KJO

pISSN: 1011-8942 elSSN: 2092-9382

Korean J Ophthalmol 2011;25(4):275-277
DOI: 10.3341/kjo.2011.25.4.275

Case Report

A Case of Necrotizing Keratoscleritis in
Primary Sjogren’s Syndrome
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We report on a case of necrotizing keratoscleritis in primary Sjogren’s syndrome. A 66-year-old female patient who
was complaining of ocular pain, tearing and decreased vision in her right eye for the previous two days was admitted
to our hospital. Visual acuity in the right eye was hand movement, and initial examination showed a 3.0 x 1.8 mm
uveal mass bulging through a corneoscleral melting site in the nasal region of the right eye. Positive anti-nuclear an-
tibody was identified at a titer of 1:320 with a speckled pattern, and both Sjogren’s syndrome A and Sjogren’s syn-
drome B antibody tests were positive, with titers >200 U/mL. A technetium 99m pertechnetate salivary scan re-
vealed chronic sialoadenitis in the submandibular glands. We diagnosed the lesion as necrotizing keratoscleritis
due to primary Sjogren’s syndrome. A corneoscleral patch graft was performed, followed by immunosuppression in-
cluding oral cyclosporin and topical prednisolone. During a follow-up period of 12 months, the corneoscleral graft

was well maintained with no recurrence.
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Sjogren’s syndrome is a chronic autoimmune disorder af-
fecting mainly middle-aged women. It is characterized by
lymphocytic infiltration and destruction of the exocrine
glands (mainly the salivary and lacrimal glands), resulting
in dry mouth and eyes [1]. Although keratoconjunctivitis
sicca is the major ocular manifestation in Sjogren’s syn-
drome, severe corneal lesions with or without inflammation
have also been rarely reported [2,3]. We describe a case of
necrotizing keratoscleritis associated with primary Sjogren’s
syndrome.

Case Report

A 66-year-old woman was admitted complaining of ocular
pain, tearing, and decreased vision in her right eye for the
previous two days. She had hypertension and diabetes melli-
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tus and had received a cataract operation through a superior
corneal incision in the right eye five years previous. She had
been treated for dry eye syndrome and recurrent infectious
keratitis for the past two years at a private clinic, but she had
not received any prescription for antibiotic treatment during
the most recent two months. In the initial examination, the
patient’s corrected visual acuity was hand movement oculus
dexter (OD). Slit lamp examination showed a 3.0 x 1.8 mmuveal
mass bulging through a corneoscleral melting site in the nasal
region of the right eye. Surrounding stromal opacity with
corneal neovascularization and hypopyon were noted (Fig.
1). The patient had only superficial epithelial keratitis in the
opposite eye. Chest X-ray, complete blood count, liver func-
tion test, renal function test, and coagulation profile were
performed along with examination of autoimmune labo-
ratory markers including anti-nuclear antibody (ANA), anti-
neutrophil cytoplasmic antibody, rheumatoid arthritis (RA)
factor, Sjogren’s syndrome A (SSA) and Sjogren’s syndrome
B (SSB), anti-dsDNA, anti-Smith, anti-ribonecleo protein,
anti-centromere, anti-cardiolipid, and anti-Scl-70 antibodies.
An emergent corneoscleral patch graft was performed. The
results of the Gram-stained smears, KOH mounting, and bac-
terial and fungus cultures conducted pre- and intra-operatively
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Fig. 1. Slit lamp photographs. (A) A 3 X 1.8 mm mass of uveal tissue was observed through a corneoscleral melting site. (B)
Twelve months later, the corneoscleral patch graft was maintained without inflammation.

