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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.1,2 Persistent Müllerian duct syndrome (PMDS) is a rare

form of male pseudohermaphroditism in which the Müllerian duct deriva-
tives (uterus, fallopian tubes and vagina) are present in a male phenotype.
PMDS is rarely associated with TTE. Malignant transformation of the Mül-
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AABBSS  TTRRAACCTT  We re port a ca se of a 45-ye ar-old man with trans ver se tes ti cu lar ec to pi a and per sis tent
Mül le ri an duct syndro me who had bi la te ral germ cell tu mor which sho wed me tas ta sis to the ru di -
men tary ute rus. Trans ver se tes ti cu lar ec to pi a in which both tes tes are lo ca ted in one in gu i nal ca -
nal is a very ra re con di ti on. Per sis tent Mül le ri an duct syndro me is al so a very ra re form of ma le
pse u do her map hro di tism in which the Mül le ri an duct struc tu res are pre sent in ge noty pi cally nor-
mal ma les. Per sis tent Mül le ri an duct syndro me as so ci a ted with trans ver se tes ti cu lar ec to pi a is much
ra rer. Ma lig nant trans for ma ti on of the Mül le ri an ducts is even mo re un com mon. A va ri ety of germ
cell tu mors of the tes tis ha ve be en re por ted in as so ci a ti on with per sis tent Mül le ri an duct syndro -
me. Ho we ver, no ca ses with me tas ta sis to per sis tent Mül le ri an duct struc tu res ha ve be en re por ted
up to date. This rep re sents the first re por ted ca se in which the tes ti cu lar tu mor me tas ta si zes to the
Mül le ri an duct and al so the first ca se of bi la te ral tes ti cu lar ma lig nancy in trans ver se tes ti cu lar ec-
to pi a with per sis tent Mül le ri an duct syndro me.

KKeeyy  WWoorrddss::  Pse u do her map hro di tism; se mi no ma; ne op lasm me tas ta sis; cryptorc hi dism; 
mul le ri an ducts  

ÖÖZZEETT  Tes ti kü ler ek to pi ve per sis tan Mül ler ka na lı sen dro mu olan 45 ya şın da er kek has ta da sap ta -
nan ru di men ter ute ru sa me tas taz yap mış bi la te ral germ hüc re li tü mör ol gu su nu su nu yo ruz. Her iki
tes ti sin tek in gu i nal ka nal da yer al dı ğı trans vers tes ti kü ler ek to pi çok na dir rast la nan bir du rum dur.
Ge ne tik ola rak nor mal er kek ler de Mül ler ka na lı ele man la rı nın bu lun du ğu per sis tan Mül ler ka na lı
sen dro mu da er kek psö do her maf ro di tiz mi nin çok na dir bir for mu dur. Trans vers tes ti kü ler ek to pi
ile bir lik te per sis tan Mül ler ka na lı sen dro mu na ise da ha da  na dir ola rak rast la nır. Mül ler ka nal la -
rı nın ma lign trans for mas yo nu na di ren gö rü lür. Per sis tan Mül ler ka na lı sen dro mu ile çe şit li germ
hüc re li tü mör ler bir lik te sap tan mış, an cak per sis te eden Mül ler ka na lı ya pı la rı na me tas taz bu gü ne
ka dar bil di ril me miş tir. Ol gu muz per sis tan Mül ler ka na lı sen dro mu ile trans vers tes ti kü ler ek to pi
bir lik te li ğin de Mül ler ka na lı ya pı sı olan ru di men ter ute ru sa me tas taz ya pan ilk bi la te ral tes tis ma -
lig ni te si dir. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Psö do her maf ro di tizm; se mi nom; tü mör me tas ta zı; krip tor şi dizm; 
mül le ri an ka nal lar    
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le ri an struc tu res is a very ra re event; only thre e ca -
ses ha ve be en re por ted to da te.3-5 Ho we ver no me -
tas ta sis to the Mül le ri an duct struc tu res has be en
re por ted yet. Furt her mo re, alt ho ugh so me ar tic les
do cu ment tes ti cu lar ma lig nancy as so ci a ted with
PMDS and TTE, no ne of the se ca ses had bi la te ral
tes ti cu lar ma lig nancy. 

