Paraganglioma of the Mesenterium: a Case Report
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Summary

Extra-adrenal paragangliomas constitute 10 % or less of phaeochromocytomas/ paragangliomas.
Even rarer is the occurrence of paragangliomas outside the usual distribution of paraganglionic
tissue. We report a case of extra-adrenal paraganglioma occurring in the small intestine mesentery
in a 65-year-old man. To our knowledge, there are only seven case reports of paraganglioma
occurring in this non-typical site. Computed tomography showed a solid expansive non-
homogenously enhancing mesenteric mass, measuring 10 x 8 cm with peripheral cystic component.
Histologically, the tumour had a typical organoid “zellballen” pattern, showed
immunohistochemical positivity for synaptophysin, neuron specific enolase, CD-56, chromogranin,
and focally vimentin, and was cytokeratin and EMA negative. S-100 protein stained few
sustentacular cells. The patient was free from recurrence or metastasis three months after tumour
resection. Although rare, paraganglioma should be included in the preoperative differential
diagnosis of solid mesenteric tumours, to prevent any potential life-threatening event
peroperatively in the case of a catecholamines-producing tumour.

Key words: extra-adrenal paraganglioma - mesentery - phaeochromocytoma

Suhrn

Paragangliom mezentéria: kazuistika

Extraadrenalne paragangliomy tvoria do 10 % feochromocytémov/paragangliomov. Este vzacnejsi
je vyskyt paragangliomov mimo zvycajnej distribicie paraganglii. Popisujeme pripad
extraadrenalneho paragangliomu mezentéria tenkého ¢éreva u 65 roéného muza. Podla nasich
vedomosti, existuje iba sedem popisanych pripadov vyskytu paragangliomu v tejto atypickej
lokalizacii. VySetrenie pocitacovou tomografiou zobrazilo solidny expanzivny kontrastom
nehomogénne zvyrazneny nador velkosti 10 x 8 ecm. Nador bol periférne cysticky zmeneny.
Histologicky mal nador typicku organoidnu ,zellballen“ architektoniku, bol imunohistochemicky
synaptofyzin, neurén Specificka enolaza, CD-56, chromogranin a fokalne vimentin pozitivny.
Cytokeratin a EMA boli negativne. S-100 protein zobrazil sporadické sustentakularne bunky.
Pacient bol 3 mesiace po operacii bez znamok recidivy alebo metastaz. Napriek tomu, Ze je vyskyt
paragangliomu v mezentériu vzacny, mal by byt zahrnuty do predoperaénej diferencialnej
diagnoézy, aby sa predislo potencionalnej Zivot ohrozujicej prihode pocas operacie tumoru
produkujiceho katecholaminy.
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Extra-adrenal paragangliomas constitute 10 %
or less of total phaechromocytomas/paraganglio-
mas (6). Knowledge of the distribution of normal
paraganglionic tissue is important to a patholo-
gist because of its value in predicting the sites of
origin of paragangliomas. These tumours have
been reported virtually at all locations where
normal paraganglia are found during fetal and
adult life and tend to be most frequent in areas

where paraganglionic tissue is most abundant.
However, paraganglia may occur in locations out-
side the well-established sympathetic and para-
sympathetic distributions (11). We describe
a case of solitary primary paraganglioma of the
mesenterium, incidentally found in a 65-year-old
man. To our knowledge, this case represents only
the eighth reported case of mesenteric paragang-
lioma.
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