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Introduction :
v Common characteristics of

pemphigus diseases :

Potentially life-threatening
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autoimmune diseases . 3 elia o
Intra-epithelial blistering affecting dualall Fglawall Cuali dugydu Jala dilelis o
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Several variants of pemphigus has vaa ya ] il pallaillg dudladl

different auto-antibody profiles and

clinical manifestations.
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Aetiology dunjyall dibiall

ua iun 929 ((agjgamssall) Jaagl aluals Laiss Lagh dagiys 8pull LA O wles

JS 4nad’i

daid 0gjgauns diualy gaclill sLivkll ga &ld JS dariyig (JLaidl s sy dula

Olagunll ods gy Sriawl aags cllilg Loy Lass LA dagyl laangl La<5 ¥ a9
“ . daluiyd) UJ; Lm.m[...ﬂg

Adhesion Protein glall (uigy ¥ gala Glaldl dawug i fiiawll liag 4

DSG IjLaiilg (plégauiis ogeas

8yl o dalide ciligiuwa 6 clislégawuall e gaally alaadl agii 4

(elgdall) Sydnl) JMails e Lo diaag g dlariye pué 5ydull LA auaia

Prof. DR.mohammad omar Albaba-

L) dana  giSall Al — pdl) (l sal https://manara.edu.sy/


https://manara.edu.sy/

Desmosome ‘ Envoplakin
Macula
adherens
D Periplakin
Keratin
8:3 Desmoplakin
° o-catenin
° Talin
Q Plakoglobin
Zonula
adherens ()  Plakophilin
Actin
()  wactinin

Prof. DR.mohammad omar Albaba-

Ll e giSall i) — adll Gl el https://manara.edu.sy/


https://manara.edu.sy/

Pemphigus types gliall dalail

= Paraneoplastic pemphigus :

v"Injury in the basal layer . - gaclall cliinll dagau (e daladl (g<i v

v' Immune attack Desmoplakin . S Sgauuall ga waaiuall (g<all v/
. Desmoplakin

= |gA Pemphigus : :IgA glia =

v'Injury in the suprabasal layer. - daaclall ddulall oo dabladl (sgiwe v/

v' Immune attack Desmoglein 2. . . Desmoglein 2 waaiuall (g<all v/
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» Pemphigus vulgaris: S)liall : Gl glsal)
v" Dsg3 (inter-cellular cement ) . ($old G2 Juog Oigp) ¥ (ulegauus cinay v/
v' Site of lesion : in middle of the epithelium . | . ,dull (e dawgiall ddhiall ;8 : Libadl (lKa v/
v" Most common type . legas <N dnaill v/
v" Usually responsible for oral lesions. dugaall dacldall Slad (ye Sule Jgguallgag v/

t Skl of Azl 9l gl glaall =

dgals deelid Sl oy ) Galégans cuay v/
(gala- bl H9<y a8) Lul:

8 ydaall (po dunlacall diall : uladl gige v/

= Pemphigus follaceus :

v Dsg1 " skin epithelium lesions ".

v' Site of lesion : subcorneal .

aeala ¢ Lo Lile v
v' Often on skin. S Ussile Lu
ol Sl ¢ v
v' Rare case. 0)4 UL 929
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Pemphigus vulgaris
(Suprabasal)

Pemphigus vegetans
(Suprabasal)

N
. “Pemphigus foliaceus
N

~ (Subcorneal)

“Pemphigus erythematosus
seborrhcicus) (Subcorneal)

3
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Pemphigus vulgaris gilill glsall

+» Incidence : rare . deol A

3+ Age : middle age & elderly .
+s» Sex : female predisposition .
s+ Geographic : Ashkenazi Jewish ,
Asian or Mediterranean descent .
Predisposing factors :
e Genetic background HLA .

e Most cases are idiopathic but some

be triggered by :

v" Medications: ( captopril , rifampicin ,
diclofenac ).

v' Radiation.

v’ Surgery .

e
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v Emotional stress. B
v' Certain food (garlic, cinamon, s V

food ,walnut) g;ml. 1_?I

Aetiology and pathogenesis :

Serum antibodies directed against
desmosomes in stratified squamous
epithelia.

immune deposits mainly IgG and C3 .
loss of cell-cell contact leading to
vesiculation ( ).

