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Abstract
A twenty-eight year old phenotypically and genotypically normal male adult was
admitted with a right inguinal hernia, a right retractile testis and left cryptorchidism. During
surgery, he was found to have a uterus in the right spermatic cord and a left undescended testis
(intra abdominal type). The uterus was excised, left orchidectomy, right orchidoplexy and right
herniorrhaphy were performed. This rare case is reported as persistent Mullerian Duct Syndrome
(PMDS) which is caused by impaired action of Mullerian Inhibiting Substance (MIS) in
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The Mullerian duct regresses in males
as a result of Mullerian Inhibiting Substance
(MIS). The disorder of regression is known as
persistent Mullerian Duct Syndrome (PMDS). The
rarity of this syndrome is generally discovered
by the surgeon while repairing an inguinal hernia
or an undescended testis. The management of this
disease is controversial.

CASE REPORT

A phenotypically normal 28-year-old
male had a right inguinal hernia, a right retractile
testis and left cryptorchidism. The patient had a
repeated history of symptoms over a long period
of time. Physical examination showed a large, but
easily reducible, right indirect inguinal hernia
with a retractile testis and left cryptorchidism.
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Ultrasound showed the left undescended testis
was on the right side of the urinary bladder. Sperm
analysis showed sterility.

During surgery, the right inguinal canal
was explored. A hypervascular soft tissue mass,
1.5 x 2 x 3 cm in size, was found in the mid part
of the spermatic cord. In addition, a left undes-
cended testis (intra abdominal type), 1 x 1.5 x 2.5
cm, and a right retractile testis, (1.5 x 2 x 3 cm)
was found. See Fig. 1.

The soft tissue mass was excised and
left orchidectomy, right orchidoplexy and her-
niorrhaphy were done. The pathologist reported
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Fig. 1. Diagram demonstrates the operative

finding.

the soft tissue mass as an atrophic uterus and
uterine tubes, the left testis was atrophied and
azoospermia. On the genetic evaluation a 46, XY
karyotype and the sex hormones are shown in
Table 1.

DISCUSSION

In normal embryogenesis; the differentia-
tion of an indifferent gonad into the testis or ovary
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Table 1. Levels of sex hormones.
Hommones levels normal values
B- HCG | mIU/ml. 0-10.00
FSH 24 .47 mlU/ml. 1.1-13.50
LH 9.58 mIU/ml. 04-5.70
Testosterone 5.11 ng/ml. 2.45-18.63

depends on the sex chromosomes. The testis
produces two principal hormones, Mullerian
Inhibiting Substance (MIS)(1) and testosterone.
MIS causes regression of the Mullerian ducts,
which would otherwise develop into the uterus,
fallopian tubes and upper vagina. Persistent Mul-
lerian Duct Syndrome (PMDS) is believed to be
caused by a defect in the secretion or action of
MIS(2.3).

This rare condition was first described
by Nilson in 1940 as “hernia uteri inguinales”(4).
The classical presentation is a patient who is phe-
notypically and genotypically a male, with unila-
teral cryptorchidism and a contralateral hernia
which contains Mullerian duct structures such
as the uterus, fallopian tubes and vagina. An etio-
logy of this syndrome may be genetically inherited
either by autosomal recessive genes with sex
limitation or X-linked recessive mutation(3).

Preoperative diagnosis of PMDS is
difficult. It is usually made during an operation
for inguinal hernia or cryptochidism. Treatment is
controversial(6-10) with most clinicians recom-
mending excising the persistent Mullerian struc-
tures. But due to the close relationship between
the vas deferens and the Mullerian structures, it
is easy to injure the vas deferens. Some clinicians
suggest leaving the persistent Mullerian structures
because malignancy has not been reported and no
problems exist.

Recommendation in children, especially
between one and two years old, is that an orchido-
plexy should be performed to correct the undes-
cended testis and careful follow-up conducted due
to reports of testicular tumor. But in contrast,
such as in our case, an orchidectomy should be
performed in adults on the undescended testis to
avoid malignancy.
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