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Bell’s palsy in a case of Darier’s disease - a rare disease
association or coincidental finding?
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ABSTRACT

Darier’s disease (DD) is a rare acantholytic dyskeratotic autosomal dominant genodermatosis characterized by the
presence of warty, brown papules and plaques affecting the seborrhoeic areas. Frequent bacterial, fungal and viral
particularly herpes simplex virus (HSV) infections complicate DD. Bell’s palsy is an acute onset, idiopathic facial
paralysis resulting from a dysfunction anywhere along the peripheral part of the facial nerve. Reactivation of HSV is
considered to be the main cause of Bell’s palsy. This case represents, to the best of our knowledge, the first case of DD
presenting with Bell’s palsy. This case underlines the importance of recognizing HSV infection in DD.
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INTRODUCTION

Darier’s disease (DD) is an autosomal dominant
condition characterized by a persistent eruption of
hyperkeratotic papules, histological examination of
which shows suprabasal acantholysis with dyskeratosis.
Patients with DD have an increased susceptibility to
herpes simplex infection. A number of clinical studies
have described co-occurrence of various neurological
and psychiatric symptoms with DD, but occurrence of
Bell’s palsy with DD has never been reported [1]. We
report here a case of DD with Bell’s palsy.

CASE REPORT

A 20 year old man presented with a 3-year history of
itchy greasy yellow brown papules and plaques over
face, neck, shoulders, upper back, axillae and groins
(Fig. 1). On examination patient also had minute
Palmar pits (Fig. 1) and V- shaped nicking of the free
edge of the nails, characteristic of DD (Fig. 2). A skin
biopsy was done from back to support clinical diagnosis,
came consistent with diagnosis of DD (Fig. 3). Five
days later, the patient presented with pain and weakness

over right side of the face, was diagnosed as Bell’s palsy
(Fig. 4) and treated with oral steroids and valacyclovir.
Serological test for both HSV-1 and HSV-2 were non-
reactive. A week later, there was improvement in both
facial palsy and skin lesions (Fig. 5).

Prior to the study, patient gave written consent to the
examination and biopsy after having been informed
about the procedure.

DISCUSSION

Darier’s disease was described independently by White
and Darier in 1889. It is an autosomal disorder with
variable penetrance, related to mutations in ATP2A2
gene at chromosome 12q24.1, which encodes the
sarco-endoplasmic reticulum calcium AT4Pase type 2
(SERCA2). This defect results in impaired intercellular
adhesions [2,3].

It has world-wide distribution, with the prevalence
estimated to vary from one in 36,000 to one in 100,000
and an incidence of new cases of four per million per

10 years [2,4].
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Figure 1: Greasy yellow brown papules and plaques over face, neck,
shoulders, upper back, axillae and groins, with minute palmar pits.

Figure 2: V- shaped nicking of the free edge of the nails.

Clinically, the distinctive lesions are firm, rather greasy,
crusted papule that is skin-coloured or yellow—brown.
Papules coalesce to produce irregular warty plaques or
papillomatous masses, which, in the flexures, become
hypertrophic, fissured and malodorous. Lesions are
distributed in seborrhoeic pattern. The palms and
soles may show punctate keratoses and minute pits.
Nail changes include nail fragility, longitudinal ridging
and splitting [2].

DD, either active or in remission, predisposes to some
infectious complications, such as herpes simplex
virus (HSV), varicella-zoster virus (VZV) and pox
virus infections. It may present as atypical clinical
presentation that frequently delay the recognition
of viral infection and postpone adequate antiviral
treatment. Increase in the susceptibility to various
infections in Darier’s disease has been linked to
impaired cellular and/or humoral immunity [5].

Bell’s palsy the most common disease of facial nerve,
is an acute idiopathic peripheral facial paralysis. It
is the cause of 60-75% of cases of unilateral facial
paralysis with incidence of 20-30 cases per 100,000
per year [6].
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Figure 3: Skin biopsy showing suprabasal cleft with acantholytic
dyskeratosis.

Figure 4: Weakness over right side of face (Bell's Palsy).