Damage to epithelial cell adhesion
molecules in the desmosomes ( Dsg 3 &
plakoglobin ).

The presence of other autoimmune

diseases ( lupus erythematosus).
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Clinical features : [
v’ Blister & Erosions & Ulcers On: u:
» Soft & hard palate .
= Buccal mucosa .
v’ Starts as blister in the month and
scalp .
v" Nikolosky sign + +.
v~ Oral signs is early manifestation of
P.V.
v Could be the only signs for long
period .
v’ repture the Vesiculobullos >> new

bullae developing.

v' Form irregular erosions (yellowish).

%V iy yall Gailadll
oL : ole ailayah g calan’ g cullagy v/
—— calall g gyl Sliall =
Ljalaall Lubliall =

wiﬂlsgﬁvugpmgsahad_mvuug v

++ Budu dnla)] GSuwdg<ys dadle v/

glaall 8)sall clyaliaill a digaall culadell v/
. L)
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Diagnosis: l> P |
+ Careful history and clinical LW GOl Gasall (gyaill g Sy pull anall -

dsol s

examination. 8yLialil eyl

4 Biopsy of intact or recently ruptured
bulla :

= Formalin fixed ( intraepithelial split).

= Fresh tissue (direct
immunofluorescence DIF & IIF ).
"deposition of IgG at the epithelial cell
surfaces Immunofluorescence
+ Blood sample for titres of antibody to
epithelial intercellular cement :
= Reflect the degree of disease activity .

= Used to monitor the effectiveness of
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Management : Q

dool
= Systemic corticosteriodes : o)l
prednisolone( at least 60 mg/day).
"once controlled achieved dose on
corticosteriodes is reduced to

maintenance level"

V -

?' o) Oolgiringy sdjlanll Silavigyill =
(ega/gla 1o JaYl
deya paddl yajall e oylasall j90
e dlailaall giua I layigyiul
allaldl

YRR | |

= Adjunctive medications can be added

Azathioprine , ciclosporin .
= Durable remission 75 7. of patients

after 10 years.

S¥aga)alal O OSad oacluia a.jgdi .
§ 99l Oapagail)) : (duclin

00 Vo aic jajall galyis: payall galys =
weilgiun Vv caal uayall
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During the management:

antibodies : monthly .
o Bone densitometry : every 6 months.

o Blood pressure needs careful monitoring.
o Haematological examination & titre of serum

tpudill e (YA
"opla dusla I gg.o..\.ll Jeall CB;:! 5
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Pemphigoid ilclsall glsall

= Characterized by damage to one of the | ilixigyll SiliS pall aals 3N Glall iy W

protein constituents of the basement - gaclill cLiiell dilnia (0
membrane zone (BMZ2).

= The mouth lesion called : )
P (peal dagaall koY) =

ohliall /sgaall ileliall pliall
Ll

Oral /" mucous membrane

pemphigoid * MMP .
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Clinical types : T t &gyl GASLAAl

e Desquamative gingivitis resemblém W el [8.55) g’ AL bl @
inflammatory periodontal disease . i Jga gt ol age aulihy (il
e Bullae or vesicles. =asga of slelia

e Persistent irregular erosion covered sliako dalifio pié Spatusa Silayi o

with a yellowish fibrinous slough " u'-'J-'-“ Ly
(s yaill ..Ia.m.ll ..b.mu.n.ll)lle aalin
vanpall g<in A dgil o2 el U.lLr.l.n.nJl glaall d.u.ulmﬂl &l palladll ul ls ul Lu.l.c

ol Olg-Olinsdll Glicly douny doapis JSi le lpan &Ll gaig iy (ung A ua (0
-dgningall Jalgall gf dasglll aals

