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A Rare Childhood Entity: Massive Internal Jugular Vein
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INTRODUCTION

Phlebectasia is a word describing an abnormal fusiform or
saccular dilatation of a vein that differs from the varicose
veins, which implies tortuosity. The most common cause
of a neck mass that becomes visible during straining is a
laryngocele. However, internal jugular vein phlebectasia
(JVP) also presents similarly and is a rare pathology in
childhood. We present a massive internal JVP of a child
on clinical examination and a computerized tomography
image with its differential diagnosis.

CASE PRESENTATION

An 8-year-old boy was referred to with a swelling on his
neck’s right side, which quickly becomes visible during
straining (Figure 1). During the Valsalva maneuver, the
mass was inflated and subsided upon relaxation, leaving
no abnormality with an inspection or palpation. History
revealed good health and average growth with no opera-
tion or trauma. The parents stated that the swelling was
noticeable for four years and showed a gradual increase.
He had been unable to wear a collar as he felt uncomfor-
table with constriction and choking sensation whenever
he would strain. Physical examination revealed no other
visible pathology when he was relaxed (Figure 1a). How-
ever, when forceful expiratory efforts were made, a mas-
sive swelling appeared on the neck’s right side (Figure 1b
and 1c). The mass was smooth and ovoid. It was not
pulsatile, and no bruit was heard. No tenderness or pain
exists. Computerized tomography angiography images

while the boy was straining revealed a massive right inter-
nal jugular vein dilatation (Figure 2).

DISCUSSION

A neck mass in a healthy child appearing only on straining
is most likely a JVP, and it is rarely encountered.” Phlebec-
tasiais a term used to describe an abnormal dilatation of a
vein in fusiform shape without tortuosity? Although ana-
tomic variations of the external jugular vein are often
encountered, internal jugular vein is quite consistent for
the developmental anomaly ocurrence. The first domestic
case of internal JVP was reported in 1952 by Gerwig WH
and has been described sporadically with only a few de-
scriptions until the 1970s.2 As the internal jugular vein is
an unusual site for a phlebectasia, this case is considered
to deserve a report and discussion.

The diagnosis of internal JVP is made using Color
Duplex ultrasonography scanning and computerized
tomography angiography.* The differential diagnosis
of a neck mass includes laryngocele, cystic hygroma,
lymphocele, thyroid swelling, cavernous hemangioma,
and enterogenous cyst. A thyroglossal cyst, lympha-
denopathy, branchial cleft cyst, and dermoid cyst
should also be considered in the diagnosis. Distention
of the neck mass during Valsalva eliminates others
than a laryngocele and JVP. The absence of air inside
the swelling on the X-ray further eliminates the lary
ngocele.® Internal JVP may be associated with Menkes
Disease, an X-linked recessive disorder of copper
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Figure 1. a-c. The neck without Valsalva (a). The right-sided
massive internal jugular vein phlebectasia appearing during Val-
salva: lateral (b) and anterior (c) view.

Figure 2. Computerized tomography angiography image. The
arrow shows the massive internal jugular vein phlebectasia.

metabolism.® Massive internal JVP may also cause the
classic features of Horner's syndrome that are uni-
lateral miosis, ptosis, and anhidrosis due to the com-
pression of the sympathic fibers.”

Internal JVP is a benign condition presenting with the
main symptoms of constriction, choking, dizziness,
coughing, tongue pain, and cessation of voice. Although
these symptoms are rare, there is an absolute indication
of surgical treatment in the symptomatic patients.®
Otherwise, treatment should be conservative with routine
follow-up evaluation. In asymptomatic cases, decision of
the surgery depends on the growth of the lesion during
follow-up, cosmetic concerns, and the emotional stress of
the child caused from being taunted by their peers. In
these patients, longitudinal constriction suture veno-
plasty plus encapsulation is recommended as a surgical
technique.® In most surgical cases, the internal JVP has
been totally ligated, cancelling the normal venous drai-
nage pattern on that side. Resection and end-to-end
anastomosing is another method for the surgical treat-
ment of internal JVP.2 All these options have been re-
ported to be safe and successful in eliminating the
internal JVP."

Internal JVP is a rare entity. The diagnosis is considered in
the presence of a neck mass enlarged by Valsalva man-
euver and confirmed by imaging. Surgery is only indicated
in the presence of complications.
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