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a b s t r a c t

Objectives: Sialoblastoma is a rare congenital salivary gland tumor of epithelial origin. The objectives of
this study are to review the literature regarding clinical presentation of sialoblastoma, evaluate the
effectiveness of various treatment methods, and present guidelines for evaluation and management in
the pediatric population.
Data sources:: Case presentation and literature review.
Review methods: A comprehensive search was conducted to identify cases of pediatric sialoblastoma in
the English-language literature. The presentation, evaluation, and management of reported cases were
analyzed. We also report an invasive and recurrent case in a pediatric patient to highlight the aggressive
nature of these lesions.
Results: Sixty-two cases of pediatric sialoblastoma were reviewed. The age at initial presentation ranged
from before birth to 15 years. The parotid gland was the most common location (n¼47). Surgical excision
was the primary treatment in all patients. Nine patients developed metastatic disease of the lung, lymph
nodes, or bone. Almost a third of patients had recurrence and over two thirds of patients were tumor-free
for at least 1 year following their last treatment intervention.
Conclusion: Prompt and complete surgical excision should be recommended to prevent local and sys-
temic recurrence of pediatric sialoblastoma. Chemotherapy has also shown promise in several cases, and
clinical genomics may shed light on more therapy options. Patients should be closely followed for at least
12 months following diagnosis, or longer depending on the histopathological staging of the tumor.

© 2016 Elsevier Ireland Ltd. All rights reserved.
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1. Introduction

Sialoblastoma is a rare tumor that arises from the primitive duct
epithelium of salivary glands during the perinatal period. Lesions
are typically detected by antenatal sonography or by caregivers
within the first few weeks of life. It is estimated that 2% to 5% of all
salivary gland tumors occur in children, with an annual incidence of
0.8 per million, making sialoblastoma exceptionally uncommon
[1,2]. This neoplasm has been reported to be three times as likely to
occur in the parotid gland than the submandibular gland [3]. Sia-
loblastoma is known to be locally infiltrative and may metastasize
to the lymph nodes or lungs if left untreated [4e6].

Due to the rarity of sialoblastoma, there is little consensus on its
management. In this article, we present a patient with a rapidly
growing malignant and recurrent sialoblastoma of the parotid
gland. The patient underwent multiple surgical resections and cy-
cles of chemotherapy. We also review the literature to summarize
patient presentation, management, and outcomes. Our goal is to
propose guidelines for evaluation and management of this rare
tumor based on our experience and the prior literature.

2. Methods

A case of a pediatric patient who presented with a large sialo-
blastoma of the parotid gland is described. A literature search was
performed using the online search databases PubMed, EMBASE,
CINAHL with Full Text, and Cochrane Library on August 1, 2015.
Medical subject headings (MeSH) terms included sialoblastoma,
salivary embryoma, congenital basal cell adenoma, congenital
hybrid basal cell adenoma, and congenital hybrid basal cell
adenoma-adenoid cystic carcinoma. The term “low-grade basaloid
adenocarcinoma,” a previously used name for sialoblastoma, was
excluded due to overlapping nomenclature with other salivary
gland tumors, as defined by the World Health Organization [3].
Search results were restricted to those written in the English lan-
guage describing pediatric patients (under the age of 21 years of
age) and were not limited by year of publication. Separate articles
describing the same patient were considered one result.

3. Results

3.1. Case presentation

A 5-month-old male was referred to our institution with a left-
sided firm facial mass. The patient was noted at birth to have a
1 cm�1cm mass overlying the mandible. This was initially stable
and then rapidly grew to 3cm�3 cmby 2months of age. Ultrasound
of the mass at this point showed a mildly heterogeneous, well-
defined predominantly hypoechoic mass within the left parotid
gland with scattered internal hyperechoic foci (Fig. 1) and mild
increased vascularity. The mass was initially believed to be an in-
fantile hemangioendothelioma and was monitored by a local
otolaryngologist in the patient’s home country. Its continued rapid
growth prompted referral to our institution for furthermanagement.

The mass on presentation was friable and warm to the touch.

The patient had dysphagia and left-sided facial nerve paralysis.
Magnetic resonance imaging (MRI) revealed a largemass extending
intracranially via a widened left foramen ovale into the cavernous
sinus. Therewas also extension into the left external auditory canal/
left middle ear cavity, lower eyelid and possibly the superolateral
orbit. The mass measured 12.1 cm anterior-posterior by 13.5 cm
craniocaudal by 9.5 cm transverse in maximal dimension. Tumor
was isointense to muscle on T1-weighted images (T1WIs) (Fig. 2A).
T2-weighted images (T2WIs) showed areas of intermediate signal
intensity, suggesting components of tumor with a high cytoplasm
to nucleus ratio (Fig. 2B) that also corresponded to regions of
reduced diffusivity on the ADCmap (Fig. 2C), and areas of increased
signal consistent with high water content or necrosis. Post-contrast
T1WIs showed intense, heterogeneous tumor enhancement (Fig. 3).
Contrast-enhanced computed tomography (CT) showed heteroge-
neous tumor enhancement and bony destruction of the left tem-
poral, sphenoid, pterygoid, maxillary, mandibular, and zygomatic
bones, and bony remodeling/thinning of the squamosal portion of
the temporal bone (Fig. 4). No areas of bone destruction or flow
voids were appreciated on MRI or CT. Chest CT revealed no meta-
static disease. Biopsy of the mass was guided by interventional
radiology, and pathological examination revealed a malignant tu-
mor consistent with sialoblastoma.

The patient received 5 cycles of neoadjuvant chemotherapy as
per the intermediate-risk neuroblastoma regimen (carboplatin,
cyclophosphamide/etoposide, and doxorubicin) in an effort to
shrink the tumor to a more easily resectable size. The mass shrank
to approximately 3 cm�4 cm following chemotherapy. He under-
went aggressive surgical debulking of the extracranial component
of the tumor and total parotidectomy. Pathological examination of
the resected specimen confirmed the diagnosis of sialoblastoma
with multifocal tumor necrosis and infiltration but no evidence of
lymphovascular invasion (Fig. 5).

Approximately one month following surgery, disease progres-
sion shown by MRI prompted a 6-month course of adjuvant

Fig.1. Ultrasound image shows a circumscribed, hypoechoic mass with scattered
hyperechoic foci (arrow).
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