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ABSTRACT: Introduction: Cystic hygromas are very uncommon malformations in adults. In most of the cases, they present as a painless,
fluctuant swelling, usually located in the neck region. They tend to grow extensively if not removed. Cystic hygromas can
range from 1 mm to several centimeters in size and are filled with clear- to straw-colored fluid. Surgical treatment remains
the gold-standard treatment for these tumors. In some cases they can be misdiagnosed with branchial cysts, swollen lymph
nodes or other pathologies. When this malformation is presentin the prevertebral fascia its surgical treatment is challenging,
and some authors advise its conservative treatment, which is in a great risk of its reoccurence. Because of potential malignant
transformation in some percentage of branchial cyst cases, a similar situation was suspected.

Casereport: The present report describes a case of cystic hygroma of the left side of the neck in a 92-year-old female adult and
its clinical, radiological and operative features.
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STRESZCZENIE: Wstep: Naczyniak limfatyczny torbielowaty jest bardzo rzadko spotykana u oséb dorostych zmiang patologiczng. W wiek-
szosci przypadkéw objawia sie ona jako bezbolesne, chetboczgce wygdérowanie tkanek miekkich, umiejscowione w ob-
rebie szyi. Gdy guz nie zostanie usuniety, moze dochodzi¢ do jego znacznego wzrostu. Srednica, wielko$¢ naczyniakéw
limfatycznych torbielowatych wynosi od 1 mm do kilku centymetrdw, zas ich wnetrze wypetnione jest ptynem w kolorze
od przezroczystego do stomkowego. Leczenie chirurgiczne pozostaje ,ztotym standardem” postepowania w przypadku
tych guzdéw. Niekiedy moga one zostaé btednie zdiagnozowane jako: torbiel boczna szyi, obrzek weztéw chtonnych lub
inne zmiany patologiczne. W sytuacji, gdy guz pokryty jest powiezia przedkregowa, jego leczenie operacyjne, chirurgicz-
ne jest skomplikowane i wigze sie z podwyzszonym ryzykiem uszkodzenia istotnych, sgsiednich struktur anatomicznych
(naczynia, nerwy). W takich sytuacjach niektdrzy autorzy zalecajg zastosowanie alternatywnych, niechirurgicznych metod
leczenia. Ze wzgledu na potencjalng transformacje ztosliwg w pewnym procencie torbieli bocznych szyi, w opisywanym
przypadku brano pod uwage mozliwo$¢ wystapienia podobnej sytuacji.

Opis przypadku: W niniejszej publikacji opisano przypadek naczyniaka limfatycznego torbielowatego, zlokalizowanego
w obrebie tkanek miekkich szyi po stronie lewej u 92-letniej kobiety, z uwzglednieniem jego cech klinicznych, obrazu ra-
diologicznego i zastosowanego leczenia operacyjnego.

SEOWA KLUCZOWE: naczyniak limfatyczny torbielowaty, naczyniak limfatyczny, obszar szyi, torbiel boczna szyi, torbiel szyi

ABBREVIATIONS INTRODUCTION

CH - cystic hygroma One of the most commonly presented lymphatic malformations is
CT - computed tomography cystic lymphangioma or hygroma cysticum colli, or cystic hygroma
CTI - computed tomography imaging (CH). Cystic hygroma was first described in 1828 by Redenbacker
FNAC - fine-needle aspiration cytology and referred to as a “moist tumor” [1]. Nowadays, this benign de-
MRI — magnetic resonance imaging velopmental tumor is recognized as a lymphatic malformation (also
US — ultrasonography known as a lymphangioma), that is the result of the collection of
WHO - World Health Organization lymph in tissues that typically offers little resistance to expansion.
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Fig.2.Cysticmassin CT.

The incidence of cystic hygromas is estimated to be one case per
6000-16,000 live births [2]. It usually presents within 3 years of life.
Approximately 50-60% of these malformations appear before one
year, 80—90% before the end of the second year of life, with 95%
occurring by adolescence [3]. Cystic hygromas are extremely rare
malformations in adults.

Cystic hygromas usually affect the head and neck (~75%; due to their
rich lymphatic drainage), with a predilection for the left side. Within the
neck, the posterior triangle tends to be most frequently affected. Ap-
proximately 20% of cystic hygromas occur in the axilla. Less common
locations include the mediastinum, groin, and retroperitoneum [2].

