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Abstract:

Cystic lymphangioma is a rare benign congenital malformation, most commonly found in the cervical region of the
neck. Although typically diagnosed in childhood, its presentation in adults is unusual, often leading to diagnostic
and management complexities. This study aims to explore the clinical features, diagnostic approaches, and
management of cystic lymphangioma in adults. We present a case series of four adult patients diagnosed with
cystic lymphangioma, each with distinct presentations and clinical challenges. The cases were evaluated using
clinical suspicion, imaging techniques such as ultrasonography, CT scans, and MRI, followed by histopathological
examination for confirmation. The study highlights the varied presentations of cystic lymphangioma in adults,
which include slow-growing, painless, and sometimes compressive masses. Diagnostic procedures often involve
non-invasive imaging techniques, but histopathological evaluation remains the gold standard. The management
strategy primarily involves surgical excision, which, in most cases, provides effective results. However, the
recurrence rate, particularly if the cystic mass is incompletely excised, ranges from 10-15%. The study emphasizes
the importance of early diagnosis and timely intervention to reduce complications and prevent recurrence.
Additionally, it discusses the rarity of this condition in adults, where trauma, infection, or neoplasm are suspected
etiological factors contributing to its manifestation. In conclusion, cystic lymphangioma in adults, though rare, can
be effectively managed with early diagnosis and complete surgical excision. Follow-up care is essential to monitor
for recurrence. Given the complexities of diagnosis and treatment, awareness of this condition among clinicians is
crucial for improved patient outcomes.
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Introduction forms. Of all these forms, cystic hygroma (cystic
Congenital cystic masses of the neck are uncommon lymphangioma) is the most common form of
benign congenital malformations usually present in lymphangioma and constitutes approximately 5% of
children between the ages of 3 and 5, and are rare in all benign tumours of infancy and childhood [3, 4].
adults [1]. They are generally asymptomatic, can Cystic hygroma is thought to arise from an early
become large in size and patients might not seek sequestration of the embryonic lymphatic channels.
attention until adulthood [2]. The most common This sequestration occurs more commonly in the
congenital cystic neck mass includes thyroglossal developing jugular lymph sac pair than in the other 4
duct cyst (TGD), second branchial cleft cyst and embryonic.

cystic hygroma (lymphangioma) [3]. This study presents a case series of 4 patients with
Cervical lymphangiomas are characterized by cystic lymphangioma who presented with diagnostic
aberrant proliferation of lymphatic vessels resulting and management complexities. The diagnosis of
from abnormal development of the lymphatic cystic lymphangioma is largely based clinical
system. There are 4 types of lymphangiomas in the suspicion and histopathological examination.
neck, capillary, cavernous, cystic, and venolymphatic Histopathological examination of lymphangioma
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shows clusters of Ilymphoid tissue, large
underdeveloped lymphatic channels with
unorganized smooth muscle cells in its walls
surrounded by connective tissue. It also contained
vascular spaces lined by epithelial cells, which were
thickened in some places.

However, several diagnostic tests can be used to
confirm the diagnosis. These include
lymphangiography wherein a dye is injected into the
lymphatics and the entire draining lymphatics and
lymph nodes are visualized, ultrasound of the cystic
swelling, computed tomography scan and magnetic
resonance imaging (MRI) of neck.

Early diagnosis and treatment of cystic lymphoma
are essential to improve patient outcomes. There
has been a scarcity of literature on the prenatal
diagnosis of cystic lymphangioma and early
diagnosis to prevent its progression to adulthood.
Although it is considered relatively uncommon, our
study discusses about its presentation, clinical
examination, management and its prognosis in
adults who presented to our surgery department.
Case Series

Case 1: Cervical Cystic Lymphangioma-Atypical
Presentation

A 58-year-old diabetic male presented with
complaints of gradually progressing swelling over
the right lateral aspect of neck for the last 8 years.
The patient also complaints of pain over the swelling
for the past few days along with difficulty in
breathing. He did not have any other pressure
symptoms like difficulty in opening his mouth and
deglutination. There was no history of any previous
infection like fever, tooth ache or trauma or any
other medical condition.

On examination, the patient was pale and the

swelling was measured to be of size 8x10cm,
extending 4cm below the lower border of mandible
to upper border of clavicle, medial border being 4cm
lateral to midline and lateral border extending up to
posterior triangle over the right lateral aspect of
neck, which did not move on deglutition, was soft
and cystic in nature, mobile, non-tender, no local
rise in temperature, There was no discharge,
redness, sinus from swelling and the overlying skin
appeared normal. On intraoral examination, no
abnormal findings were noted. Multiple palpable
lymph nodes in the cervical region were noted.

