
aragangliomas (PG) are rare tumors orginating from neural crest cells
in the autonomous nervous system.1 These tumors originate from ca-
rotid bifurcation, arcus aorta, zuckerkandl organ and retroperitone-

um which are the most common localizations of chemoreceptor bodies.2

Although PGs may develop at any localization where extra-adrenal chro-
maffin cell-formed paraganglial tissue exists, the most common localizati-
on for these tumors are paraaortic region.3 Chromaffin tissue related tumors
consist 10-20% of PGs and 10% of PGs are located in the retroperitoneal
area4. Here in we report, a patient with non-functional benign pelvic ret-
roperitoneal paraganglioma mimicking adnexal mass.
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Benign Pelvic Retroperitoneal
Paraganglioma: A Very Rare Localization:

Case Report

AABBSS  TTRRAACCTT  Paragangliomas are rare neoplasms originating from the paraganglial tissues composed
of extra-adrenal chromaffin cells and 10% are localized to the retroperitoneal area. These tumors
may be functional or non-functional due to the catecholamine secretion. Approximately 1/3 of
retroperitoneal paragangliomas are malignant. The primary treatment of these tumors is complete
surgical resection. Although there are risks of metastasis and recurrence for malignant paragan-
gliomas; the metastasis, malignant transformation and recurrence potentials for benign paragan-
gliomas are not known yet. Therefore, benign paragangliomas should be followed-up for long time
as malignant paragangliomas. Herein, we present a 75 year-old patient with a benign, abscessed
retroperitoneal paraganglioma in the retroperitoneal area of vesico-uterine space mimicking ad-
nexal mass.

KKeeyy  WWoorrddss::  Extra-adrenal paraganglioma; retroperitoneal space; pelvic neoplasms; abscess 

ÖÖZZEETT  Paragangliomalar, ekstraadrenal kromaffin hücrelerin oluşturduğu paraganglial dokudan
gelişen nadir tümörlerdir ve %10’u retroperitoneal alana lokalizedir. Katekolamin salınımına bağlı
fonksiyonel veya non-fonksiyonel olabilirler. Retroperitoneal paragangliomaların yaklaşık 1/3’i
maligndir. Bu tümörlerin esas tedavisi komplet cerrahi rezeksiyondur. Her ne kadar malign
paragangliomaların metastaz ve rekürrens riski olduğu bilinse de; benign paragangliomaların
metastaz, malign dönüşüm ve rekürrens potansiyelleri henüz bilinmemektedir. Bu nedenle, malign
paragangliomalar gibi benign paragangliomalar da sık aralıklarla uzun dönem takip edilmelidir.
Burada, 75 yaşında postmenopozal pelvik kitle olarak başvuran ve veziko-uterin boşluk
retroperitonunda apseleşmiş benign paraganglioma tespit edilen bir hasta sunulmuştur.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Ekstraadrenal paraganglioma; retroperitoneal boşluk; pelvis tümörleri; apse
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CA SE RE PORT

A 75 ye ar-old post me no pa u sal, G5 P4 wo man was
re fer red with ab do mi nal swel ling, pel vic mass, fe -
ver and di a be tes mel li tus. Her past me di cal his tory
was sig ni fi cant for hyper ten si on for 15 ye ars. She
used to ta ke am lo di pi ne besy la te 5 mg on ce da ily
sin ce then. Her physi cal exa mi na ti on re ve a led an
ap pro xi ma tely 10 cm mass ex ten ding up to um bi li -
cus. Its bor ders and re la ti on with ute rus co uld not
be cle arly iden ti fi ed. She had ge ne ra li zed ab do mi -
nal ten der ness. With the bi ma nu al gyne co lo gi cal
exa mi na ti on the hu ge mass ful fil ling the left ad ne -
xal re gi on was pal pa ted. In her la bo ra tory wor kup
comp le te blo od co unt and ro u ti ne bi oc he mistry
analy ses we re nor mal (he mog lo bin: 11.1 g/dL, whi -
te blo od cell: 6.100/uL). Her acu te pha se re ac tants
we re re cor ded as eryt hrocy te se di men ta ti on ra te
(ESR): 60 mm/h, C-re ac ti ve pro te in (CRP): 15.5
mg/dL. The tu mor mar kers we re wit hin nor mal
ran ges (CA 125: 26.8 U/mL, CA 15-3: 27.3 U/mL).
Trans va gi nal so nog raphy (TVS) sho wed an 11 x 9
cm, well en cap su la ted, cystic mass with in ter nal ec -
ho ge ni city, in the left ad ne xal re gi on. The ute rus
and right ovary we re at rop hic, and the re we re no
sig ni fi cant ab do mi nal fre e flu id. Left ovary co uld
not be cle arly exa mi ned with TVS. The pel vic com-
pu te ri zed to mog raphy (CT) sho wed a 13.5 x 11.5 x
10.5 cm mass with re gu lar mar gins which se e med
to be ari sing from ute rus and ex ten ding over the
blad der, con ta i ning air and con trast me di a (Fi gu re
1). In her fol low up in hos pi tal, she had be en feb -
ri le twi ce with body tem pe ra tu re at le ast 380C. No
in fec ti o us so ur ces we re de ter mi ned in her physi cal
exa mi na ti ons du ring the feb ri le pe ri ods. The uri ne
and blo od cul tu res we re ne ga ti ve for bac te ri a. Af -
ter her writ ten in for med con sent was ta ken, she
was ope ra ted vi a me di an in fra um bi li cal la pa ro tomy
for post me no pa u sal ad ne xal mass. In gross exa mi -
na ti on, a ret ro pe ri to ne al mass bet we en the ute rus
and blad der, which was ap pro xi ma tely 10 cm in di-
a me ter and abs ces sed with a thick mem bra ne, was
ob ser ved. It was ad he rent to the left pel vic flo or.
Con se qu ently, the mass was ex ci sed comp le tely
and the fro zen sec ti ons we re re por ted to be be nign.
The pa ti ent was disc har ged at the pos to pe ra ti ve 3rd

