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Aggressive angiomyxoma is a rare tumour that is locally infiltrative

but nonmetastasizing. It occurs nearly exclusively in adult women of

childbearing age and almost always arises in the perineum and pelvic

area. A case of angiomyxoma occurring in a middle-aged, morbidly

obese man is reported. The clinical presentation was one of progress-

ing scrotal edema and enlargement with subsequent development of

scrotal abscesses, requiring several incisions and drainages as well as

oral and intravenous antibiotics. His symptoms and body habitus left

him in a significantly debilitated state, prompting him to seek treat-

ment for his conditions. He initially presented for abdominal lipectomy.

However, due to the chronic scrotal infections and enlargement,

scrotectomy was recommended before any other surgical procedures.

A scrotectomy was performed by the urology service. Pathological

diagnosis of the excised tumour was an aggressive angiomyxoma.

Given the rarity of this tumour, especially in males, the proper diag-

nosis and treatment of angiomyxoma is still being investigated. With

this in mind, the physical signs and symptoms that characterize this

condition are presented and treatment options are reviewed.
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Angiomyxome diagnostiqué chez un homme
vu pour lipectomie abdominale

L’angiomyxome agressif est une tumeur rare caractérisée par une infiltra-

tion locale sans métastases. Il s’observe presque exclusivement chez des

femmes adultes fertiles et se manifeste presque toujours au niveau du

périnée et de la région pelvienne. On décrit ici un cas d’angiomyxome

chez un homme d’âge moyen atteint d’obésité morbide. Le tableau cli-

nique en est un d’œdème et d’hypertrophie progressifs du scrotum avec

abcès scrotaux subséquents nécessitant plusieurs incisions et drainages, de

même que des antibiothérapies orales et intraveineuses. Sa symptoma-

tologie et sa morphologie problématiques ont amené le patient à consul-

ter. Au départ, il souhaitait subir une lipectomie abdominale. Par contre,

en raison de ses infections et hypertrophies scrotales chroniques, une scro-

tectomie a été recommandée avant toute autre intervention chirurgicale.

La scrotectomie a été réalisée par le service d’urologie. Le diagnostic

anatomopathologique de la tumeur excisée a été un angiomyxome agres-

sif. Compte tenu de la rareté de cette tumeur, surtout chez les hommes, le

diagnostic et le traitement adéquats sont encore à déterminer. Cela dit, les

signes et symptômes physiques caractéristiques de cette maladie sont

présentés de même que les options thérapeutiques envisageables.

CASE PRESENTATION
A 47-year-old morbidly obese man presented requesting abdom-
inal lipectomy. His past history was significant for progressive
weight gain to 204 kg, with a gain of 124 kg over a 20-year time
span (Figure 1). His obesity led to several comorbidities and
treatments including chronic infections, tracheostomy for
hypoventilation syndrome causing sleep apnea, and an
indwelling perineal catheter for urinary drainage.

Upon referral to the plastic surgery service for abdominal
lipectomy, it was decided that before any abdominal lipectomy
could be considered, the patient required a scrotectomy due to
his chronic infections and massive lymphedema of the pelvic
region and lower extremities. He was started on intravenous
antibiotics by the infectious disease service approximately two
weeks before this surgery. Evaluation by the urology service
included ultrasound and x-rays. Physical examination of his tes-
ticles found normal architecture of the testicles and no bowel
within the scrotum. No identifiable tumour was diagnosed at
that time, and the patient underwent scrotectomy with approx-
imately 17 kg of tissue removed from the scrotum (Figure 2). He
tolerated the procedure well and was discharged back to the
Veterans Administration Hospital on postoperative day 2.

Gross description of the specimen was reported as a mass of soft
tissue and overlying skin weighing 16.8 kg, markedly edematous,
with clear serous fluid. No obvious cysts, hemorrhagic or

necrotic areas were identified. Microscopic description found a
mesenchymal lesion composed of myxoid tissue with spindle and
stellate cells, without significant atypia or neoplastic cells.
Scattered throughout the myxomatous background were several
blood vessels of varying sizes. Diagnosis of the specimen was that
of a myxoid stromal tumour with features consistent with aggres-
sive angiomyxoma.

