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A female patient, aged 3 years, was referred to our
hospital on account of a persistent history of food im-
paction dating back to when she was 9 months old. This
condition was alleviated through induced emesis, and the
patient exhibited limited tolerance for solid foods, ex-
clusively consuming liquids, leading to inadequate weight
gain and falling below the third percentile. Notably, there
were no reported instances of regurgitation.

A barium swallow test was conducted, revealing a
posterior indentation on the upper thoracic esophagus, with
a regular progression of the contrast material. This finding
suggested the presence of an aberrant right subclavian
artery, also known as arteria lusoria. Additionally, stenosis
of the distal esophagus was observed, above the phrenic
ampulla, characterized by delayed progression of the con-
trast agent (Fig. 1).

Esophagogastroduodenoscopy was performed, un-
covering, in the upper third of the esophagus, a pulsatile

protrusion of the posterior wall. In the distal esophagus, a
stenosis was observed, measuring 4 mm in diameter and
2–3 mm in length (Fig. 2). However, passage of an ultra-
slim upper endoscope after inflation (5.9 mm) was
possible without encountering resistance. The stenosis
was found to be untransposable with an 8.8 mm device.
Biopsies taken during the procedure did not reveal any
pathological findings.

A CT scan was conducted, confirming the presence of
an aberrant right subclavian artery causing esophageal
compression (Fig. 3). Two millimetric hyperdense images
were observed in the distal esophagus, lacking specific
characteristics, without significant stenosis (Fig. 3).

Surgeons performed a distal esophagectomy with
anastomosis. Histological examination of the resected
esophageal wall revealed nodules of respiratory-type
cartilage and seromucous glands, compatible with
tracheobronchial remnant (TBR) (Fig. 4). The patient
has been asymptomatic for almost 2 years after
surgery.

Congenital esophageal stenosis (CES) is a constriction
of the esophagus present at birth, which may not cause
any symptoms in the neonatal period. It is a rare con-
dition. It can be attributed to factors such as TBR, seg-
mental fibromuscular hypertrophy, and membranous
diaphragm/stenosis [1]. TBR, also known as choristoma
or heterotopy, represents one of the most common causes
of lower CES [1].
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The etiology is unknown, although an embryologic or-
igin has been suggested. Failure to separate the esophagus
from the respiratory tract on day 25 of gestation can halt
cartilage growth, typically near the cardia, within 3 cm [2].
CES is frequently associated with esophageal atresia [3].

Symptoms start during the transition from liquid to
solid diets and include dysphagia, regurgitation, and
vomiting. The severity of these symptoms correlates with
the degree of involvement of the esophageal wall [3].

The diagnosis is suspected from clinical, endoscopic,
and esophagographic correlation. These exams enable

the evaluation of stenosis severity and associated di-
lation upstream, while ruling out alternative causes of
stenosis [1].

A definitive diagnosis is only achieved through histo-
pathological examination of the resected esophageal segment,
which includes the presence of cartilage, seromucous glands,
and pseudostratified ciliated columnar epithelium [4]. Sur-
gical excision, either by resection of the stenotic region or by
enucleation of the cartilaginous remnants, is the recom-
mended treatment approach [1, 5]. In cases of CES, diagnostic
differentiation is essential, to identify the best treatment.

Fig. 1. Barium swallow test with posterior indentation on the upper thoracic esophagus (arrowhead), suggesting
the presence of an aberrant right subclavian artery (arteria lusoria) and stenosis of the distal esophagus, above the
phrenic ampulla (arrow), with delayed progression of the contrast agent but without complete occlusion.

a b

Fig. 2. Esophagoscopy revealing, on the upper third of the esophagus, a protrusion of the posterior wall, pulsatile
(a), and, on the distal esophagus, a reduction in esophageal diameter (b).
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Fig. 3. Chest CT scan shows an aberrant
right subclavian artery (arrow), passing
around the esophagus (asterisk), with
esophageal compression. On the distal
esophagus (asterisk), the exam reveals
two millimetric hyperdense images (ar-
rowheads), nonspecific, without signifi-
cant stenosis.

Fig. 4. Histopathology of distal esophagectomy. Ciliated
respiratory-type epithelium with a layer of connective tissue,
glands, sparse smooth muscle, and a well-defined nodule of car-
tilage (arrow) (HE, ×200).

