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Metastasis of alveolar soft part sarcoma of the retroperitoneum

to distal phalanx of hand
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Abstract

Hand metastasis accounts for approximately 0.1 percent of all metastatic osseous malignancies. The lung, breast and kidney are the
most common primary sources of these metastatic lesions.A rare case of retroperitoneal alveolar soft part sarcoma metastasizing to the
distal phalanx of the second finger of the right hand is presented here. The patient underwent complete DIP amputation of the affected
finger and was referred to oncologist for further therapeutic workups. Acrometastases run a poor prognosis; thus, palliative treatment is

in the patient’s best interest.

Key Words: Sarcoma, Alveolar Soft Part; Neoplasm Metastasis; Finger Phalanges

Introduction

Acro-metastasis to the bones of the hand is not
common. It comprises approximately 0.1 percent
of all metastatic osseous malignancies. The low
frequency of hand metastasis may be explained by
the less red marrow present in the hand (1).
Handley firstly reported this unusual manifestation
in 1906 (2).

The etiology is quite different from that of
metastasis to other bones. Lung, followed by the
breast and the kidney, are the three most prevalent
primary sources reported in the literature. The
remainder of the cases usually develops from
cancers of the colon, stomach, liver, prostate, and
rectum (3, 4).

Overall, the right hand was more often the host to

metastatic lesions. In addition, almost 10% of the
cases have lesions in both hands. The third finger is
the digit mostly affected by osseous metastases.
Lesions of the other fingers are less common. The
distal phalanx is the most frequent site of
metastasis. The met

acarpals and the proximal phalanges account for
the remainder of the most frequent region of the
digit affected within the patient population (3, 4).
We present a case of alveolar soft part sarcoma
(ASPS) of

the retro peritoneum metastasis to the third finger
of the right hand.

Cases

A 33 year-old man was presented to our
facilities with a necrotic lesion in the distal phalanx
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of the second finger (index finger) of his right hand.
Radiography showed a 1*2 cm osteolytic lesion
that involved the distal phalange of the second digit
[Fig. 1].

Eighteen months ago, he was diagnosed with
ASPS of the retroperitoneum. At the time, his
history and course of diagnosis and treatment
were as follows: He presented complaining of an
abdominal mass, nausea and vomiting. Physical
examination revealed an immobile mass with
smooth surface and about 10*5 cm in size, palpated
in RLQ. His examinations were otherwise
unremarkable. Laboratory findings were all within
normal limits. CT scan studies demonstrated a
hyper-dense mass with necrotic center, 78*83 mm
in diameter in the lower abdomen [Fig. 2].
Colonoscopy findings were normal. Ultrasound
guided biopsy of the lesion was performed and
revealed neuroendocrine tumor. As a locally
aggressive sarcoma, it was decided that complete
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resection would yield the best chance of patient
recovery and survival. Resection of the tumor was
performed via laparotomy; a well-defined mass in
retroperitoneal space without adhesion to urethra
or other organs was transected and sent to
pathology for further analysis. Histopathology
report was obtained as a poorly differentiated
(high grade) adenocarcinoma consistent with high
grade RCC, which was incompatible with
intraoperative and imaging data. There was no
abnormality in either kidneys and no adhesion
around the mass as it was observed during the
operation. Therefore, we asked for a microscopic
review and pathology, which confirmed that the
lesion was ASPS. All surgical margins also were
free [Fig. 3 & 4]. The patient refused adjuvant
chemotherapy and unfortunately he did not show
up to continue his treatment and further follow-
ups.

Figure 1: Osteolytic lesion of the distal phalanx: Plain radiographs of the right hand revealed a 1.2-cm osteolytic lesion

involving the distal phalange of the second digit

operated about 2 years ago

— - = -
Figure 2: Coronal reformat images of abdominal & pelvic CT scan showed a retroperitoneal primary mass that was

Figure 4: Large polyhedral cells with sharp borders containing large round nuclei with prominent nucleoli and
abundant granular and less vacuolar cytoplasm (H&E, *400)
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vertebral bodies. Lung CT scan images show a parahillar mass in the left lower lobe with mild pleural effusion.

For this newly developed lesion [Fig. 1], a full
second finger (index finger) DIP amputation was
administered. The pathologic report of the material
obtained during surgery revealed metastatic
carcinoma. Metastatic workup demonstrated
metastasis in vertebrae column and lung
metastasis [Fig. 5]. The patient was referred to the
oncologist for additional treatment.

Discussion

ASPS is a rare malignant soft tissue neoplasm,
which accounts for less than 1% of soft tissue
sarcomas. It was initially described as a distinctive
clinical entity by Christopherson et al. in 1952 (5).
The tumor received its name from its pseudo-
alveolar appearance created by polygonal cells
lacking central adhesion and abundant sinusoidal
vessels (6, 7). It mainly affects adolescents and
younger adults aged between 15 and 35 years, but
the tumor can also occur in children as young as 2
years old. There is a slight female predilection (8,
9). The most common sites involved include
extremities and trunk in young adults and head
and neck in children (8, 10). ASPS is a slow-
growing tumor with wunusual patterns of
metastasis. The most common sites of metastases
include lungs, brain and bones (8).

Despite the extreme rarity of secondary
metastasis to the hand bones, it should always be
in mind as a differential diagnosis. Misdiagnosis or
late diagnosis of metastases to the bones of the
hand can cause pain, swelling, soft tissue
ulceration, and massive osteolytic destruction;
acrometastasis may also be the first manifestation
of an occult cancer (4, 11). Differential diagnoses
include paronychia, osteomyelitis, septic arthritis,
gout and primary bone tumor (1, 11)

In our case, the diagnosis was made based on
the clinical presentation, previous history of
retroperitoneal ASPS, and pathology report. The
lung and the brain are the most common sites of
metastases in ASPS which is why X-ray or CT scans
of the lung should be included in the follow-up
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examinations for ASPS (7, 12) as in our patient who
had metastases in vertebrae column and lung
metastasis. The prognosis of patients with
acrometastasis is poor, with an average survival
length of 6 months (13). This means that pain
palliation is often the primary aim of treatment,
and the physician should choose the treatment in
the best interest of the patients. At the time,
surgery (amputation of the affected finger) is the
definitive treatment (1, 4, 11).

Conclusions

Considering the metastatic nature of ASPS,
periodic radiologic follow-up is necessary to detect
metastasis in these patients. Given the poor
prognosis of patients with metastatic bone lesions,
palliative therapy is the most important therapy to
be considered.
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