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CASE REPORTA male infant was delivered at term after a  pregnancy 

complicated by increasing polyhydramnios first noticed 

at 32 weeks of gestation. Shortly after delivery, the in-

fant developed respiratory distress, in- and expiratory 

stridor and pronounced salivation. Several attempts 

were necessary to pass a nasogastric tube into the sto-

mach, thus ruling out esophageal atresia. Respiratory 

symptoms were markedly relieved by the application of 

nasal CPAP (Fig. 1).

When a first bolus feeding lead to immediate aspira-

tion, a flexible laryngo-bronchoscopy was performed. 

A large pharyngeal tumor obstructing the upper air-

way was demonstrated. Application of PEEP during  

laryngo-broncoscopy stabilized the upper airway suffi-

ciently (Fig. 2).

Ultrasonography followed by MRI including MR angi-

ography showed a solid retropharyngeal and preverte-

bral cervical mass which was neither connected to the 

thyroid gland nor did it extend into the spinal canal 

(Fig. 3-5). The tumor was highly vascularized with cal-

cifications. Urinary secretion of catecholamine-meta-

bolites (VMA, HVMA) was slightly elevated, additional 

tumor markers (AFP,b-HCG, NSE) and tumor lysis mar-

kers were negative.

At surgery a non-infiltrating solid tumor was completely 

removed. Primary suspicion of a cervical neuroblastoma 

was confirmed by histology. Molecular genetic analyses 
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ruled out MYCN oncogene amplification; tumor an-

euploidy was demonstrated by DNA flow cytometry. 

Tumor staging by MIBG scintigraphy and bone marrow 

examination ruled out disseminated disease, thus de-

fining stage 1 according to the INSS classification (1).
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Patient supported non-invasively on nasal prong

CPAP.

Fig. 1
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Upper airway endoscopy.

Fig. 2

Epiglottis

Tumor
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MRI of head and neck region (coronal view).

Fig. 3
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MRI of head and neck region (sagital view).

Fig. 4
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MRI of head and neck region (horizontal view).

Fig. 5
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Congenital cervical masses are rare entities. The dif-

ferential diagnosis includes vascular tumors, cystic hy-

gromas, branchial cysts, cervical neural tube defects, 

as well as solid tumors, such as teratomas, neurobla-

stomas, rhabdoid tumors, or sarcomas. Life-threate-

ning obstruction of the upper airway can occur. When 

lesions are diagnosed prenatally, a multidisciplinary 

approach at birth is mandatory. Depending on size or 

location, cervical masses can lead to diagnostic pit-

falls as their clinical symptoms may resemble those of 

esophageal atresia. Splinting of the upper airway by 

application of CPAP followed by immediate non-inva-

sive diagnostic procedures might help avoid hazardous 

maneuvers of more invasive airway management (2).

 

The retropharynx is a rare location of congenital neu-

roblastoma (3-5). The prognosis of localized conge-

nital disease is excellent with a disease-free survival 

of > 95% of affected patients even after incomplete 

removal of the primary tumor (6,7). Therefore, a radi

cal surgical approach is only indicated when the upper 

airway is compromized. Chemotherapy is either re-

stricted to disseminated disease or to tumors with 

non-favorable biological characteristics since sponta-

neous tumor regression due to cellular differentiation 

tends to occur during the first year of life in the vast 

majority of cases.

Discussion



11

REFERENCES1.	 Brodeur GM, Pritchard J, Berthold F, Carlsen N, Castel V et 

al. Revisions of the international criteria for neuroblastoma 

diagnosis, staging and response to treatment. J Clin Oncol 

1993;11:1466-1477 (Abstract)

2.	 Hammer J. Nasal CPAP in preterm infants – does it work and 

how? Intensive Care Med 2001;27:1689-1691

3.	 Bianchi DW, Crombleholme TM, D’Alton ME (eds): Fetology. 

McGraw-Hill (2000)

4.	 Jennings RW, LaQuaglia MP, Leong K, Hendren WH, Adzick NS. 

Fetal neuroblastoma: prenatal diagnosis and natural history. J 

Pediat Surg 1993; 28:1168-1174 (Abstract)

5.	 Abramson SJ, Berdon WE, Ruzal-Shapiro, Stolar C, Garvin J. 

Cervical neuroblastoma in 11 infants - a tumor with favorable 

prognosis. Clinical and radiologic (US, CT, MRI) findings. Pedi-

atr Radiol 1993;23:253-257 (Abstract)

6.	 Alvarado CS, London WB, Look AT, Brodeur GM, Altmiller DH, 

Thorner PS, Joshi VV, Rowe ST, Nash MB, Smith EI, Castleberry 

RP, Cohn SL : Natural history and biology of stage A neurobla-

stoma: a Pediatric Oncology Group Study. J Pediatr Hematol 

Oncol 2000; 22:197-205 (Abstract)

7.	 Von Schweinitz D, Hero B, Berthold F. The impact of surgical 

radicality on outcome in childhood neuroblastoma. Eur J Pediat 

Surg 2002;12:402-409 (Abstract)

http://www.ncbi.nlm.nih.gov/pubmed/8308685%3Fdopt%3DAbstract
http://www.ncbi.nlm.nih.gov/pubmed/8414748%3Fdopt%3DAbstract
http://www.ncbi.nlm.nih.gov/pubmed/10864050%3Fdopt%3DAbstract
http://www.ncbi.nlm.nih.gov/pubmed/12548494


12

SUPPORTED BY

CONTACT Swiss Society of Neonatology

www.neonet.ch

webmaster@neonet.ch

co
n

ce
p

t 
&

 d
es

ig
n

 b
y 

m
es

ch
.c

h