day wit ho ut any comp li ca ti on. The pat ho lo gi cal
eva lu a ti on re ve a led a be nign PG. The he ma toxy le -
ne-eo si ne sta i ning re ve a led tu mor cells with ho-
mo ge no us, eo si nop hi lic and poly go nal cytop lasms
and nuc le i with ec cen tric lo ca ti on (Fi gu re 2A). In
the im mu no his toc he mi cal analy sis, the sus ten ta -
cu lar cells sur ro un ding the tu mor cells we re sta i -
ned po si ti ve with S-100 and the tu mor cells’
cytop lasm we re sta i ned we akly po si ti ve with chro-
mog ra nin A and synap toph ysin (Fi gu re 2B). 

FIGURE 1: The CT image showing the mass with regular margins which
seemed to be arising from uterus and extending over the bladder, containing
air and contrast media.
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FIGURE 2: Pathological findings in paraganglioma of the pelvic retroperi-
toneum. A Hematoxylene-eosine staining; tumor cells with homogenous,
eosinophilic and polygonal cytoplasms and nuclei with eccentric location (ar-
rows), x40. B Immunohistochemical staining; The sustentacular cells sur-
rounding the tumor cells stained weakly positive with chromogranin A
(arrows), x20. 



DIS CUS SI ON
Pa ra gang li o mas ori gi na te from ca ro tid bi fur ca ti on,
ar cus aor ta, zuc ker kandl or gan and ret ro pe ri to ne -
um whe re the che mo re cep tor bo di es com monly lo-
ca li ze. Ret ro pe ri to ne al PGs typi cally lo ca li ze
bet we en ab do mi nal aor ta and in fe ri or ve na ca va.5

Ho we ver, in this ca se the tu mor lo ca li za ti on was
very un com mon: ret ro pe ri to ne al are a of ve si co-
ute ri ne spa ce. PGs are clas si fi ed as func ti o nal and
non-func ti o nal ac cor ding to ca tec ho la mi ne sec re -
ti on. Func ti o nal PGs may pre sent with he a dac he,
pal pi ta ti on, swe a ting, hyper ten si on and we ight loss
whe re as a non-func ti o nal PG pre sents with mass
and symptoms of com pres si on de pen ding on si ze
and lo ca li za ti on as in this ca se.6,7 In the pre sent ca -
se, as we did not sus pect PG pre o pe ra ti vely du e to
its ra re lo ca li za ti on in the ad ne xal re gi on, we did
not me a su re ca tec ho la mi ne le vels. Ho we ver, the
pa ti ent did not ha ve symptoms li ke he a dac he, pal-
pi ta ti on, swe a ting or we ight loss.

PGs in the pel vic ret ro pe ri to ne al lo ca li za ti on
we re ra rely re por ted pre vi o usly.8,9 In this lo ca li za -
ti on they ge ne rally ca u se com pres si on symptoms li -
ke hydro u re te ro nep hro sis and back pa in.8

The prog no sis of ex tra-ad re nal PGs is po or
when com pa red to the ad re nal PGs. The ra tes of
ma lig nancy for PGs ari sing from ret ro pe ri to ne um
ran ge bet we en 29% and 40% and the se tu mors ge -
ne rally disp lay a slow prog res si on.7 The me tas ta sis
ra tes of ma lig nant PGs ran ge bet we en 28% and 50%

and ret ro pe ri to ne al PGs are much mo re me tas ta tic
than the ot hers.10 Me tas ta ses can be fo und 7-33 ye -
ars af ter the first di ag no sis.2,11 The se tu mors may
spre ad he ma to ge no usly and lympha tic dra i na ge.
Ho we ver, the risks of re cur ren ce, ma lig nant trans-
for ma ti on and me tas ta sis are not well known yet for
be nign PGs. Thus, be nign PGs sho uld be fol lo wed-
up in long term as ma lig nant PGs. Pat ho lo gi cally;
ma lig nant PGs can not be cle arly dif fe ren ti a ted
from be nign PGs. The re are so me cri te ri a such as
in cre a sed mi to tic in dex and nec ro sis, we ak sta i ning
with chro mog ra nin A and S-100. The re are al so so -
me sur gi cal clu es dif fe ren ti a ting ma lig nant PGs such
as in comp le te re sec ti on and lo cal in va si on. 

Pri mary tre at ment for PGs is sur gi cal ex ci si on
of the mass. Es pe ci ally in func ti o nal PG ope ra ti ons,
the pos si bi lity of hyper ten si ve at tacks du ring ma ni -
pu la ti on of the mass sho uld be kept in mind. The
tre at ment of ma lig nant PGs may al so inc lu de ra di -
ot he rapy, che mot he rapy and MIBG or com bi na ti -
on of the se mo da li ti es. 

In conc lu si on, alt ho ugh it’s very ra re pel vic
ret ro pe ri to ne al PGs sho uld be kept in mind in the
dif fe ren ti al di ag no sis of ad ne xal mas ses. The symp-
toms and fin dings of the pa ti ent may inc lu de im-
por tant clu es par ti cu larly re gar ding func ti o nal PGs.
La te me tas ta ses and re cur ren ce might comp li ca te
ma lig nant PGs. Alt ho ugh ma lig nant trans for ma ti -
on and re cur ren ce po ten ti als for be nign PGs are
not well do cu men ted yet, the se tu mors sho uld al -
so be fol lo wed up fre qu ently for long term.
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