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Abstract

Neuroblastoma is the most common 
extracranial solid tumor of childhood and the 
third most common paediatric malignancy after 
leukemia and central nervous system(CNS) 
tumors. It constitutes 10% of all paediatric 
malignancies and 75% of them present in 
children below 4 years of age (1).

Seventy five percent of neuroblastoma arise 
in the abdomen and pelvis, 20% in the thorax 
and 5% in the neck (2).

The median age at diagnosis is 22 months. 
Up to 95% of cases are diagnosed by the age of 
ten years.

 Neuroblastomas have been diagnosed in 

utero as early as 19 weeks of gestational age.

They can arise anywhere along the 
sympathetic chain. They occur most commonly 
in the adrenal medulla (�5%). Neuroblastomas 
also occur as primary tumors in the extra-
adrenal retroperitoneum in �0% of cases, in the 
posterior mediastinum in 20% of cases , in the 
neck up to 5% of cases and in the pelvis in 5% 
of cases.

Approximately 50% of patients will have 
metastasis at presentation (�).
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Case Report

A 6 weeks old male presented with a history 
of  worsening stridor and shortness of breath. 
The boy was a product of a full term normal 
delivery with no immediate neonatal problems. 
He had a history of upper respiratory tract 
infection with running nose one week prior to 
presentation. This was followed three days later 
by the onset of  progressive respiratory distress.  
On examination, the baby was in moderate 
respiratory distress with significant indrawing of 
the rib cage (Figure 1).

He was tachypenic with severe inspiratory 
stridor. Examination of the neck revealed a 
mass measuring 2 x 2 cm in the left side of the 
neck (Figure 2) with no obvious skin changes. 
He had two strawberry colored lesions on the 
trunk anteriorly and one on the back(thought 
as capillary hemangiomas) (Figure 1). The 
patient was managed as a case of upper 
airway obstruction. He received adrenalin and 
budesonide neubilizer. However, his condition 
progressed rapidly and he was transferred to 

the pediatric intensive care unit. His blood gas 
analysis, however, remained within normal limit 
and he did not need mechanical ventilation. A 
working diagnosis of laryngeal hemangioma was 
raised. However, during his stay in the PICU he 
developed supraventricular tachycardia (SVT) 
with a heart rate of  �00 per minute. This was 
aborted by intravenous adenosine in a dose 
of 0.1 mg per kg.  Nebulized Adrenaline was 
discontinued at that time. However, he developed 
another  2 attacks of SVT, which were again 
aborted by adenosine.
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Fig. 1: Respiratory distress with significant in-drawing 
of the rib cage.
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After the third  attack of SVT he was started 
and maintained on digoxin(� micrograms per 
kilogram per day in 2 divided doses) .

Electrocardiography done during these attacks 
documented the existence and the reversal of 
SVT after adenosine (Figure �). However, it did 
not demonstrate any other abnormality. Serum 
electrolytes and Echocardiography were all 
normal.  CT Chest with contrast has demonstrated 

rare, accounting for between 2 and 6 % of all 
neuroblastomas (2,�). 

Cervical neuroblastoma usually presents with 
stridor, dyspnea, difficulty in swallowing, or 
Horner’s syndrome in association with a smooth, 
firm mass (�,4) and is reported to have a favorable 
outcome (5).

However, cervical neuroblastoma in neonate 
is extremely rare and its clinical characteristics 
are not clearly understood. An international 
literature search found only 16 other neonatal 
cases of cervical neuroblastoma (NB). 

fig. 2: Mass left side of the neck.

fig. 3: SVT as seen on ECG before & after adenosine.

a mass causing compression and displacement of 
the trachea(Figure 4a & b). An MRI was done and 
it demonstrated a left neck mass centered in the 
carotid and paravertebral spaces with significant 
mass effect displacing the airway to the right 
(Figure 5a & b). It was suggested that this mass 
is most probably a neurogenic neoplasm.  A 
fine needle aspiration demonstrated a probable 
diagnosis of neuroblastoma.  An open biopsy has 
confirmed the diagnosis of neuroblastoma . A 
bone marrow examination was negative. Urinary 
VMA was negative .

Discussion

Congenital cervical masses are rare. The 
differential diagnosis includes : vascular tumors, 
cystic hygromas, branchial cysts, cervical 
neural tube defects, heterotopic neuroglial 
tissue as well as solid tumors, including 
teratomas, neuroblastomas, rhabdoid tumors, 
or sarcomas. Primary cervical neuroblastoma is 

fig. 4a: Tracheal compression as seen on C.T. Scan 
(Sagittal Section)

fig. 4b: Tracheal displacement as seen on C.T. Scan 
(Coronal Section).



G. J. O. Issue 6, 2009

47

There were more males than females. 
Respiratory problems such as stridor and 
dysponea were characteristic and seen in 12 of 
16 cases (75%). Horner’s syndrome was noted 
in seven cases. 

Although rare in neonates, cervical 
neuroblastoma should be considered in the 
differential diagnosis of respiratory and feeding 
difficulties and Horner’s syndrome. In our 
case, the patient presented with a sudden onset 
of stridor and progressive respiratory distress 
associated with recurrent episodes of SVT. The 
presence of hemangioma on the trunk has led 
to the assumption that this patient might have 
a laryngeal hemangioma leading to stridor. 
There are documented cases with measured 
extremely elevated catecholamine (CAT) levels 

in congenital neuroblastoma leading to pre-
operative sinus tachycardia and intraoperative 
SVT (6,7). A rare case of Costello syndrome 
associated with neuroblastoma presenting in 
early neonatal life with resistant tachyarrhythmia 
had been reported (�).

In our case, the main presentation combined 
symptoms and signs  secondary to tracheal 
compression with recurrent SVT (pre-
operatively), which is extremely rare. 

Conclusion

It is very important, as seen in our case 
(though rare)  that cervical neuroblastoma should 
be considered in newborn infants presenting 
with respiratory distress(secondary to tracheal 
compression) and tachy-arrhythmia.

Fig. 5a: MRI neck demonstrating significant mass 
effect & displacement (Sagittal view).

Fig. 5b: MRI neck demonstrating significant mass 
effect & displacement (Colonal view).
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