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INTRODUCTION

Retinitis pigmentosa (RP) is a dystrophy of photorecep-
tors caused by mutations of different genes. Association
of RP with rhegmatogenous retinal detachment (RD) is
rare, but a few cases have been reported (1-6). The in-
frequency of rhegmatogenous RD in cases with RP is
accounted for by the histologic changes of this disease
(7-9). Due to the migration of the retinal pigment epitheli-
um to the neurosensorial retina; the potential subretinal
space is obliterated, causing firm adhesions between
the neurosensory retina and retinal pigment epithelium
(2). The vitreous changes in RP have been described
previously (10).
In this case report, an 8-year-old boy with RP associated
with rhegmatogenous RD is presented. The characteris-
tics of RD and the course of surgical treatment are report-
ed and compared with previous reports. In the current
English literature, this case has the youngest age at oc-
currence.
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PURPOSE. To report case of retinitis pigmentosa in association with rhegmatogenous retinal detach-
ment.
METHODS. An eight year old boy complained of a sudden visual loss. The patient had night blind-
ness, bone spicule-like hyperpigmentation, pale optic disc in both eyes, and the retina was totally
detached in the right eye.
RESULTS. He was initially treated with conventional scleral buckling surgery, then pars plana vitrec-
tomy with silicone tamponade was performed and retinal reattachment was established. After the
phacoemulsification combined with silicone oil removal the final visual acuity of counting fingers
was obtained.
CONCLUSIONS. The association of retinitis pigmentosa and rhegmatogenous retinal detachment is un-
common in young patients. (Eur J Ophthalmol 2007; 17: 677-9)
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SHORT COMMUNICATION

Case report 

An 8-year-old boy with a complaint of acute vision loss for
10 days in his right eye presented to the Department of
Ophthalmology of Ankara Training and Research Hospital.
The parents were first-degree relatives and they had been
aware of the worsening visual acuity of their child for sev-
eral years. There was neither history of trauma nor vision
loss in the other family members. There was no evidence
of systemic disease.
On examination visual acuity in the right eye was hand
motions and best-corrected visual acuity in the left eye
was 20/200. Biomicroscopic examination of the right eye
revealed mild posterior subcapsular cataract, while the
anterior segment of the left eye was normal, and bilateral
vitreous degeneration was present. Intraocular pressures
of both eyes were normal.
Funduscopic examination of the right eye revealed bone
spicule-like hyperpigmentation, pale optic disc, and the
retina was totally detached, with two holes located in up-



Retinitis pigmentosa with retinal detachment

678

per and inferotemporal peripheral retina. In the left eye
pale optic disc, macular atrophy, vessel attenuation, pe-
ripheral atrophic regions, and hyperpigmentation were de-
tected. Electroretinography amplitudes were severely re-
duced.
The eye was treated by cryotherapy and an encircling
band, and drainage with intravitreal air injection. The reti-
na was attached and visual acuity was counting fingers
from 1 meter. One week after surgery visual acuity was
hand motions and retina was redetached and pars plana
vitrectomy, membrane pealing, posterior retinotomy, fluid-
air exchange, endolaser, and air-silicone oil exchange was
performed. Five months after vitrectomy, visual acuity was
counting fingers from 1 meter, intraocular pressure was
18 mmHg, and significant posterior subcapsular cataract
was present.
Six months after the vitrectomy phacoemulsification and
silicone oil removal was performed. At the last examina-
tion after 12 months, the visual acuity was counting fin-
gers and retina remained attached, with optic atrophy.

