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ABSTRACT

INTRODUCTION

Introduction: Angiomyofibroblastoma (AMFB) is a rare
seen mesenchymal tumor that is categorized as a genital
stromal tumor. It is commonly seen in the middle-aged
women usually affecting the vulva and rarely the vagina.
A variant called AMFB-like tumors are also rarely seen
in male patients. AMFB with its clinical presentation
and location can be wrongly diagnosed as an aggressive angiomyxomas, bartholin cyst or lower genital tract
lipomas. The treatment of this rare tumor is generally a
simple surgical excision.

Angiomyofibroblastoma (AMFB) which
was defined by Fletcher et al in 1992, is a rarely
seen mesenchymal tumor and it is categorized
in genital stromal tumors [1]. It was observed
that its main area of effect is vulva especially
the labia majora; but it is rarely in the vagina
[2]. AMFB-like tumors are also rarely seen in
male patients affecting the scrotum, perineum
or spermatic cord [1, 3].

Case-Discussion: In the following case, an AMFB that
was seen in childhood for the first time according to the
literature with it’s clinical and histopathological characteristics, was explained.

AMFB is common in women predominantly in their premenopausal period within the
age interval of 40-50 [2]. However, AMFB observed in a 17- year- old teenager patient was
placed in the literature as a youngest case by
Qublan et al. [4].
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ÖZET
Giriş: Anjiyomyofiblastomlar (AMFB), genital stromal
tümörler içerisinde yer alan, nadir izlenen benign mezenkimal tümörlerdir. Çoğunlukla orta yaşlı kadınlarda
izlenmekle birlikte, özellikle vulvayı nadiren de vajinayı
tutabilmektedir. AMFB benzeri tümörler adı altında, nadiren erkekler de görülebilmektedir. Klinik olarak yerleşim yeri ve klinik prezentasyonu ile bartolin kistleri, alt
genital tract lipomları veya nadiren de agresif anjiyomiksomalar ile karışabilmektedir. Bu nadir tümörlerin tedavisi genellikle basit cerrahi eksizyondur.

The simple surgical excision is the main
treatment of AMFB, and no recurrence is observed in the clear margin of the lesion [5].
In the following case, AMFB case observed in childhood for the first time according to
the literature was explained.
CASE REPORT

Anahtar Kelimeler: anjiyomiyofibroblastoma; çocuk;
vulvar

11- year old child, was consulted to our
clinics from pediatric services, because of a painless vulvar mass that was felt by hand. It was
determined in the anamnesis of the patient’s parents that she had applied to a pediatrician five
months ago because of the same complaint, not
been treated due to the pre- diagnosis of vulvar
lipoma and applied to the Gulhane Military Medical Academy, Pediatric Department regarding
the growth in the mass.
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The patient’s gynecological examination
showed a solid, mobile mass with 2.5x1 centimeters in diameter, at the level of left labia
majora. In lower abdomen ultrasonographic
examination (General Electic Logiq S6® ,
1.5-4.5 MHz probe, Waukesha, WI USA) the
uterus 4x6x3 centimeters in diameter; the uterine myometrium was homogeneous, no focal
lesion was seen within it; the endometrial three

Olgu-Tartışma: Bu olguda, literatür bilgimize göre çocukluk çağında olan 11 yaşında ki kız çocuğunda ilk kez
izlenen AMFB, klinik ve histopatolojik karakteristiği ile
bahsedildi.
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layer pattern measured at 3 millimeters and the
bilateral adnexal areas were assessed as normal with ovarian follicular activity. An operation was planned to the patient because of the
growth in the vulvar mass.
An operation was performed for the patient with the pre- diagnosis of vulvar lipoma.
A vertical incision was performed to the skin
tissue over the mass. After dissection of subcutaneous vulvar tissue, the mass with the color
of white- pink was excised easily with the clear
margin of the lesion and then the operation was
ended.
After a histopathologic observation of the
mass, it was reported that the mass was conformed with AMFB morphological observations.
In the examination of the case, vimentin, destin,
S-100 protein, SMA (smooth muscle actin), estrogen and progesteron receptor antibodies were
used for immunohistochemical approach, while alcian blue dye was used for histochemical
examination (Fig.1). There was no recurrence
in the 6- month follow up.

Figure 1: Vascular clusters in a hyalinized hypocellular stroma and immunoreactivity for vimentin were seen.

DISCUSSION
Genital stromal tumors are primarily observed in vulvar region and they are seldom
seen [1]. AMFBs could be mistaken with bartholin cysts or lower genital tract lipomas due
to their locations, which then causes delays in
diagnosis and treatment [5].
AMFB is generally seen women in premenopausal period within the age interval of 40-50
[2] and rarely seen early in life [4]. The 17-year-old female patient was the youngest patient
having AMFB and 86-year-old patient was the
oldest one that were evaluated by Sims et al. in
a review containing 71 cases [6]. With our case,
the patient’s age range from 11 to 86 years.