Congenital Esophageal Stenosis in a
Pediatric Patient

GE Port J Gastroenterol 2024;31:217–220
DOI: 10.1159/000534081

219

D
ow

nloaded from
 http://karger.com

/pjg/article-pdf/31/3/217/4236297/000534081.pdf by guest on 19 June 2024

https://doi.org/10.1159/000534081


References

1 Michaud L, Coutenier F, Podevin G, Bonnard
A, Becmeur F, Khen-Dunlop N, et al. Char-
acteristics and management of congenital
esophageal stenosis: findings from a Multi-
center Study. Orphanet J Rare Dis. 2013;
8(1):186.

2 Jabari SS, Soeder S, Doll U, Besendoerfer M,
Carbon R, Hoerning A, et al. Congenital

esophageal stenosis due to tracheobronchial
remnants: a case report. SAJ Case Rep. 2017;
4(3):1–5.

3 Goldman RL, Ban JL. Chondroepithelial
choristoma (tracheobronchial rest) of the
esophagus associated with esophageal atre-
sia. J Thorac Cardiovasc Surg. 1972;63(2):
318–21.

4 Al-Shraim MM, Ibrahim AHM, Malki TA,
Morad NA. Histopathologic profile of
esophageal atresia and tracheoesophageal fis-
tula. Ann Pediatr Surg, 2014;10(1):1–6,

5 Takamizawa S, Tsugawa C, Mouri N, Satoh S,
Kanegawa K, Nishijima E, et al. Congenital
esophageal stenosis: therapeutic strategy based
on etiology. J Pediatr Surg. 2002;37(2):197–201.

220 GE Port J Gastroenterol 2024;31:217–220
DOI: 10.1159/000534081

Marques dos Santos/Afonso/Soares/
Carneiro

D
ow

nloaded from
 http://karger.com

/pjg/article-pdf/31/3/217/4236297/000534081.pdf by guest on 19 June 2024

https://www.karger.com/Article/FullText/534081?ref=1#ref1
https://www.karger.com/Article/FullText/534081?ref=2#ref2
https://www.karger.com/Article/FullText/534081?ref=3#ref3
https://www.karger.com/Article/FullText/534081?ref=4#ref4
https://www.karger.com/Article/FullText/534081?ref=5#ref5
https://doi.org/10.1159/000534081

	Chondroepithelial Choristoma: A Rare Cause of Congenital Esophageal Stenosis
	Statement of Ethics
	Conflict of Interest Statement
	Funding Sources
	Author Contributions
	Data Availability Statement
	References



<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /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 1.4
  /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 true
  /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 150
  /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 150
  /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 (None)
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /Description <<

    /BGR <>
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e9ad88d2891cf76845370524d53705237300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc9ad854c18cea76845370524d5370523786557406300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /CZE <>
    /DAN <>
    /ESP <>
    /ETI <>
    /FRA <>
    /GRE <>

    /HRV (Za stvaranje Adobe PDF dokumenata najpogodnijih za visokokvalitetni ispis prije tiskanja koristite ove postavke.  Stvoreni PDF dokumenti mogu se otvoriti Acrobat i Adobe Reader 5.0 i kasnijim verzijama.)
    /HUN <>
    /ITA <>
    /JPN <FEFF9ad854c18cea306a30d730ea30d730ec30b951fa529b7528002000410064006f0062006500200050004400460020658766f8306e4f5c6210306b4f7f75283057307e305930023053306e8a2d5b9a30674f5c62103055308c305f0020005000440046002030d530a130a430eb306f3001004100630072006f0062006100740020304a30883073002000410064006f00620065002000520065006100640065007200200035002e003000204ee5964d3067958b304f30533068304c3067304d307e305930023053306e8a2d5b9a306b306f30d530a930f330c8306e57cb30818fbc307f304c5fc59808306730593002>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020ace0d488c9c80020c2dcd5d80020c778c1c4c5d00020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /LTH <>
    /LVI <>
    /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 <>
    /POL <>
    /PTB <>
    /RUM <>
    /RUS <>
    /SKY <>
    /SLV <>
    /SUO <>
    /SVE <>
    /TUR <>
    /UKR <>
    /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.)
    /DEU <>
  >>
  /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 [600 600]
  /PageSize [612.000 792.000]
>> setpagedevice


