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Abstract

Early signs and symptoms of autoimmune bullous diseases such as mucous membrane
pemphigoid (MMP) or pemphigus vulgaris (PV) develop in the oral cavity in almost

all cases. Desquamative gingivitis (DG) is a clinical manifestation common to several
diseases or disorders and is frequently associated with autoimmune bullous diseases.

This is a retrospective study of 37 patients with MMP (24 cases) or PV (13 cases) includ

ing 10 males and 27 females with a mean age of 58.4 years. The study indicates that DG

is an early sign of autoimmune bullous diseases such as MMP or PV. About 70.3% of the
">SeleZ®@ " —@l Z>Z1E " — —Zel " —e¢le1e'Z1e’—o'YS31S—e1 1
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patients diagnosed with MMP or PV should be closely followed because they must be
immediately referred to other experts when they develop lesions on parts of their body

other than the oral cavity. The oral healthcare provider should collaborate with other
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evaluate and manage patients with autoimmune bullous diseases in the oral cavity.
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autoimmune diseases/mouth diseases

1. Introduction

Early signs and symptoms of autoimmune bullous diseases such as mucous membrane pem
phigoid (MMP) or pemphigus vulgaris (PV) develop in the oral cavity in almost all cases. MMP

[ 7KH $XWKRU V  /LFHQVHH ,QWHFK2SHQ 7KLV FKDSWHU LV GLVWULEXWHG
|ntech0pen &RPPRQV $WWULEXWLRQ /LFHQVH KWWS FUHDWLYHFRPPRQV RUJ OLFHQVHV E
GLVWULEXWLRQ DQG UHSURGXFWLRQ LQ DQ\ PHGLXP {[(cOEIElKH RULILQD
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zone (BMZ) autoantibodies. Various components in the hemidesmosomes have been recog
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Since patients with MMP or PV frequently experience only oral symptoms of pain and dis -
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Desquamative gingivitis (DG) is a condition characterized by painful erythematous gingiva
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Although an accurate diagnosis of oral mucosal disease or disorder causing DG is required
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MMP or PV as a common oral manifestation of autoimmune bullous diseases.

2. Materials and methods

This is a retrospective study of 37 patients with MMP (24 cases) or PV (13 cases) who wet
©ZZ—1<¢1+°21S72¢ " >21Se1l """—1 —'YZs0’'*¢d1 E ' ""el"e1 Z-
XVW]il Se’Z—e1™Ss>e’E " ™Se’ —el’'—1e'Z1l@ezetl ' —EezeZ°1
'0¢181-728—1Se7171[*iZ1¢Z2S>011 ‘Z1-Z ESe1>ZE >eel’'-
Ee'—' ESe172S7>7@81" —>5"5Sel’'eZ1’ —V " eYZ-7—31™>2Z
T —1e> =171 —0Zs17e1let-—™e"—@lZ—e'e1l ™70 Z—Se'"—1
provided to the patient. A biopsy was obtained that included perilesional tissue and was then
®Z«—"4Ze1e 51572 —Z1""0e"™Se' "e"e¢1S—e1 leoeezet¢le™>17Z
Sel™Z>e™>—Zel7@ —e1E " —"“2eSeZ01le 51 ——7—"ee"c7¢’ —10 »
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3. Results

The results summarizing the intraoral involvement in 37 patients are shown in Table 1. All
Y]1™Se'Z—eeleZe@E>' <221 l1leZm@' " —®l —Eeze'—elZ>Ce'7Z—
desquamation (Figures 14011 ‘Z17>SeleZ0e’"—0oel Z>Z1E " — —Zele" 1’
S1e-Seel—7-<Z>517e1™Se’7—e@dlzeEZ>®1S—e175"""—cel !
palate or tongue (Figures 5-7). Table 2107 ——-S>’£Ze1le‘Z1«’'Se—"@+s'E1™S
"Se—"@'eleZeS¢oel el -">721'S—1\1-"—e'l Z>72172{™Z>"7
S—el[ZiX=-1"e1e'Z1 1™Se’Z—e@i1W\i]-1"e1™Se'7 el ’o
12 months from onset to diagnosis. The results summarizing the characteristics of the biopsy

Site MMP (n = 24) PV (n = 13) Total (n = 37)
Gingiva only 17 (70.8%) _1a\_iX-=a X\N14a]viy-
Gingiva + buccal mucosa + tongue 1 (4.2%) 2 (15.4%) 3 (8.1%)

Gingiva + buccal mucosa + soft palate 0 (0%) 1(7.7%) 1(2.7%)

Gingiva + buccal mucosa 2 (8.3%) 1 (7.7%) 3 (8.1%)

Gingiva + soft palate 3 (12.5%) 0 (0%) 3 (8.1%)

Gingiva + tongue 1 (4.2%) 0 (0%) 1(2.7%)

Table1.1 —>8">Sel’'eZ1' —VY " e¥YZ-7—¢1"—1Y]1™MSe'Z—ecei
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Figure 1.1 Z§28-Se'YZ1+e'—e'Y' o' @1See " E'SeZ+1 "¢'1-72E " 71-72->8—21™7—
the gingiva.

