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Angiomyofibroblastoma of the Lower Genital Tract of
Women: Report of Two Cases
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ABSTRACT Superficial angiomyofibroblastoma of the lower genital tract of women is a very rare, benign neoplasm that most commonly
arises in the vulvo-vaginal area. Our first case is a 45-year-old woman who presented with menometrorrhagia. On gynecological examination,
a pedinculated polipoid mass 2.5 cm in size was found on the cervix. The second case is a 40-year-old woman presented with a nodular mass
5 cm in size on the vulva. She admitted to hospital with itching and cosmetic problems. Histologic examination revealed bland spindled and
epithelioid cells arranged around blood vessels. Tumor cells have immunoreactivity for desmin, vimentin, estrogen and progesterone recep-
tors but staining for cytokeratin was negative. In the lipomatous variant, the cells are dispersed into the adipose tissue. Differential diagno-
sis of lipomatous angiomyofibroblastoma includes; spindle cell lipoma, angiomyolipoma, and cellular angiofibroma. We will discuss the
differential diagnosis of these cases with immunohistochemical and morphological findings.
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Superficial angiomyofibroblastoma of the geni- variant of angiomyofibroblastoma have been reported
tal tract (SAMFGT) typically arises from the subep- in the literature.
ithelial stromal cells of the vagina, less commonly
from the vulva and cervix.! Only one case with su-
perficial angiomyofibroblastoma (SAMFB) in the
ovary has been described in the literature.? Also a

CASE REPORT

CASE 1

case of pregnant woman presented with a mass pro-

lapsed from the vagina has been reported, and this is A 45-year-old woman was admitted to hospital with
the first case of (SAMFGT) occurring in a pregnant abnormal uterine bleeding. On general examination,
woman. Clinically, these tumors are often confused a pedunculated mass 2.5 cm in size was seen on the
with Bartholin’s gland cysts, because of their slowly cervix. The mass was excised and endometrial curet-
growing nature and the formation of pedunculated tage was also performed due to abnormal uterine
mass on the vulva.** Although SAMFB is known as bleeding.The specimen was firm, smooth, peduncu-
a rare mesenchymal neoplasm presented in the lower lated, polipoid mass 2.5x2x1 cm in size. The cut sur-
genital tract of middle-aged women, mostly on the face was solid and gray-white in color (Figure 1A).
vulva, four cases of SAMFB-like tumors have been There was no necrosis or hemorrhage. The tumor was
reported in the scrotum, perineum, or spermatic cord encapsulated. Microscopic examination of the polipoid
in men.** The lipomatous variant is an extremely rare mass revealed ovoid, stellate and spindled cells located
variant of this tumor and was first described by around the vessels and embedded in collagenized,
Laskin et al.’ There are only 16 cases of lipomatous hyalinized, and vascularized stroma (Figure 1B, Figure
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FIGURE 1: A) Macroscopic examination showing firm, smooth, pedunculated, polipoid mass on a broad stalk, attached to the cervix. B-C) Neoplasm composed of relati-
vely hypocellular ovoid, stellate to spindle-shaped cells in a patternless distribution in an edematous to myxoid, variably collagenized and vascularized stroma (H&Ex100
and H&Ex400). D) Tumor showing strong positivity for vimentin (x400). E) Tumor showing strong positivity for desmin (x400). F) Tumor showing positivity for CD34 (x400).

1C). There was no mitotic activity or necrosis. The im-
munohistochemical examination revealed strong ex-
pression with desmin, vimentin, CD34 and estrogen
receptor (ER) (Figure 1D, Figure 1E, Figure 1F). The
proliferation index of Ki-67 of the neoplasm was low.
Based on these findings, it was reported as SAMFGT.
Written informed consent was obtained from the pa-
tient for publication of this case report.

CASE 2

A 40-year-old woman presented with hypermenor-
rhea, leukorrhea, itching, and had a normally local-
ized intrauterin device (IUD). IUD was removed
because of candida and trichomonas infection. On ul-
trasonographic examination, a solid vascularized mass
5x3 cm in size was found and excised. Macroscopi-
cally, the mass was a well-circumscribed, brown-yel-
low in color, 5.5x4.5x2.2 cm in size. The cut surface
was yellow and had myxoid areas (Figure 2A). Mi-
croscopic examination revealed that approximately
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40-50% of the lesion was composed of mature adi-
pose tissue in a lobulated fashion. The neoplastic cells
were spindled and epithelioid, and arranged around
vessels. The stroma was myxoid and fibrous in some
areas (Figure 2B, Figure 2C). No mitotic activity,
necrosis, or atypia was seen. Immunohistochemically,
the spindled and epithelioid cells were positive for ER,
vimentin, desmin and CD34 while negative for
smooth muscle actin (SMA) (Figure 2D, Figure 2E,
Figure 2F). The proliferation index of Ki-67 of the
neoplasm was 1-2%. Based on these findings, it was
reported as lipomatous variant of SAMFGT. Written
informed consent was obtained from the patient for
publication of this case report.

