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Abstract

Kaposiform hemangioendothelioma (KHE) is a rare vascular tumor of low or intermediate malignant potential most often
appearing in the extremities or retroperitoneum in infants and children. Vascular tumors such as KHE are sometimes
complicated by consumptive coagulopathy, a condition termed Kasabach-Merritt phenomenon (KMP). KHE presentation in
adults is extremely rare, and to our knowledge, has never been reported in an individual over 75 years old, nor in the male
genitalia. This article describes the case of an 80-year-old white male with KHE presenting as a testicular mass.

INTRODUCTION

KHE is a rare vascular tumor occurring primarily in children
and most often found in the limbs or retroperitoneum. In the
literature, Kaposiform Hemangioendothelioma (KHE), a rare
vascular tumor, has mainly been reported in the limbs or

retroperitoneum of children.1,2 KHE was first described by
Zukerberg et. al in 1993, however, tumors with descriptions

suggestive of KHE have been reported previously.3 These
cases included patients from neonate to 2 ½ years old of
various races with retroperitoneal/peritoneal

hemangioendotheliomas.4-7 Microscopic examination of
tumor biopsies in each of these cases revealed slit-like
vascular channels surrounded by flattened or spindle-shaped
cells. KHE grossly and microscopically resembles
characteristics of Kaposi sarcoma and must be differentiated
from other vascular tumors. Fortunately, a combination of
unique biochemical characteristics, distinct pathologic
findings, and certain clinical clues enable KHE to be
identified with confidence. As of 2009, fewer than 170 cases
of KHE had been reported with less than 20 occurring in

adults.2

REPORT OF CASE

The patient is an 80-year-old Caucasian male that initially
presented with a one month history of left scrotal swelling
and was found by scrotal ultrasound to have a testicular
tumor with an associated hydrocele. His urological history is
significant for neurogenic bladder. He underwent a left
radical orchiectomy with final pathology of Kaposiform

hemangioendothelioma. Figure 1 represents a low power
view of the tumor with Hematoxylin and Eosin stain.

Figure 1

Figure 1: Low power view of tumor. Numerous vascular
channels are present and appear slit-like. Lack of atypia and
mitotic figures can be appreciate even at high power.

In figure 2, a high power view reveals that atypia and mitotic
figures are not seen. Tumor cells appear well differentiated.
Slit like vascular channels are present. Spindle shaped cells
appear flattened.
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Figure 2

Figure 2: High Power view of Kaposiform
hemangioendothelioma. Cells appear uniform and the
absence of mitotic figures and atypia are noted.

The lesion was limited to the testicle and no further therapy
was indicated. At his one month post-operative visit he was
found to have gradual left scrotal swelling and denied any
anorexia, fever, weight loss, or bone pain. A scrotal
ultrasound revealed a 5 x 6.5 x 7 cm complex fluid
collection occupying the left hemiscrotum. A CT of the
abdomen and pelvis with and without contrast and a chest x-
ray did not demonstrate any grossly metastatic or obvious
disease. He is doing well at 6 month follow up.

DISCUSSION

KHE has a low metastatic potential but can be locally

aggressive2. Vascular tumors including KHE are sometimes
complicated by consumptive coagulopathy, a condition
termed Kasabach-Merritt phenomenon (KMP). Definitive
treatment is surgical removal. When surgery is not an option,
a number of medical therapies have been tried with varying
degrees of success. These agents include corticosteroids,

interferon alpha, and vincristine2. This rare tumor more
commonly presents in infants and children and is most often
found retroperitoneally or in the superficial tissues of the
limbs, but a growing body of case reports demonstrates that
this tumor has the potential, albeit rare, to arise in a large
variety of organs and tissue types.

In order to properly identify KHE lesions and differentiate
them from other similar vascular lesions, a combination of
pathologic findings and biochemical markers can be used. A

variety of endothelial and lymphatic markers have been
found to be expressed on KHE cells including CD31, CD34,

LYVE-1, podoplanin, Prox19, VEGFR-2, VEGFR-310,

D2-4011, and vimentin12. Importantly, KHE is seen to lack
HHV-8 DNA and PAS-positive globules (seen in Kaposi
sarcoma) and GLUT-1 (seen in infantile hemangiomas).
Microscopic examination of the KHE tumor will fail to show
the cellular atypia and frequent mitotic figures observed in
Kaposi sarcoma.

CONCLUSION

This report presents, to our knowledge, the oldest patient to
present with a KHE lesion in addition to being the only
instance of testicular KHE reported to date. This highlights
the possibility of KHE presentation in the elderly population
and in unexpected locations, as well as expands the
differential diagnosis for a testicular mass.
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