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ABSTRACT:

Lymphangiomas are uncommon congenital malformations of
lymphatic vessels filled with a clear protein-rich fluid containing
few lymph cells. They result from abnormal development of
lymphatic system with obstruction to lymph drainage from the
affected area. Herewith, we present an interesting case of
lymphangioma of the tongue in a 13-year-old boy.
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Introduction:

Lymphangioma is a rare, benign, congenital
disease of unknown etiology that originates from
lymph vessels and this entity was first described by
Virchow in 1854." It has also been called a
malformation,a hamartoma,and an embryonic tumor.
Lymphangioma is estimated to make up 6% of all
benign soft tissue tumors in persons younger than 20
years.2 Origin of the lesion is considered to be
congenital abnormality of the lymphatic system rather
than a true neoplasm.It has been postulated that they
develop as a result of sequestration of portions of the
primitive embryonic lymphatic anlage, failing to
anastomoses with the larger lymph channels,
therefore functionally existing as localized areas of
lymphatic blockage.® Also been argued, instead of
being a congenital malformation, lymphangioma is a
true neoplasm resulting from transformed lymphatic
endothelial cells, stromal cells or both.*
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Lymphangiomas, have a marked predilection for
head, neck and oral cavity.? Tongue lymphangiomas
typically demonstrate multiple blister like nodules or
a pebbly surface that resembles a cluster of
translucent vesicles on the enlarged dorsal surface
of tongue.* Lymphangiomas are the most common
cause of macroglossia in infancy. They are known to
be associated with Turner’s syndrome, Noonan'’s
syndrome, Trisomies, Cardiac anomalies, Fetal
hydrops, Fetal alcohol syndrome, and Familial
pterygium colli. Cystic hygroma in a child can grow
suddenly due to infection or hemorrhage but can
also shrink spontaneously.®

Traditionally, they have been divided into four
categories based on histologic appearance as-

1. Lymphangioma simplex (capillary
lymphangioma,lymphangioma circumscriptum),
composed of small, thin-walled, endothelium
lined, capillary-sized lymphatic vessels.

2. Cavernous lymphangioma, comprised of dilated
lymphatic vessels with surrounding adventitia .
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3. Cystic lymphangioma (cystic hygroma),
consisting of huge, macroscopic lymphatic
spaces with surrounding fibrovascular tissues
and smooth muscle.

4. Benign lymphangioendothelioma (acquired
progressive lymphangioma), lymphatic channels
appear to be dissecting through dense
collagenic bundles. ¢

However, histologic categories do not correlate
with clinical behavior or therapeutic response.

So lymphangiomas are also categorized as
macrocystic, microcystic,or mixed based on response
to sclerotherapy.”

Case Report:

A 13-year-old boy reported to the Department of
Oral medicine and Radiology, Dr.D.Y.Patil Dental College
and Hospital, Pune with chief complaint of pain and
burning sensation in anterior region of the tongue since
8 years. According to the past history, hyperplastic
growth was observed on ventral surface of the tongue
at the age of 4 years but was left untreated. The lesion
gradually increased and is presently involving the entire
dorsal surface, ventral surface and lateral border of the
tongue.The patient was moderately builtand nourished
with vital signs within normal limits. He was not in any
visible distress at the time of examination.On intraoral
inspection, papillary hyperplasia on the dorsal, ventral
and lateral border of the tongue was observed which
on palpation was soft, slightly tender in nature (Figure
1). Soft tissue ultrasonograph of the tongue
demonstrated moderate vascularity on color Doppler
studies (Figure 2).

Incisional biopsy under local anaesthesia was
performed on the dorsal surface of the tongue and
the tissue specimen was sent for histopathological
examination.Microscopic section revealed numerous
dilated lymphatics lined by endothelial cells filled
with lightly eosinophilic proteinaceous material,
suggestive of ‘lymphangioma.’ In many regions the
lymph vessels were located just beneath the surface
epithelium and exhibited a papillary configuration
(Figure 3 & Figure 4).

Patient was referred to a plastic surgeon for
further treatment.
Discussion:

Lymphangiomas are hamartomatous,
congenital malformations of the lymphatic system.
There are two theories for the origin of the lymphatic
system in humans. One theory is that the lymphatic
system develops during the sixth week of
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embryogenesis from five primitive sacs that arise
from the venous system. In the early 1900s, Sabin
proposed that in the head and neck, endothelial out
pouchings from the jugular sac spread to form the
peripheral lymphatic system. Godart, on the other
hand, proposed that the lymphatic system developed
from mesenchymal clefts in the venous plexus and
spread centripetally toward the jugular sac.®

Lymphangiomas arise from incomplete
development and obstruction of the normal
lymphatic system during the sixth week of
embryogenesis. Either the primordial lymphatic sacs
fail to connect with the venous system. This
incomplete canalization of the lymphatics causes
obstruction of lymph flow and cyst development.The
second theory is that lymph tissues are deposited in
the wrong area during embryogenesis and
subsequently fail to join the normal lymph system.?

