CASE REPORT

Adenocarcinoma of the Rete Testis —
a Rare Case of Testicular Malignancy
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Summary

Background: Adenocarcinoma of rete testis is an extremely rare diagnosis described in around
70 patients worldwide. The prognosis of the disease in metastatic stage is very poor and there
is no standard systemic treatment available. Case: Herein we present a unique case report
of a 47-year-old man with metastatic adenocarcinoma of rete testis who achieved substan-
tial disease response after four cycles of paclitaxel, ifosfamide and cisplatin. The chemothe-
rapy was administered in five-day regimen, which comprised 250 mg/m? of paclitaxel on day
one, 20mg/m? of cisplatin on day one to five and 1,2g/m? of ifosfamide on day one to five,
in a three-week interval. The patient received prophylactic pegfilgrastim after each cycle of TIP.
The treatment was well tolerated - without any significant toxicity. Result: Patient achieved
a partial 14-month remission. Conclusion: On basis of this experience we suggest that pac-
litaxel, ifosfamide and cisplatin might be adopted as novel agents in treatment of rete testis
adenocarcinoma.
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Suhrn

Vychodiskd: Adenokarcindm rete testis je extrémne vzacna diagnéza popisana asi u 70 pacien-
tov vo svete. Progndza ochorenia v metastatickom stadiu je velmi zla a neexistuje Standardna
systémova liecba. Popis pripadu: V ¢lanku prezentujeme po prvykréat kazuistiku 47-ro¢ného
pacienta s metastatickym adenokarcindmom rete testis, u ktorého sa dosiahla vyznamna odpo-
ved styrmi cyklami kombindcie paklitaxelu, ifosfamidu a cisplatiny. Chemoterapia bola poda-
vana v patdnovom rezime a pozostavala z 250 mg/m? paklitaxelu v den prvy, 20 mg/m? cispla-
tiny v den prvy az piaty a 1,2 g/m? ifosfamidu den prvy az piaty, kazdé tri tyzdne. Pegfilgrastim
bol profylakticky podavany po kazdom cykle TIP. Vysledky: Pacient dosiahol parcidlnu remisiu
trvajucu 14 mesiacov. Liecba bola tolerovand dobre bez vyznamnej toxicity. Zdver: Na zéklade
tejto skusenosti sa domnievame, Ze paklitaxel, ifosfamid a cisplatina mézu byt nové aktivne
latky v lie¢be adenokarcindbmu rete testis.
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ADENOCARCINOMA OF THE RETE TESTIS — A RARE CASE OF TESTICULAR MALIGNANCY

Adenocarcinoma of rete testis is a rare
diagnosis described in around 70 pa-
tients worldwide, whereas only 30 pa-
tients out of this sample actually meet
strict diagnostic criteria [1,2]. This tumor
usually occurs in men over 60 years of
age but there are a few cases of youn-
ger patients described as well [2,3]. The
prognosis of metastatic disease is very
poor and there is no standard treatment
strategy defined. Herein we present
a unique case report of a 47-year-old
man suffering from adenocarcinoma of
rete testis who was treated with paclita-
xel, ifosfamide and cisplatin with a signi-
ficant treatment effect.

A 47-year-old man has presented
with scrotal enlargement since January
2007. Ultrasonography revealed a tumor
mass and left-side orchiectomy was per-
formed in February 2007 extramurally.
The patient was not referred to our de-
partment until a disease progression
was detected. Histologic examination
showed a T2 stage adenocarcinoma of
rete testis. Genetic analysis detected
wild type K-RAS as well as B-RAF alleles.
Alpha fetoprotein, B-human chorionic
gonadotropin and serum lactate de-
hydrogenase were within normal limits,
while carcinoembryonic antigen was
elevated. Further staging examinations
did not prove any metastatic spread of
the disease and the patient was indi-
cated for curative surgery. The histolo-
gical finding of rete testis adenocarci-
noma provoked a controversy about
surgical method of choice, with hemis-
crotectomy being put into question. The
patient remained free of disease until

May 2008, when he presented with
scrotal pain again and a restaging CT
scan uncovered a recurrence in the
postoperative scar (15 X 16 mm), en-
larged retroperitoneal lymph nodes
(21 x 19 x 27 mm), as well as multiple
metastatic nodules in lungs.

He was treated with four cycles of che-
motherapy using paclitaxel, ifosfamide,
cisplatin (TIP) until July 2008. Chemothe-
rapy was administered in a five-day re-
gimen, which comprised 250 mg/m? of
paclitaxel on day one, 20 mg/m? of cis-
platin on day one to five and 1,2 g/m? of
ifosfamide on day one to five. The pa-
tient received prophylactic pegdfilgras-
tim after each cycle of TIP. The treatment
was well tolerated - without any sig-
nificant toxicity detected. The patient
achieved partial remission according
to RECIST criteria in all sites involved.
However, in July 2009 he developed
disease progression in lungs and the re-
troperitoneum. Extirpation of enlarged
left inguinal lymph nodes proved a me-
tastatic adenocarcinoma compatible
with the primary disease. He was com-
menced on capecitabine and cispla-
tin chemotherapy and achieved further
disease stabilization for more than six
months. Subsequently, several courses
of palliative chemotherapy were given
with only a transient response, followed
by disease progression. In May 2011 pa-
tient’s status deteriorated rapidly and he
died of disease progression.

Consistently with a unfavorable pro-
gnosis of adenocarcinoma of rete tes-
tis, patient’s long-term survival was two
years and 10 months after the occur-

rence of metastases. Apparently, there
is a lack of consensus on treatment stra-
tegy of this rare tumor. Some authors
suggest that the orchiectomy should be
followed by retroperitoneal lymph node
dissection [4]. There is an evidence of ra-
diotherapy and chemotherapy applied
in high-stage tumors without any signi-
ficant success. There were several che-
motherapeutic agents tested for the
treatment of adenocarcinoma of rete tes-
tis such as methotrexate or 5-flurouracil
in monotherapy, or combination therapy
based on cisplatin and carboplatin (pac-
litaxel, cyclophosphamide, 5-fluororacil,
dactinomycin, bleomycin, etoposide), all
inducing only poor response [4,5]. In the
light of its resistance, the result of four
cycles of TIP establishing disease control
for 14 months appears remarkable. This
leads us to conclude that paclitaxel with
ifosfamide and cisplatin appear promis-
singin the management of this rare di-
sease. However, further research in this
area is warranted.
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