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ABSTRACT: This report describes a rare case 
of Ewing’s sarcoma, with invasion of the psoas 
muscle and iliac bone in a male patient of 21 
years old. The diagnosis was based on clinical 
manifestation, CT scan and biopsy. The patient 
was staged in T2b without lymph node metastasis 
and distance metastasis. It was indicated 
neoadjuvant chemotherapy and surgical 
resection if tumor regress in size. The soft tissue 
sarcomas are rare and even rarer and the case of 
the patient who escapes the standards that have 
more prevalence of this pathology.
KEYWORDS: Ewig, sarcoma, pélvis, psoas, iliac.

SARCOMA DE EWING DE HUESO ILÍACO 
- REPORTE DE CASO

RESUMO: Este informe describe un caso 
raro de sarcoma de Ewing, con invasión del 
músculo psoas y el hueso ilíaco, en un paciente 
masculino de 21 años. El diagnóstico se basó 
en las manifestaciones clínicas, tomográficas y 
de biopsia. El paciente fue estadificado en T2b 
sin ganglios linfáticos ni metástasis a distancia. 
Por lo tanto, la quimioterapia neoadyuvante y 
la resección quirúrgica estaban indicadas si el 
tumor retrocedía en tamaño. Los sarcomas de 

partes blandas son raros y más raro aún y el caso 
del paciente en el que se desvía de los patrones 
en los que esta patología es más prevalente.
PALABRAS CLAVE: Ewig, sarcoma, pelvis, 
psoas, ilíaco.

1 |  INTRODUCTION
Soft tissue sarcomas are rare 

mesenchymal neoplasms that present about 
1% of all solid tumors, arising in the bones and 
soft tissue. Its origin is predominantly in the 
mesoderm, some in the neuroectoderm, so it 
can start in any part of the body’s connective 
tissue. The peak of incidence is between the 
fifth and sixth decade of life, data shows 40% 
after 55 years and 15% under 15. They are more 
common in extremes of age.

In Brazil, there are no specific studies on 
the subject, and in the United States, according to 
the range of 1000 cases of Rhabdomyosarcoma 
and 11000 of all sarcomas are diagnosed per 
year. That is 0.7% of all cases of CA in the 
general population.

Malignant transformation of a benign 
lesion is very rare, other than tumors originating 
from the ectoderm. It is associated with 
previous lesions, chemical carcinogens, ionizing 
radiation, viral infections such as HIV and HPV 
with immunosuppression.

They are late-diagnosed tumors, thus 
leading to a low life expectancy with difficult 
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resection in large tumors. Depending on the size of the lesion, there can be expectant 
management, resection, radiotherapy, and chemotherapy. These procedures are used in 
association depending on the size of the tumor. It is a cause of mortality in young and elderly 
patients.

The physician must recognize the forms of presentation and know the natural 
evolution of the disease, as well as the indications, techniques, benefits, and complications 
associated with the treatment of this disease, with the objective to improve the quality of life 
of their patients.

2 |  OBJECTIVE
To report a case of a patient with a retroperitoneum tumor affecting the psoas muscle 

and erosion of the right iliac. From the diagnosis, hypotheses, and definition of clinical and 
surgical conduct.

3 |  METHOD
In order to obtain information about this work, an interview was made with the patient 

in bed, a photographic record of the diagnostic methods to which the patient was submitted, 
a bibliographic review, and a web-based article on the subject was used. 

4 |  CASE REPORT

4.1 Anamnesis
Patient E.M., male, 21 years old, sought medical help due to pain in the right pelvic 

region irradiated to the RIM in the proximal medial part of the thigh and right gluteus, with 
an 8-month evolution related to the increase in intensity during this period. With worsening 
the walking and improving the medication (dipyrone and tramadol and morphine). Reported 
an undefined association of weight loss in this period and severe pain and a mass in the 
right flank. In his first consultation in the city of Maraba-Pa, he was diagnosed with a mass 
in the retroperitoneum and psoas muscle, but without a biopsy, he was sent to the oncology 
referral service of Araguaina-To. He was not a drinker nor a smoker. He was also denied the 
use of illegal drugs.

Without comorbidities, it is referred to as a fracture and, the left leg at age 7, reports 
that eight months ago he fell playing football on his right hip after that the pain in this region 
has never ceased. He denied a history of strokes, heart disease, and surgeries. He also 
denies a cancer history. He reported that his grandfather died of lung CA. 

4.2 Physical Exam
 Good general condition, with a blood pressure of 120 x 80 mmHg. Anicteric, 
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Acyanotic, Afebrile, edema +/4+ in the right scrotum. Nomocratic and eupneic. CP: No 
changes and lymph nodes in all chains with signs of adherence. AP: MV +, no adventitious 
noises, no signs of retractions and bulges. CV: Normal phonetic sounds, normal heart rate, 
no pops or murmurs. 

