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Abstract

Background: Abrikossoff’s or granular cell tumours (GCTs) are rare
neoplasms, probably neurogenic in its origins. Vulvar involvement
is uncommon and most are benign.

Case report: A 63 year-old woman presented with aprogressive
growing vulvar tumour, localized in the left labium majus, noticed 4
years before. No concomitant lesions were found. Biopsy revealed
a benign GCT and surgical wide excision was performed. Fresh
frozen section showed disease-free surgical margins. To date,
there was no evidence of recurrence.

Conclusions: Despite its nonaggressive behaviour, GCT should
be considered in the differential diagnosis of vulvar masses, even
though itis rare. The clinicians should be aware of the possible multi
centricity of the lesions and its recurrence potential, particularly
if surgical margins are involved. Thus, the importance of seeking
for concomitant lesions and performing fresh frozen section, to
promote an effective and safe surgical approach.
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Introduction

Abrikossoff’s or granular cell tumours (GCT) are uncommon,
usually benign, soft tissue tumours of neural origin, characterized by
large granular-appearing eosinophilic cells. Vulvar presentation is
uncommon, being reported in 5-16% of all cases [1].

Case Report

A 63-year-old white woman sought consultation complaining
of vulvar pruritus and burning, associated with a gradually growing
vulvar lump, sometimes painful, with erosions and bloody discharge,
with 4-years evolution. She had been medicated with clotrimazol and
estriol, without success. Of her medical records, only a hysterectomy
for leiomyoma, complicated with iatrogenic ligation of the ureter and
requiring left nephrectomy were noteworthy.

Gynaecological examination revealed a well-circumscribed 2 cm
nodule, pinkish, firm, painless and apparently not infiltrating the
surrounding tissues, localized in the upper thirdof the left labium
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majus (Figure 1). No inguinal enlarged lymph nodeswere detected.
Physical examination was otherwise unremarkable. A biopsy
of the lesion was performed, showingthe typical characteristics
of benign granular cell tumour (GCT) (Figure 2), confirmed by
histochemistry (periodic acid-Schiff positive and diastase resistant)
and immunocytochemistry (reactive to S100; non-reactive to HMB45
and Mib1).

A chest X-ray was performed, excluding the presence of
pulmonary lesions. She underwent wide local excision of the
tumour, preserving the clitoris, and fresh frozen section was
performed, confirming the absence of disease in the surgical margins.
Histopathologically examination confirmed the previous diagnosis.
Postoperative recovery was uneventful. At 12 months follow-up,
there was no evidence of recurrence and the patient was counselled
and discharged.

Discussion

Granular cell tumours were first described by Weber in 1854.
Abrikossoff, in 1926, proposed that it originated in smooth muscle
cells, therefore naming it as granular cell myoblastoma [2]; only in
the late 20" century it was established that it probably derives from
neural tissue, possibly from the Schwann cells of peripheral nerves, as
supported by immunohistochemistry.

GCTs are most commonly found in the head and neck (45-60%),
mostly in the tongue. Other frequent locations include the thorax
and upper limbs. Internal organs can also be affected, especially
the respiratory and gastrointestinal tract, namely the oesophagus
[3]. Breast GCT represent 5-8% of reported cases [4]. The vulvar
involvement is found in 5-16% of cases [1]. It can be rarely found in
other genital locations: vagina, cervix, ovaries and Fallopian tubes.

The peak age incidence is in the 4" to 6" decades of life, but can be
found at any age and even be congenital (mostly epulides). GTCs are
more frequent in females and in individuals of African ethnicity [5].
Rare forms of hereditary GCTs have been described [6].

Figure 1: Tumor localized in the left labium majus
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Figure 2: Histology (x200): A - Cells with granular eosinophilic cytoplasm;
B - Immunorreactivity to S-100

GCTs usually present as firm nodules, but can also be found
as cysts, papules or warty lesions, characteristically pale, poorly
circumscribed with irregular margins, usually less than 4 cm and
sometimes encapsulated. Its growth can be nodular and limited or, in
the opposite, have an infiltrating behaviour, with a greater tendency
to recur. The lesions can be single or multiple (3-20%) [7], appearing
synchronously or metachronously over time. Multiple GTCs have
been reported in LEOPARD syndrome associated with mutations in
PTPNI11.

Recurrence rates stands at 2-8% after a negative surgical margin
and 20% if positive [8]. Most of them occur in the first two years
of follow-up and may be local or distant. Only 1-2% of GCTs are
malignant [1], but its diagnosis can be a challenge. Many times, it
is only achieved when the tumour metastasizes or when it has an
unusually locally aggressive behaviour [9].

Clinical factors that raise the suspicion of malignancy are: a
tumour larger than 4 cm, fast growing, invasion of the adjacent
tissues, recurrence and increased age [7].

