Case Report

Female Adnexal Tumour of Wolfflan
Origin: A Rare Case Report
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ABSTRACT
Female Adnexal Tumour of Wolffian Origin (FATWO) is a rare tumour occurring in adnexal region, arising from the remnants of the
mesonephric duct, in places like the broad ligament, fallopian tube, ovarian hilum, peritoneum. Here the authors have reported a
case of FATWO in a 47-year-old woman occurring in the wall of fallopian tube and confirmed with immunohistochemistry. Most
of these tumours behave in a benign fashion but certain histological features like hypercellularity, cellular pleomorphism and
nuclear atypia cause significant confusion in histopathological diagnosis. Multiple differential diagnoses were considered. After
careful histopathological examination and thorough investigation with multiple immunohistochemical stains, the diagnosis was

ultimately established.
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CASE REPORT

A 47-year-old, primigravida, presented with abdominal pain with
a lump in right lower abdomen for last six months. There was no
significant past medical history. Subsequent pelvic examination and
ultrasound reports revealed a 7x5x4 c¢cm solid mass located in the
right fallopian tube (picture plate could not be presented, as it was
misplaced by the subject and also could not be recovered from the
outside laboratory despite best of efforts).

During open hysterectomy a large adnexal mass was noted which
was completely separated from her right tube and ovary. There was
no vascular pedicle. This was excised along with uterus and cervix.
Thereafter, it was sent for pathological examination. Patients’s
postoperative period was uneventful.

Gross Examination: On gross examination, the size of the mass
was 7x5x4 cm, which revealed a well encapsulated smooth solid
mass and the cut section of the mass appeared greyish yellow and
homogeneous in appearance [Table/Fig-1a,b].

[Table/Fig-1]: a) Uterus, cervix with right adnexal mass; b) Cut surface of the mass.

Microscopic examination: On microscopic examination with periodic
acid schiff (PAS) stain, revealed an admixture of solid, diffuse area with
a packed tubular pattern [Table/ Fig-2a]. The nuclei of the tumour were
uniform and ovoid [Table/Fig-2b]. No significant nuclear pleomorphism
and mitoses were noted. In the diffuse area, small tubular structures
were revealed by Periodic Acid Schiff (PAS) stain. In histopathological
examination differential diagnosis were Adenomatoid tumour, serous
and endometroid tumour.

Immunohistochemical staining was performed on formalin fixed
paraffin embedded tumour tissue by using standard avidin biotin
complex peroxidase technique. The tumour showed diffuse
nuclear positivity for Wolffian tumor (WT) [Table/Fig-3a] and focal

positivity in CD99 [Table/Fig-3b]. Epithelial Membrane Antigen
(EMA), Cytokeratin (CK) 20 and Calretinin were negative. The cells
are negative for Paired Box Gene 8 (PAX8) immunomarker, thus
differentiating from the commoner serous and endometrial tumours
[Table/Fig-3c].

[Table/Fig-2]: a) Solid area with packed tubular pattern (H&E, X100); b) Uniform
and ovoid nuclei in the solid area (H&E, X400).
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[Table/Fig-3]: a) Diffuse nuclear positivity for WT1 (IHC X100); b) Focal positivity
for CD99 (IHC X100); ¢) Negative for PAX 8 immunomarker (IHC X100).

DISCUSSION

Female adnexal tumour of wolffian origin was first described in
19783 by Kariminejad and Scully as a single tumour [1]. It is a rare
tumour occurring in adnexal region, arising from the remnants of
the mesonephric duct [2]. The Wolffian duct regresses in the female
during embryogenesis. It's remnant can be traced to the ovarian
hilum, the broad ligament and the lateral aspect of the uterus and
vagina as the Gartner’s duct, paroophoron and epoophoron. FATWO
is presumed to be arising from these relics of the Wolffian duct. The
clinical behaviour of FATWO is generally benign but malignant cases
do exist [3,4].

The age of the patients diagnosed with FATWO have a wide age
range from 15 to 83 years and most often present with a complaint
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of lower abdominal pain and abnormal genital bleeding [5, 6]. Most
of the tumours are unilateral. Size of the tumour differs in cases
ranging from 0.8 to 25 cm in diameter.

Devouassoux-Shisheboran M et al., described four histological
patterns: 1) diffuse solid nest of spindle cells; 2) epithelioid tubular
pattern packed, winding, branching and anastomosing tubules;
3) cribriform-sieve like pattern of epithelioid cells; 4) multicystic
[7]. The present case corresponds mostly with epithelioid tubular
pattern. The main differential diagnoses in histology included broad
ligament Granulosa Cell Tumour (GCT), endometrioid carcinoma of
the fallopian tube and Sertoli-Leydig cell tumour [8,9].

Endometrioid carcinomas arise from the fallopian tube, whereas
FATWO is extratubal and usually arise within the broad ligament.
Endometrioid carcinoma frequently presents focal squamous cell
differentiation as squamoid morules, which is not present in FATWO.
Nuclear atypia is more common in endometrioid carcinoma and has
an infiltrating pattern. The above features correspond well with the
present case.

In general, FATWO resembles Sertoli-Leydig cell tumours in
morphology. However, Leydig cells are absent in FATWO and tends
not to have the endocrine symptoms that are features of Sertoli-
Leydig cell tumours. Moreover, Sertoli-Leydig cell tumours have not
been demonstrated in the paratubal site or in the broad ligament.

It is not always possible to differentiate GCT from FATWO. Both
the morphology and immunophenotype of GCT are similar to those
observed in FATWO. Nuclear grooving is not an exclusive feature
of GCT and can be seen in a variety of other neoplasms and have
not been described in FATWO. In the context, of the differential
diagnosis between broad ligament GCT and FATWO, the presence
of this feature may help to establish the diagnosis of broad ligament
GCT. The present tumour lacked the nuclear grooves.

The role of immunohistochemistry in clinching the diagnosis of
FATWO has also been studied. FATWO are diffusely immunoreactive
for CAMb5.2, CK8, CK18, CD10, CK7 and vimentin, while it was
negative for Epithelial Membrane Antigen (EMA), S100, Actin, CD
15, Human Bone Marrow Endothelium Marker-1 (HBME-1) and
CK20. The present case showed diffuse nuclear positivity for WT1
and focal positivity of CD99 [10,11]. PAX-8 and Calretinin were
negative in this case [12,13]. There is currently no entity specific
immunomarker for FATWO [14].
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CONCLUSION(S)

Although most FATWO behave in a benign fashion, there have
been reports of malignant tumours. It is difficult to characterise
malignant tumours due to the extremely low number of reported
cases. In benign FATWO, the most common treatment modality is
total abdominal hysterectomy with bilateral salpingo-oophorectomy
unless the patient is young and requiring preservation of fertility. After
initial treatment the patient should be appropriately followed-up over
a long period. Further research on this tumour is recommended
and the long-term prognosis of this entity needs to be determined.
Awareness regarding this entity needs to be established.
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