DISCUSSION
Aggressive angiomyxoma was originally cited in 1983 by
Steeper and Rosai (1), who described this uncommon soft tis-
sue tumour of the pelvis or perineum, arising in pre-
menopausal women. This tumour was given its name due to
the typical pathological findings of stellate and spindled cells
along with variable-sized blood vessels intricately entwined
within a myxoid matrix. Despite their cytologically insipid
appearance, these tumours have a high risk of local recur-
rence. However, they have no metastatic potential.

Aggressive angiomyxoma is a rare, locally aggressive
tumour characterized by enlarging, nonpainful masses in the
pelvic or perineal regions, almost always seen in young
women of childbearing age (95% female predominance).
There have been very few reports descriping this condition,
and our literature search found fewer than 20 reported cases
in men worldwide (2-8).
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Benign mesenchymal neoplasms have been linked to an
abnormal DNA binding protein. Like numerous benign mes-
enchymal tumours, this locally aggressive tumour is associated
with rearrangements near or within high-mobility group (non-
histone chromosomal) protein isoform I-C on chromosome 12,
but investigation is still underway (9). Studies have shown
that aggressive angiomyxoma in women expresses estrogen
receptor/progesterone receptor positivity, thus it is possibly a
hormonally responsive neoplasm (10).

The pathological features of aggressive angiomyxoma in
men are similar to the cytological findings described in
women. Clinical features in men are similar to those in women
and have a predilection for the pelvis and perineum. The phys-
ical presentation in men is also consistent with the typical
presentation in women (11). The men in cited cases have all
been middle-aged, and presented with asymptomatic masses in
the genital area (2-8).

Differential diagnosis in women includes Bartholin gland
cysts or perineal hernias, while in men, aggressive angiomyxo-
mas have frequently been mistaken for inguinal hernias (12).
Pathologically, the tumour should be distinguished between a
large spectrum of tumours with low-risk local recurrences and
those with high-risk metastatic potential. The former includes
myxoid neurofibroma, intramuscular myxoma, myxoid lipoma
and angiomyofibroblastoma, while those of the latter include
myxoid liposarcoma, malignant fibrous histiocytoma and rhab-
domyosarcoma.

The treatment of aggressive angiomyxoma is surgical. Wide
excision of the tumour with negative margins has shown no
recurrence. However, incomplete excision of the tumour has
shown a 30% recurrence rate, and thus, meticulous dissection
of the tumour should be undertaken by the surgical service.
Although the relative rapid growth of these tumours initially
raise suspicion for a malignant cause, immunohistochemical
staining showing the bland cells typical of aggressive
angiomyxoma, as well as the histological features described
previously, serve to confirm the diagnosis.

SUMMARY
Aggressive angiomyxoma is a rare, locally aggressive, non-
metastasizing tumour that occurs nearly exclusively in the
perineal and pelvic region of women of childbearing age. The
pathological and clinical features in men are similar to those

found in women. Presentation in men occurs in the third to
fifth decade of life, and is characterized by an asymptomatic,
rapidly enlarging mass in the genital area. Suspicion should
arise in men with such a presentation when physical examina-
tion does not diagnose any of the more common anomalies
found in the perineal area, and tissue biopsy should be
obtained. Although few reported cases of aggressive angiomyx-
oma in men have been reported in the literature, it should be
considered in the differential diagnosis of rapidly enlarging
masses in the scrotal or perineal regions of men. Surgical exci-
sion is warranted.
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Figure 2) Postoperative appearance after resection of the scrotal
angiomyxoma

Figure 1) Preoperative appearance of a 47-year-old man with scrotal
angiomyxoma

REFERENCES
1. Steeper TA, Rosai J. Aggressive angiomyxoma of the female pelvis

and perineum. Report of nine cases of a distinctive type of
gynecologic soft-tissue neoplasm. Am J Surg Pathol 1983;7:463-75.

2. Clatch RJ, Drake WK, Gonzalez JG. Aggressive angiomyxoma in men.
A report of two cases associated with inguinal hernias. Arch Pathol Lab
Med 1993;117:911-3.

3. Tsang WY, Chan JK, Lee KC, Fisher C, Fletcher CD. Aggressive
angiomyxoma: A report of four cases occurring in men. Am J Surg
Pathol 1992;16:1059-65.

4. Iezzoni JC, Fechner RE, Wong LS, Rosai J. Aggressive angiomyxoma in
males. Anat Pathol 1995;104:391-96.

5. Chuang FP, Wu ST, Lee SS, et al. Aggressive angiomyxoma of the
scrotum. Arch Androl 2002;48:101-6.

6. Durdov MG, Tomic S, Pisac VP, Spoljar MS. Aggressive
angiomyxoma of the scrotum. Scand J Urol Nephrol
1998;32:299-302.

