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CASE REPORT

Adult Mediastinal Cystic Hygroma: A Case

Report

Yetiskinde Mediastinal Kistik Higroma: Olgu Sunumu

Hulya Dirol!, Fatma Deniz', Aykut Cilli', Levent Dertsiz?

Abstract

Ozet

Cystic hygroma is an uncommon congenital malfor-

mation of the lymphatic system that is composed of
dilated and fluid-filled lymphatic vessels. It is thought

to occur due to a blockage in the lymphatic system
during the developmental stage. Most are located in
the neck, although they can also present in the axilla
and mediastinum. Isolated mediastinal cystic hygro-
ma is a very rare pathology in adults, with complete
surgical excision being the treatment of choice. The
lesion and the surrounding tissue must be fully resect-
ed due to the high recurrence rates associated with
incomplete resections. In cases where a total excision
is impossible, radiotherapy, aspiration, sclerosing

injections, systemic chemotherapy and interferon-a

are the other treatment options. Here, we report on a
case with an incidentally detected mediastinal cystic

hygroma, presenting the results of a four-year follow

up after a complete resection.

Key words: Cystic hygroma, mediastinal cystic lesion,
lymphatic system developmental anomaly, congenital
benign lymphatic system neoplasm.

Kistik higroma, lenfatik sistemin nadir gérilen konje-
nital bir malformasyonudur ve genislemis ve sivi dolu
lenfatik damarlardan olusur. Olusum sirasinda lenfa-
tik sistemde meydana gelen tikanma nedeniyle gelis-
tigi varsayllmaktadir. Cogu boyunda bulunur, ancak
aksilla ve mediastende de bulunabilirler. Eriskinlerde
izole mediastinal kistik higroma ¢ok nadir gérilen bir
patolojidir. Tam cerrahi eksizyon, tercih edilen tedavi
yéntemidir. Yiksek niks oranlar nedeniyle inkomplet
eksizyon yerine lezyon ve cevresindeki dokunun ta-
mamen rezeke edildigi komplet eksizyon tercih edilir.
Eksizyonun imkansiz oldugu durumlarda radyoterapi,
aspirasyon, sklerozan enjeksiyonu, sistemik kemote-
rapi ve inferferon-a gibi diger tedavi yéntemleri uygu-
lanabilir. Burada, tesadifen saptanan bir mediastinal
kistik higroma olgusunu ve tam rezeksiyondan sonra
4 yillik takip sonuglarini sunuyoruz.

Anahtar Sézcikler: Kistik Higroma, mediastinal kistik
lezyonlar, lenfatik sistem gelisimsel anomalileri, kon-
jenital lenfatik sistem neoplazmlar.
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Cystic hygroma is a benign developmental anomaly of
the lymphatic tissue. It can be encountered at any age,
but is most common in childhood (1). The most frequently
effected sites are the head and neck (2). The clinical
presentation is related closely to the lesion’s anatomical
localization. Mediastinal cystic hygromas present with
symptoms of airway compression and signs of pulmonary
hypoplasia in early childhood. In most cases they remain
undetected for many years due to the slow growth and
absence of symptoms, and are diagnosed incidentally
during radiological evaluations of the chest for other
reasons (3). In a computerized thorax tomography (CAT),
a typical finding is a mediastinal cystic lesion, although
radiological appearance is not enough for diagnosis as
other mediastinal cystic lesions, such as thymic cysts,
bronchogenic cysts, pericardial cysts, pulmonary ecchino-
coccus, Castleman’s disease, cystic teratoma. Diagnosis
requires a histopathologic examination of the resected
specimen. The optimum treatment method is the total
surgical excision of the mass and the surrounding tissue
(4), as in cases of incomplete resection recurrences often
occur. Prognosis is good in all complete resections. In
cases where a total excision is impossible, radiotherapy,
aspiration, sclerosing injections, systemic chemotherapy
and interferon-a are accepted as other applicable treat-
ment options. Here, we report on a rare case of an iso-
lated mediastinal cystic hygroma in an adult patient with
clinical, radiological and histopathological features, and
the four-year follow up results.

CASE

A 46-year-old male patient admitted to our hospital with
abnormal radiological findings that were encountered
incidentally during a job application. The patient reported
no respiratory complaints. The patient’s medical history
contained no operations, no trauma and no serious in-
fection. The patient had no comorbidity and had never
taken drugs. There was no occupational exposure, no
animal feeding at home and no travel history. He was a
current smoker with a 30 pack/year smoking history. His
family history was unremarkable. The results of physical
examinations of all organ systems were totally normal.
Blood test results were as follows: Hb: 13.9, Hct: 43.5,
Leucocytes: 7,940 / mm3, Platelet: 216,000 / mm3,
serum C reactive protein (CRP): 2.74 mg / L, ALT: 14
and Creatinin: 0.74. A PA chest radiography revealed a
radio-opacity in the right hemi-thorax, superimposing the
shadow of the superior vena cava just to the right of the