The baseline investigations for complete blood
count, routine urine test and renal function test
were reported within normal limits. Ultrasonography
of the neck revealed as an infected large cystic
swelling/abscess of size 10x6x8cm (376cc volume)
on the right cervical region extending from the level
of hyoid bone to clavicle, with external echoes, no
vascularity and no calcification. Carotid vessels were
pushed medially in inferior aspect and posteriorly in
superior aspect.

A magnetic resonance imaging (MRI) of neck was
also performed, which showed a well- defined cystic
lesion 13x8x8cm extending from level of mandible
to right supraclavicular fossa, displacing larynx and
trachea to left, carotid vessel displaced medially. The
impression was reported as a second branchial cyst
or lymphatic cyst. The plan for this patient was
excision biopsy as there was uncertainty in the
diagnosis as well as prognosis. The excision was
done under general anaesthesia and the tissue
sample sent for evaluation. Post-operative period
was uneventful. There was no neurological
impairment. Biopsy report confirmed the diagnosis

as lymphangioma.
=

Figure 1.1: Clinical presentation of the patient with Cystic Lymphangioma (A) Unilateral presentation of the Lump
in the cervical region. (B) Bilateral presentation of lump on either side of the trachea

Case 2: Cervical Cystic Lymphangioma

A 64-year-old male with no other comorbidity
presented with a right sided painless cervical
swelling for the past 10 years. The swelling was
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initially small in size and gradually progressed to
attain the present size. Neither history of trauma nor
recent upper respiratory tract infections were
referred. Compressive symptoms were not also
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referred.

On physical examination, the mass was located in
the left lateral aspect of neck. Skin overlying the
mass was normal. It was soft to tender in
consistency, lobular with ill-defined margins,
painless and freely movable, and cervical lymph
nodes were palpable. No signs involving nerve
injuries were noticed. Ultrasonography (US) revealed
a cervical anechoic multilobulated mass in the
posterior triangular space. Magnetic resonance
imaging (MRI) was performed and showed a cystic
mass of 10 x 8 x 10 cm in size extending from the
hyoid bone to the left clavicle. On T2-weighted
images, the mass resulted hyperintense, while
hypointense in those T1 weighted. The impression

was reported as a second branchial cleft cyst or
lymphatic cyst.

Surgery was performed under general anaesthesia.
Horizontal incision was made about two fingers
below the mandible in order to avoid marginal is
mandibulae nerve injury. The mass was removed
and sent for histopathological examination.
Macroscopically, cysts bigger than were observed.
Microscopically, the mass was composed by a
variety of dilated lymph vessels involved in a
fibrovascular stroma. Diagnose of completely
excised cystic lymphangioma was done. No
intraoperative and post-operative complications
were noticed. The patient improved symptomatically
following treatment.

A

P
e =

Figure 1.2: (A) Surgical gross biopsy specimen of the cervical cystic lymphoma (B)l Histopathological findings .
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showing dilated lymph vessels involved in a fibrovascular stroma

Case 3: Cervical Cystic Lymphangioma-Bilateral
Presentation

A 52-year-old male patient presented with the
complaint of swelling on both sides of the neck for
the past 8 years. Initially the swelling was small in
size and gradually progressed to present size i.e. 4 X
5 cm in the right lateral side of the neck and about 6
X 8 cm in the left lateral side of the neck and no pain
had been experienced by the patient. Compressive
symptoms were not also referred.

Physical examination detected a hemispherical,
painful, pliable, subcutaneous lump below the left
and right mandible, with a diameter of about 4 cm
on each side extending inferiorly to the clavicle,
unclear boundaries, and poor mobility. No
ecchymosis was found in the overlying skin.
Transillumination was not feasible because of the
location. The baseline investigations for complete
blood count, routine urine test and renal function
test were reported within normal limits.
Ultrasonography including Doppler colour flow
imaging (DCFI) revealed a bilateral cystic lesion with
multiple thin septula. No blood flow was detected
on echo Doppler imaging. Chest computerized
tomography (CT) scan revealed an irregular, low
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density mass, located on either side of neck
extending to the posterior triangle. CT value was 16
HU. There was no enhancement on CT scanning.
Magnetic resonance imaging (MRI) shows bilateral
irregular shaped mass, imaging revealed low density
in TIWI and high density in T2WI+FS. Enhanced
scanning detected an enhanced capsule wall, with
no invasion of bone or soft tissue.

