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Recurrentaphthusstomatitis

Etiology:Althoughthecauseofaphthousulcerationsisunknown,several

possibilitieshavebeenpostulated

Thereisconsiderableevidencethataphthousulcersarerelatedtoafocal

immunedysfunctioninwhichTlymphocyteshaveasignificantrole.

DeficienciesofvitaminB12,folicacid,andironasmeasuredinserum have

beenfoundinonlyasmallpercentageofpatientswithaphthousulcers.

Correctionofthesedeficiencieshasproducedimprovementorcureinthis

smallgroup.Patientswithmalabsorptionconditionssuchasceliacdisease

(gluten-sensitiveenteropathyornontropicalsprue)andCrohn’sdisease

havebeenreportedashavingoccasionalaphthous-typeulcers,withthe

latterdiseasepossiblyrelatedtoanautoinflammatoryprocess.Insuch

cases,deficienciesoffolicacidandfactorsrelatedtounderlyingdisease

maybepartofthecause.

ClinicalFeatures.Threeformsofaphthousulcershavebeenrecognized:

minor,major,andherpetiform aphthousulcers.Allarebelievedtobepart

ofthesamediseasespectrum,andallarebelievedtohaveacommon

etiology.Differencesareessentiallyclinicalandcorrespondtothedegree

of severity.Allforms presentas painfulrecurrent ulcers.Patients

occasionallyhaveprodromalsymptomsoftinglingorburningbeforethe

appearance oflesions.The ulcers are notpreceded byvesicles and

characteristicallyappearonthevestibularandbuccalmucosa,tongue,soft



palate,fauces,andfloorofmouth.Onlyrarelydotheselesionsoccuronthe

attachedgingivaandhardpalate,thusprovidinganimportantclinicalsign

fortheseparationofaphthousulcersfrom secondaryherpeticulcers.In

patients with AIDS,however,aphthous-like ulcers may occuratany

mucosalsite.

MinorAphthousUlcers.Minoraphthousulcersarethemostcommonly

encounteredform.Thistypeusuallyappearsasasingle,painful,ovalulcer

thatis less than 0.5 cm in diameter,covered by a yellow fibrinous

membraneandsurroundedbyanerythematoushalo.Multipleoralaphthae

maybeseen.When thelateralorventralsurfacesofthetongueare

affected,paintendstobeoutofproportiontothesizeofthelesion.Minor

aphthousulcersgenerallylast7to10daysandhealwithoutscarformation.

Recurrencesvaryfrom oneindividualtoanother.Periodsoffreedom from

diseasemayrangefrom amatterofweekstoaslongasyears.

Insomepatientswithreluctantaphthae,adiagnosisofCrohn’sdisease

may be considered. This granulomatous disease may affect the

gastrointestinaltractfrom mouth to anus.Oralmanifestationsinclude

mucosalfissuresandsmall,multiple,hyperplasticnodulesonthebuccal

mucosa,producingacobblestoneappearance.Biopsyfindingsofthese

mucosalnodulesshow small,noncaseatinggranulomascharacteristicof

Crohn’sdisease.HIV-positivepatientsmaydevelopminoraphthousulcers,

althoughproportionatelymorehavemajororherpetiform lesions.

MajorAphthousUlcers.Majoraphthousulcerswerepreviouslythoughtto

beaseparateentity,andthisform wasreferredtoasperiadenitismucosa

necroticarecurrensorSutton’sdisease.Itisnow regardedasthemost

severeexpressionofaphthousstomatitis.Lesionsarelarger(>0.5cm)and

morepainfulandpersistlongerthanminoraphthae.Becauseofthedepth



ofinflammation,majoraphthousulcersappearcrateriform clinicallyand

healwithscarformation.Lesionsmaytakeaslongas6weekstoheal,and

assoonasoneulcerdisappears,anotheronestarts.Inpatientswho

experienceanunremittingcoursewithsignificantpainanddiscomfort,

systemichealthmaybecompromisedbecauseofdifficultyineatingand

psychologicalstress.The predilection formovable oralmucosa is as

typicalformajoraphthousulcersasitisforminoraphthae.HIV-positive

patientsmayhaveaphthouslesionsatanyintraoralsite.