Figure 2. Desquamative gingivitis associated with pemphigus vulgaris. Patchy erythematous lesions were found on the
gingiva.

Figure 3. Pseudomembrane-covered erosion of the gingiva associated with mucous membrane pemphigoid.

—e'—eel’—1¢'Z®Z1Y]1™S Talle-3 @ub&itdcliabséparafion-was observed in
the H&E-stained section in 20 patients with MMP ( Figure 8). Three MMP samples showed
—"—®e™MZE E1l'— S--S¢"—081S—+1"—71 10S-™«Z1 Scel
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Figure 4. Localized erosions of the gingiva associated with pemphigus vulgaris.

Figure 5. Pseudomembrane-covered erosion of the buccal mucosa associated with mucous membrane pemphigoid.

Figure 6. Localized erosions of the palatal mucosa associated with pemphigus vulgaris.

TeletZ1Z™ e Ze’7—1"—1'7Z1 i ,0060S' —Z+1®ZE"—il —1E"—
separation in the epithelium were observed in the H&E-stained section in all 13 PV patients
(Figure 907l —1¢Z1 1eZoee —ed1SeelVY]leS-—™eZelo'™ Z«1T
Figure 10) or at the intercellular space (PV Figure 11).



SHULRGRQWRORJ\ DQG 'HQWDO ,PSODQWRORJ\

Figure 7. Desquamative lesion of the tongue associated with pemphigus vulgaris.

Diagnostic delay Diagnosis

MMP (n = 24) PV (n =13) Total (n = 37)
AVl-"—e' e 11 (45.8%) 10\ _iX-u 20 (54.1%)
7-12 months 9 (37.5%) 4 (30.8%) 13 (35.1%)
>12 months Z1aGW\i]-u 0 (0%) 4 (10.8%)

Table2.1 'Se—"e’ E1™S475—1"—1Y]1 ™S’ Z —ecei

MMP (n = 24) PV (n = 13)
Histopathology
Subepithelial separation 20 0
Acantholysis and suprabasilar separation 0 13
T—e™MZIE E 3 0
T e'Se—"me'E 1 0
HWZEel' ——2—" 17 EZ—EZ
Positive 24 13"
Z+S'YZ 0 0

" 1e'—7S51 1eZ™"'e’"—17e1VYS>¢ —el1E"—<'—Se’"—021"e1 o 81 ¢ 81 <>’ —">e7—
T 1Z™'e ' Ze'Sel'—eZ>EZee7eS>1eZ™ " @'e'"—1701 ¢ 1S —e1E " —™MeZ_7Z—01 Y]

Table3.1 ""™e¢l —e'—eel —1Y]1™Se'Z —scei
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Figure 8. Hematoxylin-eosin-stained section of mucous membrane pemphigoid. A subepithelial separation was found.

Figure 9. Hematoxylin-eosin-stained section of pemphigus vulgaris. Acantholysis and a suprabasilar separation in the
epithelium were observed.

Figure10.1 »ZEel'——2—" 257200 EZ—E 2171« 21-2E " 7@1-2->S—721™M7_™" e " ej]
membrane zone was recognized.

found in four patients with MMP and two patients with PV. All patients with extraoral involve -
ment were managed by medical specialists with systemic treatment with or without hospital -
ization (Figure 12aandb 111 Se’Z—eel '¢'1ZjEe2@'YZe¢1 " >SeleZ e’ —
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toms was achieved (Figure 13aand b).

Figure11.1 »ZEe1'——72—" 252 EZ—EZ1 7 e1™MZ ™" e7@1Y7¢eS>' il —1'—<Z>E7Z>

Figure 12.(a) Desquamative gingivitis associated with pemphigus vulgaris. Localized erosion was observed on the
palatal mucosa. Lesions were also found on the skin and upper airway. (b) Treatment response. The patient was manage
by dermatologists with systemic treatment with hospitalization.

Figure 13.(a) Desquamative gingivitis associated with mucous membrane pemphigoid. (b) Treatment response.
70@872S-Se'Y¥Z1e'—e'V'e’®e]l SeleZEEZeeZeet1-S—SeZel70’—+1S1e"™ ESe.:
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4. Discussion

The results of this study indicate that DG is an early sign of autoimmune bullous diseases
®ZE'1Sel 1751 i1 ee'"ze'l-Z7ee’™e7175Sele’'sZel 25215 Z(
">SeleZe’"—®l Z>Z1E " — —Zel —eC¢le1e'Z1e’—’YS51S—-1-
ZS®Zoeil SeSler> " —1e"lmezetl —e' ESeZ1]Vit-1"¢1 1™Se’
e 71¢’—e'YSil 02l ¢2521S>727208@%pli1le ZINE7 MH>SaprPl’ — 1o
>28727Z—E¢17e175SeleZ@ " —0ele —'eZele"1e'Z1e’—e’YS1' —1 1
>Z™ 5001 0Y7T-VNIREMAPi1l ‘Z1 >SeleZe@’"—0el el 1S>717@7Se-
(ZEES1-7E e S1S-1rae This Higpsrismaylbe due to the selected bias due tc
S—1S7¢'"> ®1E®™ZE’'Se’'+¢1OU™Z> "¢"—e'@elidlS®le'Z1™Se' 7
of gingival lesions. Another limitation is that the number of PV cases is limited.

