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A 17-year-old adolescent boy presented with
increasingly painful genital warts on the right
thigh, groin, and scrotum that had been present since birth. The patient had a medical history
of cardiac transplantation in the months prior to
presentation and was on immunosuppressive
therapy. The lesions had become more swollen
and bothersome in the weeks following the transplantation and now prevented him from ambulating due to discomfort. He denied any history of
sexual contact or oral lesions. Physical examination revealed numerous translucent and hemorrhagic vesicles clustered and linearly distributed on
the right medial thigh. A shave biopsy of a vesicle
was performed.

WHAT’S YOUR DIAGNOSIS?
a. condyloma acuminatum
b. condyloma lata
c. epidermal nevus
d. lymphangiosarcoma
e. microcystic lymphatic malformation
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THE DIAGNOSIS:

Microcystic Lymphatic Malformation
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Histopathology of a shave biopsy demonstrated thin-walled vascular
spaces within the dermis (H&E, original magnification ×10).
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he shave biopsy demonstrated numerous thinwalled vascular spaces filled with lymphatic fluid
within the dermis (Figure), consistent with a
diagnosis of microcystic lymphatic malformation (LM).
Lymphatic malformations represent a class of benign vascular lesions consisting of anomalous or dilated lymphatic
vessels, which can be broadly categorized as macrocystic
(formerly cavernous lymphangioma or cystic hygroma),
microcystic (formerly lymphangioma circumscriptum), or
mixed.1 Patients often will present with pruritus, crusting,
secondary infection, edema, or oozing.2 The superficial
blebs of microcystic LMs resemble frog spawn and range
in color from clear to pink, brawny, or deep maroon.3
Although the lymphatic vessels involved in microcystic
LMs appear disconnected from the major lymphatic
circulation,3 systemic fluid overload could plausibly promote lesional swelling and tenderness; we attributed our
patient’s worsening symptoms to the cumulative 7.8 L of
intravenous fluid he received intraoperatively during his
cardiac transplant. The excess fluid allowed communication between lymphatic cisterns and thin-walled vesicles
on the skin surface through dilated channels. Overall,
LMs represent roughly 26% of pediatric benign vascular
tumors and approximately 4% of all vascular tumors.4
Although microcystic LMs may appear especially
vascular or verrucous, the differential diagnosis for our
patient’s LM included condyloma acuminatum,5,6 condyloma lata,7 epidermal nevus, and lymphangiosarcoma.
Epidermal nevi are congenital lesions, varying in appearance from velvety to verrucous patches and plaques that
often evolve during puberty and become thicker, more
verrucous, and hyperpigmented. Keratinocytic epidermal nevus syndromes and other entities such as nevus
sebaceous have been associated with somatic mutations
affecting proteins in the fibroblast growth factor receptor signaling pathway (eg, FGFR3, HRAS).8 Although the
clinical appearance alone may be similar, lymphangiosarcoma can be distinguished from LM via biopsy.
There are several methods to diagnose LM. Duplex
sonography is possibly the best noninvasive method
to identify the flow between venous valves. Magnetic
resonance imaging can detect larger occurrences of LM,
and lymphangiography can be utilized to confirm a normal or abnormal lymphatic network.4 Treatment options
are broad, including surgical excision, laser ablation,
and topical sirolimus. Hypertonic saline sclerotherapy
can be injected into the afflicted lymphatic channels to
decrease inflammation, erythema, and hyperpigmentation without further treatment or major side effects.4
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However, the benefits of sclerotherapy alone in the
treatment of LM often come gradually, and radiofrequency ablation may need to be utilized to achieve more
immediate results.2 Overall, outcomes are highly variable,
but favorable outcomes often can be difficult to obtain
due to a high recurrence rate.2,8 Our patient’s symptoms
improved during his postoperative recovery, and he
declined further intervention.
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