Herpetiform Aphthous Ulcers.Herpetiform aphthous ulcers present

clinicallyasrecurrentcropsofsmallulcers.Althoughmovablemucosais

predominantlyaffected,palatalandgingivalmucosamayalsobeinvolved.

Painmaybeconsiderable,andhealinggenerallyoccursin1to2weeks.

Unlikeherpesinfection,herpetiform aphthousulcersarenotprecededby

vesiclesandexhibitnovirus-infectedcells.Otherthantheclinicalfeatureof

cropsoforalulcers,nofindingcanlinkthisdiseasetoaviralinfection.

Histopathology

Becausethediagnosisoftheseulcersisusuallyevidentclinically,biopsies

usuallyareunnecessaryand thereforearerarelyperformed.Aphthous

ulcershavenonspecificmicroscopicfindings,andnohistologicfeatures

arediagnostic.Atnotimearevirus-infectedcellsevident.Essentially,the

samemicroscopicchangesarefoundinallformsofaphthousulcers.

Studieshaveshownthatmononuclearcellsarefoundinsubmucosaand

perivascular tissues in the preulcerative stage. These cells are

predominantlyCD4lymphocytes,whichsoonareoutnumbered byCD8

lymphocytesastheulcerativestagedevelops.Macrophagesandmastcells

arecommoninhabitantsoftheulcer.

Treatment:In patientswith occasionalorfew minoraphthous ulcers,



usuallynotreatmentisneededapartfrom ablandmouthrinsesuchas

sodium bicarbonateinwarm watertokeepthemouthclean.However,

whenpatientsaremoreseverelyaffected,someformsoftreatmentcan

providesignificantcontrol(butnotnecessarilyacure)ofthisdisease.

Rationaltreatmentwouldincludedrugsthatcanmanipulateorregulate

immuneresponses.Inthiscategory,corticosteroidscurrentlyofferthebest

chancefordiseasecontainment.Inseverelyaffectedpatients,systemic

steroidsmaybeusedforimmediatecontrol.

Althoughnearlyalltopicalcompoundshavebeendevelopedforuseonthe

skin,ithasbeenstandardpracticetoprescribetheseagentsforuseon

mucousmembranes.Intralesionalinjectionoftriamcinolonemaybeused

forindividualorfocalproblematiclesions.

Behçet’sSyndrome

Behçet’s syndrome is a rare multisystem inflammatory disease

(gastrointestinal,cardiovascular,ocular,CNS,articular,pulmonary,dermal)

inwhichrecurrentoralaphthaeareaconsistentfeature.Althoughtheoral

manifestationsare usuallyrelativelyminor,involvementofothersites,

especiallytheeyesandCNS,canbeserious.

ClinicalFeatures.LesionsofBehçet’ssyndrometypicallyaffecttheoral

cavity(100% incidence),thegenitalia(62%ofcases),andtheeyes.Other

regionsorsystemsarelesscommonlyinvolved.Recurrentarthritisofthe

wrists, ankles, and knees may be associated. Cardiovascular

manifestationsarebelievedtoresultfrom vasculitisandthrombosis.CNS

manifestationsarefrequentlyseenintheform ofheadaches,although

infarctshavebeenreported.

Oralmanifestationsofthissyndromeappearidenticaltotheulcersof



aphthousstomatitis.Theulcersareusuallytheminoraphthousform and

arefoundinthetypicalaphthousdistribution.

OcularchangesarenotedinmostpatientswithBehçet’ssyndrome.Uveitis,

conjunctivitis,andretinitisareamongthemorecommoninflammatory

processes.

Genitallesionsareulcerativeinnatureandmaycausesignificantpainand

discomfort.Painfululcerative lesions may occur around the anus.

Inflammatoryboweldiseaseandneurologicproblemshavebeendescribed

insomepatients.

Histopathology.