7. Sakata K, Ishikawa S, Tokue A, Hirota N. Aggressive angiomyxoma of
the scrotum. Urol Int 1997;58:247-9.

8. Murakami S, Ishiga N, Sho T, Sakai K, Fujii Y, Yamamoto Y. Aggressive
angiomyxoma occurring in the scrotum: Report of a case. Surg Today
1996;26:289-91.

9. Nucci MR, Weremowicz S, Neskey DM, et al. Chromosomal translocation
t(8;12) induces aberrant HMGIC expression in aggressive angiomyxoma of
the vulva. Genes Chromosomes Cancer 2001;32:172-6.

10. McCluggage WG, Patterson A, Maxwell P. Aggressive angiomyxoma of
pelvic parts exhibits oestrogen and progesterone receptor positivity. 
J Clin Pathol 2000;53:603-5.

11. Fetsch JF, Laskin WB, Lefkowitz M, Kindblom LG, Meis-Kindblom JM.
Aggressive angiomyxoma: A clinicopathologic study of 26 cases. Mod
Pathol 1995;8:89A. (Abst).

12. De La Ossa M, Castellano-Sanchez A, Alvarez E, Smoak W, Robinson
MJ. Sonographic appearance of aggressive angiomyxoma of the scrotum.
J Clin Ultrasound 2001;29:476-8.

10283_andres.qxd  20/08/2007  1:42 PM  Page 164



<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles false
  /AutoRotatePages /None
  /Binding /Left
  /CalGrayProfile (Dot Gain 20%)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Error
  /CompatibilityLevel 1.3
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.0000
  /ColorConversionStrategy /LeaveColorUnchanged
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments false
  /ParseDSCCommentsForDocInfo false
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments false
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 300
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages false
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages false
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 300
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages false
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 300
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages false
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 1200
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /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 <<
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e9ad88d2891cf76845370524d53705237300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc9ad854c18cea76845370524d5370523786557406300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /DAN <>
    /DEU <>
    /ESP <>
    /FRA <>
    /ITA <>
    /JPN <FEFF9ad854c18cea306a30d730ea30d730ec30b951fa529b7528002000410064006f0062006500200050004400460020658766f8306e4f5c6210306b4f7f75283057307e305930023053306e8a2d5b9a30674f5c62103055308c305f0020005000440046002030d530a130a430eb306f3001004100630072006f0062006100740020304a30883073002000410064006f00620065002000520065006100640065007200200035002e003000204ee5964d3067958b304f30533068304c3067304d307e305930023053306e8a2d5b9a306b306f30d530a930f330c8306e57cb30818fbc307f304c5fc59808306730593002>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020ace0d488c9c80020c2dcd5d80020c778c1c4c5d00020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken die zijn geoptimaliseerd voor prepress-afdrukken van hoge kwaliteit. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /PTB <>
    /SUO <>
    /SVE <>
    /ENC ()
    /ENU (Use these settings to create Adobe PDF documents best suited for high-quality prepress printing.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)
  >>
  /Namespace [
    (Adobe)
    (Common)
    (1.0)
  ]
  /OtherNamespaces [
    <<
      /AsReaderSpreads false
      /CropImagesToFrames true
      /ErrorControl /WarnAndContinue
      /FlattenerIgnoreSpreadOverrides false
      /IncludeGuidesGrids false
      /IncludeNonPrinting false
      /IncludeSlug false
      /Namespace [
        (Adobe)
        (InDesign)
        (4.0)
      ]
      /OmitPlacedBitmaps false
      /OmitPlacedEPS false
      /OmitPlacedPDF false
      /SimulateOverprint /Legacy
    >>
    <<
      /AddBleedMarks false
      /AddColorBars false
      /AddCropMarks false
      /AddPageInfo false
      /AddRegMarks false
      /ConvertColors /ConvertToCMYK
      /DestinationProfileName ()
      /DestinationProfileSelector /DocumentCMYK
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements false
      /GenerateStructure false
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles false
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /DocumentCMYK
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /UseDocumentProfile
      /UseDocumentBleed false
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [612.000 792.000]
>> setpagedevice