The diagnosis can be easily established in patients with
unexplained unilateral isolated facial weakness. The
onset is sudden and symptoms typically peak within
a few days. Additional symptoms may include pain in
or behind the ear, numbness or tingling in the affected
side of the face usually without any neural deficit,
hyperacusis and disturbed taste on the ipsilateral
anterior part of the tongue [7].

Autoimmune process, viral infections, and even ischemia
are the cause of initiation of inflammation. Different
viruses from herpes virus family, herpes simplex virus -1
(HSV-1), HSV-2, human herpes virus -6 (HHV-6), and
varicella zoster virus (VZV) have been considered to play
role in bell’s palsy. HSV has been considered particularly
as the etiological agent in recent studies. Despite studies
in favour of seropositivity of HSV in Bell’s palsy, most
studies could not find any definite association between
antibody titres and Bell’s palsy [8,9].
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Figure 5: Improvement in both facial palsy and skin lesions after
treatment.

The main aim of treatment in the acute phase of
Bell’s palsy is to speed up the recovery and to prevent
corneal complications. Strategies to speed recovery
include physical therapy, corticosteroids and antiviral
agents. Inflammation and edema of the facial nerve
are implicated in causing Bell’s palsy. The rationale for
the use of corticosteroids in acute phase of Bell’s palsy
1s that they have a potent anti-inflammatory action
which should minimize nerve damage and thereby
improve the outcome. The rationale for the use of
antiviral agents is the evidence that the inflammation
of the facial nerve in Bell’s palsy might be related to
the HSV [10].

CONCLUSION

This case represents, to the best of our knowledge, the
first case of DD presenting with Bell’s palsy. The cause
of Bell’s palsy in this case, whether it is the reactivation
of HSV due to disease per se or due to stress after

© Our Dermatol Online 1.2016

skin biopsy remains cluded. This case underlines the
importance of recognizing HSV infection in DD and
also highlights the possible therapeutic effect of anti-
viral agents in DD.

Consent

The examination of the patient was conducted
according to the Declaration of Helsinki principles.

REFERENCES

1. Jacobsen NJO, Lyons I, Hoogendoorn B, Burge S, Kwok PY,
O’Donovan MC, et al. ATP2A2 Mutations in Dariet’s Disease and
Their Relationship to Neuropsychiatric Phenotypes. Hum Mol
Genet. 1999;8:1631-6.

2. Burge SM, Wilkinson JD. Darier-White disease: a review of the
clinical features in 163 patients. ] Am Acad Dermatol 1992;27:40-50.

3. Sakuntabhai A, Ruiz-Perez V, Carter S, Jacobsen N, Burge S,
Monk §, et al. Mutations in ATP2A2, encoding a Ca2+ pump, cause
Darier disease. Nat Genet. 1999;21:271-7.

4. Tavadia S, Mortimer E, Munro CS. Genetic epidemiology of
Darier’s disease: a population study in the west of Scotland. Br ]
Dermatol. 2002;146:107-9.

5. Nikkels AF, Beauthier F, Quatresooz P, Piérard GE. Fatal herpes
simplex virus infection in Darier disease under corticotherapy. Eur
J Dermatol. 2005;15:293-7.

6. Gilden DH. Bell’s Palsy. New England ] Med. 2004:351:1323-31.

7. Hauser WA, Karnes WE, Annis ], Kurland LT. Incidence and
prognosis of Bell’s palsy in the population of Rochester, Minnesota.
Mayo Clin Proc. 1971;46:258—64.

8. Harirchianl MH, Sarrafnejad A, Ghaffarpour M, Ghelichnia H.
Herpes simplex virus in saliva of patients with Bell’s palsy. Acta
Medica Iranica. 2008;46:5-10.

9. Furuta Y, Fukuda S, Chida E, Takasu T, Ohtani F, Inuyama Y, et al.
J Med Virol. 1998;54:162-6.

10. Murthy JM, Saxena AB. Bell’s palsy: Treatment guidelines. Ann
Indian Acad Neurol. 2011;14(Suppl 1):S70-2.

Copyright by Kritika Pandey, et al. This is an open access article
distributed under the terms of the Creative Commons Attribution License,
which permits unrestricted use, distribution, and reproduction in any
medium, provided the original author and source are credited.

Source of Support: Nil, Conflict of Interest: None declared.

77




<<
  /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