TlymphocytesareprominentintheulcerativelesionsofBehçet’ssyndrome.

However,neutrophilicinfiltratesinwhichthecellsappearwithinvessel

walls(vasculitis)havebeendescribed.Immunopathologicsupportofa

vasculartargetin this condition comes from the demonstration of

immunoglobulinsandcomplementwithinthevesselwalls.

Diagnosis.ThediagnosisofBehçet’ssyndromeisbasedonclinicalsigns

andsymptomsassociatedwiththevariousregionsaffected.Nospecific

findingsarenotedinbiopsytissue,andnosupportivelaboratorytestsare

available.

Treatment.NostandardtherapyisknownforBehçet’ssyndrome.Systemic

steroidsareoftenprescribed

Immunosuppressivedrugs,suchaschlorambucilandazathioprine,maybe

used instead of or in addition to steroids.Dapsone,cyclosporine,

thalidomide,interferon,andbiologicalanti–tumornecrosisfactor(TNF)

agentsmayplayaroleinthetreatmentofthesepatients,dependingonthe

degreeofdiseaseseverity.



MucosalandSkinCondition:

LICHENPLANUS

Lichenplanusisarelativelycommon,chronicdermatologicdiseasethat

oftenaffectstheoralmucosa.Thestrangenameoftheconditionwas

providedbytheBritishphysicianErasmusWilson,whofirstdescribeditin

1869.Lichensareprimitiveplantscomposedofsymbioticalgaeandfungi.

Theterm planusisLatinfor"flat."Wilsonprobablythoughtthattheskin

lesionslookedsimilarenoughtothelichensgrowingonrockstomeritthis

designation.

Avarietyofmedicationsmayinducelesionsthatappearclinicallyidentical

to the idiopathic form ofthe condition:however,the term lichenoid

mucositis (orlichenoid dermatitis,depending on the site involved)is

probablyabetternameforthedrug-relatedalterations.Similarly,foreign

materialthatbecomesinadvertentlyembeddedinthegingivamayelicita

hostresponsethatistermedlichenoidforeign-bodygingivitis.

ClinicalFeatures

Mostpatientswithlichenplanusaremiddle-agedadults.Itisrarefor

childrento beaffected .Womenpredominateinmostseriesofcases,

usuallybya3:2ratioovermen.approximately1% ofthepopulationmay

havecutaneouslichenplanus.Theprevalenceoforallichenplanusis

between0.1% and2.2%.Theskinlesionsoflichenplanushavebeen

classicallydescribedaspurple,pruritic,polygonalpapules.Theseusually

affecttheflexorsurfacesoftheextremities.Excoriationsmaynotbe

visible.despitethefactthatthelesionsitch,becauseithurtsthepatient



whenheorshescratchesthem.Carefulexaminationofthesurfaceofthe

skinpapulesrevealsafine,lacelikenetworkofwhitelines(Wickham's

striae).Othersitesofextraoralinvolvementincludetheglanspenisthe

vulvarmucosa,andthenailsEssentiallytherearetwoformsoforallesions:

(1)reticularand(2)erosive.Reticularlichenplanus.Reticularlichenplanus

is much more common than the erosive form,butthe erosive form

predominatesinseveralstudies.Thisisprobablybecauseofreferralbias

(because the erosive form is symptomatic).The reticularform usually

causesnosymptomsandinvolvestheposteriorbuccalmucosabilaterally.

Otheroralmucosalsurfacesmayalsobeinvolvedconcurrently,suchasthe

lateralanddorsaltongue,thegingivae,thepalate,andvermilionborder.

Reticularlichenplanusisthusnamedbecauseofitscharacteristicpattern

ofinterlacingwhitelines(alsoreferredtoasWickham'sstriae);however,

thewhitelesionsmayappearaspapulesinsomeinstances,Theselesions

aretypicallynotstaticbutwaxandwaneoverweeksormonths,The

reticularpatternmaynotbeasevidentinsomesites,suchasthedorsal

tonguewherethelesionsappearmoreaskeratoticplaqueswithatrophyof

thepapillae.

