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ABSTRACT

Introduction: Lymphangiomas of larynx are extremely rare
congenital lesions of lymphatic system. Most commonly seen in
head and neck region, about 90% of them are detected by the
second year of life. Adult laryngeal lymphangioma is very rare
in occurrence with only a few cases reported in the literature.

Case report: We report a rare case of isolated laryngeal lymph-
angioma, which was well treated by tracheostomy and thorough
surgical excision using rigid endoscope with diode laser abla-
tion without injuring the surrounding vital laryngeal structures.

Conclusion: We discuss the presentation, diagnosis, and
treatment of laryngeal lymphangioma with possible options for
surgical management along with a review of pertinent literature.
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INTRODUCTION

Lymphangiomas are rare congenital cystic malformations
consisting of abnormal development of the lymphatic
system in localized regions. Lymphangiomas are clas-
sified as capillary hemangiomas, cavernous hemangio-
mas, and cystic hygromas according to the size of the
lymphatic cavities incorporated.!

Lymphangioma in an adult is seen very infrequently.
Symptoms of laryngeal lymphangioma are essentially
the same as those caused by other type of benign lesions.

Our literature search for laryngeal lymphangioma in
adults revealed only few cases in the last seven decades.
We are reporting the case of a 50-year-old female who
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presented with discomfort in throat and stridor. The
tumor excision was done and histopathology revealed
the diagnosis of isolated laryngeal lymphangioma. There
is no evidence of recurrence after 2 years.

CASE REPORT

A 50-year-old female patient presented in the outpatient
department with progressively increasing stridor since
1 week. She was suffering from dry cough and throat
discomfort since 6 months. Examination of oral cavity
and oropharynx was insignificant.

Further flexible laryngoscopy revealed a smooth,
spherical, circumscribed swelling occupying the laryn-
geal inlet with anteriorly pushed epiglottis, other laryn-
geal structures including vocal cords were not visualized.
Later, emergency tracheostomy was performed.

Contrast-enhanced magnetic resonance imaging
(MRI) has shown a well-defined pedunculated mass
in the hypopharynx 2.2 x 2.3 x 2.2 cm in dimensions
(Fig. 1), completely obliterating the airway with anterior
displacement of epiglottis and thickening of bilateral
aryepiglottic folds.

The differential diagnosis of benign tumor of larynx
was made. Then the microlaryngoscopic excision of
tumor was planned. During surgery, the margins of
tumor could not be delineated with laryngoscope, as it
was completely occupying the supraglottic region. The
attachment of tumor to right arytenoid was released with
great difficulty by using microlaryngeal scissors.

Due to inadequate exposure of lesion, a transoral
endoscopic excision of the tumor was done using 70°,
4 mm rigid endoscope, and laparotomy scissors. The
residual tumor was ablated using diode laser and absolute
hemostasis was achieved.

Histopathology

The sections of the dissected specimen showed polypoi-
dal lesion composed of dilated thin walled spaces lined
by a single layer of flattened cells. The stroma in between
has dense lymphoid aggregates forming lymphoid fol-
licles. The histopathological diagnosis was consistent
with lymphangioma.

Follow-up was done by flexible laryngoscopy every
3 months. There is no evidence of tumor recurrence after
regular follow-up for 2 years (Fig. 2).
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Figs 1A and B: (A) Preoperative MRI sagittal section showing a well-defined
mass posterior to epiglottis. (B) MRI axial section showing mass occupying

the airway

Figs 2A and B: (A) Postoperative MRI scan (sagittal section). (B) Postoperative endoscopic view of larynx

DISCUSSION

According to a theory proposed by McClure and
Silvester,” when primordial lymphatic sacs fail to connect
to the venous system with which they normally commu-
nicate, it leads to development of lymphangioma.

It mostly arises in head and neck region with often
neck being quoted as the most common site. Among all
lymphatic malformations, 50 to 60% are present at birth
and approximately 80 to 90% become evident by the age
of 2 years; however, some may manifest much later in life.

Lymphangiomas can occur in larynx but are extremely
rare. These solely confined laryngeal lesions are rarely
found in adult population, only few adult cases (abstract
available) have been reported in the literature in past
70 years (Table 1).

