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Bilateral Seminoma Arising in
Transverse Testicular Ectopia with
Persistent Miillerian Duct Syndrome and
its Metastasis to Rudimentary Uterus:
Case Report

Persistan Miiller Kanali Sendromu ile Transvers
Testikiiler Ektopi Birlikteliginde Bilateral
Seminomun Rudimenter Uterusa Metastazi

ABSTRACT We report a case of a 45-year-old man with transverse testicular ectopia and persistent
Miillerian duct syndrome who had bilateral germ cell tumor which showed metastasis to the rudi-
mentary uterus. Transverse testicular ectopia in which both testes are located in one inguinal ca-
nal is a very rare condition. Persistent Miillerian duct syndrome is also a very rare form of male
pseudohermaphroditism in which the Miillerian duct structures are present in genotypically nor-
mal males. Persistent Miillerian duct syndrome associated with transverse testicular ectopia is much
rarer. Malignant transformation of the Miillerian ducts is even more uncommon. A variety of germ
cell tumors of the testis have been reported in association with persistent Miillerian duct syndro-
me. However, no cases with metastasis to persistent Miillerian duct structures have been reported
up to date. This represents the first reported case in which the testicular tumor metastasizes to the
Miillerian duct and also the first case of bilateral testicular malignancy in transverse testicular ec-
topia with persistent Miillerian duct syndrome.

Key Words: Pseudohermaphroditism; seminoma; neoplasm metastasis; cryptorchidism;
mullerian ducts

OZET Testikiiler ektopi ve persistan Miiller kanali sendromu olan 45 yaginda erkek hastada sapta-
nan rudimenter uterusa metastaz yapmis bilateral germ hiicreli tiimor olgusunu sunuyoruz. Her iki
testisin tek inguinal kanalda yer aldig1 transvers testikiiler ektopi ¢ok nadir rastlanan bir durumdur.
Genetik olarak normal erkeklerde Miiller kanali elemanlarinin bulundugu persistan Miiller kanali
sendromu da erkek psodohermafroditizminin ¢ok nadir bir formudur. Transvers testikiiler ektopi
ile birlikte persistan Miiller kanali sendromuna ise daha da nadir olarak rastlanir. Miiller kanalla-
rinin malign transformasyonu nadiren goriiliir. Persistan Miiller kanali sendromu ile gesitli germ
hiicreli timorler birlikte saptanmais, ancak persiste eden Miiller kanali yapilarina metastaz bugiine
kadar bildirilmemistir. Olgumuz persistan Miiller kanali sendromu ile transvers testikiiler ektopi
birlikteliginde Miiller kanali yapisi olan rudimenter uterusa metastaz yapan ilk bilateral testis ma-
lignitesidir.

Anahtar Kelimeler: Psodohermafroditizm; seminom; tiimor metastazi; kriptorsidizm;
miillerian kanallar
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ransverse testicular ectopia (TTE) is a very rare entity in which both
testes descend through the same inguinal canal towards the same
scrotal sac.!? Persistent Miillerian duct syndrome (PMDS) is a rare
form of male pseudohermaphroditism in which the Miillerian duct deriva-
tives (uterus, fallopian tubes and vagina) are present in a male phenotype.
PMDS is rarely associated with TTE. Malignant transformation of the Miil-
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lerian structures is a very rare event; only three ca-
ses have been reported to date.>> However no me-
tastasis to the Miillerian duct structures has been
reported yet. Furthermore, although some articles
document testicular malignancy associated with
PMDS and TTE, none of these cases had bilateral
testicular malignancy.

This represents the first reported case in which
the testicular tumor metastasizes to rudimentary
uterus of the Miillerian duct and also the first ca-
se of bilateral testicular malignancy in TTE with
persistent Miillerian duct syndrome.

I CASE REPORT

A 45-year-old man presented with inguinal pain
and right scrotal mass, which were present ap-
proximately for three and seven months respecti-
vely. His past medical history revealed right
inguinal hernia repair 30 years ago. Physical exa-
mination showed a palpable mass in the right in-
guinal canal and scrotum which was assumed to be
an ipsilateral irreductable hernia. Left testis was not
palpable. The secondary sexual characteristics and
external genitalia were normal. He was married
and reported a normal sex life, but he had never fa-
thered a child. Abdominal ultrasonography (USG)
was unremarkable except for gas filled intestinal
lumens in the hernia sac.

He underwent an operation for right inguinal
hernia and bilateral cryptorchidic testis. At explo-
ration, a leiomyomatosis uterus including blind-en-
ding vagina-like structure and gonads on the both
sides of the uterus were observed in the hernia sac.
All these tissues were excised en bloc (Figure 1).
Additionally, a rudimentary uterus which was ini-
tially in continuity with the mass was discovered,
and excised from the hernia sac.