AB: Flat, flaccid, painless to palpation, palpable mass indurated in the right iliac 
fossa.

Limbs: Palpable pulses, swelling in the right knee and right scrotum.

4.3 Diagnostic hypothesis
The diagnostic hypothesis of Testicular Tumor, Retroperitoneal, Sarcoma, 

Rhabdomyosarcoma and Ewing Sarcoma was made.

4.4 Conduct
The patient was admitted to the regional hospital of Araguaina for diagnostic conduct 

based on tomography, USG, biopsy, and laboratory tests.
Laboratory examination detected LDH above normal at exorbitant levels and negative 

alpha-fetus protein.
The tomography showed a large mass in the pelvis with an invasion of the psoas 

muscle and erosion of the iliac.
The scrotum ultrasound was normal.
A COARSE needle biopsy was performed with a diagnosis of Ewing’s sarcoma.
The patient was kept hospitalized until the exams were performed and he was sent 

home with a return in 15 days until the exams would be ready.
It was decided that he will undergo neoadjuvant chemotherapy and after the tumor 

has reduced in size, a surgical procedure will be performed, such as a right hemipelvectomy 
and removal of the tumor from the pelvis and all adjacent structures: psoas and right iliac.

The Qt neo adjuvant was indicated in the following scheme: VCD protocol – IE
Vincristine 2mg (total dose) – 2mg
Cyclophosphamide 1200mg/m² - 2096mg
Doxorubicin 75mg/m² - 129mg
(mesna at the same dose as cyclophosphamide)
Cycles 1,3,5,7,9,12,13,15,17 every 3
weeks.
Mesna 20% dose – 620mg
Ifosfamide 1.8g/m² - 3.1g - 5d
Etoposide 100mg/m² - 173 mg - 5d
Cycles 2,4,6,8,10,12,14 and 16 every 3 weeks.
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4.5 Subsidiary exams
The requested tomography exam showed a voluminous expansive lesion with soft 

tissue density, heterogeneous, interposed hypodense areas, which may be related to cystic 
degeneration/tissue liquefaction, change heterogeneous enhancement by the contrast 
substance, located in the right iliac fossa, measuring 17.0 x 10.0 x 11.9 cm (CC x LL 
xAP). Tc with an image for fabrics. Tc with an image for bone. Tc impression OF LOWER 
ABDOMEN: Neoplastic lesion with aggressive characteristics, located in the right iliac fossa, 
presenting an infiltrative and osteolytic aspect, affecting the right iliac bone, as described 
above (Sarcoma?). 

Biopsy - Anatomopathological: MALIGNANT NEOPLASIA OF SMALL CELLS, ROUND 
AND BLUE (Ewing’s sarcoma? Rhabdomyosarcoma?). Biopsy – Immunohistochemistry: 
Presence of expression for CD99/NKX2.2. No expression for CK1, 5, 10, 11, E 14(34Be12) 
and CK 20; Chromogranin A, Synaptophysin, Desmin, and CD45RB. Neoplastic cells do not 
express cytokeratins AE1/AE3, CK7 and CK8 (35BH11). Pelvic tumor with morphological 
and immunostaining characteristics for PRIMITIVE NEUROECTODERMAL TUMOR (PNT)/
EWING SARCOMA (WHO,213).

The lesion is closely related to the iliopsoas muscle and obturator internus, showing 
an infiltrative aspect of an area of the osteolytic in the iliac wing, with areas of bone cortical 
destruction and infiltration of the gluteus minimums and mediums muscle, exerting an 
expansive effect on the iliac vessels on that side, without apparent infiltration of the same, 
as well as of the bladder urinate.    

Upper Abdomen Tc: Lymph node enlargement was not seen in the retroperitoneum, 
viscera, and artery with normal appearance, the tomographic study of the upper abdomen 
did not show any pathological changes in the present study.

Thorax CT: Pulmonary parenchyma with normal transparency, good permeability 
of the trachea, main and lobar bronchi, thoracic aorta, pulmonary artery trunk, its right, 
and left branches are preserved, the heart of the normal volume, absence of effusion free 
pleural tissue, we did not individualize anatomical mediastinal and adrenal lymph node 
enlargement.

Laboratory tests showed a marked increase in LDH, with values of 1417 and 1049.
The USG of the scrotum was within normal limits.
The biopsy came from Primitive Neuroectoderm (PNET) / Ewig’s Sarcoma.

