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ABSTRACT: Hydatid disease, also known as echinococcosis or hydatidosis, is an infectious
disease caused by Echinococcus. Echinococcus granulosus is the most common Echinococcus
species affecting human beings. It may affect any organ and tissue in the body, in particular the
liver and lung. Musculoskeletal or soft tissue hydatidosis accounts for about 0.5% 5% of all
echinococcal infections in endemic areas, and is almost always secondary to the hepatic or
pulmonary disease. Even in regions where echinococcosis is endemic, hydatidosis of cervicofacial
region is extremely rare. Herein, we present exceptionally rare case in a 55 year old female with
an unusual localization of primary multilocular hydatid cyst in the right supraclavicular region of
the neck. A high index of suspicion is required to diagnose hydatid cyst in rare locations like this.
Hydatid cyst should be considered in differential diagnosis of benign swellings of head and neck
region, so that it can be managed during surgery to prevent acute anaphylaxis.
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INTRODUCTION: Hydatid disease, also known as echinococcosis or hydatidosis, is a zoonotic
infection caused by the larval forms (metacestode) of Echinococcus granulosus that lives in the
small intestines of adult dogs.Man is an accidental host. Hydatid cyst, develops most frequently in
the liver (65%), the lungs (25%), remaining 10% occurs in muscle, spleen, bones, kidneys, brain,
eye, heart, and pancreas.['®! Involvement of hydatid cyst is extremely rare in head and neck
region even in geographical areas where ecchinococcal infestation is frequent. Only a few cases
of hydatid cyst located in neck have been reported in literature.**! We report a case of
multilocular hydatid cyst in right supraclavicular fossa in a 50yr old female, which was diagnosed
accidentally on ultrasound.

CASE REPORT: A 50year old female presented to our hospital with six months history of
painless lump in right side of lower part of neck. On physical examination there was a solitary
swelling of size 4x3.5 cm in right supraclavicular region, just above medial one third of clavicle.
The swelling had smooth surface, was firm in consistency, borders were well made out, with
restricted mobility. The skin over the swelling was hyperpigmented with no ulcerations or sinuses.
There were no other swellings in any other part of body. Respiratory, cardiovascular, abdomen
and neurological examination revealed no abnormality.

Routine blood counts and biochemical investigations were within normal limits. USG of the
neck revealed multilocular cystic swelling of size 6x4x4.5 with thick wall and septations.
Roentegram of neck revealed no bony involvement. Abdominal and chest X-rays and ultrasound
revealed no evidence of hepatic, pulmonary or other involvements. We suspected primary hydatid
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disease of the right neck, as patient was from endemic area of hydatid disease. Complete surgical
resection of the cystic mass from the surrounding tissue was performed without rupture.
Histopathological examination of the specimen confirmed the diagnosis of Echinococcus cyst. The
gross specimen comprised of multiloculated cyst filled with gelatinous membrane. (Figure 1, 3)
Microscopic examination of the specimen revealed three layers of hydatid cyst-Inner germinal
layer,Middle laminated layer, Outer adventitial layer with chronic inflammatory cells containing
mainly histiocytes. (Figure 2) The patient was discharged from the hospital with advice of
albendazole 400mg twice daily for six weeks.

DISCUSSION: Hydatid cyst is an infectious disease which is most commonly caused by the
cestode, Echinococcus granulosus and less commonly by Echinococcus multilocularis. Dogs are
the main host and animals like cattle, sheep, horse and pig are intermediate hosts in the disease.
Parasite eggs that penetrate the organism hatch in the small intestine of the main host, pass into
portal venous system or lymphatic system and reach the liver and lungs, and finally form hydatid
cyst lesions. Moreover, they can cross the hepatic sinusoid or pulmonary capillary barriers, and
embryos get into systemic circulation and can settle in all the organs and structures in the
body.!®! Atypical localization of hydatid cyst may be a challenge in the diagnosis of hydatid
disease.l”! Chevalier et al have reported the subcutaneous cyst hydatid incidence as 2%.
However, this ratio also includes the secondary hydatid cyst cases.® Although the disease is
generally asymptomatic,it may exhibit clinical symptoms depending on the size and location of
the cyst and the pressure of the growing cyst. In our patient, there were no symptoms except a
painless and mobile lump in the right supraclavicular area with no evidence of hydatid disease
elsewhere in the body. Eroglu et al reported an unusual case of hydatid cyst found in the neck of
a 66 year old woman and just like our case report, there was no pulmonary or hepatic
involvement.

