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Case Report

Uterine angioleiomyoma, A distinct variant of uterine leiomyoma.
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Abstract
Uterine leiomyomas or fibroids are benign smooth muscle tumors of the uterus. Most women are
asymptomatic while others complain of painful or heavy periods. If large enough, they may push on
the bladder causing a frequent need to urinate. Occasionally, leiomyoma may cause infertility. The
exact cause is unclear. However, fibroids may run in families and appear to be partly determined by
hormone levels. Obesity is considered one of the risk factors. Uterine angiolieomyoma is one of the
extremely rare variant and only six cases have been reported in the literature up to date.
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Introduction
A leiomyoma, also known as fibroids, is a benign smooth
muscle tumor [1-4], that very rarely becomes cancer (0.1%).
They can occur in any organ, but the most common forms
occur in the uterus, small bowel, and the esophagus.
Polycythemia may occur due to increased erythropoietin
production as part of a paraneoplastic syndrome. It may lead to
excessive menstrual bleeding (menorrhagia) and often cause
anemia which may lead to infertility. A rare form of this tumor
is uterine angioleiomyoma. It is a benign tumor consisting of a
mixture of dilated thick and thin wall blood vessel and smooth
muscle. These tumors are monoclonal and non-random
chromosomal abnormalities have been seen in 40% of the
tumors. It usually occurs in middle-aged women. These tumors
can be single or multiple. It may present as submucosal,
intramural, or subserosal whorled nodules [3,5-9].
Histopathologically, it shows interlacing smooth muscle bundle
with predominant spindle cells swirling around thick-walled
blood vessels with very rare mitotic figures and no atypia or
necrosis. However, cases with marked nuclear atypia and
multinucleated giant cells have been reported. The tumor cells
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are immunoreactive for smooth muscle actin, desmin, hcaldesmon, and progesterone receptor. In the smooth muscle
component as well as in the vascular wall, CD34 and CD31 are
characteristically highlighting the endothelial cell lining the
vascular component. The most serious complication is
spontaneous rupture that is life-threatening especially in
pregnancy. There are no specific imaging findings; therefore, a
preoperative diagnosis is extremely difficult. Significant
cytological atypia or raised cancer antigen CA 125 levels need
to be evaluated carefully for possible malignant changes
[10-12].

Case Presentation
A 42-year-old woman P7+1, all SVD, who presented to a
private hospital in Jeddah (Aya Hospital), with a chief
complaint of severe dysmenorrhea and cyclic lower abdominal
pain recurring for more than 2 years. Pelvic ultrasound was
performed and showed a usual fibroid mass of 9 × 8 cm. The
patient then underwent myomectomy in which the specimen
was sent to Almamlka Lab’s Histopathology Department and
the diagnosis issued was uterine angioleiomyoma.
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On Examination
Grossly, tumour received in formalin; consist of single piece of
fibrous grey-tan mass, measured 14 × 11 × 9 cm. Sectioning
showed worlly appearance with some hemorrhagic area. On
microscopic examination, it showed interlacing less wellordered, smooth muscle bundle intersecting each other with
fusiform cells without no mitosis seen in 10/HPF. Numerous
thick-walled vessels with partially patent lumens are seen,
interpreted in between hyalinised areas. There was no evidence
of atypia or malignancy (Figure 1).

Figure 1: The tumor mass is composed of well-differentiated smooth
muscle cells and numerous thick-walled vessels with some dilated
vascular channels (H&E; × 200).

Immunohistochemistry (CD34 & SMA) were performed using
manual procedure which encompasses antigen retrieval and
applying the labelled antibody. CD34 showed positive
expression of the endothelial cells lining the vascular spaces.
SMA showed positive stain in the vascular wall as well as the
leiomyoma fascicles, (Figure 2). The patient went home in
good condition, and returned to her usual daily activities, two
weeks after the operation [12-17].

Figure 2: A: Immunohistochemical staining for smooth muscle actin
[SMA] showing a strong positivity in perivascular proliferating
smooth muscle bundles (x400); B: Immunohistochemical staining for
the endothelial cells of the thick-walled vessels stained with CD34
antigen (x400).

Discussion
World Health Organization (WHO) does not classify uterine
angioleiomyoma as a separate entity or leiomyoma, by
literature review we found that all postoperatively diagnosis of
angioleiomyoma was up to 0.40% cases all over the world
[18-27]. Age of presentation ranges from 43 to 69 years
[28-30]. Frequently patients were presented with per vaginal
bleeding. Moreover, multipleangioleiomyoma is likely to
undergo ischemic changes; therefore, pelvic pain will be the
presentation symptom [2,22]. Uterine bleeding often
responsible for anaemia, which results from dysregulated
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growth factors and their receptors, which affect vascular
morphology and regulate angiogenesis [22]. Basic fibroblast
growth factor is said to play a special role in that pathology [5,
13]. Literature review report cases of angioleiomyoma which
was associated with several and massive per vaginal bleeding,
and this some time is a life threat [4,22, 24,27]. On a rare
occasion, a case of coagulopathy due to large area of necrosis
was reported [2]. Another reported case of hyper fibrinogen
anemia in a patient with uterine angioleiomyoma was noted
[28]. However, the most serious complication is rupture of the
uterine body [25]. Almost in half of the cases (about 44.4%) of
the patient required blood transfusion mainly due to associated
haemorrhagic anaemia. In general, clinical findings of atypia,
mitosis, pleomorphism, and necrosis were absent in benign
uterine angioleiomyoma. However, case of mitosis of 2 per 10
high-power fields is acceptable in arrange of benignity [29-32].
In one case the areas of mild cellular atypia and slight increase
in mitotic activity, mean 3-4 mitoses per 10 [28,21,26].
[1,22,27,30] Radiological evaluation (Ultrasonography of the
pelvis) showed large heterogeneously, hypoechoic lesion,
mainly seen in posterior rmyometrium) indenting and
displacing endometrial echo. No definite hyperechoic foci to
suggest calcification seen within the lesion. Grossly present as
a well-circumscribed masses arising from the uterine corpus.
They range in size from 5 cm to 20 cm in the maximum
dimension [5,6,10]. These tumours can be submucosal,
intramural and subserosal [12,14,15]. On sectioning, the
angioleiomyoma are grey tan, with whorled appearance and
foci of haemorrhage, and necrosis. Histologically,
angioleiomyoma composed of interlacing smooth muscle
bundles, with spindle cells swirlaround thickwalled blood
vessels. Most of theselesions lack mitotic figures,
pleomorphism, or necrosis. Mitosis up to 2 mitoses per 10 high
power fields was still considered within the benignity range.
However, it’s important to emphasize that extensive sampling
is recommended in cases where there is nuclearatypia or
mitosis in order to exclude a leiomyosarcoma. Other
degenerative changes in form of myxoid change, edema, and
hyalinised degeneration with fibrin deposition in the vessel
wall are observed [5,6,8]. In immune histochemical test, the
perivascular smooth muscle cells and the muscular wall of
thick blood vessels showed immune reactivity for the muscle
marker (SMA & caldesmin). The endothelial cells stained with
vascular marker, CD34 & CD31.

Conclusions
Angioleiomyoma is an extremely rare variant of only
0.34-0.40% among all cases of uterine leiomyomas. It behaves
in a benign fashion, but is prone to complication related to
associated haemorrhage and ischemic changes as well as the
associated paraneoplastic symptom.
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