A cystic hygroma may be caused by genetic or environmental fac-
tors that cause abnormal development of the lymphatic vascular
system during embryonic growth. It may occur on its own or as
part of a genetic syndrome with other features, such as Turner syn-
drome, Down syndrome or Noonan syndrome [4]. Anomalies that
are commonly associated with cystic hygroma also include cardiac
defects, diaphragmatic hernia, and skeletal dysplasias [1]. Intrauter-
ine alcohol exposure has also been associated with the development
of cystic hygroma [2]. Three theories have been proposed to explain
the origin of this abnormality. The first suggests that a blockage or
arrest of normal growth of the primitive lymph channels occurs
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Fig. 4. Straw-colored fluid, aspirated from the cystic mass.

during embryogenesis. The second one suggests that the primitive
lymphatic sac does not reach the venous system while the third ad-
vances the hypothesis that during embryogenesis, lymphatic tissue
lays in the wrong area [5, 6].

The etiology of cystic hygromas in adults is controversial, but it may
result from trauma, hormonal stimuli or from earlier respiratory
infections [7]. In many cases, the cause is not known [4]. In the dif-
ferential diagnosis of neck masses, thyroglossal duct, branchial cleft
cyst, ranula, goiter, soft-tissue tumors, neck abscess, lymphadenitis,
inclusion cyst of submandibular gland, haemangioma, lymphoma
should be considered [2].

Cystic hygroma’s treatment modalities comprise surgical excision,
use of sclerosants, repeated aspiration, conservative management.

Authors present a case of a 92-year-old female patient with a large
mass on the left side of the neck.

CASE REPORT

A 92-year-old female with no significant medical history presented
with a large, cystic mass on the left side of the neck. Swelling had
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Fig. 5. Excised cystic mass.

been present on the left lateral side of the neck for 2 years and no
particular pain was associated with the swelling. Computed tomog-
raphy imaging (CTI) findings showed a large, homogeneous focal
lesion with a size of approximately 11 x 6.5 x 8 cm, located on the
left side and in the median part of the neck, extending from the left
side of the body of the mandible and left mandibular angle to the
superior thoracic aperture; in the lower part, the lesion extended
to the prevertebral space, reaching the anterior margin of the cervi-
cal spine. The CT scan also revealed compression, deformation of
the oropharynx, larynx, trachea and their displacement to the right
side. At first, clinical features of the tumor associated with its size,
localization and growth components were similar to a rare lateral
cervical cyst with squamous cell carcinoma embedded into the cyst
walls. This tumor occurrence in elderly patients and growth patterns
of several years were quite similar to this rare malignant cyst trans-
formation. A fine-needle aspiration cytology (FNAC) was later per-
formed, which revealed clear lymphoid fluid. Clinical examination
revealed a soft, painless, non-pulsatile, compressible, large cystic
mass on the left side of the neck.

Considering the size of the lesion and slowly developing airway ob-
struction, patient was subjected for surgical procedure under gen-
eral anesthesia. The resection of the mass was done under general
anesthesia from vertical, slightly oblique cervical incision. During
surgery, adherence of the cyst wall to adjacent structures, including
left sternocleidomastoid muscle, was observed. After meticulous dis-
section, the lesion was resected completely intact. A vacuum drain
was inserted which was removed on the second post-operative day.
Post-operative period was uneventful. On the third post-operative
day the patient was discharged from hospital. Histopathological
evaluation described the tumor as cystic hygroma. The patient re-
mains healthy and free of recurrence after 6 months.
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DISCUSSION

The World Health Organization (WHO) recognizes three types of
lymphangiomas: capillary, cavernous, and cystic. Central to any
discussion of cystic hygroma is the understanding that it is syn-
onymous with macrocystic lymphatic malformation and cystic
lymphangioma [2].

Gigueére et al. proposed categorizing lymphangiomas on the basis
of the size of the cystic component, as follows [8, 9]:

¢ macrocystic — cystic spaces = 2 cm; usually under the level
of mylohyoid muscle which are located mainly within the
anterior and posterior cervical triangle,

¢ microcystic — spaces < 2 cm; usually above mylohyoid
muscle located mainly in the oral cavity, tongue,
submandibular region and parotid,

» mixed lesions.