In English medical research literature, there are approximately 65 cases about AMFB that
had been published between 1997 and 2014.
According to literature, malign transformation
was only observed in 1 case among 65 cases
[7].
In the macroscopic examinations of AMFB
cases, it is observed that they are solid lesions,
being well-demarcated, pink- colored and with
the diameters ranging between 0.5-12 centimeters [8]. Vessel clusters can be seen in the hipocellular stroma in microscopic observation.
It is considered that CD34 positive stem cells
normally place around vessel clusters [9]. Nuclear atypia as well as an increase in mitosis are
not commonly seen [8]. In the immunohistochemical analysis, most of the tumor cells that
are tested, is strongly positive for desmin and
vimentin. Beside this, the tumor cells reveal
differentiated expressions of muscle actin and
are often positive for estrogen and progesterone
receptors [8].
Simple excision is considered as the main
approach for AMFB treatment. AMFB is curable with simple surgical excision and no recurrence is observed in the follow-up [10, 11].
AMFB cases, as mentioned above, can be misdiagnosed as bartholin cysts, lower genital tract
lipomas or aggressive angiomyxomas. Thus,
unnecessary medical treatments are mistakenly
given to the patients who have been pre- diagnosed as bartholin cyst or have outpatient care by
the pre-diagnosed with lower genital tract lipoma. That is why, it is essential to mention about
some strategies that are important for avoiding
misdiagnosis of AMFB cases with bartholin
cyst and lipomas. Basically, bartholin cyst is 1
to 4 centimeter in size, fluid-filled swelling that
do not cause any problems. However, bartholin
cysts being more than 4cm in size, have potential to cause pain or discomfort especially during walking, sitting or sexual intercourse [12].
When bartholin cysts are infected, patients
usually complain about severe pain and pus-filled swelling, and among these, they maybe
have fever and skin tissue hyperemi over the
abscess formation [12].
Vulvar lipomas generally present as a
single, slowly growing, nearly always benign,
painless and mobile soft tissue swelling with a
characteristic feeling as dough [13]. However,
AMFB is solid, well-demarcated lesion and larger AMFB with the diameters of 12 cm may be
painless [8]. In conclusion, AMFB is one of the
circumscribed solid lesions of the external genitalia.
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Since aggressive angiomyxoma, lower genital tract lipoma and bartholin cyst are mainly
located in the vulva, they are generally misdiagnosed with AMFB.
That is why, it is crucial that gynecologists
and pediatricians should know the symptoms of
AMFB and be aware of the differential diagnosis of the three entitles mentioned before.
Acknowledgements
Written consent was obtained from the
patients’ parents for publication of this case report.
This case was presented in 13th National
Congress of Gynecology and Obstetrics, Kaya
Palazzo Golf Resort, Belek, Antalya, Turkey.
Disclosure of Interests
The authors declare that they have no competing interests.

REFERENCES
1. Fletcher CD, Tsang WY, Fisher C, Lee KC, Chan JK. Angiomyofibroblastoma of the vulva. A benign neoplasm distinct from aggressive angiomyxoma. Am J Surg Pathol. 1992
Apr;16(4):373-82.
2. McCluggage WG, White RG. Angiomyofibroblastoma of the
vagina. J Clin Pathol. 2000 Oct;53(10):803.
3. Ockner DM, Sayadi H, Swanson PE, Ritter JH, Wick MR.
Genital angiomyofibroblastoma. Comparison with aggres¬sive
angiomyxoma and other myxoid neoplasms of skin and soft tissue. Am J Clin Pathol 1997;107:36-44
4. Qublan HS, Fayyad LM, Al-Ghoweri AS. Angiomyofibroblastoma of the vulva occurring in a teenaged girl. J Obstet Gynaecol. 2002 Sep;22(5):562-3.
5. Park JH, Shin MK, Lee M, Park ST, Park SH, Kim HB.Angiomyofibroblastoma of the vulva: A case report with literature
review. Case Reports in Clinical Medicine. 2013;Vol.2, No.3,
221-224.
6. Sims SM, Stinson K, McLean FW, Davis JD, Wilkinson EJ.
Angiomyofibroblastoma of the vulva: a case report of a pedunculated variant and review of the literature. J Low Genit Tract
Dis. 2012 Apr;16(2):149-54.
7. Nielsen GP, Young RH, Dickersin GR, Rosenberg AE. Angiomyofibroblastoma of the vulva with sarcomatous transformation (“angiomyofibrosarcoma”). Am J Surg Pathol. 1997
Sep;21(9):1104-8.
8. Nielsen GP, Young RH. Mesenchymal tumors and tumor-like lesions of the female genital tract: a selective review with
emphasis on recently described entities. Int J Gynecol Pathol.
2001;20:105–127.
9. Pittenger MF, Mackay AM, Beck SC, Jaiswal RK, Douglas
R, Mosca JD, Moorman MA, Simonetti DW, Craig S, Marshak
DR. Multilineage potential of adult human mesenchymal stem
cells. Science. 1999 Apr 2;284(5411):143-7.
10. Kanda M, Sonoyama A, Hirano H, Kizaki T, Ohara N.
Angiomyofibroblastoma of the vulva. Eur J Gynaecol Oncol.
2014;35(1):77-80.
11. Ibnerasa SN, Yasmeen F, Shami N. Angiomyofibroblastoma
of the vulva. J Coll Physicians Surg Pak. 2012 Feb;22(2):10810.
12. Ulubay M, Keskin U, Fidan U, Fıratlıgil FB, Günal A, Karaca RE, Ergün A. Case report of vulvar angiomyofibroblastoma. Cukurova Med J. 2015; 40(4): 822-825.
13. Odoi AT, Owusu-Bempah A, Dassah ET, Darkey DE, Quayson SE. Vulvar lipoma: is it so rare? Ghana Med J. 2011
Sep;45(3):125-127.

- 47 -

