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With an incidence of 3 cases per million people, ESFT are
very rare, and 90% occur between the ages of 5 and 25. ESFT
include extraskeletal Ewing’s sarcoma, although it is less
frequent than the bone type, with a prevalence of 15%-20% of
all Ewing’s sarcomas. Its most frequent location in the
paravertebral region (32%) and the lower limbs (26%), and
less frequently the chest wall (18%), retroperitoneum (11%), as
in our case, pelvis (11%) and the upper limbs (3%). Its
presentation is as a soft tissue mass with no bone marrow
involvement on magnetic resonance imaging studies.°

The tumor histopathology, location, immunohistochemi-
cal and molecular studies are essential for making a correct
diagnosis. However, the clinical case and imaging tests also
play a fundamental role in guiding the diagnosis.

In the case presented, the epithelioid morphology of the
cells, the immunohistochemical expression of CD117 and the
patient being a 35-year-old man with an asymptomatic intra-
abdominal mass guided the diagnosis toward GIST, which led
to the initiation of treatment with imatinib to reduce the mass
and be able to propose RO surgical resection. The lack of
clinical response and the intraoperative finding of adhesion to
the right ischiopubic ramus were explained after the definitive
diagnosis of atypical Ewing’s sarcoma.

In conclusion, for future cases it would be appropriate to
include atypical intra-abdominal Ewing’s sarcoma in the
differential diagnosis of GIST in order to indicate the correct
treatment from the start.
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Radiation-induced Angiosarcoma of the Breast in a

Li-Fraumeni Patient”

Check for
updates

Angiosarcoma radioinducido de mama en paciente con sindrome

de Li-Fraumeni

Radiotherapy is part of the standard therapeutic management
of women with breast cancer. However, at high doses (>40 Gy),

it can lead to the development of certain tumors, such as
angiosarcoma."” The incidence of this cancer is low (0.07%)>7;
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however, increased patient survival and indication of breast-
conserving surgery have resulted in its growing frequency. The
predisposition of patients to develop radiation-induced tumors
multiplies in certain hereditary syndromes, particularly in
Li-Fraumeni syndrome (LFS).** The characteristic TP53 muta-
tion of this syndrome causes genetic instability due to
inappropriate recombination of DNA and a greater suscepti-
bility to ionizing radiation.>®

Radiation-induced angiosarcoma (RIA) has a poor progno-
sis, with an estimated 5-year overall survival (OS) of 43%.” Due
to the low frequency of RIA, evidence is limited. Nonetheless,
curative treatment is only possible through surgical resection
with wide margins, making early diagnosis essential.

We present the case of a 37-year-old woman who
consulted for a palpable nodule in the right breast. Her
mother had died from metastatic breast cancer at the age of
36, and her sister was diagnosed with breast cancer at the age
of 35. Mammography, magnetic resonance imaging and core-
needle biopsy confirmed the diagnosis of bilateral invasive
ductal carcinoma (IDC) (grade III, luminal B, HER2 positive).
Skin and nipple-sparing mastectomy was conducted with
bilateral sentinel lymph node biopsy and immediate recons-
truction. The definitive pathology study demonstrated a 2-cm
IDC in the right breast (pT2NO0) and an 8-mm IDC in the left
breast (pT1bNO). The treatment was completed with che-
motherapy (carboplatin, docetaxel and trastuzumab), then
hormone therapy (tamoxifen and Zoladex™). Due to the
family history and the early diagnosis of bilateral breast
cancer, a genetic study was requested, which demonstrated
the mutation of TP53, compatible with LFS. Although it was
notindicated, the patient requested radiotherapy and, after a

third opinion, underwent radiation of the thoracic wall and
right lymph node chains. Four years later, the patient
consulted for a 5-mm wine-red bump with a shiny halo in
the right inframammary fold (Fig. 1), whose surgical biopsy
demonstrated an atypical vascular lesion suggestive of RIA,
with free margins.

LFS is an autosomal dominant hereditary disorder with a
penetrance of 100% that is more susceptible to radiation.’
Therefore, the indication of radiotherapy in these patients is
controversial, and mastectomy is the treatment of choice in
breast cancer. However, unlike hereditary breast and ovarian
cancer syndromes, prophylactic mastectomy is not indicated.
First of all, because the estimated risk of breast cancer is
lower than in patients with BRCA1 and BRCA2 mutation (22%
vs 60%-80%). And second, because other neoplasms may
appear in patients with LFS, and prophylactic mastectomy will
not impact 0S.2

Although breast RIA is more frequent in conservative
surgery, this tumor can appear in the radiated chest wall, as in
the case of our patient. The presumptive diagnosis is clinical,
and in the initial stage RIA can present as a hematoma,
eczematous rash, atypical telangiectasia or one or multiple
elevated reddish-purple nodules. Therefore, a lesion with
these characteristics in the field of radiation requires a biopsy
to confirm the diagnosis.

The treatment of RIA is radical surgery with free margins.
Obtaining negative surgical margins is more important than
the type of surgery. In women with previous lumpectomy, a
mastectomy will usually be performed; however, a second
breast-conserving surgery is also possible. There is no
consensus on the appropriate resection margin, but distances

a 'abl!.

Fig. 1 - Violaceous nodule in the inframammary fold of the right breast.
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less than 1 cm are associated with early local recurrence, so 2-
3 cm margins are recommended. Lymph node staging is not
indicated, as these tumors tend to metastasize through the
blood stream and the incidence of lymph node involvement is
low.° Axillary lymphadenectomy is performed only in patients
with histological involvement of the axilla, with no distant
metastatic disease.

The role of chemotherapy is not clear,”® but case series
report responses of 20%-60% to taxanes and anthracyclines in
locally advanced inoperable or metastatic disease. Other
therapeutic options are monoclonal antibodies, including
bevacizumab, sorafenib or pazopanib. However, the results
of various clinical trials are contradictory. Although pazopanib
therapy seems promising, current clinical guidelines'® only
accept its palliative use.

Three conclusions can be drawn from this review. First, the
indication for radiotherapy should be limited in patients with
LFS as the probability of a radiation-induced tumor is very high
(48%). Second, RIA can appear after a mastectomy and,
although they are rare, a suspicious lesion in the field of
radiation should always be biopsied. Lastly, surgery with wide
margins is the curative treatment of this disease, for which
early diagnosis is essential.
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Fish Bone-related Intrahepatic Abscess.
An Underdiagnosed Condition?™

Check for
updates

Absceso intrahepatico por espina de pescado.

¢Una condicion infradiagnosticada?

Only 1% of the accidental ingestion of foreign bodies results in
gastrointestinal perforation. Perforations by fish bones, often

described in South East Asian populations, have the unusual
characteristic of being paucisymptomatic until secondary
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