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Askin Tumor

Askin tumor (synonyms are primitive neuroectodermal tumor or Ewing’s sarcoma) ia a
malignant small round cell tumor of mesenchymal origin affecting the thoracopulmonary
region of children and young adults with a tendency to recur locally. The rib is the most
common site of primary tumor development. Establishing an accurate preoperative
diagnosis of Askin’s tumor is difficult. Microscopy and immunohistological stain of the
specific marker - neuron-specific enolase, is essential. CT scan is valuable for evaluating
tumor extension at diagnosis, the effects of chemotherapy and assessing recurrence after
surgery, but can overestimate pleural, lung or diaphragmatic infiltration. MRI can determine
chest wall muscle and marrow involvement. Neither is adequate for adjacent lung invasion.
Bone, bone marrow and lung are the most frequent sites of metastasis. Treatment includes
radical surgical resection (including affected lung tissue), neoadjuvant (local control of
disease is critical) and adjuvant chemotherapy plus radiation. Surgical resection, with en
bloc removal of involved structures and chest wall reconstruction, provides excellent local
control of malignant chest wall tumors. Human dura, prostethic material (Gortex, Marlex,
Vicryl) and myocutaneous flaps have been used for reconstruction. Patients with Askin
tumors treated with aggressive pre-resection chemotherapy have smaller tumors to resect
(less than 100 cc by volume) with improved survival. Overall the prognosis is poor.
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Gastric Duplication

Gastric duplications cysts account for less than 5% of all enteric duplications (the rarest
form). As a duplication it is attached to its origin, has a well developed smooth muscle coat
and gastric epithelial lining. Prenatal ultrasound finding of a cyst with peristaltic activity
within the right upper quadrant of the fetal abdomen suggest the diagnosis. The most
common site of origin of the duplication cyst is the greater curvature. Most are closed
spherical cysts. Most cases are diagnosed during the first two years of life and are more
common in females. The usual presentation is an abdominal mass with vomiting.
Complications reported consist of recurrent pancreatitis, hemorraghe, perforation,
peritonitis, torsion and malignant change in gastric mucosa. Contrast studies, US or CT-
Scan suggests the diagnosis. Management of a gastric duplication cyst is surgical excision
that can be accomplished laparoscopically. Gastric mucosal along heterotopic pancreatic
tissue can be found in the cyst wall.
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Bile Duct Rhabdomyosarcoma

The botryoid variety of embryonal Rhabdomyosarcoma (RMS) is the most common tumor
of bile ducts presenting during early life. Peak incidence at three to four years with a slight
female predominance. The tumor is characterized by multiple polypoid grape-like
projections into the lumen of the common bile duct with plate-like thickening of the common
bile duct wall. It is characterized by a high risk of local recurrence to adjacent lymph nodes
and a low risk of remote metastasis. Obstructive jaundice, cachexia, pain and abdominal
mass are the usual presentation, often with fever and hepatomegaly. Attribution of these
symptoms to hepatitis commonly delays definitive treatment. Other times the preoperative
diagnosis is mistaken for a choledochal cyst. US defines the relationship of the tumor with
portal vessels and biliary tract while CT-Scan and MRI determine operability. Aggressive
surgery combined with the new adjuvant therapies (chemotherapy and radiotherapy)
appears to provide the best chance for a longer survival. Intra-operative cholangiography
is a valuable technique in establishing the level of biliary tree obstruction and verifying a
functioning drainage procedure. The prognosis is poor and death is usually due to the
effects of local invasion by the tumor.
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