Interesting aspect of solitary hydatid cysts in the absence of disease in lung and liver is to
explain how these larvae produces solitary cysts after passing through the two filter sites.
Although no route other than portal has been proven in humans, systemic dissemination through
lymphatic route is a strong possibility in case of unusual presentation sites. Typically hydatid cyst
consists of a single, unilocular cyst, however multiloculated cyst in the same or multiple organ are
seen in 20 to 30% of the cases.!'”

In non-endemic areas because of lack of experience and rarity of the disease, it is at
times difficult to diagnose a hydatid cyst located in the head and neck region. The diagnosis
mainly depends on the clinical history of the patient, diagnostic radiological findings and serologic
tests. ELISA, Casoni skin tests, latex agglutination, immunoelectrophoresis and direct
hemagglutination are serological methods, used for the diagnosis of hydatid disease. Sensitivity of
serology is high (80-100%) for liver cysts, but low for lung (50-56%) and other organs (25-56%).
Importance of these tests lies mainly in the follow up of treated patients. An increase in titer
indicates recurrence of disease and a decrease in titre indicates resolution.>*] Imaging
modalities like US, CT and MRI remain more sensitive than serodiagnosis. These techniques help
to determine the cystic avascular nature of the lesion. Daughter cysts, vesicles and internal septa
can also be demonstrated.!**%
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No serological tests and MRI was done in our case as patient was not affordable. For the
evaluation of mass lesions in the cervical region, fine-needle aspiration cytology is beneficial
however due to possibility of an anaphylactic reaction, dissemination of disease and recurrence as
result of spillage of cyst contents, it is not recommended in the routine evaluation of suspected
hydatid cysts.!***!*1 5o FNAC was not performed in our case and the case was subjected to
surgical excision biopsy.

The diagnosis of hydatid cyst is confirmed by histology. Histopathological evaluation
shows three layers of hydatid cyst. The inner most germinal layer which is thin and translucent.
The embryonic tape worm, scolices, develops from an out pouching of the germinal layer and
form hydatid sand. The middle laminated membrane is white 2mm thick and is easily ruptured.
The outer layer or pericyst is a rigid protective layer representing response of the host to
parasite.[!”

Surgical removal is the most effective treatment of hydatid cyst.>'* Surgeon must be
careful to avoid spillage of cyst contents to avoid fatal anaphylaxis, recurrence and multiple
hydatidosis.***! If presurgical diagnosis is hydatid cyst, preliminary aspiration and instillation of
hypertonic saline (20%), silver nitrate (0.5%), formalin, and other chemicals could be used to
prevent seeding of the cyst contents and to inactivate the protoscolices.”™ Therapy with nontoxic
scolocidal agents or combination chemotherapy with mebendazole is of therapeutic value in the
treatment of patients with recurrence or a high risk of contamination.!** There was complete cyst
removal with no rupture and spillage of cyst contents in the present case. Albendazole is
suggested to be given post operatively for 1-3 months. We treated the present case with
albendazole for six weeks post operatively.

CONCLUSION: Hydatid disease is a widespread public health problem in developing countries.
The possibility of hydatid disease, especially in endemic regions, should always be considered in
the differential diagnosis of mesenchymal neoplasms or soft tissue masses in the neck or in the
other parts of the body. Radiologic imaging modalities in such cases are mandatory for the
diagnosis of unilocular or multilocular hydatid cyst with thin borders, thin walls, inner membranes,
and a distinct appearance of characteristic cystic mass. The prognosis is excellent in hydatid cyst
cases treated with total removal of the cyst without rupture.
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Fig. 1: Gross specimen showing multiple
daughter cysts with gelatinous membrane
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Fig. 2: Microscopic appearance showing A-Outer adventitial
layer, B-Middle laminated layer, C-Inner Germinal layer, D-
Chronic inflammatory cells with histiocytes

Fig. 3: Showing cavity after complete excision of cyst
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