Erosivelichenplanus,althoughnotascommonasthereticularform is

more significant for the patient because the lesions are usually

symptomatic.Clinically,thereareatrophic,erythematousareaswithcentral

ulcerationofvaryingdegrees.Theperipheryoftheatrophicregionsis

usuallyborderedbyfine,whiteradiatingstriae.Sometimestheatrophyand

ulcerationareconfinedto thegingivalmucosa,producingthereaction

patterncalleddesquamativegingivitis.Insuchcases,biopsyspecimens

shouldbeobtainedforlightmicroscopicandimmunofluorescentstudiesof

perilesionaltissue,becausecicatricialpemphigoidandpemphigusvulgaris

mayappearin a similarfashion.Ifthe erosive componentissevere,



epithelialseparation may occur.This results in the relatively rare

presentationofbullouslichenplanus.

HistopathologicFeatures

Thehistopathologicfeaturesoflichenplanusarecharacteristicbutmaynot

be specificbecause otherconditionssuch aslichenoid drug reaction,

lichenoid amalgam reaction,lupus erythematosus,chronic ulcerative

stomatitis,andoralmucosalcinnamonreactionmayalsoshow asimilar

histopathologic pattern. Varying degrees of orthokeratosis and

parakeratosismaybepresentonthesurfaceoftheepithelium,depending

onwhetherthebiopsyspecimenistakenfrom anerosiveorreticularlesion.

Thethicknessofthespinouslayercanalsovary.Thereteridgesmaybe

absentorhyperplastic,buttheyclassicallyhaveapointedor"sawtoothed"

shape.Destruction ofthe basalcelllayerofthe epithelium (hydropic

degeneration)isalsoevident.Thisisaccompaniedbyanintense,bandlike

infiltrateofpredominantlyT-lymphocytesimmediatelysubjacentto the

epithelium.Degeneratingkeratinocytesmaybeseenintheareaofthe

epithelium andconnectivetissueinterfaceandhavebeentermedcolloid,

cytoid,hyaline,orCivattebodies.

Nosignificantdegreeofepithelialatypiaisexpectedinorallichenplanus

althoughlesionshavingasuperimposedcandidalinfectionmayappear

worrisome.These should be reevaluated histopathologically afterthe

candidalinfectionistreated.

Theimmunopathologicfeaturesoflichenplanusarenonspecific.Most

lesions show the deposition ofa shaggy band offibrinogen atthe

basementmembranezone.

TreatmentandPrognosis



Reticularlichenplanustypicallyproducesnosymptomsandnotreatmentis

needed. Occasionally; Affected patients may have superimposed

candidiasis.inwhichcasetheymaycomplainofaburningsensationofthe

oralmucosa.Antifungaltherapy is necessary in such a case.Some

investigatorsrecommendannualreevaluationofthereticularlesionsoforal

lichenplanus.

Erosivelichenplanusisoftenbothersomebecauseoftheopensoresinthe

mouth because it is an immunologically mediated condition.

corticosteroids are recommended.The lesions respond to systemic

corticosteroids,butsuchdrastictherapyisusuallynotnecessary.Oneof

the strongertopicalcorticosteroids (e.g.•Iluoclnonlde,betamethasone.

clobetasolgel)appliedseveraltimesperdaytothemostsymptomatic

areasisusuallysufficienttoinducehealingwithinIor2weeks.

ErythemaMultiforme

(EM)isanacuteself-limitinghypersensitivityreactioncharacterizedby

targetskinlesionsand/orulcerativeorallesions.Ithasbeendividedinto

twosubtypes:aminorform,usuallyassociatedwithanHSVtrigger,anda

majorsevereform,triggeredbycertainsystemicdrugs.

EtiologyandPathogenesis.