The diagnosis is made by histology, and corroborated by
immunohistochemistry. Characteristically, large pale round to
polyhedral cell with abundant fine and coarsely granular eosinophilic

doi:http://dx.doi.org/10.4172/2325-9728.1000133

cytoplasm. Nuclei are usually ranging from small and dark to large
with vesicular chromatin. The main feature is the granular cytoplasm,
due to the accumulation of lysosomes. Immuno reactivity to S-100,
neuron-specific enolase, laminin and various myelin proteins,
positivity to periodic acid-Schiff and resistance to diastase are
typically found [1].

Wide local excision is the treatment of choice for the benign
forms, which is curative in most cases. One study reported 17 cases, of
which 7 had involved margins, with 2 cases progressing and requiring
reintervention (14 and 8 years later) [10].The authors sustain that
fresh frozen section can reduce the need for re-interventions due to
recurrence, but it is still a controversial issue.

In the presence of a malignant GCT, radical surgery, including
lymphadenectomy, is the primary treatment. Staging includes:
hepatic ultrasound, chest X-ray, CT scan (thorax, abdomen and
pelvic) and scintigraphy [7]. Adjuvant radiotherapy can play a role
in some cases [11].

Conclusions

GCTs are rare soft tissue tumours, usually benign, probably
arising from the Schwann cells. It is more common in females, in the
4-6" decades of life and black individuals.

Up to 5-16% are found in the vulva, presenting as a slow-growing,
non-tender, firm and pale lumps, rarely larger than 4 cm.

The diagnosis is confirmed by histology, complemented by
immunohistochemistry (protein S100) and histochemistry (PAS
and PAS diastase). Pulmonary lesions must be excluded by X-ray. If
malignancy is suspected, poor prognosis factors are present or the
patient is symptomatic, further imaging study must be carried out.

In the benign forms, the treatment is wide local excision. The
authors recommend fresh frozen section to ensure disease-free
margins, reducing the risk of recurrence. Despite the favourable
prognosis, particularly after complete excision, follow-up must be
kept, especially in the first two years.

References

1. Levavi H, Sabah G, Kaplan B, Tytiun Y, Braslavsky D, et al. (2006) Granular
cell tumor of the vulva: six new cases. Arch Gynecol Obstet 273: 246-249.

2. Qureshi N, Tahir M, Carmichael A (2006) Granular cell tumour of the soft
tissues: a case report and literature review. Int Semin Surg Oncol 3: 21.

3. Lowe DL, Chaudhary AJ, Lee JR, Chamberlain SM, Schade RR, et al. (2007)
Four cases of patients with gastrointestinal granular cell tumors. South Med
J 100: 298-300.

4. Montagnese MD, Roshong-Denk S,Zaher A, Mohamed |, Staren ED (2004)
Granular cell tumor of the breast. Am Surg70: 52-54.

5. Becelli R, Perugini M, Gasparini G, Cassoni A, Fabiani F (2001) Abrikossoff's
tumor. J CraniofacSurg 12: 78-81.

6. Khansur T, Balducci L, Tavassoli M (1987) Granular cell tumor. Clinical
spectrum of the benign and malignant entity. Cancer 60: 220-222.

7. Chalong Cheewakriangkrai, Sameer Sharma, George Deeb, Shashikant Lele
(2005) A rare female genital tract tumor: Benign granular cell tumor of vulva:
Case report and review of the literature. Gynecol Oncol 97: 656-658.

8. Shidham VB, Pandit AW, Rao RN, Basir Z, Shidham A (2007) Tissue
Harvester with Functional Valve (THFV): Shidham’s device for reproducibly

e Page 2 0f 3 e



Citation: Lima-Silva J, Vieira-Baptista P, Beires J (2014) Vulvar Abrikossoff’s Tumour: Case Report and Review of the Literature. J Genit Syst Disor 4:1.

doi:http://dx.doi.org/10.4172/2325-9728.1000133

higher specimen yield by fine needle aspiration biopsy with easy to perform 10. Papalas JA, Shaco-Levy R, Robboy SJ, Selim MA (2010) Isolated and
steps. BMC ClinPathol 7: 2. synchronous vulvar granular cell tumors: a clinicopathologic study of 17

) . . cases in 13 patients. IntJ Gynecol Pathol 29: 173—180.
9. Schmidt O, Fleckenstein GH, Gunawan B, Fizesi L, Emons G (2003)

Recurrence and rapid metastasis formation of a granular cell tumor of the 11. Wong WW, Hirose T, Scheithauer BW, Schild SE, Gunderson LL (1998)
vulva. EurJ Obstet Gynecol Reprod Biol 106: 219-221. Malignant peripheral nerve sheattumor: analysis of treatment outcome. Int J
Radiat Oncol Biol Phys 42: 351-360.

Author Affiliation Top
Gynecology and Obstetrics , Hospital de Sdo Jodo, Porto, Portugal

( M
Submit your next manuscript and get advantages of SciTechnol
submissions

« 50 Journals
< 21 Day rapid review process
1000 Editorial team

2 Million readers

o o
o

o
<&

Publication immediately after acceptance

o
<&

Quality and quick editorial, review processing

Submit your next manuscript at e www.scitechnol.com/submission

Volume 4 ¢ Issue 1+ 1000133 e Page 30f3 e