DISCUSSION

SAMFGT is a benign mesenchymal tumor and can be
confused with many lesions in that location. Cervical
leiomyoma, Nabothian cysts, cervical cancers, and
other rare tumors of the cervix should be considered
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FIGURE 2: A) Macroscopic examination showing a well-circumscribed, solid mass and brown-yellow in color. B-C) Neoplasm composed of relatively hypocellular ovoid,
stellate to spindle-shaped cells in a patternless distribution in an edematous to myxoid, variably collagenized, lipomatous and vascularized stroma (H&Ex100 and H&Ex400).
D) Tumor showing strong positivity for vimentin (x400). E) Tumor showing strong positivity for estrogen receptor (x400). F) Tumor showing strong positivity for CD34 (x400).

in differential diagnosis. SAMFGT is easier to distin-
guish from Nabothian cysts because of its solid struc-
SAMFGT has a tendency to be more
well-circumscribed and nodular compared to cervical
cancers which shows extensive mucosal irregularities.
A differential diagnosis can be made by performing
colposcopic biopsy. Leiomyoma is a benign smooth
muscle tumor and can easily be diagnosed histomor-
phologically. Although differential diagnosis is diffi-
cult in leiomyomas with degenerative myxoid

ture.

changes, leiomyoma is predominantly composed of
smooth muscle and can easily be distinguished from
SAMFGT. In aggressive angiomyxoma (AAG), the
myxoid areas are seen with predominance compared
to SAMFGT which is composed of prominent epithe-
lioid cells around the vessels. In addition, AAG may
invade the adipose tissue, muscles, and nerves.!*
Vulvar SAMFGT is described as a sharply de-
marcated, slowly-growing, painless, rubbery mass
ranging in size from 0.5 to 12 cm in the literature.
Clinically, these tumors may be misdiagnosed as
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Bartholin’s gland cysts, inguinal hernia, leiomyoma
or mesenchymal tumors such as lipoma and liposar-
coma.>’ Microscopic examination reveals a well-de-
fined tumor composed of admixture of hyper- and
hypocellular edematous stromal areas rich in vascu-
lar structure. Nuclear atypia or mitotic figures were
rare and tumor cells tend to cluster around blood ves-
sels.*!® Sometimes adipocytes may be scattered
throughout the mass and these tumors have been clas-
sified as a “lipomatous” variant of SAMFB. Lipo-
matous angiomyofibroblastoma (LAMFB), on the
other hand, has been reported as a rare variant of
SAMFB with a mature adipose tissue component. All
of the reported LAMFB were tumors on the vulva
ranging in size from 1.1 to 12 cm. The mean age of
the patients was 42 years. Microscopic examination
revealed hypocellular and hypercellular areas com-
posed of spindle and epithelioid cells within the vas-
cular stroma. Mitotic activity was low and no
necrosis or atypia was seen. In the majority of cases,
mature adipose tissue accounted for about 30% to
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90% of the tumor.!® The source of adipose tissue in
vulvo-vaginal LAMFB is not clear. There is no con-
sensus on the amount of lipomatous component re-
quired for tissue diagnosis of LAMFB. The main
differential diagnoses of LAMFB are various lipo-
matous neoplasms, including liposarcoma, angi-
olipoma, pleomorphic lipoma and spindle cell
lipoma, and other mesenchymal lesions that may con-
tain a cellular lipomatous component. Lipomatous tu-
mors are rare in the vulva and vagina. When
examining a lipomatous neoplasm in this area, espe-
cially if the lesion is large, the pathologist should
carefully sample the specimen to exclude LAMFB.
Positive staining with ER can be helpful, since lipo-
matous neoplasms are expected to be negative for
ER. In liposarcoma, nuclei are more hyperchromatic.
Floret-like giant cells should be observed in pleo-
morphic/spindle cell lipoma.®'® Superficial an-
giomyxoma (cutaneous myxoma) is generally
superficial, small-sized (0.5 cm), well-circumscribed
tumor and has mucoid content. Microscopic exami-
nation reveals few stellate cells in the abundant myx-
oid stroma. Cellular angiofibroma is seen in the
superficial portion of the vulva and less commonly
seen in the vagina, perineum, urethra or groin area.
Macroscopically, these lesions are well-circum-
scribed and gray-white in color. Microscopically,
they are composed of spindle cells and thick-walled,
often hyalinized vessels. Immunoreactivity with
CD34, desmin and SMA is more common.'~* Spindle
cell lipoma of the vulva and well differentiated li-
posarcoma are also very rare. Although the morphol-
ogy is similar in spindle cell lipoma, hormone
receptors expected to be negative in spindle cell

lipoma. Differentiating LAMFB from well-differen-
tiated liposarcoma can be made with histomorpho-

logical examination as well as loss of expression with
MDM2 and S100.%!°

In conclusion, SAMFGT, LAMFB in the lower
genital tract of women are very rare neoplasms. It
should be kept in mind by pathologists and clinicians,
since this lesion can be confused clinically and mor-
phologically with other more common tumors in the
same localization. As, this is a benign tumor, accu-
rate diagnosis is extremely important to avoid ag-
gressive treatment.
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