DISCUSSION

RP is the common name of a group of hereditary trans-
mitted diseases characterized by progressive loss of pho-
toreceptor and pigment epithelial function. Today it is
known that the basic pathology is genetic and whatever
the genetic defect is, the loss of photoreceptors is due to
apoptosis (11).
The association of RP and RD is not common. Previous
reports suggested that adhesions caused by the migra-
tion of pigment epithelial cells protect retina from detach-
ment (8, 9). Most of the previously reported patients have
been young, leading to the conclusion that in young pa-
tients with RP the adhesions are not yet well developed
(1). Arakawa et al and Pruett reported 0.7% detachments
among 572 RP cases, and 1.2% among 192 RP cases,
respectively (4, 6). Comparing these detachment rates in
RP cases with normal subjects causes contradiction. Are
the histologic changes in RP protective against detach-
ment? In addition, the high association of myopia with RP
brings more difficulty.
The case presented here has the youngest age among
the previously reported cases. The fact that most re-
ported cases are under 20 years of age supports the
idea that RP becomes protective against detachment in
older patients.

Genetic penetration in RP is common. In addition to auto-
somal dominant, autosomal recessive, and X-linked tran-
sition, isolated cases with no family history are present.
Systemic associations with RP are common. In this case,
with related parents, no family history or systemic associ-
ation was detected. Glaucoma, keratoconus, and refrac-
tive errors were absent. On the first examination in the
right eye mild posterior subcapsular cataract was present.
Electroretinography was typical.
In previous reported cases, RP-associated RDs have
been noted along with hole, dialyses, horseshoe tears, gi-
ant tears, and no tears. In our case two holes was the
cause of the RD. After unsuccessful conventional RD
surgery, pars plana vitrectomy with silicone tamponade
was performed and retinal reattachment was established.
After the phacoemulsification combined with silicone oil
removal the final visual acuity was obtained.
Even if low visual acuity is common in RP cases, sudden
decrease in visual acuity or visual field loss from RD must
be considered. Because the adhesions between pigment
epithelium and neurosensorial retina are not strong
enough, the protective effect is not established. The suc-
cess rates of detachment surgery are not different from
those in typical cases.

Proprietary interest: None.

Reprint requests to:
Nurten Ünlü, MD
Tunali Hilmi Cad. 33/8
Küçükesat 06660
Ankara, Turkey
unlunurten@yahoo.com



Demir et al

679

REFERENCES

1. Edwards RS, Calder IG, Crews SJ. Retinal detachment
in retinitis pigmentosa. Trans Ophthalmol Soc UK 1985;
104: 315-9.

2. Johnston ME, Gonder JR. Giant retinal tears, retinal
detachment and retinitis pigmentosa. Can J Ophthal-
mol 1985; 20: 16-8.

3. Johnston GP. Retinitis pigmentosa and retinal detach-
ment: a case report. Retina 1981; 1: 223-6.

4. Arakawa T, Nishimura M, Inomata H, et al. Pigmentary
retinal dystrophy: the statistical studies of 572 cases.
Folia Ophthalmol Jpn 1975; 26: 1036-44.

5. Kim RY, Schwartz SD, Heckenlively JR, et al. Giant reti-
nal tear retinal detachment with underlying retinitis pig-
mentosa and hearing loss. Eye 1996; 10: 697-700.

6. Pruett RC. Retinitis pigmentosa: clinical observations
and correlations. Trans Am Ophthalmol Soc 1983; 81:
693-735.

7. Lucas DR. Retinitis pigmentosa: pathological findings
in two cases. Br J Ophthalmol 1956; 40: 14-23.

8. Wolter JR. Retinitis pigmentosa: a histopathologic study
with a new technique. Arch Ophthalmol. 1957; 57: 539-43.

9. Szamier RB, Berson EL. Retinal ultrastructure in ad-
vanced retinitis pigmentosa. Invest Ophthalmol Vis Sci
1977; 16: 947-62.

10. Pruett RC. Retinitis pigmentosa: a biomicroscopical study
of vitreous abnormalities. Arch Ophthalmol 1975; 93:
603-8.

11. Erdinç MA, Gürelik G. Retinitis pigmentozada gelistir-
ilmekte olan tedavi seçenekleri. Retina Vitreus 2004;
12: 65-75.



<<
  /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 /CMYK
  /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 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 <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 <>
    /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




