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Introduction

Cellular angiofibroma (CAF) is a rare benign mesenchymal
tumor that affects both genders in the genitourinary region
[1]. Nucci et al. first described this entity in the vulva in fe-
male in 1997 [2]. Cellular angiofibroma is generally a slow-
growing and form asymptomatic mass that primarily arises
in the vulvar-vaginal region in female and the inguinal region
in males [3]. Although rare, cases have been reported in the
pelvic and extra pelvic regions [4]. It mainly affects women
mostly during the fifth decade of life [1]. “CAF” is the applied
terminology of this tumor in accordance with World Health
Organization [5]. It can easily be misdiagnosed as spontaneous
perineal herniation in clinical practice [6]. Detailed pathologi-
cal examination and correlation with immunohistochemistry
workup are imperative to distinguish it from various soft tis-
sue tumors which affect the pelvic regions. Differential diag-
nosis of this tumor includes both benign and malignant lesions
such as spindle cell lipoma, solitary fibrous tumor, angiomyo-
fibroblastoma, leiomyoma, and aggressive angiomyxoma [7].
Treatment with simple local excision is generally curable due
to low local recurrence and no chance of metastasizing [8].
Cellular angiofibroma has a good prognosis [9]. However, pre-
operative distinction of cellular angiofiboroma from malignant
tumors can be challenging [10]. Periurethral CAF is rare with
only two cases reported in the periurethral region [11, 12].
The current study presents a third rare case of cellular angio-
fibroma affecting the periurethral region in 69-year-old male
that measured approximately 7 cm. This case was suspected
a prostate malignancy with possible bladder invasion on the
radiology imaging.

Case presentation

A 69-year-old male with a past medical history of coronary
artery disease, aortic insufficiency, hyperlipidemia, gout, and
melanoma who presented with enlarged prostate, elevated
PSA of 8.6 and lower urinary tract symptoms of weak stream
and mild nocturia. Patient had been followed by urologists for
his prostate enlargement since 2011 when he had negative

prostate biopsies. His PSA was trended and followed carefully
with repeatedly negative prostate biopsies. Last PSA mea-
sured 7.13. MRI of the prostate showed an enlarged prostate
(130mL) with two PI-RADS 4 lesions on the right and left tran-
sitional zones and a substantial periurethral mass of 7-8 cm.
(Figure 1).

Figure 1: Sagittal T2 weighted MRI showed non uniform periurethral mass
between the posterior vesicle and compressing rectosigmoid junction. Overall,
well circumscribed 7 cm mass with possible bladder invasion.

Diagnosis:

After review of the pelvic MRI and concern for periurethral
mass and enlarged prostate, we performed a cystoscopy, ob-
tained MRI guided TRUS prostate biopsies and periurethral
mass biopsy. Cystourethroscopy showed no urethral stenosis
or stones. Prostatic enlargement of median lobe was noted.
No lesions or neoplasms were identified within the bladder.
MRI guided biopsy of prostate showed no significant patho-
logic change in tissue appearance. Periurethral mass biopsy
showed cellular angiofiboroma. The large periurethral mass
and pathology of cellular angiofiboroma were discussed with
the patient and he went to the operative room for perineal
excision of this mass via an incision in the perineum. The le-
sion was very close to the right side of the external sphincter
and was noted to be adhered to the urethra and was quite
vascular. The entire lesion was excised and sent for pathology.

Pathology Gross Description

Three irregular, pale tan to purple-tan soft tissue fragments
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measuring 1.2 x 0.5x 0.4 cm, 2.1 x 1.0x 0.9 cm, and 2.3 x 2.2
x 0.6 cm. The smaller tissues were somewhat ragged and par-
tially disrupted. The larger tissue was sectioned to reveal tan-
white, homogeneous, semi-translucent cut surfaces. There
was no gross evidence of necrosis or calcification. Focal hem-
orrhage was identified.

Pathology Microscopic Description

The microscopic appearance was characterized by a cellular
neoplasm composed of uniform, bland, spindled stromal cells
with scant, lightly eosinophilic cytoplasm with ill-defined bor-
ders, oval to fusiform nucleus. Numerous thick-walled and
hyalinized vessels were noted. Scarce component of mature
adipocytes was present. (Figure 2). The stromal cells were
positive for desmin and CD34; and negative for CD117 (Figure
3,4).

- i
Figure 2: Hematoxylin-eosin staining shows the cellular spindle cell compo-
nent and the hyalinized blood vessels.

Figure 4: Immunohistochemical staining for Desmin reveals positive expres-
sion.

