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PATHOLOGIC QUIZ CASE 1

Richard M:Moss; MD; Tang P. Poon; MD: P1- Tang Lin, MD, New York

A 69-year-old man complained of pink-gray polypoid mass filling the obtained, The microscopic findings
intermittent left-sided epiataxis and  upper left nssal cavity. The right are shown in Fige 1 and 2.
nasal obstruction for several years, nesel cavity and nasopharynz were What ia your disgnosia!
Physical examination disclossd e clear. Multiple biopsy specimena were
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Flgure 1,

Figure 2.




Fathologic  Diagnosit:  Olfactory
nsureblastoma.

The- diagnosis - of olfactery neuro-
blastoma can usually be made by light
microscopy, The presence of & fibrilla-
ry intracellular background is needed
for a conclusive diagnosie. The fibrils
have been shown ultrastructurally to
represent neuronal cell processes.

In the undifferentiated- olfactery
neurcblastoma, elactron microscopy is
oftan needed to distinguish it from
embryonal rhabdomyosarcoma, un-
differentiated lymphomas, undiffer-
entiated epidermoid earcinoma, plas-
mecytomas, transitional cell carcino-

ma, and others. Eloctron microseopy-

tan detect nearites mnd segretory
grsnules. compatible with. catechols
amine granules that sre diagnosticeof
olfactory neuroblastoma?® Sympathet-
i¢ neurcblastoma and a typiesl olfac-
tory neurcblastoma eare virtually
identical’ By light microseopy. The
similarity continues at the ultrastruc-
tural level, indicating that the ulsra~
structural charscteristics of neurs-
blasts are similar regardiess of loca-
tion or presumed origin.’ Mickeau and
eoworkers’ demonstrated the presence
of dopamine-B-hydroxyliase and cate-
cholamines, using immunohistochem-
ical gnd biochemies] studies; Indicat--
ing the likelihood that olfactory neu-
roblastema is of sympathetic origin.
They recommended assays of urinary
vanillylmandelic acid (VMA), dopa-
mine, and homovanillic acid to gain
further information about the nature

of oifactory nsuroblastoma and its

diagnosis. Taxy and Hidveg!® noted

that the level of B-hydroxylase in.

olfactory neuroblastoma ia 100 times
less than that observed in sympathet-
ic neuroblastoma. No systemic mani.
festations of catecholamines from

olfactory neurgblestoma have  been

noted.

Although. it 8 &. slow-growing.

tumor, olfactory neuroblastama has a

“most common sites,
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significant rate of metastacis. Bailey-
and Barton’ noted n 24% incidence
{40/165 patients) of metastases. The
in order of
decreasing frequency, are the cervical
lymph neodes, lungs and pleura, long
bones, spinal ecolumn, breast, and
abdominal viscera. Dieath results
from distant or logal meteetasis or
intracranial- extension. leading to-
meningitis and/or hemerrhage.

Treatment for oifactory neorobias-
toma has remained controversial. Ina
review involving 97 cases, SXolnik =t
s} reported five-year survival tates of
64% with radieal surgery, 33% with
radiation; and 50% using & combina--
tion of surgery and radiation. They
recommend surgery, reserving radia-
tion for persistent or recurront
tumors or unresectable lesions. Can-
trell et al’ recommended combined
therapy, including preoperative radia-
tion and radieal surgery.

Doyle and Paxton® used a combined
neurosurgleal. and. otolaryngologic.
approach to slfactory neuroblastoma.
A creniotomy performed by neurosur-
gery would enable assessment of the
resectability of the tumer. The proce-
dure could then be abrnduned it indi-
cated. If appropriate, an en-bloc exci-
sion-of the-cribriform plate and.pan-
gin-usectomy could be performed.
The defect is repaired using preserved
dural graft. They also advised radica]
nack dissection in cases with eliniesl
cervical adenapathy.

The purgical management as de-

seribed by Bailey and Barton’ empha--

gized adequate excision of tumor, usue
ally through & lateral rhinotomy
approach with resection of the lateral
wall of the nose, including tumer
extending into the etEmoid cells,
sphenoid, orbit, or pterygeid space

and, In some-cases, resection-of the-

cribriform plate. Chemotherapy has
not. been.sufficiently. used to properly
ansess its efficacy in treating olfacto-
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ry neurchlgstoma.

Olactory neuroblastoma ia a rare
melignancy of the head and neck that
often requires diagnosis through the
use of electron microscopy. The work-
up must involve accurate radiographie
imaging to nagess the extent of the
tumor. Particular gttention must be
given to whether or not the eribrifarm
piate is.involved. . If. there is involve-
meny of the cribriform piate, then &

combined otolaryngologle-nenrosurgi-

cal procedure should be used, with

e 7 taee

an-bloc resection of the cribriform

plate combined with removal of the
apprepriate paranasal sinuses and

=

wall of the nose. If the eribriform :

plate is not invelved, then the pre- |

ferred surgical approach is through e
lateral rhinotemy. Furthermore, if
clinical cervical adenopathy s

present, a radical’ neck dissection |

should be performed. With evidence of
distant metsstatic-disesse or in the
ense of an unresectable lesion, radia-
tion ghould be used. Radiation may be
used for recurrence as well. Lifelong
{follow-up examination is essential te
rule out recurrence or persistence,
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