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BiR GANGLIONOROMA OLGUSU

OZET:

Tzole hamartomatoz ganliondroma son derece nadir timdrlerden biridir. Adrenal bez ve retroperitoneal bolgede
izlenmesine karsin en sik arka mediasten yerlegimiidiv. Bu hamartomatoz timorler nadiren malign odaklar (néroblastomatoz
ya da malign sinir kilifi tamor alanlary) igervebilivler. 17 vaginda Iz ¢ocukta ist arka mediasten yerlegimii gangliondroma
olgusunun klinilc ve morfolofik bulgular: sunulmugine ve son literatiivler gézden gegirvilerek farinlmigtir,

SUMMARY

Isolaied hamartomatous ganglioneuromas ave extremely rave tumors, Although they may be found in adrenal gland,
or refraperitoneal region most of the time, they are localized in the posterior mediasiinewm. These hamartomatous tumors
may rarely pessess malignant foci (areas of neuroblastomaous ar malignant nerve sheaih tumor). An isolated hamartomatous
ganglionewroma in a 17 years old girl localised al upper poslerior mediasteneum is presented with Iis clinical and
morphologic characteristics and is discussed with current literature dalta.
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Ganglioneuromas are rarely associated with von
Recklinghausen's disease (2). Isolated ganglioncuromas
are rare (5, 6). Mediastinal and retroperitoneal
ganglioneuromas are usually originaled from autonomic
ganglia(3). These are benign (umeors but in rare cases
malignant [oci, such as ganglioneuroblastoma, may take
place (3, 5). Differential diagnosis of such cases should be
obtained by excisional biopsy (3).

The rarity and isolated presence of this twmor and
the relations of counterparl are the rcasons of this report.

CASE

Seventeen years-old girl was admitted lo our
hospital complaining right-lower abdominal pain. She
underwenl exploratory laparolomy with a preoperative
prognosis of acule appendicitis and then appendeclomy
was performed,

Routing chest x-ray examination (Fig 1) revealed
solitary tumoral mass that was 10 cm largest diameter.
Aller the operation, computed tomographic examination
confirmed the radiological findings. The mass localised at
upper posterior mediastinum (Fig 2). Al the level of fourth
intercostal  space, posterolateral thoracotomy  was
performed for excision. Tumoral mass that had been fixed
by a broad base to the inner soft tissues ol the upper
mediastineum was excised.

Macroscopic appearance of the excisional biopsy
malerial revealed a tumoral mass with 10 cm diameler and
240 g in weight, and it was sofl, fleshy, homogenous pale,
gray-while, a fibrillar neoplasm.

Microscopically, tumor composed of [usiform
cells grouped in fascicles like neurofibromas. These cells
are intermixed with scattered solitary or grouped of mature
ganglion cells (Fig 3). The ganglion cells contain 1-2
nucleus and Nissl substances. There was no salellite cell
association. Some vacuolated Schwannian cells were
recognized. Melanin pigment has not been demonstrated
in ganglion cells stained by Fontana method, Flow

cylometric study was performed on formaldehyde fixed
and paraffin embedded biopsy material. The DNA content
of the tumor was diploid.

Fig 1 Radioopague mass take place ai upper-lefi chest x-
f'ﬂ:l-".

Fig 2.80lid extrapuwlmoner upper-lefi mediastinal meass (M)
is seen al the chest CT.

DISCUSSION

Isolated ganglioneuromas are rare (2, 5. 6) and
show close relation lo autonomic nervous sysiem and ils
ganglia (3, 6). They usually take place at paravertebral
region as it was seen in our case (6). Tumor has remained
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dormant since childhood and adolescence, Although as
hamartomatous tumor it may conlain areas of
neuroblastomas (3). So. it should be excised as large as
possible and microscopically evaluation should be done in
large number of slides, as il was seen in our case.
Vacuolated Schwannian cells may indicale immaturity of
the tumor so clinical controls should be advised in such
cases (3).

Fig 3.Ganglionic cells (G), degenerated schwamian cells
are infermived with fibroblastic elemenis (ILIE, x 250)

Microscopic significance of isolated
ganglioneuromas arc absence of the satellile cell
association of neurons (3, 6, 7). This histological linding
is the most uselul morphelogic crileria thal helps lo
diffcrentiate  {from von  Recklinghausen’s  disease,
binucleated or multinucleated cells are commonly prescnt
in ganglioneuromas, bul rarely seen in normal ganglions
(3, 7). We found all of these characteristics in our case.
Immunohistochemical and ultrastructural studies proved
that microlilaments which take place in ganglioneuromas
were real newrofilaments. This finding indicates Lheir
hamartomatous origin,
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Nissl granules can be frequently seen (3. 7).
Pigment has linclorial properties of dermal melanin
(Fontana-positive) is somelimes present within  the
ganglion cells and is believed to represent catecholamine
products (1). The absence ol neuroendocrinologic sign
and syslemic abnormality are ihe other characleristics off
isolaled and hamarlomatous ganglioncuromas as we
obtained in our case.

DNA diploidy has been also detected by flow
cylomelry in ganglioneuroma as in numerous histological
types ol benign solt tissue tumors (4).
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