This rep re sents the first re por ted ca se in which
the tes ti cu lar tu mor me tas ta si zes to ru di men tary
ute rus of the  Mül le ri an duct and al so the first ca -
se of bi la te ral tes ti cu lar ma lig nancy in TTE with
per sis tent Mül le ri an duct syndro me.

CA SE RE PORT
A 45-ye ar-old man pre sen ted with in gu i nal pa in
and right scro tal mass, which we re pre sent ap-
proximately for three and seven months res pec ti -
vely. His past me di cal his tory re ve a led right
in gu i nal her ni a re pa ir 30 ye ars ago. Physi cal exa -
mi na ti on sho wed a pal pab le mass in the right in-
gu i nal ca nal and scro tum which was as su med to be
an ip si la te ral ir re duc tab le her ni a. Left tes tis was not
pal pab le. The se con dary se xu al cha rac te ris tics and
ex ter nal ge ni ta li a we re nor mal. He was mar ri ed
and re por ted a nor mal sex li fe, but he had ne ver fa-
t he red a child. Ab do mi nal ul tra so nog raphy (USG)
was un re mar kab le ex cept for gas fil led in tes ti nal
lu mens in the her ni a sac. 

He un der went an ope ra ti on for right in gu i nal
her ni a and bi la te ral cryptorc hi dic tes tis. At exp lo -
ra ti on, a le i om yo ma to sis ute rus inc lu ding blind-en -
ding va gi na-li ke struc tu re and go nads on the both
si des of the ute rus we re ob ser ved in the her ni a sac.
All the se tis su es we re ex ci sed en bloc (Fi gu re 1).
Ad di ti o nally, a ru di men tary ute rus which was ini-
ti ally in con ti nu ity with the mass was dis co ve red,
and ex ci sed from the her ni a sac. 

Mac ros co pic exa mi na ti on de mons tra ted that
the mass was com po sed of a hu ge right tes ticular
tu mor and left ec to pic tes ticular tu mor, which we -
re of 16 x 9 x 6 cm and 7 x 7 x 3 cm di a me ters res -
pec ti vely. The se struc tu res we re con nec ted to each
ot her vi a a sper ma tic cord-li ke struc tu re (Fi gu re 1).
The ru di men tary ute rus was 8 x 4 x 2 cm in si ze
and a whi te, well cir cums cri bed no du lar are a of 1.5
cm in si ze  was se en on the myo met ri um.

His to lo gi cal exa mi na ti on con fir med a tes ti cu -
lar se mi no ma con fi ned to both tes tes (Fi gu re 2).
Va gi na-li ke po uch was li ned by epit he li um, which
mostly rep re sents Mül le ri an duct rem nants (Fi gu -
re 3). The ru di men tary ute rus con ta i ned only en-
do cer vi cal glands and the afo re men ti o ned no du lar
le si on on the myo met ri um was di ag no sed as se mi -
no ma me tas ta sis (Fi gu re 4). The va sa de fe ren ti a and
ute ri ne tu bes we re al so ob ser ved on one si de of the
ute rus. 

Furt her in ves ti ga ti on inc lu ding alp ha fe top ro -
te in (AFP) and be ta hu man cho ri o nic go na dot ro -
pin (βHCG) we re wit hin nor mal li mits. Tho rax
com pu ted to mog raphy (CT) ima ging was nor mal
fin dings but ab do mi nal CT sho wed en lar ged pa ra-
aor tic lymph no des. The pa ti ent re ce i ved thre e cy-
cles of che mot he rapy with ble omy cin, eto po si de
and cisp la tin. The pa ti ent has been tu mor-fre e for
16 months af ter the ini ti al tre at ment.

DIS CUS SI ON
TTE is a very ra re con di ti on in which both tes tes
are lo ca ted in one in gu i nal ca nal.2 PMDS is al so a
ra re con di ti on in which Mül le ri an de ri va ti ves are
pre sent in a ma le with a nor mal ma le phe noty pe.1,3

The syndro me is an au to so mal or X-lin ked re ces si -
ve di sor der ca u sed by in suf fi ci ent Mül le ri an duct
in hi bi ting fac tor or un res pon si ve ness of the end or -
gan.1,6

