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Unusual Tumor in an Interesting Site:
Vascular Leiomyoma Originating from the
Internal Jugular Vein: Case Report

Internal Jugular Ven Kékenli
Vaskiiler Leiyomiyom: Farkli Bir Bolgede
Nadir Bir Tiimoér Olgusu

ABSTRACT Angioleimyoma is a benign tumor arising from the vascular smooth muscle (tunica
media). Most of them are found in the uterus, skin and alimentary tract. It is rarely found in the he-
ad and neck area. Occurrences in the ear, the lip, the nasal cavity, the ethmoid sinus, the parotid
gland and the larynx have been reported. We presented an unusal case of vascular leiomyoma ori-
ginating from the left internal jugular vein in a 32 year-old man. To the best of our knowledge this
is the first report of vascular leiomyoma originating from the internal jugular vein. All rare tumors
like vascular leiomyoma should be kept in mind in the differential diagnosis of neck masses altho-
ugh physical examination findings are relevant with a simple benign mass.
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OZET Anjiyoleiyomiyom, damarsal diiz kaslardan kéken alan benign bir timérdiir. Gogunlukla ute-
rus, deri ve sindirim kanalinda yerlesir. Bas ve boyun bolgesinde gériilmesi ¢ok nadirdir. Kulak, dudak,
nazal kavite, etmoid siniis, parotis bezi ve larenks yerlesimli olgular bildirilmistir. Biz, 32 yasinda er-
kek hastada sol internal jugular venden kéken alan bir vaskiiler leiyomiyom olgusu sunduk. Literatiir-
den edindigimiz bilgilere gore, bu olgu internal jugular venden koken aldig: bildirilen ilk vaskiiler
leiyomiyom olgusudur. Bas ve boyun kitlelerinin degerlendirilmesinde, fizik muayene bulgular basit
benign kitle ile uyumlu olsa da, vaskiiler leiyomiyom gibi tiim nadir tiimérler akilda tutulmahidr.

Anahtar Kelimeler: Anjiyomiyom; lenfanjiyomiyom; juguler ven
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ascular leiomyoma (VL) is an uncommon benign tumor composed

of smooth muscle cell and vascular endothelium. It originates from

the tunica media of veins.' They are also known as angiomyoma,
angioleiomyoma or dermal angioma. It can occur anywhere in the body
where smooth muscle is found.? According to Enzinger and Weiss, 95% of
7748 leiomyomas occurred in the female genitalia, 3% in the skin, 1.5% in
the gastrointestinal tract and the remainder in various other sites.* Those in
the head and neck area are rare and occur less than 1%.> Occurrences in
the ear, the lip, the nasal cavity, the ethmoid sinus, the parotid gland and
the larynx have been reported.®

In 1973, Morimoto classified angioleimyomas into three histological
types: solid, cavernous, and venous types. The solid type is more common
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in females, and the venous type is more common
in males. The cavernous type is the least common
type of the three.?

Clinically, VL presents as a solitary, small, pa-
inful cutaneous mass of the solid type.! It causes pa-
in in 60% of patients.”> This tumor is rarely
diagnosed before surgery. The usual treatment is
excision of the mass and ligation of the feeding ves-
sel.? We present a case of a vascular leiomyoma
which was adherent to the upper third of the in-
ternal jugular vein.

I CASE REPORT

A 32 year-old man presented with a 1 year history
of a slowly enlarging nontender left neck swelling.
Physical examination showed a 3x2,5 cm. mass lo-
cated along the anterior edge of the left sternocle-
idomastoid muscle near the angle of mandible. It
was smooth, firm, mobile and nontender. There
were no abnormal findings in the head and neck
examination. Computed tomography scan with
contrast showed an enhanced mass located at the
bifurcation of the left carotid artery (Figure 1). Du-
e to its perceived vascular origin, MR angiography
was performed. It showed that the mass was not
vascular (Figure 2 ). So it was thought as a simple
benign mass and excisional biopsy was planned un-
der general anesthesia. During surgery, the solitary
mass was found to be adherent to the adventitia of
the left internal jugular vein at the level of bifur-
cation of the carotid artery. The mass and its cap-
sule were delicately dissected from the internal

FIGURE 1: Contrast computed tomography scan showing an enhancing
left neck mass in the region of the carotid bifurcation.
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FIGURE 2: MR angiography scan showing the nonvascular mass and differ-
entiating the mass from the paragangliomas arising at carotid bifurcation.

jugular vein, but the jugular vein needed to be re-
paired because of an injury. There was no postope-
rative complication. No recurence is observed.

PATHOLOGY

Grossly the specimen showed an ovoid, firm mass
measuring 1.5x1x0.5 cm. The cut surface was solid
and pale tan. Histologically, it consisted of a well
demarcated nodule of smooth muscle tissue, punc-
tated with thick walled vessels with partially pa-
tent lumina. The inner layers of vessels’ smooth
muscle were arranged in an orderly circumferenti-
al fashion, the outer layers were arranged perpen-
dicular to the inner layers. Areas of myxoid change
were seen. The vessels within these tumors lacked
internal and external elastic lamina. The tumor was
made up predominantly venous vessels, consistent
with a venous type of angioleiomyoma. (Figures 3
and 4).