5 |  DISCUSSION
The most common symptoms are Abdominal tumor 40-70%, Abdominal enlargement 

40%, Abdominal discomfort 40%, Neurological alteration 30%, Ascites 15%, Gastrointestinal 
alterations 10% Rare Fever/Leukocytosis, Rare gastrointestinal bleeding, and Rare 
Hypoglycemia, And the patient had the two most common, increased abdominal volume 
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and abdominal discomfort.
Sarcomas are mostly of mesenchymal origin and metastases to lymph nodes are 

rare. Distant metastases are more common in the lung and liver and in high-grade tumors. In 
the patient of the case, the diagnosis was of Neuroectodermic tumor, which differs from the 
most common and there were no distant metastases associating being within the standards 
of most affected in this regard. 

Due to biology and location, signs and symptoms appear very late, allowing the 
tumor to invade and compress adjacent anatomical structures, thus making future resection 
difficult. In this case, the location was a mass in the right pelvic region and the patient took 
8 months to seek care, in line with what the literature says.

In adults, the least frequent histological types are rhabdomyosarcoma, 
hemangiopericytoma, ganglioneuroblastoma, synovial sarcoma, Ewig’s tumor, and 
Neuroectoderm. Associating the patient’s tumor type with the rarest cases.

At diagnosis, the most common presentation is asymptomatic mass that compresses 
adjacent tissues. This gives rise to pain, due to compression, traction, or entrapment of the 
structures. The case fits in that sense.

The Ewing sarcoma family can develop in almost any bony or soft tissue, but it is most 
common in the pelvis, axial skeleton, and femur; Patients typically experience localized pain 
and swelling. Although the open metastatic disease is found in less than 25% at the time of 
diagnosis, it is assumed that subclinical metastatic disease is present in almost all patients 
due to the 80 to 90 percent relapse rate in patients undergoing local therapy alone. As a 
result, systemic chemotherapy has evolved as an important component of treatment. This 
includes the conduct of the patient and the evolution of the clinical case.

This type of tumor is located more in the respective locations: axial skeleton 54% 
more affecting the pelvic bones which match the clinical/radiological picture, appendicular 
skeleton 42% more affecting the femur and other bones, a small minority develops the from 
soft fabrics. 

Patients with primary pelvic tumors are significantly more likely to have metastatic 
disease compared to other sites. Other factors that may be associated with clinically evident 
metastatic disease at presentation include a high level of lactic dehydrogenase (LDH) 
presence of fever, an interval between the onset of symptoms and diagnosis of fewer than 
three months, and age over 12 years. A biopsy must be requested in every patient, as it is 
one of the most effective methods to confirm the diagnosis. The conduct is consistent with 
the request for a biopsy coming from a Neuroectodemic tumor.

Chest radiography and CT are effective for detecting lung metastases. Tc and 
chest X-ray were requested in the patient, which did not show any alteration suggestive of 
neoplasia. 

Staging
Stage I: 5-year survival: 98.8%
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A: G1,2;T1a,b; N0; M0
B: G1, 2; T2a; NO; M0
Stage II: 5-year survival: 81.9%
A: G1, 2; T2b: N0; M0
B: G3.4; T1; N0; M0
C: G3.4; T2b; N0; M0
Stage III: 5-year survival: 51.7%
G3.4; T2b; N0; M0
Stage IV: 5-year survival: <20%
A: Any G, any T; N1; M0
Any G; any T; any N, M1
Staging can be based on the AJCC system for sarcomas.
With the patient’s tumor size, lower abdomen Tc >5cm, with involvement of the deep 

fascia without distant metastases and without distant involvement, the patient is in stage 3, 
G3 T2b: N0M0, with 5-year survival in this group and 51.7%, In this case, the patient was 
correctly staged and proceeded to neoadjuvant and surgical treatment after chemotherapy. 

Conduct; Patient, 21 years old, with Ewing’s Sarcoma in the right pelvis, locally 
advanced, Ec= cT2bG3NxM0= 3, candidate for neoadjuvant chemotherapy for further 
evaluation for right internal hemipelvectomy.

Patients in stage 1 are treated with surgery alone, stage 2 consider the possibility 
of adjuvant radiotherapy, 3 adjuvant chemotherapy, and 4 are mainly treated with 
chemotherapy-associated with other modalities. The patient was decided with treatment 
to use neo-adjuvant chemotherapy, but in his staging and his specific type of tumor, 
chemotherapy is the basis of treatment. Chemotherapy is the mainstay of treatment for 
neuroectodermal tumors (PNET) and Rhabdomyosarcoma.

This patient underwent non-adjuvant chemotherapy with the drugs Vincristine, 
Cyclophosphamide, Doxorubicin, Mesna, Ifosfamide, Etoposide for 5 cycles until undergoing 
right hemipelvectomy. There was a good response to Qt and tolerance, with a decrease 
in the palpable mass in the abdomen and a decrease in pain, however, shortly before 
surgery, the patient reported that after physical exertion, the pain returned sharply, and on 
examination, a hardened mass in the right iliac fossa was noted. 