ThebasiccauseofEM isunknown,althoughahypersensitivityreactionis

suspected.Someevidencesuggeststhatthediseasemechanism maybe

relatedtoantigen-antibodycomplexesthataretargetedforsmallvesselsin

theskinormucosa.Inabouthalfofcases,precipitating ortriggering

factorscanbeidentified.Thesegenerallyfallintothetwolargecategories



ofinfectionsanddrugs.Otherfactors,suchasmalignancy,vaccination,

autoimmunedisease,andradiotherapy,areoccasionallycitedaspossible

triggers.InfectionsfrequentlyreportedincludeHSVinfection(duetoHSV

types1and2),TB,andhistoplasmosis.

ClinicalFeatures

EM isusuallyanacute,self-limitedprocessthataffectstheskinormucous

membranesorboth.Between25%and50%ofpatientswithcutaneousEM

haveoralmanifestationsofthisdisease.Itmayonoccasionbechronic,or

itmaybe a recurring acute problem.In recurrentdisease,prodromal

symptomsmaybeexperiencedbeforeanyeruption.Youngadultsaremost

commonlyaffected.IndividualsoftendevelopEM inthespringorfall.The

term erythemamultiformewascoinedtoindicatethemultipleandvaried

clinicalappearancesthatareassociatedwithcutaneousmanifestationsof

thisdisease.

TheclassicskinlesionofEM isthetargetoririslesion.Itconsistsof

concentricerythematousringsseparatedbyringsofnear-normalcolor.

Typically,theextremitiesareinvolved,usuallyinasymmetricdistribution.

Othertypes ofskin manifestations ofEM include macules,papules,

vesicles,bullae,andurticarialplaques.

Orally,EM characteristicallypresentsasanulcerativedisease,varyingfrom

afew aphthous-typelesionstomultiplesuperficial,widespreadulcersin

EM major.Short-livedvesiclesorbullaeareinfrequentlyseenatinitial

presentation.Anyareaofthemouthmaybeinvolved,withthelips,buccal

mucosa,palate,andtonguebeingmostfrequentlyaffected.Recurrentoral

lesionsmayappearasmultiplepainfululcerssimilartothoseoftheinitial

episode oras less symptomatic erythematous patches with limited

ulceration



Symptoms range from mild discomfortto severe pain.Considerable

apprehensionmaybeassociatedwiththisconditioninitiallybecauseof

occasionalexplosive onset in some patients. Systemic signs and

symptoms of headache, slightly elevated temperature, and

lymphadenopathymayaccompanymoreintensedisease.

AtthesevereendoftheEM spectrum (EM major),intenseinvolvementof

the mouth,eyes,skin,genitalia,and occasionallythe esophagus and

respiratory tractmay be seen concurrently.This form ofEM major,

sometimescalledStevens-Johnsonsyndrome,hasastrongrelationshipto

medications,in particularanalgesics,whereoxicamsorpropionicacid

derivativeshavebeenused

Characteristically,thelipsshowcrustingulcerationatthevermilionborder

thatmaycausepain.Superficialulceration,oftenprecededbybullae,is

common to allsites affected.Ocularinflammation (conjunctivitis and

uveitis)mayleadtoscarringandblindness.

Histopathology.

The microscopic pattern ofEM consists ofepithelialhyperplasia and

spongiosis.Basalandparabasalapoptotickeratinocytesareusuallyseen.

Vesicles occuratthe epithelium–connective tissue interface,although

intraepithelialvesiculationmaybeseen.Epithelialnecrosisisafrequent

finding.Connective tissue changes usually appear as infiltrates of

lymphocytesandmacrophagesinperivascularspacesandinconnective

tissuepapillae.

Treatment

InEM minor,symptomatictreatment,includingkeepingthemouthclean

withblandmouthrinses,maybeallthatisnecessary.InEM major,topical



corticosteroidswith antifungalsmayhelp controldisease.The use of

systemiccorticosteroidsremainscontroversialandisbelievedbysometo

becontraindicated,particularlyasmaintenancetherapy.Acyclovirat400to

600mgdailymaybeeffectiveinpreventingrecurrencesinpatientswho

have an HSV-triggered disease,although the efficacy is not clear.