were all negative. Laboratory studies showed an elevated eo-
sinophil level (9.3%), positive RA factor as determined by at
a titer of 169 IU/mL, and positive ANA at a titer of 1:320
with a speckled pattern. Both SSA and SSB antibody tests
were positive at titers >200 U/mL. Other laboratory findings
were normal, and the patient did not have any articular
symptoms. A technetium 99m pertechnetate salivary scan re-
vealed chronic sialoadenitis in the submandibular glands.
Therefore, we diagnosed the lesion as necrotizing kerato-
scleritis due to primary Sjogren’s syndrome, and started im-
munosuppressive therapy including oral cyclosporin A
(Cipol-N; Jongkeun Pharmacy, Seoul, Korea) and topical 1%
prednisolone acetate (Pred Forte; Allergan, Irvine, CA, USA).
Topical steroid application was maintained every hour for
one month, was tapered to every four hours after two months,
and the patient was slowly weaned from the drug by six
months. Oral cyclosporine A was maintained at 200 mg for
two months and tapered off over four months. Twelve
months later, the previous corneoscleral patch graft was
well maintained with no recurrence. Visual acuity was hand
movement OD.

Discussion

Most patients with scleritis have immune-mediated diseases,
and up to half of affected individuals have an identifiable sys-
temic illness. Rheumatoid arthritis is the most commonly as-
sociated systemic disease in patients with scleritis, followed
by Wegener’s granulomatosis, relapsing polychondritis, sys-
temic lupus erythematosus, inflammatory bowel disease, and
polyarteritis nodosa [4]. In the case presented here, autoimmune
markers, chest X-ray, and systemic symptoms of the patient
showed no evidence of this autoimmune diseases.

Sjogren's syndrome is a slowly progressing autoimmune
disease, observed in 0.5% to 1.0% of the population. Systemic
features, resulting from cutaneous, respiratory, renal, hepatic,
neurologic, and vascular involvement, often occur. Corticosteroids,
cyclophosphamide, and nucleoside analogues are reserved
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for severe extraglandular manifestations of Sjogren's syn-
drome [1].

Previously, Ahmadi-Simab et al. [5] reported a case of
successfully treated refractory anterior scleritis in primary
Sjogren’s syndrome using rituximab. Cohen [2] reported two
cases of sterile corneal perforation after cataract surgery in
Sjogren’s syndrome, and Vivino et al. [3] reported a case of
repeated corneal melting and ulceration as the initial pre-
sentation of primary Sjogren's syndrome. However, to our
knowledge, this is the first report of necrotizing kerato-
scleritis in primary Sjogren’s syndrome.

In this case, corneoscleral perforation had developed only
two days after the initial symptoms first occurred. This rapid
progression might have been caused by previous corneoscl-
eral thinning due to recurrent inflammation of the lesion. We
were able to rule out infection via pre- and intra-operative
smear and culture of the affected lesion and diagnosed the le-
sion as being due to primary Sjogren’s syndrome via sero-
logic examination, sialoscintigraphy, and typical symptoms.
A corneoscleral patch graft was performed and followed by
immunosuppression including oral cyclosporin and topical
prednisolone. An oral steroid was not administered because
the patient also had uncontrolled diabetes mellitus. In con-
clusion, based on this experience, for clinically suspected ne-
crotizing keratoscleritis, evaluation for Sjogren’s syndrome
is recommended.

Conflict of Interest

No potential conflict of interest relevant to this article was
reported.

References

1. Mavragani CP, Moutsopoulos HM. Conventional therapy of
Sjogren's syndrome. Clin Rev Allergy Immunol 2007;32:284-91.

2. Cohen KL. Sterile corneal perforation after cataract surgery in
Sjogren's syndrome. Br J Ophthalmol 1982;66:179-82.



W Choi, et al. Necrotizing Keratoscleritis in Sjogren’s Syndrome

3. Vivino FB, Minerva P, Huang CH, Orlin SE. Corneal melt as Nat Clin Pract Rheumatol 2007;3:219-26.
the initial presentation of primary Sjogren's syndrome. J 5. Ahmadi-Simab K, Lamprecht P, Nolle B, et al. Successful
Rheumatol 2001;28:379-82. treatment of refractory anterior scleritis in primary Sjogren's
4. Smith JR, Mackensen F, Rosenbaum JT. Therapy insight: syndrome with rituximab. Ann Rheum Dis 2005;64:1087-8.

scleritis and its relationship to systemic autoimmune disease.

277




<<
  /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