ZS>e¢1'Seel1QZ[i_—U1"ele'Z1™Se' 7 —e@l’'—1e'®laeeze¢1'Se1Z

\1-"—e 081l — e ESe'—e1¢°5e17S8>e¢1e’'Se—"’'0e1 187 " ——7—
ee’eele’ EZeeil EE ™ >e’ —ele 1 Z10ORLYBPLE te o3 WS Soeillap 7
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ing diagnostic biopsies from MMP patients is technically challenging. An inadequate surgical
ZE ' —'872721"51@2> ' ESele’'eZ1®@ZZE+ " —81">1'-™>"™Z751e'q
o 71— YSel17 MEBEBRYPi1Y 7>1 01 Z1™Se’7Z —eele’'Se—"Z-1
Ee'—"EL Z>Z1™>7ZY " 7@eC1lc' " ™E'Ze1Sel ' Z>1eSE s’ 21
(ZES7®Z1e'Z1" —eSEe1Z™ e Ze’7-1 Sel—"01>72eS" —Z7e¢l' —1e'"
authors reported a stab-and-roll biopsy technigque designed to maintain the gingival epithe -
' 7—1"51™Se 7 _2BBAPI1 AV '1eZE' —'8727281-">721'S—1 V-
Zi't'<e'—elZEEZ®meezel>sZeZ—e' " —17el'—eSEeLZ™ e 7’75
B4]. This biopsy technique may facilitate early diagnosis and treatment of diseases causing DG
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acantholysis and a suprabasilar separation in the epithelium was observed in all 13 patients
o'l 11 —1E " —+>S®eed1S1®ez<Z™ ¢ Ze’SeleZ™S>Se’"—1 Scel
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sZezee@ley —1E —YZ—e¢"—Sel-"E>"cE ™M Elmezs'Ze1e1
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their review that it is important to know whether the exclusive oral lesion is only a stage of the
E"Z>@Z17«1 1751'e1'e1>Z™s70Z—e®@1e'Z1™'Z—"e¢™Z717+1S1
®e72e'Z®d1l 1™Se’Z—eel '¢'1Z{Ee20’'YZe¢1">SeleZ® "—®lc
—7E"701-2->S—701S—& 514N NIPRLIe 11 E " Mg 1 "~
cate that MMP patients with initial oral lesions have a risk of developing ocular involvement
e 1S1ESeE7eSeZe1l’ —E ' «Z—EZ1>S71>" - 282Y. Baveral Aitigritids
suggest that early diagnosis of ocular MMP lesions is essential to successful management ye
ZS>etloe’e—@1™el 1-S¢1—"e1¢Z1572Se e¢1Z2Y eZ—ele 17751
may be advisable to refer any MMP patient to an ophthalmologist for immediate and long-
eZ>—T1e"ee™ 7™|] ee'"7e'1e'7571'@1S1 ™ " ee’<’'e’e¢le'Sele'Z1
<S@Ze1"—1'2Z1S—e'"eC1™>" «ZpdN1' SN ™MEBERREL»DIIYZ>71 0
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105728727 —eeC1cZe’—0el '¢'17>SeleZ0e’"—0elS—-149. Fatidrits witv
PV with exclusively oral lesions should be followed closely and referred to other experts
immediately if they develop signs or symptoms of lesions elsewhere on the body. Although
the necessity of systemic therapy is decided with reference to the circulating anti-Dsg anti-
<Te@le’eZ51 ' —1® -Z1ES®ZedLe'Z1'Z>5S™MZ7e'ELS™M ™, "SE"
»>Se'Z51e'S—17-™"5’ BB-Z)\ANE nidritdlng PV disease activity is mainly based
"—1Ee—"ESel —e —ee1S143AFIA@RIA—-N-S—21-FEIS0e 761
' "ZeelcZ1e ee” ZeleT51S 10" —e1™Z75 7017 ele’ 718 —e1™Z5'S™

5. Conclusion

1'1S—172Sse¢1le’e—1"e1S72e" ' ——72—71<zee 21 ®ZS®Zelc
e 'elee7e¢d1S<¢"7e1]V-1"01¢'21">Se1e70"" —@1S>Z1E"— —Ze1=
festation of the diseases. To establish a correct diagnosis of DG caused by autoimmune bullou
' ®©ZS®eZ®EIIE" —YZ—e¢'"—Sel-"E>"eE" ™M ELZiS-"—S+"—1S—
testing is the gold standard used to diagnose of MMP or PV. Since some lesions remain limited
¢"1e'Z175Se1ESY eCle ™ >1S 1o —el™Z5 "] ele’'—ZF1™Se’Z—eele’
followed because they must be immediately referred to other experts when they develop lesions
on parts of their body other than the oral cavity. The oral healthcare provider should collaborate

et 170 751 ZSes' ES>Z1Zi™Zse@l —(Eeze' —eleZ>—Se e e Reedl
gists to evaluate and manage patients with autoimmune bullous diseases in the oral cavity.
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