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Abstract

Lymphangiomas are uncommon, benign, hamartomatous, malformations of the lymphatic system that involve the skin and subcutaneous

tissues. It can be congenital or acquired. In the case of our 65 years old female patient, she developed lymphangioma after 10 years of
receiving breast cancer therapy. Early diagnosis and proper medical assessment are important as this lesion may be associated with pain,

chronic drainage, and cellulitis. This is a rare presentation of acquired lymphangioma circumscriptum to be reported from the gulf region.
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Case Report

A 65-year-old female known to have diabetes mellitus, hypertension,
dyslipidemia and ischemic heart disease. The patient was in a good
state of health till 2006 when she was diagnosed with breast cancer.
Accordingly, the patient underwent left breast lumpectomy followed
by chemotherapy and radiotherapy. After 10 years of completing her
treatment, she presented again to the dermatology clinic with skin

Figure 1: The left breast showing chronic radiodermatitis.
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lesion in the same affected breast. The patient noticed it incidentally
and her dermatological examination revealed chronic radiodermatitis
of left breast (Figure 1) with obvious multiple, approximately 2 to 4
mm in size, skin colored, papulovesicles in the lateral side of left
breast (Figure 2).

Figure 2: Left breast lateral side showing multiple skin colored papulovesicles

Our clinical suspicion was lymphangioma circumscriptum, However,
cutaneous metastasis and angiosarcoma were considered. Skin biopsy
was done. Histological examination revealed multiple dilated

lymphatic vessels in superficial papillary dermis with flatted

Figure 3

endothelial lining (Figure 3). Immunohistochemistry with
podoplanin, which is specific for lymphatic endothelium, was

positive (Figure 4). All suggestive of lymphangioma circumscriptum.

Figure 4

Figure 3: Histology slide of the lesion showing multiple dilated lymphatic vessels in superficial papillary dermis with flatted endothelial lining.

Figure 4: The immunohistochemistry slide with podoplanin immunostain, delineating the lymphatic endothelium.
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Discussion

Vascular anomalies are classified into vascular tumors and vascular
malformations according to the cellular turnover, histology and
clinical findings [1]. Malformations may be seen in different vascular
elements, such as lymphatic, capillaries or venous endothelium.
Lymphangiomas are rare, benign malformation of the lymphatic
system. They are analogous to hemangiomas, as they are formed by
widely dilated lymphatic spaces, covered by endothelial cells, and
separated by connective tissue stroma, associated with lymphoid
aggregates [2]. There are 2 forms of lymphangioma, congenital and
acquired. Congenital type is the most common form and represents 6
% of all benign lesions in children [3]. on the other hand, acquired
lymphangioma is uncommon and results after external damage caused
to previously normal lymphatics, leading to obstruction of local
lymphatic drainage. First acquired lymphangioma reported was in
1956 by Plotnick and Richfield and they described a late squeal for
radical mastectomy. Plotinck and Richfeild named the dilated
lymphatic vessel as lymphangioiectasis [4]. It has been reported as
clinically and histologically indistinguishable from congenital
lymphangioma circumscriptum and is often reported in the literature
as lymphangioma circumscriptum or acquired lymphangiomas [5].
Acquired lymphangioma circuscuptum is micocystic lymphatic
malformation. It has been associated with treatment for preceding
malignant neoplasm e.g., breast and cervix and is often coexistent
with lymphedema [6,7,8], myxoid chondrosarcoma, bronchial
carcinoid [9,10], and vulval tumors [11]

It can arise as a consequence of surgery, radiotherapy, chemotherapy
alone or combination treatment. Chiyomaru et al did a retrospective
series of 73 Japanese patients and reported that acquired
lymphangioma risk is higher with combination therapy. In addition,
he concluded that mean time for the development of lymphangioma
circumscriptum is 5.8, 11.8 and 12.2 years for patient receiving
combination of therapy, irradiation and chemotherapy, respectively
[12]

Lymphanioma circumscriptum is characterized by persistent,

multiple clusters of translucent vesicles that usually contain clear
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lymph fluid with normal appearing skin between the lesions, which
resemble frog spawn [13]. These vesicles represent superficial
saccular dilations from underlying lymphatic vessels that occupy the
papilla and push upward against the overlying epidermis. Each skin
lesion may range from a minute vesicle to a small bulla-sized lesion.
it can be clear or vary from pink to dark red because of
hemangiolymphatic connections [14]. On histological examination
will reveal dilated lymph vessels lined single layer of endothelial
cells. These dilated lymph vessels usually found in papillary dermis.
Immunohistochemical staining using podophlanin should be done to
confirm the diagnosis. These histological findings of our case were

consistent with these findings.

Complications of lymphangioa circumscriptum starts when the
vesicles rupture. It will be a portal for entry of infection causing
recurrent cellulitis and pain [15,16]. While reviewing the literature,
only one case has been reported of squamous cell carcinoma arising

from congenital lymphangioma circumscriptim [17]

Prevention of superinfection when vesicles rupture is important.
Daily cleansing with topical antibacterial agent and applying
mupirocin antibacterial ointment. Lymphangioma circumscriptum is
cosmetically undesirable, surgical intervensions may be considered
such as electrodesiccation, laser therapy, sclerotherapy, cryotherapy,
and surgical excision [5,6]. Gianelli and Rockley found
electrodessication superior to the other treatment modalities [6]. Each
therapeutic option is effective, but recurrences are common and may

be complicated by scarring.

Conclusion

acquired lymphangioma circumscuptum is considered late sequel for
latrogenic treatments done for a known cancer. despite the rarity of
lymphangioma circumscruptum, it is important to diagnose it to
undergo the medical versus surgical treatment needed to prevent

superinfection and recurrent cellulitis.
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