The impression was reported as a second branchial
cleft cyst or lymphatic cyst. Surgery was performed
under general anaesthesia. The mass was removed
and sent for histopathological examination. A
diagnosis of cystic lymphangioma was made in
accordance with the pathological features and
immunohistochemical results. The patient had no
evidence of recurrence during follow-up in the
following 10 months.

Case 4: Supraclavicular Cystic Lymphangioma in
Adult

A 56-year-old diabetic and hypertensive male
presented to our department with the complaint of
a right supraclavicular mass for the past 5 years. The
patient swam a lot and the mass had been painful
for a few weeks. The swelling was initially smaller in
size and gradually progressed to attain the present
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size. Neither the patient complaints of pain nor any
other pressure symptoms associated with the
swelling. On physical examination, the swelling was
soft, nontender, mobile, irregular borders and
transilluminating with the light. Ultrasonography
(US) was performed and revealed a single cystic
mass in the right supraclavicular superior and lateral
to the brachial plexus and the subclavian vessels,
measured at 4x5 cm, thin-walled, without
associated nodular or tissue formation and without
abnormal vascularization. Fine needle aspiration
(FNA) was carried out using ultrasound and revealed
small lymphocyte-like cells mixed with lymphedema-
like material. The cyst recurred rapidly after the
puncture. Magnetic resonance imaging (MRI)
showed a right supraclavicular cystic formation
antero- superior to the subclavian vessels, measured
at 4x 3 x5 cm, thin-walled, no fleshy component nor
associated nodular formation.

A diagnosis of a cystic lymphangioma was retained.
A supraclavicular incision was performed under
general anaesthesia. The cyst was dissected
gradually and sent for biopsy. There was no
intraoperative and postoperative complication. The
histopathological examination reveal a cystic wall
very thinned, bordered by endothelium without any
atypical shape and lymphoid tissue without any
atypia, confirming the diagnosis of a cystic
lymphangioma. The patient improved
symptomatically following surgery and no relapse
occurred during the follow-up of >3 years.
Discussion

Cystic lymphangioma is a benign malformation of
lymphatics structures. More than 90% are observed
in the cervical region, head, neck and the clavicular
and axilla regions, but any anatomical site can be
affected [6], 65% to 75% are diagnosed in the
neonatal period, and 80% to 90% by the second to
third year of life. In adults, their presence is very rare
[71.

The supposed etiopathology in adult presentation
are lymphatic obstruction with lymph fluid retention
caused by trauma, infection or neoplasm but it is still
controversial [8]. The differential diagnosis of a
cervical mass is various with the most important as a
branchial cyst, thyroglossal cyst, adenopathy
accounting for >90%. More specifically, a
supraclavicular mass could be a lymphoma, an
adenopathy, a carcinoma, mycobacterial or fungal
infection but also can be the first manifestation of an
unknown abdominal or thoracic carcinoma [6, 9].
Clinical presentation depends on the location, size
and rate of growth. By growing, the tumor tends to
compress structure like trachea, esophagus and can
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cause dyspnea and dysphagia. In the clavicular or

axillary regions, it can also compress great vessels

and could lead to a superior cave syndrome with

Claude-Bernard-Horner sign, some plexus brachial

lesions [10].

Surgery is the primary treatment of CHN after a

careful evaluation of the extension of the tumor by

ultrasound, computed tomography scan or nuclear
magnetic resonance, and oropharyngeal endoscopy.

It allows a "macroscopically complete" resection in

about 80% of the cases, but a recurrence is observed

in approximately one every five cases. Following
partial resection or important recurrence, treatment
includes according to the cases; new attempt of
surgical resection, sclerosing therapy, and laser
therapy for the oropharyngeal forms. The
recurrence rate if not completely removed after
surgery is about 10%-15% [5]. Alternating therapies
are available like sclerosis by chemical drugs,
radiotherapy or laser therapy. In adults, these
therapies are used to treat a relapse or in adjuvant

therapy after surgery [6].

Conclusion

Cervical Cystic Lymphangioma is a rare congenital

condition in adult. Adult Male are most commonly

infected. The mass usually extended up to the
posterior triangle without compressing the adjacent
structures. Biopsy is considered as gold standard for
diagnosis and in our experience, totally excision of
the mass along with postoperative suction drainage
improved the outcome with minimising the chance
for recurrence. In fact, recurrence usually appears
within the first nine months in about 10-15% of

patients [5].
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