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Abstract

Zinner syndrome is a rare congenital malformation related to an abnormality
in the development of the Wolffian duct, the clinical picture of which consists
of a triad of unilateral renal agenesis, ipsilateral seminal vesicle cyst, and ob-
struction of the ejaculatory duct. Chronic perineoscrotal pain may be an in-
dication of the diagnosis of Zinner syndrome to some extent. We report the
observation of a 23-year-old patient, married and father of one child, who
presented with chronic perineo-scrotal pain revealing on morphological as-
sessment (ultrasound, uroscanner, prostatic MRI) a cystic formation of the
seminal vesicle, left renal agenesis with an empty left renal compartment.
Given the patient’s refusal of any surgical procedure, treatment consisted of
echo-guided puncture of the seminal vesicle cyst bringing back 30 cc of a se-
roviscous liquid whose analysis revealed spermatozoa, without atypical cells,
compatible with a cyst. The clinical evolution was marked by a progressive re-
mission of the scrotal pain with a delay of several months.

Keywords

Agenesis, Congenital Malformation, Kidney, Perineoscrotal Pain, Seminal
Vesicles, Zinner’s Syndrome

1. Introduction

Zinner’s syndrome is a rare congenital disorder related to an abnormality in
the development of the Wolff duct and consists of a triad of unilateral renal age-

nesis, ipsilateral seminal vesicles, cyst, and obstruction of the ejaculatory duct.
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After its first description by Dr. Zinner slightly more than one hundred years
ago (in 1914), about 150 to 200 cases have been published in the literature. Zin-
ner’s syndrome is usually detected in the third to fourth decade of life but can be
detected earlier with the increasing use of CT and MRI scans [1].

We compiled a report based on a new case of chronic disabling perineoscrotal

pain in a 23-year-old man.

2. Patient and Observation

This is a 23-year-old patient, married and father of one child, who presents
with a chronic perineo-scrotal pain evolving for 4 years, of a heavy type, dis-
abling and preventing any prolonged standing. This pain was not accompanied by
any associated urinary problems, haemospermia or pain during sexual inter-
course. Initially diagnosed as a varicocele, the patient underwent surgical treat-
ment before being referred to our department due to the persistence of the
symptoms.

The clinical examination revealed a patient in good general condition, the
abdomen and external genitalia were normal, with pain provoked by palpation
of the left lobe of the prostate.

Abdominal and pelvic ultrasound revealed a 22 mm left retrovesical cystic
formation with a thin wall, a prostate of normal volume and appearance, and an
empty left renal space (Figure 1).

The uroscanner confirmed the cyst of the seminal vesicle measuring 25 x 35
mm lateralized to the left, associated with left renal agenesis and a compensatory
right renal hypertrophy (Figure 2). The prostatic MRI supplement allowed an
accurate analysis of the relationship with neighbouring structures (Figure 3).

After discussion with the patient and his refusal of any surgical procedure,
and given the highly symptomatic nature of the cyst, the treatment consisted of
an echo-guided evacuation of the cyst bringing back about 30cc of a sero-viscous
fluid, the cytological analysis of which revealed the presence of spermatozoa,
without atypical cells, compatible with a cyst of the seminal vesicle.

The evolution marked by a regression of the symptomatology with a delay of

several months.

Figure 1. Abdominal-pelvic ultrasound showing a 22 mm left retrovesical cystic formation.
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Figure 3. Prostate MRI allows a precise analysis of the relationship with neighbouring
structures.

3. Discussion

Epidemiologically, Zinner’s syndrome is a rare congenital condition that has a
frequency of 0.00464% and characterized by a triad including a seminal vesicle
cyst, renal agenesis and obstruction of the ipsilateral ejaculatory canal [2].

Embryologically, the mesonphric canal is responsible for the development of
the upper urinary tract, epididymis, of the referential canal, seminal vesicles,
ejaculating ducts, urethra, hemitrigon, and bladder neck. Aggression occurring
before the 7th week of gestation of the distal part of the Wolff Canal, will cause
atresia of the ejaculator canal, resulting in obstruction and dilation of the semin-
al vesicle, while an abnormality of the ureteral bud causes agenesis or renal dys-
plasia [3].

It is often during the 2nd and 3rd decade of life that the diagnosis is made be-
cause of the genital activity promoting the accumulation of seminal fluid in the
vesicles.

The symptomatology is dominated by dysuria (37%), pollakiuria (33%), peri-
neal pain (29%) and epididymite (27%) [1].
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But in our patient there were only perineo-scrotal pains that had a particularly
disabling character initially directing the etiological diagnosis towards a varicocele.

The diagnosis is essentially based on transrectal ultrasound which specifies the
characteristics of the cyst of the seminal vesicle (anechogen, thin wall), and when
the cyst is complicated from hemorrhage or infection, internal echoes appear.
Exceptionally, the cyst may appear on ultrasound as a hypoesogenic tissue mass
due to the hyperviscosity of its contents [4]. CT scans and MRI scans can be
used to confirm or confirm the diagnosis in questionable cases. They also show
associated anomalies [5] [6].

MRI appears to be superior to CT for the study of pelvic cystic formations [3].
MRI also allows an accurate study of cyst reports to other organs for surgical
treatment and provides a differential diagnosis [5] [6] [7].

Nevertheless a cystoscopy in search of an absence of a hemi trigone is desira-
ble.

Therapeutically, simple monitoring is recommended for non-symptomatic
cysts; only symptomatic forms are indicated for essentially surgical treatment by
a trans-rectal or trans-perineal guided echo aspiration of the cyst [8] [9]. In the
event of recurrence after aspiration of the seminal vesicle cyst, some authors
recommend a new suction and then supplement by injection of a sclerosir [9].

Another alternative is either by excision of the seminal bladder cyst by
trans-vesical, extra-vesical or laparoscopic [7] [9].

Either by a transurethral detachment of the ejaculator canal and the cyst of the
seminal vesicle, a complete surgical resection of the cyst by open surgery or la-

paroscopic, the latter pathway can even be assisted robot] [10] [11].

4. Conclusion

Zinner’s syndrome is a rare condition that is often difficult to recognize, at first
sight, our observation illustrating this by poor symptomatology made only of
chronic perineo-scrotal pain. Nevertheless, the realization of a minimal workup
including an adequate clinical examination and an initial radiological workup
including an abdomino-pelvic ultrasound can orient the diagnosis and avoid a
delay in diagnosis and management which can be deleterious on the functional

level and on the patient’s comfortable life.
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