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Lymphangioma

L

ymphangioma (also known as cystic hygroma) is
a benign lymphatic malformation typically found
in children aged younger than 2 years.1 Lymphangiomas are rare lesions with a reported incidence ranging from 2.8:1000 to 1:16 000.1,2 There are more than 100
adult cases of cystic hygroma reported in the literature.2,3
While the exact etiology for these lesions is unknown,
congenital lymphangiomas are commonly considered to be
embryonic malformations of the venous and lymphatic systems.4 Controversy exists over the origin of adult lymphangiomas; some researchers suggest they can be acquired
(eg, through trauma or infection), while others believe they
are truly congenital lesions that simply have enlarged. While
most lymphangiomas appear in the cervical region, they
can occur throughout the body.5
As with this patient, lymphangiomas usually present as
painless areas of localized swelling.4 However, with increasing size, they can cause feelings of tightness, compress adjacent structures, bleed, or become infected. Lymphangiomas may grow slowly over years or, in rare instances,
develop rapidly over the course of days.6 While the appearance of adult lymphangiomas may be associated with
recent trauma or infection, most cases are idiopathic.4
On physical examination, lymphagiomas tend to be
fluctuant and mobile. They may transilluminate, but this
finding does not occur in most adult cases.4 Their appearance on examination suggests a differential diagnosis including thyroglossal duct cyst, lipoma, dermoid cyst,
laryngocoele, hemangioma, branchial cleft cysts, seromas, metastatic lesions, lymphoma, and ranulas.3
Aspirated fluid is usually clear or straw colored.4,7 Histologic analysis of this fluid typically shows mature lymphocytes with occasional red blood cells and endothelial cells.7
Imaging is recommended for suspected lymphangiomas to
rule out neurovascular involvement or intrathoracic extension. Ultrasound often displays a multilocular cystic lesion.
Computed tomographic and magnetic resonance imaging
usually show a well-defined cystic mass with fluid attenuation, lobulation, and septation. Based on imaging, lymphangiomas less than 1 cm in diameter can be termed microcysts, while larger lesions are deemed macrocysts.1
Surgical excision is the gold standard treatment for
adult lymphangiomas.4 The recurrence rate is 10% to 15%,
and recurrence more often occurs in a suprahyoid position or with incomplete excision owing to involvement
of adjacent structures such as the carotid artery or esophagus.4,8 The complication rate is 15% to 30%,with complications including bleeding, infection, lymphorrhea, fistula formation, and neural injury.4,9
As some lesions are less amenable to complete surgical excision, other treatment modalities have also been
used. Simple aspiration runs a high risk for recurrence.
One effective alternative is to sclerose the lesion with OK432.1 OK-432 contains lypholized low-virulent group A
Streptococcus pyogenes and benzylpenicillin, and it generates an inflammatory response, which involutes the cystic space without the induction of scarring.5 Owing to

the induction of an inflammatory response, OK-432 injections can cause fever, pain, localized edema, and rarely
cystic enlargement, leading to airway obstruction. These
effects usually subside within 5 days. An injection may
take 6 weeks to cause a response, and multiple injections may be needed. Only a few reports of successful OK432 treatment for adult cystic hygromas exist.1,8 Successful treatment appears to correlate with simple macrocysts
between 1 and 5 cm in size located below the mylohyoid.1 Other sclerosing agents such as alcohol, steroids,
bleomycin sulfate, interferon, doxycycline, and cyclophosphamide have been injected into cystic hygromas
with varying results.8 Owing to their less satisfactory recurrence rate, localized tissue damage, or systemic adverse effect profiles, these other sclerosants are rarely used.
This report documents the case of an adult with a very
large lymphangioma of idiopathic origin. Despite its size,
it was successfully managed with surgery with a satisfactory result. While there is some enthusiasm for the use of
OK-432 as a first-line treatment for cystic hygroma (it is
currently being studied for Food and Drug Administration approval), for such a large lesion in an easily accessible surgical area, excision would seem the prudent choice.
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