Friction caused by food bolus and numerous lym-
phatic vessels makes the laryngeal inlet structures
including lingual surface of epiglottis, aryepiglottic folds,
and arytenoid region more vulnerable for laryngeal

lymphangioma. Invasion of this tumor to surrounding
structures is not seen as lesions are covered by distinct
capsule.

The symptoms are nonspecific and vary with the site
and size of the mass, the major symptoms include airway
obstruction and voice changes, indicating large obstruc-
tive lesion or vocal cord lesions respectively.® In case of
any infection within the mass, more serious symptoms
should be expected due to rapid growth of the mass with
associated edema, and sometimes may lead to complica-
tions, such as acute airway obstruction and hemorrhage.

The MRI can demarcate the mass from the surround-
ing tissues and provides information about the extent of
the lesion. Contrast-enhanced computed tomography
scan and ultrasound of the neck can also be helpful
in determining the exact anatomical location of these
lesions.

The confirmative diagnosis can only be made after
biopsy and histopathological examination.
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Table 1: Adult patients presenting with laryngeal lymphangioma (age more than 18 years)

Year Age at Presenting

reported Sex presentation symptom(s) Maximal extent of disease  Therapy instituted Outcome

1948° M 28 years Dyspnea Posterior wall of larynx Direct laryngoscopy and No recurrence
excision

19850 F 36 years Hoarseness of voice  Right false vocal cord Tracheostomy, No recurrence
laryngofissure

1991 F 69 years Globus pharyngeus Postcricoid surgery region  Pharyngoscopy and excision Not described

20032 F 47 years Hoarseness of voice  Right laryngeal ventricle Microlaryngeal (cold No recurrence
instruments)

20043 F 37 years Acute epiglottitis Epiglottis (lingual surface)  Suspension No recurrence
microlaryngoscopy (cold
instruments)

20067 F 26 years Dyspnea on exertion  Right supraglottis, medial ~ Sclerotherapy, tracheostomy, No recurrence

and lateral to thyroid lamina and transcervical excision

To provide adequate airway, the tracheostomy is
almost always required in large lesions.

As lymphangioma rarely regresses spontaneously,
many approaches have been described for the treatment.
The treatment options include, surgical excision, laser-
assisted debulking with ablation, sclerotherapy, and
corticosteroids.

Sclerotherapy is safe, with a high cure rate, especially
with agents, such as OK-432;° other sclerosants include
bleomycin,6 ethanol, and acetic acid. Vaishali et al”
reported a case of a 26-year-old female with lymph-
angioma larynx who presented with right-sided neck
swelling since birth who had undergone surgery at
the age of 10 years. The swelling had reappeared at the
age of 16 years, and was asymptomatic until the age of
23 years. Patient underwent tracheostomy and there-
after 10 sclerosant injection sessions were performed. Six
months after sclerotherapy, she underwent transcervical
dissection and excision of lesion. During dissection,
extensive fibrosis was encountered probably due to the
previous sclerotherapy.

Neodymium-doped yttrium aluminum garnet laser-
assisted surgery has become a widely preferred method
because it is associated with less bleeding and edema as
compared with other conventional methods.

The surgical excision should be so extensive and
conservative to provide complete removal with minimal
risk of local recurrence and functional preservation of
adjacent vital structures.

The radiation therapy is not effective in the treat-
ment of these lesions and is associated with secondary
malignancies.®

To date, no randomized controlled trials have dem-
onstrated the superiority of one modality of treatment
over another. Individualization of treatment is required
in most cases depending on type, extent, and location of
lesion. Even with complete excision of tumor, the recur-
rence rate of these lesions is high.

We report this case because of the unusual site of
involvement and the age of presentation. As laryngeal
lymphangioma is a very rare entity in adults, so it should
be kept in differential diagnosis of any benign lesions
of larynx.

SUMMARY

¢ Laryngeal lymphangioma is rare benign tumor in the
adult and we should keep in mind lymphangioma as
a differential diagnosis of benign laryngeal lesions.

e Large laryngeal lesions can lead to airway compro-
mise and difficulty in intubation, so tracheostomy
should be done before proceeding to the excision or
laser ablation of tumor.

e Therigid endoscopes can be used in cases of difficulty
in delineating the tumor margins as the laryngoscope
gives a limited view of lesion as seen in this case.

¢ Finally, whatever the technique is used, either surgical
excision or laser ablation, disease clearance without
injuring the surrounding vital structures is very
important.
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