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A giant Lymphangioma circumscriptum on the flank: Case report
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Abstract

Lymphangioma circumscriptum is a rare congenital proliferation of lymphatic vessels that may occur anywhere on
the skin and mucous membranes. Based on the depth and the size of abnormal lymph vessels, these lesions are
divided into two groups: the superficial vesicles are called lymphangioma circumscriptum, and the more deep-
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seated group includes cavernous lymphangioma, cystic hygroma, and benign lymphangioendothelioma. The

differential diagnosis of lymphangioma includes herpes zoster, herpes simplex, molluscum contagiosum, Keywords

Cutaneous Melanoma, Dermatitis Herpetiformis, and viral warts. We report here the rare case of giant cutaneous Lymphangioma
lymphangioma circumscriptum with emphasis on histopathology and differential diagnosis. Our case study was a Episeptum circumscriptum
14-year-old boy with a history of multiple, clear, pink, red, and brown vesicles protruded as a patch of wart-like Pathology

growths on the flank skin since he was 6 months old. The histopathologic examination consists of multiple thin- Skin

walled dilated lymphatic spaces in the papillary dermis lined with a single layer of endothelial cells filled with

finely granular hyaline material.

Introduction

Lymphangioma is a rare congenital proliferation of lymphatic vessels that can
occur anywhere on the skin and mucous membranes. This malignancy manifests
isolated or is associated with deep lymphangioma or angiodysplasia syndromes
(Proteus, Cobb, or Maffucci) (1-3). Normal skin has no lymphatic channels in the
papillary dermis. However, in Lymphangioma circumscriptum, dilated dermis
channels protrude as a patch of wart-like growths on the skin (4).

Based on the depth and the size of abnormal lymph vessels, these lesions are
divided into two groups: 1) the superficial vesicles, called lymphangioma
circumscriptum and 2) the more deep-seated group, including Cavernous
lymphangioma, cystic hygroma, and benign lymphangioendothelioma (3, 5-8).
The pathogenesis of lymphangioma circumscriptum was first described by
Whimster in 1976. He recognized that the cause of vesicles on surface skin is
contraction and pressure of muscle fibers of the lining of lymphatic cisterns in
the deep subcutaneous tissue that protrudes from the skin’s surface and becomes
vesicles (9). We report a rare case of cutaneous lymphangioma circumscriptum
with emphasis on histopathology and differential diagnosis.

Case presentation

A 14-year-old boy presented to the pathology Clinic at Shahid-Mohammadi
Hospital Center of Bandar Abbas, Iran. The boy had a history of multiple, clear,
pink, red, and brown vesicles on the left flank since he was 6 months old.
According to him, he had experienced recurrent infections of this area that had
been treated with multiple courses of antibiotics.

Physical examination

We observed well-defined, irregular, brownish plaque of 150 x 40 mm covered
by multiple clusters of 1-20-mm, clear, pink, and brown vesicle-like verrucous
changes on the left flank skin (Figure 1).

Histopathology

On histopathologic examination, lesions of superficial lymphangioma consist of
multiple thin-walled, dilated lymphatic spaces in the papillary dermis lined with
a single layer of endothelial cells filled with finely granular hyaline material. The
overlying epidermis is thin, hyperkeratotic, and acanthosis with an irregular
elongation of the rete ridge. No atypical vascular features, nuclear atypia, mitotic
activity, or koilocytic changes were observed. Also, there was a mild to moderate
inflammatory infiltrate within a fibroblastic or collagenous stroma, which may
contain lymphocytes with no penetration of muscle (Figure 2).
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Discussion

Lymphangiomas are a rare congenital proliferation of lymphatic vessels. They
occur as localized or generalized malformations in the skin and mucous surfaces,
especially the head and neck, proximal extremities, buttocks, chest, armpits, and
oral cavity (1-3). The most common form of cutaneous lymphangioma is
lymphangioma circumscriptum, which arises in infancy but may occur at any age.
In 90% of cases, it arises until two years of age. It accounts for approximately
4% of vascular tumors and 26% of benign vascular tumors in children. Based on
the depth and the size of abnormal lymph vessels, these lesions are divided into
two groups: 1) superficial vesicles called lymphangioma circumscriptum and 2)
the more deep-seated group, including cavernous lymphangioma, cystic
hygroma, and benign lymphangioendothelioma (2-6).

Clinical findings consist of multiple, clear vesicles of 2 - 4 mm similar to frog
spawns that may be pink, red, or brown due to hemoglobin degradation. These
vesicles contain lymph fluid caused by abnormal dilations of lymph vessels (3,
6, 7, 10). For a definite diagnosis of lymphangioma circumscriptum,
histopathological examination is advised. This examination represents the dilated
lymphatic vessels in the papillary dermis, extending to the reticular dermis and
subcutaneous tissue. The lumen is filled with finely granular hyaline material and
red blood cells, lymphocytes, macrophages, or neutrophils (2, 3, 6, 7, 11, 12).
Indications of treatment include cosmetic appearance and prevention of
complications such as cellulitis. The choice treatment is surgical excision, while
the other palliative treatments are sclerotherapy, cauterization, cryotherapy,
radiotherapy, CO2 laser, and thermoablation. About 75% of the patients are
cured, and it has a low rate of recurrence. However, the recurrence rates can be
high, especially in the lesions with deeper components (2, 3, 13-15). The
differential diagnosis used for this purpose includes herpes zoster, herpes
simplex, molluscum contagiosum, Cutaneous Melanoma, Dermatitis
Herpetiformis, viral warts, angiosarcoma, hemangioma, epidermal nevus,
angiokeratoma, metastatic carcinoma of the skin, Neurofibromatosis Type 1,
Dabska Tumor, and Stewart-Treves Syndrome.

Conclusion

Lymphangioma circumscriptum is a rare congenital proliferation of lymphatic
vessels that may occur anywhere on the skin and mucous membranes and its main
differential diagnosis included herpes zoster, herpes simplex, Cutaneous
Melanoma and Dermatitis Herpetiformis that histology is considered as a gold
standard for definite diagnosis. Our findings can contribute to more accurate
diagnostic processes and launch new researches in the future.
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Figure 2. Microscopic feature lymphangioma with multiple dilated lymphatic
vessels in the dermis containing finely granular hyaline material (Hematoxylin
and eosin stain, original magnification x 100)
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