The patient underwent right hemipelvectomy on 10/13/2016; The anatomopathological 
examination of the surgical specimen in the macroscopy showed: irregular formation of 
brownish-brown and elastic tissue measuring 24.0 x 14.0 x 11.0 cm, the sections showed 
tumor formation of elastic brownish-brown necrotic tissue measuring 9.0 x 8.0 cm and 
affecting adjacent bone tissue. On microscopy/diagnosis: PRIMITIVE NEUROECTODERMIC 
TUMOR (PNET)/EWING’S SARCOMA, size 9.0 X 8.0 CM, necrosis in ABOUT 95% OF 
THE TUMOR SURFACE, the vascular invasion was not detected, free surgical margins, 
characterizing the surgery as R0 free margins.
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Tumor removed from the pelvis.
Evolving on return on 11/23/16 with strong pain in the lumbar region, requiring 

optimization of analgesia. He underwent a biopsy in the third lumbar vertebra on 12/20/16 
showing an infiltrative neoplasm of small, round and blue cells. Upon return on 12/02/2016, 
the patient still reported persistent low back pain of severe intensity, requiring hospitalization 
for pain control.

Tumor removed from the pelvis.
Upper abdomen CT report 11/22/16: Signs of amputation of the hip. Tc pelvis 

11/25/16: Right hemipelvectomy, areas of edema/fluid in the deep subcutaneous tissue, in 
the gluteal region and another one near the greater trochanter of the right femur, a small 
amount of fluid is observed in the muscles of the lower abdominal wall and right parietocolic 
gutter being interrogated Sarcoma or inflammatory process.

On 01/16/2017, the patient did not show up for the return visit, but he had news that 
he was hospitalized in a neighboring state in a serious condition and died.

Intraoperative image of the tumor.
Wide excision with a negative margin incorporating the biopsy site is the surgical 

procedure for local disease. The use of radiotherapy and/or adjuvant chemotherapy improves 
the rate of local control (85 to 90%) compared to radical excisions and amputations. The 
patient was indicated shortly after chemotherapy for internal hemipelvectomy.

Internal hemipelvectomy is a suitable surgical procedure in the treatment of certain 
pelvic girdle tumors. It is a therapeutic alternative capable of preserving the patient’s 
lower limb, unlike classic amputations such as amputation interilioabdominal (AIIA) and 
hip disarticulation. According to the Enneking classification, there are four types of internal 
hemipelvectomy, but, if necessary, it is possible to combine different types of resection in 
a single procedure. It is essential that this surgery is correctly indicated so that it positively 
affects the patient’s morbidity and mortality. In this sense, the patient is indicated for type 1 
hemipelvectomy.

The patient is positioned in a semi-lateral position (45°). The pelvic incision is used; 
its ilioinguinal component is advanced medially to the pubic symphysis and posterior arm 
and brought to the level of the sacral ligament.  All attached muscles, with the exception 
of the iliac and gluteus medius, are sectioned in a bloc with the tumor, they are removed 
from the iliac spine. The abdominal wall musculature, sartorio, and tensor fascia lata are 
sectioned from the iliac spine and reflected away from the iliac. The rectus femoris remains 
intact. The iliotibial band is sectioned from its origin in the iliac spine and reflected posteriorly 
with the gluteus maximus. The greater fasciacutaneous is raised and reflected medially and 
posteriorly. The plan between the iliac and psoas muscle is carefully developed because of 
the femoral nerve that passes through this space. The psoas muscle and the femoral nerve 
are reflected medially and the iliac muscle is sectioned through its substance.  The external 
iliac artery, which passes at the inferior border of the iliac, does not give large branches 
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within the iliac, and ligation of large vessels is not required in type I hemipelvectomy. Most 
iliac tumors pass through the iliac and pull on the lateral gluteus medius. The gluteus medius 
is transacted through its substance, 2-3 cm distal from the lower border of the tumor. It 
is important to try to save as much muscle as possible. Iliac osteotomy and done. It is 
important to keep the gluteus medius in abduction to avoid tension and necrosis. The suture 
line is reinforced with tensor fascia lata and sartorio. The closure of the musculature needs 
to be meticulously closed to prevent dehiscence. Keeps the end in balanced suspension 
for five days, Drainage for 3-5 days. Preoperative antibiotic therapy until the drainage tubes 
are removed. The surgical management of the patient is based on the staging and size of 
the tumor and the complete excision with preservation of function + external radiotherapy 
and brachytherapy.

6 |  FINAL CONSIDERATIONS
The case reported and publications raised bring to light the discussion of a sarcoma 

in a patient of a young age group, reporting its continuation and management. It comes to 
light that an early diagnosis can avoid exhaustive treatments and invasive procedures for 
the patient.
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