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Hemangioma is a common tumor accounting for 8 to 10 % of benign neoplasm.
However, hemangioma arising from blood vessels is rare and even rarer if the vessel
involved is anterior jugular vein (A]V). AV hemangioma can be confused with jugular
phlebectasia, laryngocele, thyroglossal cyst, simple cyst, or other vascular malforma-
tion of same origin. They should be considered in differential of midline/paramedian
neck swelling. Surgical resection is the treatment of choice whenever possible, and
even allows for histopathological evaluation and a confirmatory diagnosis. Being an
extremely rare entity, there is paucity in literature about it and more publications are
required to extend understanding and eliminate existing doubts about the pathology.
We present an extremely rare case of A|JV hemangioma that presented as a painless
midline swelling and was initially confused as simple neck cyst on radiological
assessment. We believe that this is the second only case of A]JV hemangioma reported
in English literature.

Vascular tumors and anomalies can present as solitary neck
swelling in adults. Their designation into hemangiomas or
vascular malformations has never been easy, since more
classification systems have been proposed over the years,
as these anomalies have been thoroughly studied.’? As a
primary tumor, hemangioma that originates from vessel wall
and particularly in the wall of anterior jugular vein (AJV) is
extremely rare, while that arising from the wall of external
jugular vein (EJV) is only slightly more common. To the best
of our knowledge, there are only six reports of vascular
hemangioma arising from EJV,3"8 and only one prior report

of AJV hemangioma in English literature.’ We present a case
of AJV hemangioma and believe that this is the second only
case of A]JV hemangioma reported in the English literature.

Case Report

A 36-year-old female presented with a complaint of painless
midline neck swelling. She first noted a small nodular
swelling 6 months before, which had gradually increased
in size. She was otherwise healthy and did not report a
history of alcohol consumption or of smoking. No genetic or
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syndromic abnormalities were reported from her family.
There was no history of preceding neck trauma, surgery, or
upper respiratory tract infection.

On physical examination, there was a nonpulsatile, soft, and
nontender left paramedian neck swelling that moved slightly
with deglutition. Overlying skin illustrated no erythema,
warmth, or tenderness. No cervical lymphadenopathy was
noted. Her laboratory reports including complete blood count,
basic metabolic panel, chest X-ray, and electrocardiography
were unremarkable. On ultrasonography, a well-defined mul-
tiseptate, cystic lesion measuring 5.5 x 2.4 cm seen within the
subcutaneous tissue in the left cervical region, anterior to the
thyroid gland. A simple neck cyst was suspected on radiologi-
cal assessment. Being uncertain about the diagnosis, the lesion
was explored under general anesthesia.

A surgical exploration was undertaken under general anes-
thesia with oral intubation using flexometallic endotracheal
tube and following anesthesia medications: premedication
(injection midazolam 1 gm, injection Emeset 4 mg, and injec-
tion glycopyrrolate 0.2mg), induction (injection propofol
100 mg and injection succinylcholine 100 mg), relaxant (injec-
tion cisatracurium 10mg), and analgesia (injection fentanyl
100 pg and injection paracetamol 1 gm). Patient was kept in
supine position with neck slightly extended and a horizontal
skin crease incision was taken. Subplatysmal skin flaps were
raised both superiorly and inferiorly. A mass arising from the
left AJV was isolated after careful dissection (=Fig. 1). The mass
was excised after ligating the AJV. The tumor appeared globu-
lar, reddish, and did not seem to infiltrate the surrounding
structure. A surgical drain was kept and suturing was done in
two layers. The postoperative period was uneventful. Drain
was removed on 3rd postoperative day and sutures were
removed on 10th day, displaying a healthy wound.

Fig. 1 Tumor arising from the anterior jugular vein (arrow).
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Fig. 2 Histopathological examination findings. (A) Thin-walled blood
vessels with focal wall thickening. (B) Attenuated muscle layer in
large-caliber blood vessel. (C) Siderophages and histiocytes in wall.
(D) Thrombus in large-caliber blood vessel.

The histopathological examination of resected tissue
showed collection of abnormal veins of varying sizes and
proportions. Some vessels are large and thin walled whereas
others showed compressed smooth muscle in the wall. Foci of
wall thickening with infiltration by siderophages, histiocytes,
and lymphocytes were noted. Organized thrombi were also
noted (~Fig. 2A-D). The endothelial lining of the large vessels
was immunopositive for CD31, CD34, and ERG (~Fig. 3A-C).
Based on these features, a confirmatory diagnosis of AJV
hemangioma was made. No recurrence or complication has
been noted until 1-year postoperative follow-up.

Discussion

A hemangioma is a usually benign vascular tumor derived from
blood vessel cell types. There are various types of hemangiomas.
The more common types include capillary, cavernous, com-
bined, and lobular capillary types. There are very few reports of
primary venous hemangiomas in the literature. Some authors
consider these lesions to be present since birth, while others
consider it to be an acquired process caused by trauma, sepsis,
pressure changes, and hormonal alterations.°

In contrary to various childhood vascular tumors, venous
hemangiomas, like the one in present report, do not show
signs of involution.' In terms of anatomical location, head
and neck hemangiomas account for 60% of cases, while 25%
involve the trunk and 15% the extremities.’

As a primary tumor, hemangioma that originates from the
vessel wall and particularly in the wall of EJV or A}V is
extremely rare, while that arising from the wall of AJV is
slightly more uncommon. The first report of preoperative
diagnosed case of hemangioma arising from EJV was
reported by Meyers in 1967.3 Subsequently, to be the best
of our knowledge, five more reports of hemangioma arising
from EJV were reported in English literature 4~

We report a particularly rare case of hemangioma arising
from AJV. We believe that this is the second case of AJV
hemangioma reported in English literature; the only prior
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Fig.3 Immunohistochemical examination findings. (A) Endothelial cells CD31 positive. (B) Endothelial cells CD34 positive. (C) Endothelial cells

ERG positive.

case of AJV hemangioma was reported by Irfan et al in 2010.°
Similar to our case, there was a radiological diagnostic
dilemma with simple neck cyst and a final diagnosis was
achieved after surgical excision.

Treatment options include watchful waiting, sclerothera-
py, embolization, and surgical excision.® Surgical excision
with ligation of the vessel is the treatment of choice as it
allows for a confirmatory histopathological diagnosis and
has zero reports of recurrence/relapse; however, it is gener-
ally advocated for tumor causing compressive symptoms or 1
cosmetic deformity.

Differentials of AJV hemangioma/EJV hemangioma in-
clude jugular phlebectasia, laryngocele, thyroglossal cyst,
branchial cyst, simple cyst, or other vascular malformation

of same origin, including aneurysms."! 3

Conclusion

AJV hemangioma is an extremely rare lesion and should be
considered in differential diagnosis of midline/paramedian
neck swelling. They can be confused with jugular phlebectasia,
laryngocele, thyroglossal cyst, simple cyst, or other vascular 6
malformation of same origin. Clinical examination and radio-
logical assessment can aid in diagnosis and surgical planning;
however, they can sometimes cause diagnostic dilemma with

close differentials. Surgical excision is the preferred treatment
whenever possible, and even allows for histopathological 8
evaluation and a confirmatory diagnosis. Because of its rarity,
a comprehensive data is lacking and more publications are
required to have a better understanding about the pathophys-
iology, presentation, and management of this tumor.
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