Supportivemeasures,suchasoralirrigation,adequatefluidintake,anduse

ofantipyretics,mayprovidepatientswithsubstantialbenefit.

LUPUSERYTHEMATOSUS

Lupuserythematosus(LE)isaclassicexampleofanimmunologically

mediatedcondition,andisthemostcommonoftheso-called"collagen

vascular"or"connective tissue".Itmay exhibitany one ofseveral

clinicopathologicforms.Systemiclupuserythematosus(SLE)isaserious

multisystem diseasewithavarietyofcutaneousandoralmanifestations.

ThereisanincreaseintheactivityofthehumoralB-lymphocytesofthe

immune system in conjunction with abnormal function of the T

lymphocytes.

AlthoughgeneticfactorsprobablyplayaroleinthepathogenesisofSLE,

theprecisecauseisunknown.

ClinicalFeatures

Systemiclupuserythematosus: SLEcanbeaverydifficultdiseaseto

diagnoseinitsearlystagesbecauseitoftenappearsinanonspecific,

vaguefashion,frequentlywithperiodsofremissionordiseaseinactivity.

Womenareaffectednearly8to10timesmorefrequentlythanmen.The

averageageatdiagnosisis31years.Commonfindingsincludefever,

weightloss,arthritis,fatigue,andgeneralmalaise.In40% to 50% of



affectedpatients,acharacteristicrash,havingthepatternofabutterfly,

developsoverthemalarareaandnose.Sunlightoftenmakesthelesions

worse.

Thekidneysareaffectedinapproximately40%to50%ofSLEpatients.This

complicationmayultimatelyleadtokidneyfailure;thusitistypicallythe

mostsignificantaspectofthedisease.

Cardiacinvolvementisalso common with pericarditisbeing themost

frequentcomplication.

OrallesionsofSLEdevelopin5% to25% ofthesepatients.Thelesions

usuallyaffectthepalate,buccalmucosa,andgingivae.Sometimesthey

appearaslichenoidareas,buttheymayalsolooknonspecificoreven

somewhatgranulomatous.Involvementofthevermilionzoneofthelower

lip(lupuscheilitis)issometimesseen.Varyingdegreesofulceration,pain,

erythema,andhyperkeratosismaybepresent.Otheroralcomplaintssuch

asxerostomia,candidiasis,periodontaldisease,anddysgeusiahavebeen

described,butthedirectassociationoftheseproblemswithSLEremainsto

beproven.

HistopathologicFeatures

Thehistopathologicfeaturesoftheskinandorallesionsofthevarious

formsoflupuserythematosusshow somefeaturesincommonbutare

differentenoughtowarrantseparatediscussions.TheskinlesionsofSLE

arecharacterizedbyhyperkeratosis,oftendisplayingkeratinpackedinto

theopeningsofhairfollicles("follicularplugging").Inallformsoflupus

erythematosus,degenerationofthebasalcelllayerisfrequentlyobserved,

andtheunderlyingconnectivetissuesupportspatchytodenseaggregates

ofchronic inflammatory cells.in the deeperconnective tissue,the

inflammatoryinfiltrateoftensurroundsthesmallbloodvessels.



The orallesions demonstrate hyperkeratosis,alternating atrophy and

thickeningofthespinouscelllayer,degenerationofthebasalcelllayer,and

subepitheliallymphocyticinfiltration.

TreatmentandPrognosis

PatientswithSLEshouldavoidexcessiveexposuretosunlightbecause

ultravioletlightmayprecipitatediseaseactivity.Mildactivediseasemaybe

effectively managed using non-steroidal anti inflammatory agents

combinedwithantimalarialdrugs,suchashydroxychloroquine.Formore

severe,acuteepisodesthatinvolvearthritis,pericarditis.thrombocytopenia.

ornephritis,systemiccorticosteroidsaregenerallyindicated.