In the oral cavity, this lesion is common in the first
decade of life and mostly occurs on the dorsal surface
and lateral border of the tongue .It rarely arises on
palate, gingival, buccal mucosa and lips.! The anterior
two-thirds on the dorsal surface of the tongue is the
most common site for intraoral lymphangiomas
leading to macroglossia. These patients tend to have
speech disturbances, poor oral hygiene, and bleeding
from the tongue associated with oral trauma.’ In our
case though the patient has a satisfactory oral hygiene,
macroglossia of the tongue is seen with patient
complaining of burning sensation as well, suggestive
of superimposed infection.

In contrast to hemangiomas, spontaneous
regression of lymphangioma is rare and presents as
slow, progressive enlargement.’ The lymphatic
channels dilate with each episode of infection,
causing progressive swelling of the tongue.®
Lymphangiomas also occur in association with
haemangiomas in Maffucci’s syndrome.?

Fluorescence in situ hybridization techniques can
be used to evaluate lymphatic malformations for
prenatal chromosomal analysis with emphasis on
chromosomes 13, 18, 21, X, and Y. VEGF-C and its
receptors may play an important role in the
formation of Lymphatic malformations.”

The  objectives of  treatment  of
lymphangiomatous macroglossia are preservation of
taste, restoration of tongue size for articulation,
correction of mandibular and dental deformities,and
cosmesis.’ The various treatment modalities for
lymphangioma are surgical excision, radiation
therapy, cryotherapy, electrocautery, sclerotherapy,
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steroid administration, embolization, and ligation,
laser surgery with Nd-YAG, CO, 12 and
radiofrequecncy tissue ablation technique.

Laser photocoagulation has been reported
useful in controlling the tongue size and removing
superficial lymphangiomata in some cases.?

OK-432, a lyphophilized incubation mixture of
Strepptoccocus pyogenes and penicillin G potassium
has been used to treat lymphangiomas. The
sclerosing agent OK-432 is effective for macrocystic
lymphatic malformations but showed less promise
for microcystic lesions, mixed lesions, and lesions
outside the head and neck region.’

Histologically, the architecture of blood and
lymphatic vessels share similarities but blood vessels
recruit supporting pericytes and smooth muscle cells
which produce extracellular matrix as the vasculature
matures whereas lymphatics have only a sparse
covering of recruited supporting cells and lack a
continuous basement membrane. Lymphatics have
a thin vessel wall and shows positive result with D2-
40 (monoclonal antibody).* Perhaps this
discontinuous basement membrane allows the
sclerosing agents to permeate freely into the
connective tissue, diluting the concentration of the
agent and rendering it less effective.?

Surgical excision, staged when necessary,
continues to be integral to management in many
cases. Somnoplasty shows promise for reduction of
tongue lymphatic malformations.”
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Figure 1. Diffuse lymphangioma of tongue in a 13 year old boy. Note
the characteristic appearance of warty looking surface composed of
many tiny cysts.

Figure 2. Ultrasonograph of the tongue showing moderate
vascularity on color Doppler studies.
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Figure 3. Photomicrograph of lymphangioma showing a papillary
surface with engorged lymphatic vessels in the superficial connective
tissue( H& E, original magnification X10)
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Figure 4. Photomicrograph of lymphangioma showing engorged
lymphatic vessels with lymph and thin, discontinuous basement
membrane( H& E, original magnification X40)

1JDA, 3(3), July-September, 2011 | 637 |




<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /All
  /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 /Warning
  /CompatibilityLevel 1.4
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJDFFile false
  /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 true
  /ParseDSCCommentsForDocInfo true
  /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 true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages true
  /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 true
  /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 true
  /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 ()
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /Description <<
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000500044004600206587686353ef901a8fc7684c976262535370673a548c002000700072006f006f00660065007200208fdb884c9ad88d2891cf62535370300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef653ef5728684c9762537088686a5f548c002000700072006f006f00660065007200204e0a73725f979ad854c18cea7684521753706548679c300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /DAN <>
    /DEU <>
    /ESP <>
    /FRA <>
    /ITA <>
    /JPN <>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020b370c2a4d06cd0d10020d504b9b0d1300020bc0f0020ad50c815ae30c5d0c11c0020ace0d488c9c8b85c0020c778c1c4d560002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken voor kwaliteitsafdrukken op desktopprinters en proofers. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /PTB <>
    /SUO <>
    /SVE <>
    /ENU (Use these settings to create Adobe PDF documents for quality printing on desktop printers and proofers.  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 /NoConversion
      /DestinationProfileName ()
      /DestinationProfileSelector /NA
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements false
      /GenerateStructure true
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles true
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /NA
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /LeaveUntagged
      /UseDocumentBleed false
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [612.000 792.000]
>> setpagedevice


