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Introduction: Cystic hygroma (CH) in adults is a rare condition. Most CH cases are diagnosed at birth or during the first two years of
life. Head and neck are the most common sites. There is scanty information about the natural history and follow-up of adult patients
with axillary and breast CH. Hence, we present this case to shed some light on the natural history, complications, and a new suggested
modality of treatment to deal with the complications.

Case Presentation: We report a case of a 39-year-old female who presented after ten years of excision of the right axillary CH with
massive breast edema and recurrence of cysts in the ipsilateral breast and axilla. The insertion treated the edema of a breast-peritoneal shunt.
Discussion: The procedure was performed by inserting a normal V-P shunt catheter without a reservoir through a small incision in the
inframammary fold toward the breast and another tiny incision at 10 of the clock in the right breast for fixation in the breast
parenchyma. A catheter was inserted through a small incision on the right lumbar spine without intraperitoneal fixation after the
catheter was inserted subcutaneously.

Conclusion: This case report shows that adult CH can reoccur. To our knowledge, this is the second case of CH concomitantly involving
the breast and axilla. The shunt of the edematous fluid to the peritoneal cavity can give hope for intractable breast edema treatment.
Keywords: cystic hygroma, adult, case report

Introduction
A cystic hygroma (CH) is commonly presented in the first trimester of pregnancy as a small, thin hypogenic protrusion in the
posterior fetal neck and is considered a normal finding. In some cases, the space is enlarged due to a cystic hygroma.'-

Ninety percent of CH is diagnosed in infancy or before two years of life, and 75% occur in the cervicofacial region.’
Adult mammary CH is rare and has been reported as an isolated axillary or simultaneous with another CH in the breast.
Park et al* 2018 reported the first simultaneous breast and axillary CH case.

The cause of CH is generally unknown, but there is evidence of causes,” such as viral infections, trauma, and
congenital misrouting between lymphatic and venous pathways. Chromosomal abnormalities have been identified at CH,
commonly involving Noonan syndrome, trisomies 13, 18, and 21, and Turner syndrome. However, there is little literature
on chromosomal abnormalities in CH adults.®

Several classifications and staging systems of CH have been suggested and adopted for better management.”* There
is scanty information about the natural history and follow-up of adult patients with axillary and breast CH. Hence, we
present this case to shed some light on the natural history, complications, and a new suggested modality of treatment to
deal with the complications.
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Case Report

A 39-year-old female premenopausal, P4 +0, presented to the breast surgery clinic with right breast swelling for ten
years. The swelling started gradually following the excision of a right axillary lump. The mass was diagnosed as a right
axillary CH of about 2cm x lcm in dimensions. Just before her presentation, the swelling became big enough to disturb
her daily activities. She had no family history of breast cancer. There were no other swellings elsewhere in her body. She
was not a smoker or alcoholic, and there was no previous surgery or chronic illnesses. Examination revealed a swollen
right breast with “peau d’ orange” and erythema around the right nipple-areola complex (NAC). There was asymmetry in
the shape of the right breast compared to the left and right breast ptosis. The skin was thickened and red but no hotness or
tenderness. No masses were felt in the right breast. The right NAC appeared normal. Apart from the linear scar of the
previous CH excision in the right axilla, the axilla was normal. Left breast and axilla examination revealed no obvious or
palpable abnormalities (Figure 1). Ultrasound examination of the breast and axilla revealed mild skin thickening. The
breast parenchyma was dense and showed an anechoic tubular and round structure. The right breast showed a loculated
cystic area with internal septations. It measured 3.4cm % 1.2cm x 5.1cm and multiple smaller cyst (Figure 2A). The
mammogram showed marked skin thickening with edema (Figure 2B).

120'CLOCK
RIGHT BREAST

Figure 2 (A) Right mediolateral oblique mammogram. (B) Ultrasound shows multiple cystic lesions preoperatively.
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ing Abdullah Hospital

Figure 3 (A) Mammogram shows recurrence of cystic lesions in the breast and partial resolution of edema shunt in the breast tissue. (B) Cystic lesion recurrence on
ultrasound.