¢ Resemble erosive lichen planus.
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- Have oral involvement only , but >

we can see:

v" Genital lesions( great morbidity ).

v Untreated ocular lesions can lead to

blindness

v" Nasal lesions lead to bleeding & crust

v’ Laryngeal lesions lead to stenosis.

v" Skin lesions rarel
Prof. DR.mohammad omar Alb
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Erythema multiforme Jis&yl aasia olasll
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Etiology :

Many cases preceded by infection with
hermpes simplex : less often with
mycoplasma pneumonia or other
organisms

May be related to drug consumption ,
including sulfonamides , other
antibiotics , analgesics ,
phenolphthalein —containing laxatives ,
barbiturates.

Another trigger may be radiation
therapy .

Essentially an immunologically
mediated reactive process , possibly
related to circulating immune
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Clinical presentation:

+ Acute onset of multiple , painful ,shallow
ulcers and erosions with irregular margins .

4+ Early mucosal lesions are macular,
erythematous, and occasionally bullous.

4+ May affect oral mucosa and skin
synchronously or metachronously

+ Lips most commonly affected with eroded ,
crusted , and hemorrhagic lesions
(serosanguinous exudate) known as

stevens-johnson syndrome when severe.
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4+ Predilecation for young adults.

+ As many as one-half of oral cases have
associated erythematous of bullous skin
lesions .

4+ Target or iris skin lesions may be noted
over extremities .

4+ Genital and ocular lesions may occur.
+ Usually self-limiting :2 to 4 week course.

+ Recurrence is common .
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Diagnosis: LZV el

dsrol o vt | I
= Appearance. P PP JSaud

» Rapid onset. ‘ &yl yoalall =

Sl daad b OSLeY aasie sililal

OS] oackue dciall 2ilih (Hoshi Lo cule =
dwaind ladla 9ot Y a8

= Multiple site involvement in one-half
of cases.
= Biopsy results often helpful, but not

always diagnostic.

Differential diagnosis: F gApaill gagdlall
- Viral infection , in particular, acute
herpetic gingivostomatitis. dudall Ll aanill duugpall Lol -
- Pemphigus vulgaris. .g)‘ul pall g &ALl Llaily daagall Salall
- Major aphthous ulcers. . @l elsall -
- Erosive lichen planus . sl edall days -
- Mucous membrane ( cicatricial ) . ALl daaill (e dawniall jljall -
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Treatment : 6)lioll ;2=
v Mild ( minor )form : dunye dallea : (dasalall) daizall odladl o v/
symptomatic/supporative treatment e 8aaiRa diaa duslS dala] (anii dacla
with adequate hydration , liquid diet , daunga Dlasig i BiliSuac Jilgaull
analgesics , topical corticosteroid
agents .
v Severe ( major ) form:
systemic corticosteroids , parenteral H(daylatall) Sagaddl 2dflall o v/
fluid replacement , antipyretics. Gk O Jilgua paugeic djlan Silasig i
v If evidence of an antecedent viral R-31 S| -V ERRT-EN |
infection or trigger exists . 9l @il uugyud LIl e J5da agag Jla o v/
vanall Gy jraall paall i agag
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v' Systemic antiviral drugs during the duwgdll cilaliaall 01 aeluss (o (Kas v/
diseases or as a prophylactic measure (L9 ¢l pls
may help.

Prognosis : sl
- Generally excellent. -l S s 4
- Recurrence common L il 4
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Lesions on
head, back,
and neck

erythema multiform rarely affects the gingiva.
L caaa’ Lo fjals JISEY Sauxin dolaall
- Jilgas yaugail (galing diuall LAY iap0 gaaa -

lelEall plaal JISEY Sasac alaall
0)als daalall daladl daalall dabadl puay

Sladdigpiuwlly 2Nell  (dawgiall cdlall (,8) dalell dauall (panl 2dall

Ayl 9 dgise sl LaaglS b wagy
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