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Abstract
Hemangiolymphangioma (HLA) is a rare benign tumor involving both lymphatic system and blood vessels. It is also referred
to as lymphatic-venous malformation. It can occur in any part of the body, most common location being head-and-neck
followed by axilla. Most of these tumors are diagnosed in first 2 years of life. Clinically patients present with a slow growing
painless mass. This tumor can recur locally and can invade adjacent organs resulting in serious complications. We present
a very rare case of 63-year-old male with scrotal swelling with a radiological suspect of complex cyst or testicular neoplasm.
Orchidectomy was performed, which showed features of HLA. By immunohistochemistry, the presence of lymphatic and
vascular endothelial lining was confirmed. We document this case in view of the rare site of occurrence and its presentation
in older age group.
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INTRODUCTION

CASE HISTORY

Hemangiolymphangiomas (HLA) is a rare lesion involving
both lymphatics and blood vessels.[1] It is also referred to
as lymphatic-venous malformation.[2] Although a benign
condition, there is a possibility of invasion into adjacent
tissues with high local recurrence rate. Common sites
of involvement include axilla, abdominal cavity, and
extremities.[3] Usually, it presents as a painless slow growing
swelling.[4] In rare cases, it may be associated with acute
onset testicular infarction or torsion with pain.[5] It is a
benign vascular lesion with potential of growth by cellular
proliferation and consists of abnormal development of
the lymphovascular system in localized centers.[6] HLA
in testis is rarely reported in the literature and hence we
present this case.

A 63-year-old male presented with complaints of swelling
in the right scrotum which was progressively increasing in
size over the past 6 months. It was associated with pain
on and off. Scrotal Doppler was done which showed a
complex multiseptate cystic lesion in medial aspect of
the right testis. The differential diagnosis of epididymal
cyst or testicular neoplasm was given [Figure 1]. The right
orchidectomy was performed.
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On gross examination, testis was dilated with multiple cystic
spaces of varying sizes filled with thick mucoid gelatinous
material and extruded thin straw yellow color fluid on
opening [Figure 2].
Microscopical examination showed testicular parenchyma
with adjacent areas of multiple cystically dilated spaces
of varying sizes lined by single layer of endothelial cells
filled with lymphatic fluid [Figure 3a]. Adjacent areas also
had capillary sized blood vessels lined by endothelial cells
and filled with blood [Figure 3b]. Areas of infarction with
adjacent dense acute on chronic inflammation were noted.
Immunohistochemical stain CD34, CD31, and GLUT-
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Figure 1: Scrotal Doppler showing complex multiseptated
cystic lesion

Vascular neoplasms are broadly classified into vascular
tumors (hemangioma) and vascular malformations by
Mulikan and Glowacki classification (1982). Lymphangiomas
are further categorized into four – capillary, cavernous,
cystic hygroma, and hemangiolymphangioma (HLA) by
Landing and Faber.[7] HLA is a rare benign condition with
involvement of both lymphatics and blood vessels. This
can occur at any age and at any site of the body. Most of
them are diagnosed in first 2 years of life. Frequency of
occurrence decreases with age. Occurrence of HLA is
more common in females than in males. The female to
male ratio is 2.4:1.[3] Most common site of occurrence being
head-and-neck, axilla, abdominal cavity, and extremities.[3,8]
Rarely, it can occur in mediastinum, retroperitoneum, and
groin. Usually, it is unifocal in origin but multifocality is
not uncommon.[9]
Possible etiopathogenesis of this condition is related to
embryogenesis. One theory suggests that obstruction of the
venolymphatic communication between dysembryoplastic
vascular tissue and systemic circulation may contributes to
formation of HLA. This condition can coexist since both
lymphatics and blood vessels are derived from mutual stem
cells.[9] In case of lymphatic vessel, injury during trauma or
surgery resulting in inadequate drainage of lymph is also
considered as one of the causes for HLA.[9]

Figure 2: Testis with multiple cystic spaces filled with thick
gelatinous material
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Figure 3: (a) Cystically dilated spaces filled with
lymph. (b) Multiple capillary sized vessels. (c) IHC positivity for
D2-40 in lymphatic and vascular endothelium. (d) IHC positivity
for CD34 in vessel walls

1 show positivity confirming the endothelial lining of
blood vessels and D2-40 shows positivity in the lymphatic
endothelium [Figure 3c and d]. On 2-month follow-up, the
patient is stable.

Patients usually present with swelling not associated
with pain and with unknown etiology. This vascular
malformations can present as a part of congenital cavernous
syndrome, Klippel-Trenaunay-Weber syndrome, which
includes the triad of multiple hemangiomas, asymmetric
limb hypertrophy, and arteriovenous fistulas.[10] HLAs
are benign vascular tumor, but propensity of invading
underlying tissues is high with evidence of local recurrence.
Complications depend on the affected organ, vascular
compromise through obstruction, lymphedema, and even
compartment syndrome.[3]
Diagnosis can be made by histopathological examination
and radiology. Differential diagnosis can include
hemangiopericytoma, angiosarcoma, pure hemangioma,
or pure lymphatic malformations.[3] Cystic hemangioma of
scrotum should also be considered as differential diagnosis
if radiology reveals a cystic lesion.[11,12] Immunohistochemical
markers such as D2-40 for lymphatics and CD31/CD34 for
blood vessels can confirm the diagnosis. Studies mentioned
that lymphatic endothelial cells also stain positive for CD34.[13]
This vascular malformations can be managed by laser
therapy, embolization, sclerotherapy, electrocautery, radium
implantation, cryotherapy, or complete surgical excision
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which depends on anatomical site of involvement.[14]
Even though this tumor has high local recurrence and a
propensity for infiltration into adjacent organs, prognosis
is favorable with complete resection of tumor. Recurrence
is seen in 50–100% of cases if partial resection was done.[8]
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CONCLUSION
HLA is a rare benign vascular malformation which has a
favorable prognosis after complete resection; however, it
can have high rate of local recurrence. With the help of
imaging and histopathological examination, diagnosis of
this rare entity can be rendered.
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