Macroscopic examination demonstrated that
the mass was composed of a huge right testicular
tumor and left ectopic testicular tumor, which we-
reof 16 x9x 6 cm and 7 x 7 x 3 cm diameters res-
pectively. These structures were connected to each
other via a spermatic cord-like structure (Figure 1).
The rudimentary uterus was 8 x 4 x 2 cm in size
and a white, well circumscribed nodular area of 1.5
cm in size was seen on the myometrium.
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FIGURE 1: A huge right testicular tumor resembling a leiomyomatous uterus
has a blind ending vagina-like structure on one side (arrow) and the left ec-
topic testicular tumor is bound to the huge mass with a spermatic cord like
structure on the other side (arrow head).

Histological examination confirmed a testicu-
lar seminoma confined to both testes (Figure 2).
Vagina-like pouch was lined by epithelium, which
mostly represents Miillerian duct remnants (Figu-
re 3). The rudimentary uterus contained only en-
docervical glands and the aforementioned nodular
lesion on the myometrium was diagnosed as semi-
noma metastasis (Figure 4). The vasa deferentia and
uterine tubes were also observed on one side of the
uterus.

Further investigation including alpha fetopro-
tein (AFP) and beta human chorionic gonadotro-
pin (BHCG) were within normal limits. Thorax
computed tomography (CT) imaging was normal
findings but abdominal CT showed enlarged para-
aortic lymph nodes. The patient received three cy-
cles of chemotherapy with bleomycin, etoposide
and cisplatin. The patient has been tumor-free for
16 months after the initial treatment.

I DISCUSSION

TTE is a very rare condition in which both testes
are located in one inguinal canal.? PMDS is also a
rare condition in which Miillerian derivatives are
present in a male with a normal male phenotype.'?
The syndrome is an autosomal or X-linked recessi-
ve disorder caused by insufficient Miillerian duct
inhibiting factor or unresponsiveness of the end or-
gan.'®
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FIGURE 2a, b: Classical seminoma with uniform tumoral cells and fibrovascular septa infiltrated by lymphocytes (a- H&E stain, x110; b- H&E stain, x440).

Unilateral cryptorchidism with a contralateral
hernia (male form) is the most common encounte-
red variant with a percentage of 80-90% among the
two anatomic variants of PMDS.?*7 Commonly, one
testis is palpated in the scrotum with herniation of
the ipsilateral uterus and Fallopian tubes into the
inguinal canal; a condition known as hernia uteri
inguinale. Although very rare, in some instances
both testes and the Miillerian structures herniate
towards the same hemiscrotum producing TTE.?’

In the second anatomic variant (female form)
bilateral testes are non-palpable and embedded in
the round ligaments with the uterus fixed in the
pelvis.>” PMDS commonly presents during child-

FIGURE 3: Vagina-like pouch is composed of muscle layer that is lined by
epithelium which mostly represents “Millerian” duct remnants (H&E stain,
x40).

FIGURE 4a, b: Seminoma metastasis in the myometrial wall of the rudimentary uterus containing only endocervical glands (a- H&E stain, x20; b- H&E stain, x220).

Turkiye Klinikleri ] Med Sci 2011;31(4)

1017



Sar1 ve ark.

Tibbi Patoloji

hood with inguinal hernias containing Miillerian
structures (hernia uteri inguinale), and associated
cryptorchidism.®® Since secondary sex characte-
ristics are normal, the syndrome is usually dis-
covered in adults during hernioplasty or
assessment of infertility.® Most of these patients
are infertile.® Presentation with gonadal tumors is
rare.® The risk of malignant transformation in the-
se gonads is reported to be 15% which is similar to
the rate of malignant transformation in other
cryptorchid testes.*® A variety of germ cell tu-
mors have been reported in patients who have
PMDS, seminoma being the most common one."#?
Bilateral tumors are rare; only six bilateral germ
cell tumors have been documented.” However, we
were not able to find any published case of bila-
teral testicular malignancy in TTE with PMDS.
Thus, this is the first case with metastasis of a tes-
ticular neoplasm to one of the Miillerian duct

structures.

Diagnosis of PMDS is based on combination of

Ideally it is complemented by obtaining the kary-
otype.' Chromosomal analysis could not be perfor-
med in our case due to the technical limitations in
our instutition.

The surgical treatment of TTE with PMDS is
still controversial.? It is recommended to carry out
orchidopexy in early stage of life if possible, or re-
moval through standard methods if there is high
risk of malignancy.*®” Main considerations in the
management of Miillerian structures are the pos-
sibility of fertility and the risk of malignant chan-
ge.” Since the blood supplies of vas deferens show
close relation with the Miillerian structures, the-
re is a high risk of damage during surgical remo-
val of Miillerian structures.”® Before2002, there
had been a tendency towards leaving these struc-
tures in situ because no malignant change was re-
ported before.>® However, by demonstrating me-
tastasis of the testicular tumor to the Miillerian
duct structure, we recommend to reconsider tre-
atment policy regarding leaving these structures
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all anatomical, pathological and clinical findings. in situ.
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