DiscoidLupusErythematosus.DLEischaracteristicallyseenin

middleage,especiallyinwomen.Lesionscommonlyappearsolelyonthe

skin,mostcommonlyonthefaceandscalp.Oralandvermilionlesionsare

commonlyseen,butusuallyinthecompanyofcutaneouslesions.Onthe

skin, lesions appear as disc-shaped erythematous plaques with

hyperpigmentedmargins.Asthelesionexpandsperipherally,thecenter

heals,andformationofscarandlossofpigmentarenoted.Involvementof

hairfolliclesresultsinpermanenthairloss(alopecia).

Mucousmembranelesionsappearinabout3% to25% ofpatientswith

cutaneous DLE.The buccalmucosa,gingiva,and vermilion are most

commonly affected.Lesions may be erythematous orulcerative with

delicatewhite,keratoticstriaeradiatingfrom theperiphery.Thediagnosis

oforallesionsmaynotbeevidentonthebasisofclinicalappearance.

ProgressionofDLEtoSLEisveryunlikely,althoughthepotentialdoesexist.

PemphigusVulgaris

Pemphigus is a group of autoimmune mucocutaneous diseases



characterized by intraepithelialblister formation.It results from a

breakdownorlossofintercellularadhesion,thusproducingepithelialcell

separation known as acantholysis.Widespread superficialulceration

followingruptureoftheblistersleadstopainfuldebilitation,fluidloss,and

electrolyteimbalance.Beforetheuseofcorticosteroids,deathwasnotan

uncommonoutcomeforpatientswithpemphigusvulgaris.

ClinicalFeatures.

Lesionsofpemphiguspresentaspainfululcersprecededbybullae.The

firstsignsofthediseaseappearintheoralmucosainapproximately60%

ofcases.Suchlesionsmayprecedetheonsetofcutaneouslesionsby

periodsofup to 1 year.Bullae rapidlyrupture,leaving a red,painful,

ulcerated base.Ulcers range in appearance from smallaphthous-like

lesionstolargemaplikelesions.Gentletractiononclinicallyunaffected

mucosamayproducestrippingofepithelium,apositiveNikolsky’ssign.A

greatdealofdiscomfortoftenoccurswithconfluenceandulcerationof

smallervesiclesofthesoftpalate,buccalmucosa,andfloorofthemouth.

HistopathologyandImmunopathology.

Pemphigusvulgarisappearsasintraepithelialcleftingwithkeratinocyte

acantholysis Loss of desmosomal attachments and retraction of

tonofilamentsresultinfree-floating,oracantholytic,Tzanckcells.Bullae

aresuprabasal,andthebasallayerremainsattachedtothebasement

membrane.

TreatmentandPrognosis.

The high morbidity and mortality rates previously associated with

pemphigusvulgarishavebeenreducedradicallysincetheintroductionof

systemiccorticosteroids.



TopicalSteroids:Topicalcorticosteroidsmaybeusedintraorallyasan

adjuncttosystemictherapy,withapossibleconcomitantlowerdoseof

systemiccorticosteroid.

MucousMembranePemphigoid

Mucous membrane pemphigoid (MMP) is a chronic blistering or

vesiculobullousdiseasethataffectspredominantlyoralandocularmucous

membranes.Itisalsoknownascicatricialpemphigoid,benignmucous

membrane pemphigoid,ocularpemphigus,childhood pemphigoid,and

mucosalpemphigoid;whenitaffectsgingivaexclusively,itisreferredto

clinicallyasgingivosisordesquamativegingivitis,althoughthesetermsare

impreciseandnotspecificinthatdesquamativegingivalalterationsare

commontootheroralmucosaldiseasesaswell.

ClinicalFeatures

Thisisadiseaseofadultsandtheelderlyandtendstoaffectwomenmore

thanmen.MMPhasrarelybeenreportedinchildren.Othermucosalsites

that may be involved include the conjunctiva,nasopharynx,larynx,

esophagus,andanogenitalregion.Oralmucosallesionstypicallypresent

assuperficialulcers,sometimeslimitedtoattachedgingiva.Bullaearenot

commonlyseenbecausetheblistersarefragileandshortlived.Lesionsare

chronicandpersistentandmayhealwithascar(cicatrix)—particularly

lesionsoftheeye.Risksincludescarringofthecanthus(symblepharon),

inversionoftheeyelashes(entropion),andresultanttraumatothecornea

(trichiasis).To prevent cornealdamage,many patients with ocular

pemphigoid havetheireyelashespermanentlyremoved byelectrolysis.