We attempted needle aspiration away from the cysts, and the fluid was easily aspirated from the edematous breast
tissues. The fluid was watery and clear yellowish. The laboratory result of the fluid was lymphatic fluid. Aspiration trials
were repeated twice with almost a complete resolution of the edema, but there was a recurrence within two weeks in
every aspiration attempt. Subsequently, the patient consented to a shunt catheter placement between the edematous breast
and the peritoneal cavity, a relatively new technique for breast edema secondary to CH. There was a partial resolution of
the breast edema after the shunt surgery. The patient was followed up for five years. The last ultrasound and mammogram
showed recurrence of cysts of the same axilla, and new cysts appeared in the breast (Figure 3A and B).

Discussion

Adult mammary cystic hygroma (CH) is a benign condition of unknown cause.®> Congenital failure in the lymphatic and
venous pathways result in CH in newborn and those in the first two years of age. These cases represent 90% of CH and
mainly involve the head and neck region.

Adult mammary CH cases are exceedingly rare.*> Few cases have been reported in the last 50 years worldwide,
majority reported cases were female. Park et al* 2018 reported the first simultaneous breast and axillary CH case. We
report this as a second concomitant breast and axillary CH case.

Several causes of adult CH have been suggested.® In addition to congenital miscommunication between lymphatic
and venous pathways, trauma, viral infection, and chromosomal abnormalities were suggested. However, no chromoso-
mal studies on adult CH were reported.

Several classification systems for CH have been suggested and adopted based on size, location, and histological
appearance.” ® Such classifications unified the terms used in clinical practice and improved management (Table 1).

The most common clinical presentation of mammary CH'® is painless, slowly growing breast or axillary mass. Our
case presented the same early presentations in the course of her illness, lately complicated with massive breast edema and
a new appearance of lesions in the ipsilateral breast and axilla.

The diagnosis of such cases can be confirmed by several radiological modalities such as ultrasound, computed
tomography, magnetic resonance imaging, and laboratory test of the aspirated fluids.

The mainstay of treatment of CH®'? is surgery or sclerotherapy. In our case, there were multiple cysts in the breast
and axilla, and the main complaint was breast edema. Burezq et al'' also stated that aspiration of cystic hygroma is a safe
and effective treatment, so we found aspiration of the recurrent cysts is an attractive treatment modality; otherwise, she
would have ended up with mastectomy. At this stage, we believed that the cause of the breast edema was a regional
lymphatic system failure. The mastectomy was inadvisable because of the expected postoperative seroma and the
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Table | Classification Systems for CH

Author

Type

Classification

Significance

Smith et al®

Size

> 2 cm macrocyst

< 2 cm microcyst

Macrocyst is treated by
sclerotherapy or surgery.
Microcyst sclerotherapy is not

effective.

Mulliken et al®

Microscopic features

Capillary lymphangiomas, cystic
hygroma, or cavernous

lymphangiomas

Histological diagnosis

De Serres et al’

Location

|-V stages depend on their

location to the hyoid bone and

whether it is unilateral or bilateral | surgical intervention

applied to head and neck CH.

Allows prediction of

prognosis, and outcome of

impossibility of reconstructive surgery post-mastectomy. The trials of aspiration of the breast tissue edema encouraged us

to put a shunt between the breast and peritoneal cavity. After explaining the possible options to the patient, she agreed

with the shunt procedure.

Informed consent was obtained from the patient. The procedure was performed by inserting a regular V-P shunt

catheter without a reservoir through a small inframammary fold incision toward the breast tissue and another tiny incision

at 10 o’clock right breast for fixation in the breast parenchyma. A catheter was introduced through a small right lumbar

incision without intraperitoneal fixation after passing the catheter subcutaneously (Figure 4A—C).

Figure 4 (A) Inframammary fold incision for the catheter insertion in the right breast. (B) The right lumber region incision for the catheter insertion. (C) The fluid is freely

draining from the breast tissue before insertion into peritoneal cavity.
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Figure 5 Arrow shows the catheter.

Chest and abdominal x-ray were to ensure the catheter was in place (Figure 5). We followed up with the patient for
five years. A few months later, she had a recurrent cyst aspirated again, and edema had improved, and the risk linked to
the procedure including infection risk as possible complication.

Conclusion

Adult patients with CH should have life-long follow-ups. The disease can reoccur even after complete excision. Inserting
a shunt between the breast and peritoneum might give hope for intractable edema. Still, more cases need to be done to
determine the validity and efficacy of such a treatment modality.
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