Immunohistochemistry using a peroxidase-
antiperoxidase method (PAP) for both alfa smooth
muscle actin and CD34 tested positive, confirming
the diagnosis of venous type angioleiomyoma. (Fi-
gures 5 and 6)

I DISCUSSION

Leiomyomas are rare, benign, soft tissue tumors
arising from smooth muscle. Smooth muscle tu-
mors arising from the muscle layer of blood vessels
are known as vascular leiomyoma or angioleiom-

37



Sema ZER TOROS ve ark.

FIGURE 3: The tumor has rich vascular channels with thick muscular ves-
sel walls and intervascular smooth muscle bundle (H&E stain, Magnifica-
tion X 200).

FIGURE 4: Vascular leiomyoma (Mason’s Trichrome stain, Magnifica-
tion X 200)

yoma.®” It usually occurs in adults, but has been de-
scribed a few times in children.® A male preponde-
rance was noted in patients with VL of the head
and neck.!

It most commonly arises from the smooth
muscle of the female genital tract. The next most
common site is smooth muscle of the gastrointes-
tinal system.” Of all leiomyomas in the human
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body, less than 1% occur in the head and neck are-
a. Vascular leiomyomas are even less common.’

VL can develop in the oral or nasal mucosa,
larynx, deep spaces such as parotid space, subman-
dibular space, carotid sheath, facial bones or ret-
ropharyngeal space. The auricle and oral and
sinonasal cavities are the most commonly reported
sites of occurrence in the head and neck.!®

Most commonly, patients with a leilomyoma
present with a slowly enlarging mass that someti-
mes may be tender.® In our case, there was a 1 ye-
ar history of a slowly enlarging, nontender mass.

The histogenesis is unclear. Duhig and Ayer

proposed that proliferation of smooth muscle wit-

FIGURE 5: Vascular leiomyoma (CD 34 immunohistochemical stain,
Magnification X100).

FIGURE 5: Vascular leiomyoma (CD 34 immunohistochemical stain,
Magnification X100).
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hin a hemangioma produces a vascular leiomyoma
and further proliferation produces a simple leiom-
yoma.’ This may explain why some of these tumors
may be hypervascular, whereas the more common
leiomyoma is more solid and less vascular. It is pos-
sible that the lesion may represent a hamartoma
rather than a true neoplasm.’

On histological examination, smooth muscle
bundles and vascular channels surrounded by a thin
capsule are seen. Numerous vessels of various sizes,
having muscular walls of varying thickness were en-
compassed by interlacing bundles of smooth muscle.
Muscle cells were disposed tangentially from the pe-
riphery of the blood vessels to merge with and form
a part of the intervascular muscle fascicles. The stro-
ma contained varying amounts of collagen, indica-
ting myxomatous degeneration.”” Fine needle
aspiration is not sufficient to diagnose angioleiomyo-
ma.?® So, the diagnosis of a leiomyoma is often diffi-
cult to make before a histological examination.

In the case we present, the histological diag-
nosis was done after excisional biopsy.

Morimoto classified these tumors into three
histologic subtypes: solid or capillary, cavernous,
and venous. The most common type found in the
head and neck area is the venous type. The solid
type has smooth muscle bundles that intertwine
and surrounds the vascular channels. The caverno-
us type has dilated vascular channels with less smo-
oth muscle. The venous type has vascular channels
with thick muscular walls that are easily discerned
from smooth muscle bundles.”

The presence of pain is related to the histolo-
gical type of the tumor. The solid type is usually
painful, and the venous or cavernous type is pain-
less. If a vascular leiomyoma is deeply seated, it can
grow large because of the absence of symptoms.
But most vascular leiomyomas are small in size du-
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e to their superficial location and are slow growing
in nature.! Hasegawa et al. suggested that the pain
in these tumors may be mediated by the nerve fi-
bers located within the tumor parenchyma. Small
nerve fibers were identified within the stroma of
69% of painful tumors.

Malignant variants of this neoplasm have been
reported in rare cases. The distinction between be-
nign and malignant smooth muscle tumors in extra-
uterine sites can be difficult. Size, infiltration, bone
erosion in significant sites and mitotic index are va-
luable diagnostic aides.? The most useful histologic
indicator of a benign lesion is the absence of mitoses.
Several stains such as desmin, vimentin, Masson’s
trichrome, actin and myosin have been used to iden-
tify vascular leiomyomas. However, this spectrum of
stains typically is not required for the diagnosis.”

Fine needle aspiration cytological examination
and imaging studies such as sonography, computed
tomography (CT), or magnetic resonance imaging
(MRI) have no characteristic findings for preopera-
tive diagnosis. Surgical excision with histological
analysis is the only way to make a diagnosis.!

The histopathologic differential diagnosis for
these lesions includes hemangiomas, nasal angio-
fibromas, fibromyoma, leiomyoblastoma, angiom-
yolipoma, and vascular leiomyosarcoma.” Only one
case of vascular leiomyoma located at the carotid
bifurcation has been reported by Reiner et al.® Our
case is the first report of vascular leiomyoma origi-
nating from the internal jugular vein.

Although very rarely seen, vascular leiomyo-
ma must be kept in mind in the differential diagno-
sis of head and neck masses. Simple excision biopsy
is often curative. Recurrence rates are reported to
be very low."*3¢ In the review by Hachisuga et al,
only 2 of 562 angioleiomyomas recurred.!! In our
case, there was no recurrence within two years.
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