure 4), and the remainder of the extensional
balance was negative. Bone scintigraphy shows impairment (Figure 5). An ul-
trasound biopsy with anatomopathological study revealed a clear cell tumor
suggestive of soft tissue alveolar sarcoma. A monoblock surgical excision was
performed with conservative anatomy and function of the limb with filling of the
area resected with cement and fixed by a locked nail (Figure 6), and its patho-
logical analysis confirms the initial hypothesis of alveolar sarcoma of the soft
parts done by Lamordé National Hospital (CHU) Niamey/Niger, followed by an
immunohistochemical examination which allowed the diagnosis of clear-cell
carcinoma of the soft parts of the right arm. A conventional three-course che-
motherapy regimen was initiated at this stage of secondary metastasis from the
time of initial diagnosis. The clinical course was favorable in the short and me-
dium term with good healing of the wound and absence of secondary local awa-

kening on the right arm (Figure 7).

Figure 1. Aspects of the tumor mass on clinical examination.
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Figure 2. Standard radiography image.

CABOURIE, B

Figure 4. Scannographic image of the tumor extension report.
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Figure 5. Bone scintigraphy image.

Figure 6. Postoperative control image.

Figure 7. Image of the arm after tumor resection.

3. Discussion

Alveolar sarcoma is a rare malignant soft tissue tumor with a dark prognosis.

The cost of the first description of alveolar sarcoma of the soft tissue is classically
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attributed to the anatomopathologist Christopherson in 1952. The average age of
his diagnosis is around 22 years in women and 27 years in men, but can be seen
in children from the age of 2 and also in elderly people [3] [4]. Its preferred site
is found in the lower limbs and then in the trunk and upper limbs, in the skeletal
muscles in the adult [5] in the great majority of cases, but in children the alveo-
lar sarcoma occurs most often in the region of the head and neck [6]. The prog-
nosis is reserved because of the high incidence of secondary lesions during di-
agnosis and the low response to chemotherapies [4] [7]. Indeed, given the slow
and painless growth of the tumor, the rate of metastases detected at the time of
diagnosis is estimated to be about 20% to 25% as in our case [4]. Metastases are
most frequently found in the lungs, followed by bone and cerebral metastases
[7]. The case described in this article presents the characteristics of the alveolar
sarcomas of the soft parts. Typically, alveolar sarcoma of the soft tissues is pre-
sented in ultrasound as a heterogeneous hypoechoic mass associated with large
and numerous blood vessels well demonstrated by the color doppler. The scan-
nographic and magnetic imaging characteristics have been described by Iwamo-
to et al in 1995 [5]. From a histological point of view, it has recently been dis-
covered that the genetic study of the translocation of (17) t (X; 17) (p11; q25)
and immunohistochemical analysis of the fusion protein ASPL-TFE3 responsible
of alveolar sarcoma have eliminated all other diagnosis [8] [9]. Bulk resection is
the therapy of choice in the case of localized disease and may require gestures of
complex reconstructions (cementation, reinforcement osteosynthesis, free flaps,
nerve transplantation, arterial bypass surgery) [10]. Conventional chemotherapy
at the time of the initial diagnosis did not significantly improve the survival rate
of patients compared to patients who had not received any chemotherapy treat-
ment [11].

4. Conclusion

Alveolar sarcoma of the soft tissues is a rare tumor, the imaging of which is not
very specific, but the diagnosis is based on surgical excision with histopatholog-
ical examination and immunohistochemical analysis which have eliminated in

recent years any other diagnostic.
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