Withlaryngealinvolvement,voicealterationsmayresultfrom supraglottic

stenosis.Cutaneouslesionsareuncommonandusuallyappearinthehead



andneckandextremities.

Gingivallesionsoftenpresentasbrightredpatchesorconfluentulcers

extendingtounattachedgingivalmucosawithmildtomoderatediscomfort.

Concomitantulcersanderosionsmaybeseenonmarginalandattached

gingiva.Additionally,lesionsmaybeseenonthebuccalmucosa,palate,

labialmucosa,andlips.Withchronicity,thepainassociatedwithoralMMP

typicallydiminishesinintensity.Intactepithelium,especiallyadjacentto

ulcers,canoftenbestrippedawaywithease,leavingdenudedsubmucosa.

This is one ofseveralmucocutaneous diseases in which a positive

Nikolsky’ssignmaybeelicited.Becauseofpatientdiscomfort,routineoral

hygieneisoftencompromised.Thisresultsindentalplaqueaccumulation,

whichinturnsuperimposesanadditional,butnonspecific,inflammatory

response.

HistopathologyandImmunopathology.

MMP isasubepithelialclefting disorderwithno acantholysis.Inearly

stages,few lymphocytesareseen,butovertime,theinfiltratebecomes

moredenseandmixed.

TreatmentandPrognosis.

CorticosteroidsaretypicallyusedtocontrolMMP,Prednisoneisusedfor

moderatetoseveredisease,andtopicalsteroidsformilddiseaseand

maintenance.Very high systemic doses occasionally are required to

achievesignificantresultsinsomecasesofrecalcitrantgingivalMMP.

Because side effects oftherapymayoutweigh benefits,high-potency

topicalsteroidsareoftenusedinstead(e.g.,clobetasol,betamethasone

dipropionate,fluocinonide,desoximetasone

EpidermolysisBullosa



EtiologyandPathogenesis.

Epidermolysisbullosaisageneralterm thatencompassesoneacquired

andasmanyas20geneticorhereditaryvarieties(dystrophic,junctional,

simplex)ofdiseasesthatbasicallyarecharacterizedbytheformationof

blistersatsitesofminortrauma.

ClinicalFeatures

Thefeaturecommonto allsubtypesofepidermolysisbullosaisbulla

formationfrom minortrauma,usuallyoverareasofstresssuchasthe

elbowsandtheknees.Onsetofdiseaseisseenduringinfancyorearly

childhoodforthehereditaryforms,andgreaterwiththeinheritedrecessive

forms.Blistersmaybewidespreadandsevereandmayresultinscarring

andatrophy.Nailsmaybedystrophicinsomeformsofthisdisease.

Orallesionsareparticularlycommonandsevereintherecessiveformsof

this group ofdiseases and uncommon in the acquired form.Oral

manifestationsincludebullaethathealwithscarformation,aconstricted

oralorificeresultingfrom scarcontracture,andhypoplasticteeth.These

changesaremostpronouncedinthetypeknownasrecessivedystrophic

epidermolysisbullosa.

TreatmentandPrognosis.

The prognosis is dependenton the subtype ofepidermolysis bullosa.

Behaviorrangesfrom lifethreateninginoneoftherecessiveforms,known

asjunctionalepidermolysisbullosa,todebilitatinginmostotherforms.

Therapy includes avoidance of trauma, supportive measures, and

chemotherapeutic agents (none of which is consistently effective).

Corticosteroids, vitamin E, phenytoin, retinoids, dapsone, and

immunosuppressiveagentsallhavebeensuggestedasprovidingsome



benefittopatients.Morerecently,IVIgandthemonoclonalbiologicagent,

infliximab,havebeenassociatedwithsometherapeuticsuccess.