trachea (Figure 1). The margins were well demarcated
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and 73.1x43.7 mm in diameter. A chest CT revealed a
75x45 mm multi-lobulated cystic mediastinal mass with
no invasion or compression of the nearby structures (Fig-
ure 2). A total surgical excision of the mass was the pre-
ferred method for both diagnosis and treatment. A right
lateral thoracotomy to excise the right paratracheal cystic
lesion was performed, and a lesion with a transparent
wall that was filled with a serous fluid was fully excised. In
a microscopic evaluation, CD34, CD31, Pan-CK, CK5/6,
calretinin, CD5 and CD20 stains were applied, and no
other finding was present other than dilated lymphatic
vessels, leading to a diagnosis of cystic hygroma (Figure
3). There were no complications after the surgery and no

relapse within a four-year follow up (Figure 4).

DISCUSSION

Cystic hygroma is a benign developmental anomaly of
the lymphatic tissue consisting of many cystic structures
that extend into the surrounding tissues (5). The cystic
structure is lined with vessel endothelium and filled with
lymphatic fluid (6). The most likely hypothesis related to
its genesis is that it is a developmental anomaly of the
fetal lymphatic sacs, with no link to the central lymphatic
or venous system. The reason for this disintegration has
yet to be understood, and whether it is genetic or infec-
tious, or whether the disintegration is congenital or ac-
quired. Our patient had no family history and no infection

history, either intrauterine or during the infantile period.

Figure 1: PA chest radiography revealed a radio-opacity in the right

hemithorax, superimposing the shadow of superior vena cava, just right
of the trachea
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According to the predicted theory about its genesis, it can
arise in any location of the body where lymphatic vessels
are present, but the most common sites are the head and
neck. Other sites reported in literature are the mediasti-
num, chest wall, axilla, liver, spleen, pancreas, colon,
bones and genital organs (7). Most cystic hygromas are
noticed early and diagnosed during childhood, and often
before the age of 2 years, one reason for which is that
the most common development sites are easily apprecia-
ble body parts, like the neck. Hygromas that arise from
the lymphatic channel of the thorax or the abdomen are
diagnosed later in life. The slow progression of the lesion
can mean it remains unnoticed for many years, and most
come to light by chance during radiological evaluations
for other reasons, as in our case.

Cystic hygromas constitute 7 percent of all mediastinal
masses (8). Most patients with a mediastinal cystic hy-
groma are asymptomatic due to the previously mentioned
reasons, but symptoms such as dyspnea, cough, chest
pain, dysphagia and hoarseness due to vocal cord paral-

ysis are possible due to the compression of the cystic

mass over the nearby structures (9).

Figure 2: The margins of the lesion were well demarcated and
73.1x43.7 mm in diameter. A chest CT identified a 75x45 mm multilobu-
lated cystic mediastinal mass with no invasion or compression on the

nearby sfructures

stains; dilated lymphatic vessels marked by the blue arrow
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Figure 4: No relapse within a four-year follow up
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A typical radiological finding of a mediastinal cystic hy-
groma is a cystic lesion, usually in the anterior mediasti-
num. The cystic image is a result of the low density of the
fluid in the inner site, though it may sometimes be per-
ceived as a solid lesion rather than cystic if the inner site
of the lesion is filled with hemorrhage, a high amount fat
or protein that increases the density (10). Magnetic reso-
nance imaging is the most sensitive radiological tech-
nique for the evaluation of the inner structure and the
dimensions of the lesion, as well as its relationship with
the near tissues, vessels and organs (11).

The preferred treatment is total surgical excision, alt-
hough some people prefer a conservative approach in
asymptomatic patients. No malign transformation has
been reported, but even small and asymptomatic hygro-
mas cannot be dismissed, as infection of the cyst or hem-
orrhage inside the cyst, or sudden rapid increases in size
can occur and harm the patient. It is very rare for a cystic
hygroma to resolve spontaneously, and so the mass must
be resected completely whenever it is faced. The tradi-
tional approach to total excision is via a thoracotomy,
although successful results have been reported with VATS
in mediastinal cystic hgyromas (12). In incomplete resec-
tions, recurrence rates are very high (13), with an average
recurrence time of 3 months post operation, although
long-term follow up is recommended as recurrences have
been reported even after 7 years (14). Prognosis is good
in all complete resections. In cases where a total excision
is impossible due to the location of the lesion, or where
surgery is contraindicated due the other medical prob-
lems, chemotherapy, radiotherapy, sclerosing injection
(100% ethanol, bleomycin, OKT-432) and interferon-a
are feasible treatment modalities with limited and variable
efficiency (15-17). In the presented case, we opted for a
total resection of the cystic hygroma, even though it was
small and the patient was asymptomatic. No operation
complications were experienced and the patient, we are
happy fo say, has remained disease-free for four years.
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