The microcystic form tends to predominate over macrocystic lym-
phatic malformation in the oral cavity and oropharynx. Microcys-
tic lymphatic malformations commonly appear as clusters of clear,
black or red vesicles on the buccal mucosa or tongue. Macrocystic
lymphatic malformations tend to predominate below the mylohy-
oid muscle and can involve both the anterior and posterior triangles
of the neck. The cysts are typically large and thick-walled and have
little involvement of surrounding tissue. The overlying skin can take
on a bluish hue or may appear normal [2].

Cystic hygromas often present after a sudden increase in size sec-
ondary to infection or intralesional bleeding. Spontaneous decom-
pression or shrinkage is uncommon [2].

Potentially life-threatening airway compromise that manifests as
noisy breathing (stridor) and cyanosis is a possible symptom of
lymphangiomas [2].

Cystic hygromas are composed of large irregular sinuses with a single
layer of flattened epithelial lining and fibrous adventitial coats. The
thickness of the vessel wall varies, with both striated and smooth
muscle components [2].

Microscopically, cystic hygroma is characterized by enlarged lym-
phatic vessels in a fibrotic and loose stromal background. It is char-
acterized by the presence of lymphoid tissue in various formations;
even lymphoid follicles can be observed. This feature can be mis-
leading in favor of diagnosing atypical lymphoid proliferations [10].

The main histopathological differential diagnosis of cystic hygroma
is cavernous hemangioma in which blood filled large cystic spaces,
described to be similar to lymphangioma. The lining endothelium
of cavernous hemangioma shows positivity with pancytokeratin and
Factor VIII, immunohistochemically. The presence of lymphatic
spaces with thin walls containing fibrous tissue, smooth muscle, and
lymphoid aggregates favors the diagnosis of lymphangioma [11, 12].

Although most cystic hygromas are multicystic, a unilocular cyst is
found in approximately 10% of cases. Cysts can range from 1 mm to
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several centimeters in size and are filled with clear- to straw-colored
fluid, which is eosinophilic and protein-rich [2].

Magnetic resonance imaging (MRI), computed tomography (CT),
and ultrasonography (US) are all helpful in outlining the nature
of a cystic neck mass.

MRI is the consensus study of choice, it provides the best soft-tis-
sue detail and can delineate the relation of the lesion to underly-
ing structures. Contrast can be used to differentiate hemangiomas
from lymphangiomas.

CT carries the risk of radiation exposure, and detail is lost if the
cystic hygroma is surrounded by tissue of similar attenuation. Con-
trast helps to enhance cyst-wall visualization and the relation to
surrounding blood vessels.

US is the least invasive study. It is useful in demonstrating the re-
lationship of LM to the surrounding structures. It can be used to
detect LM in utero [2].

Treatment options for a cystic hygroma depends on the size, loca-
tion and symptoms present. Due to difficult and challenging sur-
gical procedure owing to the multicystic nature of the lesion with
thin wall and proximity to vital neurovascular structures, many
nonsurgical options have been advocated. Treatment options may
include surgery (recommended when possible), percutaneous
drainage, sclerotherapy, laser therapy, radiofrequency ablation.
These different treatment options may be used in various combi-
nations. In very rare cases, cystic hygroma will shrink or go away
without treatment (spontaneous resolution) [4].

Sclerotherapy consists in the administration of sclerosing agents,
such as OK-432 (an inactive strain of group A Streptococcus pyo-
genes, which produces an inflammatory reaction when applied
with intracystic injection and then causes the destruction of en-
dothelium, sclerosis, and cicatricial contraction of cyst wall), bleo-
mycin, pure ethanol, bleomycin, sodium tetradecyl sulfate, and
doxycycline [13].

An infected LM should be treated with intravenous antibiotics,
and definitive surgery should be performed once the infection has
resolved. Incision and drainage or aspiration results in only tem-
porary shrinkage, and subsequent fibrosis can further complicate
the resection [2, 6, 14].

As stated above, the mainstay of treatment of cystic hygromas is
radical surgical excision [15].

However, it should be acknowledged that cystic hygroma is
a benign lesion with no malignant transformation and if acute
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