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Case Report

Pnet of the Abdominal Wall:
A Rare Presentation
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ABSTRACT
Primitive neuroectodermal tumours (PNETs) are a malignant group of neoplasms and are neuroectodermal in origin. In most large
series published to date, peripheral primitive neuroectodermal tumours usually present in the second decade of life, with a slight male
preponderance. Those which occurs peripherally resemble soft tissue sarcomas. Peripheral PNET is rare in presentation and of which
only few cases involving the soft tissues of the abdominal wall have been reported. We present a case affecting a young female who
presented to us with a progressively enlarging swelling involving the anterior abdominal wall. She underwent wide excision followed by
adjuvant therapy based on final histopathology report.
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case report
A 21-year-old lactating female presented to us with a swelling over
the left anterior abdominal wall since 2 months. She had noticed
the swelling 15 days post normal vaginal delivery and has been
progressing in size since then. There were no other symptoms of
note. No history of previous surgeries in the past. Normal obstetric
history and no associated comorbid illness. No significant family
history.
A solitary non tender swelling measuring 6 × 4 cm was palpable 3
cm lateral to the umbilicus to the left side of the abdomen. Swelling
had regular margins and was firm in consistency. Skin over the
swelling and surrounding area being normal.
All the routine blood work was normal. Contrast enhanced
computerized tomography (CECT) of the abdomen and pelvis
revealed a well defined rounded in homogenous intensity mass
lesion with non enhancing area within the muscular plane in the para
umbilical region – suggestive of soft tissue tumour of the anterior
abdominal wall.
The patient underwent wide local excision of the tumour [Table/Fig1,2].
Histopathology showed tumour tissue composed of small round
cells with fine to clear chromatin and inconspicuous nucleoli. The
cells were arranged in alveolar like pattern having thick fibrous
septae [Table/Fig-3]. Large areas of necrosis were evident.
Immunohistochemistry showed strong positivity for CD 99 [Table/

Fig-4] and vimentin. The microscopic findings and immunochemistry
were consistent with the spectrum of primitive neuroectodermal
tumours (PNETs).
CT chest was normal. No other significant abnormalities were seen.
Whole body bone-scan showed no evidence of bony metastases.
She was referred to oncology department and was advised adjuvant
therapy with vincristine, doxorubicin and cyclophosphamide
although the lesion was completely excised with adequate margins.
The patient has been on regular follow up and disease free since
last 6 months.

DISCUSSION
Primitive neuroectodermal tumours (PNETs) are malignant tumours
of neuroectodermal origin and are composed of small round cells.
The first description of PNETs was made by Stout in the year 1918
and was thought to originate from the nervous tissue [1]. PNETs are
classified as members of the Ewing’s sarcoma family of tumours.
Common to all these neoplasms - exhibit a neural phenotype
and express the MIC2 protein (CD 99), and similar chromosomal
translocation between chromosomes 11q24 and 22q12 are
observed in majority of cases [2].
Batsakis et al., classified the primitive neuroectodermal tumour
(PNET) family of tumours into 3 groups [3]: PNETs arising from the
central nervous system, those arising from the autonomic nervous
system and the peripheral PNETs (pPNETs).

[Table/Fig-1]: Intraoperative photograph showing the surgical excision of the tumour with wide margins within the soft tissue of abdominal wall
[Table/Fig-2]: Gross specimen of the tumour after its removal
[Table/Fig-3]: Tumour tissue composed of small round cells with fine to clear chromatin and inconspicuous nucleoli. The cells were arranged in alveolar like pattern having thick
fibrous septae
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been reported and most have been in children [16,17] and one in a
60-year-old female [18]. PNETs are a rare form of tumours and this
case demonstrates an unusual and rare presentation of a PNET in
the abdominal wall of an adult.

Conclusion
Peripheral PNET arising from soft tissues is extremely rare. Although
its radiological features are non-specific, it should be kept in mind
in the differential diagnosis of soft tissue tumours in young people.
Early diagnosis combined with surgical intervention and adjuvant
therapy at an earlier stage is the best way possible to provide
prolonged disease free interval for patients diagnosed with these
tumours as demonstrated in this case.

[Table/Fig-4]: Immunohistochemistry showing strong positivity for CD 99

The tumours are classified under pPNETs include Ewings sarcoma
[4], Malignant pPNETs or peripheral neuroepith-elioma and Askin
tumour.
In most large series published to date, PNETs usually present in
the second decade of life, with a slight male preponderance. They
account for 4-17% of all paediatric soft tissue tumours [5].
The most common sites of presentation for pPNET metastases
include the lung, bone marrow and bone. Imaging manifestations
of peripheral PNETs are nonspecific, which includes large soft
tissue mass with cystic and necrotic areas with heterogeneous
enhancement after intravenous administration of contrast materials.
Histopathologically, PNETs are highly cellular with sheets of small
round cells with their nuclei being hyperchromatic.
Kushner et al., in a review of Memorial Sloan-Kettering's experience
with pPNET, reported a similarly dismal 25% progression-free survival
rate at 2 years in patients with only localized disease [6]. Other large
series, however, reported somewhat better survival rates in patients
with localized disease, with 2 large trials showing 2 years and 3
years survival rates of 65% and 56%, respectively [7,8].
Surgical resection is the preferred initial intervention if diagnosed
early followed by adjuvant therapy. Multimodality treatment is
advocated to prevent metastatic disease, recurrent disease and
to treat residual tumour after resection. Carvajal and Meyers, in
a comprehensive review of the chemotherapeutic regimens in
the treatment of PNETs recommended a regimen that included
vincristine, doxorubicin, and cyclophosphamide with ifosfamide and
etoposide [9]. The treatment of metastatic disease similarly includes
chemotherapy as well as radiotherapy to all sites of gross disease
with surgical excision, where possible.
There have been a number of case reports published for pPNETs
involving the maxillary-facial regions [10,11], extremities [12],
gynaecological organs [13] and intraabdominal sites [14,15]. Very
few reports specifically involving abdominal subcutaneous wall have
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