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Epithelioid hemangioendotheliomas are rare vascular tumors, often arising from medium to
large veins in the extremities. Symptoms of these tumors vary depending upon location. Rarely,
tumors may arise in chest and involve large vessels in the mediastinum. We present a case of a
17-year-old male presenting with compressive symptoms of the left upper extremity who was
found to have a large epithelioid hemangioendothelioma encasing the left brachiocephalic vein.

INTRODUCTION

Epithelioid hemangioendothelioma is a rare vascular neo-

plasm, considered to have clinical behavior intermediate

between a benign hemangioma and malignant angiosarcoma

[1]. The tumor arises from endothelial cells. First described in

1982 by Weiss and Enzinger, these tumors often arise from a

medium-to-large-caliber vein, most commonly in the extrem-

ities. Mediastinal locations are reported in 8% of cases [2–4].

Symptoms of these tumors vary depending on location, and

can present with extremity swelling, pain, cough or dyspnea.

Epithelioid hemangioendotheliomas are most commonly diag-

nosed in adults. Tumor size and mitotic activity have been

correlated with survival. Complete surgical excision of these

tumors is advocated given their potential for malignant degen-

eration and metastasis.

CASE REPORT

A 17-year-old male presented with complaints of left-arm

swelling and occasional pain. Imaging obtained of the chest

and neck revealed a large anterior mediastinal mass involving

the major venous structures of the left chest (Fig. 1).

Computed tomography (CT)-guided needle biopsy was per-

formed, with inconclusive results, and this was followed by a

left video-assisted thoracoscopic surgery (VATS) procedure

yielding enough tissue for formal diagnosis of an epithelioid

hemangioendothelioma. After extensive multidisciplinary

consultation and preoperative planning, the patient was taken

to the operating room for a median sternotomy, thymectomy

and en-bloc excision of the tumor and vessels (Fig. 2).

Vascular reconstruction of the left brachiocephalic and left

subclavian vein was performed with an 8 mm ringed poly-

tetrafluoroethylene graft, with an additional end-to-side anas-

tomosis of the left internal jugular vein to the graft. The

patient tolerated the initial procedure well, was extubated on

Figure 1: Computed tomography demonstrating a mass in the left chest in-

volving the brachiocephalic vein.
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postoperative Day 1 and advanced to an oral diet. After

several days, large-volume milky drainage from the chest tube

was evaluated and presence of a chyle leak confirmed. The

patient returned to the operating room on postoperative Day 6

for a right VATS with ligation of the thoracic duct. Final

tumor measurements were 7.5 � 5.5 � 3.5 cm, and final path-

ology confirmed an epithelioid hemangioendothelioma with

no mitoses, ,5% necrosis and a final pathologic staging of

pT2b. The patient has since recovered uneventfully and was

discharged home in stable condition.

DISCUSSION

Epithelioid hemangioendotheliomas are unique vascular neo-

plasms, occurring relatively infrequently and sporadically.

Malignant degeneration and metastases are reported to occur

in 25% of patients, with death occurring in up to 15% of

patients [5]. Despite the indolent clinical course, the potential

for tumor advancement mandates complete surgical excision.

The vascular involvement necessitates meticulous preopera-

tive planning and multidisciplinary approach for aggressive

resection and concomitant reconstruction of involved vessels.

In this case, the surgical team included cardiothoracic sur-

geons, vascular surgeons and a pediatric surgeon.
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Figure 2: Intraoperative photography demonstrating the epithelioid heman-

gioendothelioma encasing the left brachiocephalic vein, left internal jugular

vein, and left subclavian vein.

Page 2 of 2 K. Long et al.



<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /PageByPage
  /Binding /Left
  /CalGrayProfile ()
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Warning
  /CompatibilityLevel 1.5
  /CompressObjects /Off
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages false
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.1000
  /ColorConversionStrategy /LeaveColorUnchanged
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 524288
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo false
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments true
  /PreserveOverprintSettings false
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Preserve
  /UCRandBGInfo /Remove
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
    /Courier
    /Courier-Bold
    /Courier-BoldOblique
    /Courier-Oblique
    /Helvetica
    /Helvetica-Bold
    /Helvetica-BoldOblique
    /Helvetica-Oblique
    /Symbol
    /Times-Bold
    /Times-BoldItalic
    /Times-Italic
    /Times-Roman
    /ZapfDingbats
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 150
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 175
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50286
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages false
  /ColorImageAutoFilterStrategy /JPEG2000
  /ColorACSImageDict <<
    /QFactor 0.40
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.40
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 20
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 150
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 175
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50286
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages false
  /GrayImageAutoFilterStrategy /JPEG2000
  /GrayACSImageDict <<
    /QFactor 0.40
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.40
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 20
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasMonoImages true
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 175
  /MonoImageDepth 4
  /MonoImageDownsampleThreshold 1.50286
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects true
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile (None)
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /CreateJDFFile false
  /Description <<
    /ENU ()
  >>
>> setdistillerparams
<<
  /HWResolution [600 600]
  /PageSize [612.000 792.000]
>> setpagedevice