Patient Follow-up:

Patient’s post-operative course was complicated by urinary
retention for which he practiced self-catheterization and
took Flomax for incomplete emptying symptoms. He also de-
veloped a fever of 102 with urine cultures growing Serratia
macarenes, thus his UTI was treated with ciprofloxacin. At his

post operative 6-month check-up, his PSA was 8.49, prostate
estimated at 114g, and he was doing well. Patient follow-up
showed no evidence of recurrence.

Discussion

Cellular angiofibroma is a rare benign tumor that has been de-
scribed in several case studies in children and adults. In terms
of the genital and pelvic regions, it is most associated with the
labium and vulvovaginal areas in females, and superficially in
the scrotum and inguinal canal in males. Cellular angiofibro-
mas have been described in the nasopharynx as well as the
female and male genital regions [9, 12, 13]. In 1998 Laskin et
al. reviewed angiomyofibroblastomas in the male genital re-
gion with six scrotal cases and five inguinal cases. These tu-
mors were superficially located and well circumscribed. After
simple excision, one of seven patients on follow up demon-
strated recurrent/persistent disease. CAF have been described
as more common in women as demonstrated by Mandata et
al when they gathered 79 cases of CAF in women from 1997 to
2014. They found that 56% of these CAF cases showed tumor
growth in the vulvovaginal and labium region. Similarly, most
male cases have been described in analogous male genitalia
such as the scrotum and inguinal regions. Unusual location of
cellular angiofibroma has been also described in the prostate
in a male patient [14].

The diagnosis of cellular angiofiboroma can be challenging es-
pecially when suspected malignancy is necessary to be ruled
out. Valuable information is often provided by MR imaging,
especially when ultrasound and/or clinical examinations are
inconclusive [15]. Combining conventional and functional
magnetic resonance data provides useful diagnostic informa-
tion in the preoperative characterization of scrotal masses
[16]. Generally, diagnosis of CAF is established with biopsy
proven pathological examination and immunohistochemical
staining. Grossly, CAF presents as a well circumscribed mass
without a capsule and often involves superficial tissues. Mi-
croscopic images demonstrate bland spindle shaped cells with
fusiform nuclei and pale eosinophilic cytoplasm with wispy
collagen bundles in the extracellular matrix. Small to medium
sized thick walled hyalinized vessels and scattered adipose tis-
sue are also characteristic of the tumor. Cellular atypia and
necrosis are uncommon. Sarcomatous transformation in a cel-
lular angiofibroma is reported in only one rare case [17]. Im-
munohistochemistry findings specific the tumor cells include
vimentin, CD99, CD 34, ER/PR, and desmin.

These tumors contain two principle components: the cellu-
lar spindle stromal cells and the prominent thick-walled hy-
alinized blood vessels [18]. The differential diagnosis of this
unique tumor includes angiomyofibroblastoma, spindle cell
lipoma, solitary fibrous tumor, leiomyoma and aggressive
angiomyxoma. CAF is a mesenchymal neoplasm that falls in
the spectrum of angiomyofibroblastoma, a well circumscribed
less cellular benign neoplasm, and aggressive angiomyxoma,
which can be a fast growing locally infiltrative tumor with a
tendency to recur when incompletely excised. Angiomyofibro-
blastoma, cellular angiofibroma, and aggressive angiomyxoma
can be distinguished via histologic appearance, immunohis-
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tochemistry staining, and the clinical findings. All published
cases recommend close follow up of lesions and in the case
of rapid increase in size, prompt surgical excision of mass with
negative margins is appropriate with the goal of preventing
recurrence [19]. In 2013, Emtage et al. described a case of a
middle-aged man with voiding symptoms and a large rapidly
growing 13.5 cm cellular angiofibroma of male pelvis. This
team elected simple surgical resection, but there was no re-
port on follow up to track recurrence or metastasis. A recent
case report from Kumar et al in 2018 described a female peri-
urethral mass that had been enlarging to 2-3 cm over 8 years.
Simple surgical excision of this mass resulted in cure with no
signs of recurrence in the 2 years follow up period.

Conclusion

In summary, CAF in males represents a distinct benign neo-
plasm with a broad anatomic distribution. Uncommon loca-
tion in the periurethral region is rarely reported. This is be-
lieved to be the third reported case of cellular angiofibroma
in the periureteral region. Any lesion in genitourinary areas
should be taken with high suspicion of malignancy and the
specimen should undergo pathologic and immunohistochem-
istry examination and appropriate correlation. Once the diag-
nosis is made, treatment with simple local excision with tu-
mor-free margin is adequate to avoid recurrence of the lesion.
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