FI GU RE 1: A hu ge right tes ti cu lar tu mor re semb ling a le i om yo ma to us ute rus
has a blind en ding va gi na-li ke struc tu re on one si de (ar row) and the left ec-
to pic tes ti cu lar tu mor is bo und to the  hu ge mass with a sper ma tic cord li ke
struc tu re on the ot her si de (ar row he ad). 
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Uni la te ral cryptorc hi dism with a con tra la te ral
her ni a (ma le form) is the most com mon en co un te -
red va ri ant with a per cen ta ge of 80-90% among the
two ana to mic va ri ants of PMDS.2,3,7 Com monly, one
tes tis is pal pa ted in the scro tum with her ni a ti on of
the ip si la te ral ute rus and Fal lo pi an tu bes in to the
in gu i nal ca nal; a con di ti on known as her ni a ute ri
in gu i na le. Alt ho ugh very ra re, in so me ins tan ces
both tes tes and the Mül le ri an struc tu res her ni a te
to wards the sa me he mis cro tum pro du cing TTE.2,7

In the se cond ana to mic va ri ant (fe ma le form)
bi la te ral tes tes are non- pal pab le and em bed ded in
the ro und li ga ments with the ute rus fi xed in the
pel vis.2,7 PMDS com monly pre sents du ring child-

FI GU RE 3: Va gi na-li ke po uch is com po sed of musc le la yer that is li ned by 
epit he li um which mostly rep re sents “Mül le ri a n” duct rem nants (H&E sta in,
x40). 

a b
FI GU RE 2a, b: Classical seminoma with uniform tumoral cells and fibrovascular septa infiltrated by lymphocytes (a- H&E stain, x110; b- H&E stain, x440).

a b
FI GU RE 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).



ho od with in gu i nal her ni as con ta i ning Mül le ri an
struc tu res (her ni a ute ri in gu i na le), and as so ci a ted
cryptorc hi dism.6,8 Sin ce se con dary sex cha rac te -
ris tics are nor mal, the syndro me is usually dis-
covered in adults du ring her ni op lasty or
as sess ment of in fer ti lity.8 Most of the se pa ti ents
are in fer ti le.6 Pre sen ta ti on with go na dal tu mors is
ra re.8 The risk of ma lig nant trans for ma ti on in the -
se go nads is re por ted to be 15% which is si mi lar to
the ra te of ma lig nant trans for ma ti on in ot her
cryptorc hid tes tes.1,3,8 A va ri ety of germ cell tu-
mors ha ve be en re por ted in pa ti ents who ha ve
PMDS, se mi no ma be ing the most com mon one.1,8,9

Bi la te ral tu mors are ra re; only six bi la te ral germ
cell tu mors ha ve be en do cu men ted.9 Ho we ver, we
we re not ab le to find any pub lis hed ca se of bi la -
te ral tes ti cu lar ma lig nancy in TTE with PMDS.
Thus, this is the first ca se with me tas ta sis of a tes-
ti cu lar ne op lasm to one of the Mül le ri an duct
struc tu res. 

Di ag no sis of PMDS is ba sed on com bi na ti on of
all ana to mi cal, pat ho lo gi cal and cli ni cal fin dings.

Ide ally it is comp le men ted by ob ta i ning the kar y-
oty pe.10 Chro mo so mal analy sis co uld not be per for -
med in our ca se du e to the technical li mi ta ti ons in
our ins tu ti ti on.

The sur gi cal tre at ment of TTE with PMDS is
still con tro ver si al.2 It is re com men ded to carry out
orc hi do pexy in early sta ge of li fe if pos sib le, or re-
mo val thro ugh stan dard met hods if the re is high
risk of ma lig nancy.2,6,7 Ma in con si de ra ti ons in the
ma na ge ment of Mül le ri an struc tu res are the pos-
si bi lity of fer ti lity and the risk of ma lig nant chan -
ge.7 Sin ce the blo od supp li es of vas de fe rens show
clo se re la ti on with the Mül le ri an struc tu res, the -
re is a high risk of da ma ge du ring sur gi cal re mo -
val of Mül le ri an struc tu res.7,8 Before2002, the re
had be en a ten dency to wards le a ving the se struc-
tu res in si tu be ca u se no ma lig nant chan ge was re-
por ted be fo re.3,8 Ho we ver, by de mons tra ting me-
tas ta sis of the tes ti cu lar tu mor to the Mül le ri an
duct struc tu re, we re com mend to re con si der tre -
at ment po licy re gar ding le a ving the se struc tu res
in si tu.
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