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Peliosis

Peliosis hepatis (PH) is a very rare benign disease characterized by multiple small
blood-filled cysts of various sizes and shape within the liver parenchyma. Peliosis
comes from the Greek word ‘pelios’ that means reddish or bluish (extravasated blood).
What triggers PH is unknown, but dilation of sinusoids might be due to an altered
outflow damaging the sinusoid wall and creating dilation of the central vein of the
hepatic lobules. Peliosis can be focal or widespread with most cases involving the right
hepatic lobe. Peliosis can also occur on other organs such as the spleen, bone marrow,
lymph nodes, etc. Etiologic factors associated with PH include drugs, autoimmune
mechanisms and infectious causes. Drugs associated with PH include steroids, oral
contraceptives, tamoxifen, methotrexate, thiopurine, azathioprine and iron chelators.
Alcohol consumption can trigger PH. Imaging studies such as CT-Scan and MRI
angiography suggest the diagnosis, but cannot be precised enough since PH cannot be
differentiated from adenomas, hemangiomas, focal nodular hyperplasia, Caroli disease
or multiple abscess. Lesions are from few millimeters in diameter to 4 cm. Ultrasound
may show a pseudocystic lesion of the hepatic parenchyma with intra- or perilesional
vascularity. Angiography demonstrates multiple hypervascularized nodules during the
late arterial phase with enhancement more pronounced during the parenchymal phase
which persists during the venous phase. MRI when combined with hepatospecific
contrast material represents the gold standard for radiological diagnosis of PH. Due to
the high risk of bleeding an open biopsy using intraoperative US is needed to establish
the diagnosis of PH. The disease can cause stenosis of the vena cava when developed
in young age. Though mainly asymptomatic, PH can rupture and produce spontaneous
hemoperitoneum. Management is usually in the acute setting due to bleeding and
consists of either hepatic lobectomy, transplantation or percutaneous embolization.
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Renal Clear Cell Sarcoma

Childhood renal tumors account for 7% of all pediatric cancers. Most cases (90%) are
Wilms tumor. Renal Clear Cell Sarcoma (RCCS) is a rare and very aggressive pediatric
tumor characterized for its tendency to metastasize to bone often called the bone
metastasis renal tumor of children. The term clear cell sarcoma relates to the presence
of numerous intracytoplasmic vesicles present in the tumor histology. Other features
that differentiate RCCS from Wilms tumor are that they are unicentric in the medullary
region of the kidney with foci of necrosis and cyst formation. RCCS is the second most
common malignant kidney tumor in children after Wilms tumor comprising
approximately 4-6% of all pediatric renal tumors. RCCS is not associated with genetic
predisposition syndrome and familial cases have not been reported. RCCS is rare
below the age of one year, have a peak incidence between three and five years of age
and are more common in males patients. Metastasis from RCCS can also occur to
lymph nodes, lungs, liver and brain. RCCS occurs in the same age range as Wilms
tumor with no specific radiological features to help distinguish one from the other.
Grossly RCCS include large tumor size (more than 10 cm in diameter), mucoid texture,
foci of necrosis and prominent cyst formation. Nine histologic different patterns of
RCCS have been described. The four important prognostic factors associated with
RCCS include treatment with doxorubin, beyond stage |, age at diagnosis greater than
two years and tumor necrosis. Management of RCCS at all stages requires aggressive
surgical approach followed by chemotherapy and radiotherapy as per NWTS-5
protocols. Overall survival after treatment is 69%. Relapse rates are high and often
occur late. Adverse prognostic factors identified are young age, advanced stage IV
disease and those with relapse disease.
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Prophylactic Thyroidectomy

Prophylactic removal of all the thyroid gland (total thyroidectomy) is curative treatment
for children at risk of developing medullary thyroid cancer (MTC) caused by mutation in
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the RET proto-oncogene. Medullary thyroid cancer arises from the parafollicular cells
which are responsible for secreting calcitonin. Calcitonin is a sensitive and specific
tumor marker for MTC. MTC has an early and high penetrance in hereditary syndrome
caused by the RET mutations including multiple endocrine neoplasia (MEN) type 2A
and type 2B, and familial MTC which progress to regional lymph nodes and distant
metastasis if left unmanageable. The vast majority of MTC in children is hereditary.
Children with MEN 2A, MEN 2B and familial MTC can be followed after total
prophylactic thyroidectomy with calcitonin levels to monitor for recurrence or
development of MTC. Thyroglobulin, a protein precursor of thyroxine produced by the
thyroid follicular cells can be a useful test following prophylactic thyroidectomy since
many times surgeons leave behind thyroid tissue specially in the nearby region of the
recurrent laryngeal nerve (Zuckerkandl tubercle or ligament of Berry). If thyroglobulin is
high, an US should be performed to quantify how much residual thyroid tissue was left
behind since it has parafollicular cells that can become MTC. Children with MEN2B
should go RET genetic analysis and genophenotype ranking or risk level at birth and
those with MEN2A and familial MTC before age of five years. Age of prophylactic
thyroidectomy recommended include before the first year of age for those MEN children
with RET gene mutation and highest genophenotype risk (ATA-D), before age five
years for RET mutation and lower risk (ATA-C) and before 10 of age with the minimal
risk (ATA-B and ATA-A) or familial MTC. During prophylactic thyroidectomy central
lymph node removal is not warranted unless the child has elevated calcitonin level (> 40
pg/mL) with clinical MTC. Annual calcitonin level is needed in all cases and if abnormal
thyroidectomy should be performed immediately. The high rate of postoperative
hypocalcemia in very young children undergoing prophylactic thyroidectomy has
hampered others not to recommend it before the age of three years.
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