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White spongy nevus
� Hereditary, autosomal dominant
� An asymptomatic, deeply folded, white or gray 

lesion, usually on the buccal mucosa
� Bilateral and symmetric
� Appears early in life
� Persistence upon stretching



White spongy nevus
� Parakeratosis, acanthosis, spongiosis 

(intercellular edema)
� No treatment is necessary, good prognosis



Peutz-Jeghers syndrome
� Hereditary, autosomal dominant
� Freckle-like lesions of the hands, perioral skin, 

and oral mucosa



Peutz-Jeghers syndrome
� Intestinal polyposis
� Tends to develop cancer (18 times than normal)
� Microscopic features: slight acanthosis and 

elongated rete ridges, normal melanocyte 
number, elongated dendritic process of 
melanocytes, retained melanin pigment in the 
melanocytes



Immune-mediated diseases
1. Pemphigus
2. Paraneoplastic pemphigus
3. Mucous membrane pemphigoid
4. Bullous pemphigoid
5. Erythema multiforme
6. Erythema migrans
7. Lichen planus
8. Chronic ulcerative stomatitis
9. Graft-versus-host disease
10. Psoriasis
11. Lupus erythematosus
12. Systemic sclerosis



Introduction
� The result of inappropriate production of 

antibodies by the patient (autoantibodies)
� Autoantibodies are directed against various 

constituents of the molecular apparatus 
that hold epithelial cells together or that 
bind the surface epithelium to the 
underlying connective tissue



Introduction
Specific types of autoantibodies in each disease -
identification of the antibodies and the tissues 
against which they are targeted is important 
diagnostically



Two methods to identify the autoantibody



1. Pemphigus vulgaris
2. Pemphigus vegetans
3. Pemphigus erythematosus
4. Pemphigus foliaceus

Pemphigus



Demographic features:
� Incidence: 1-5/million people
� Age: middle-aged and elderly patients
� Gender: equal
� Geographic: Mediterranean, South 

Asian, or Jewish heritage

Pemphigus vulgaris



Pemphigus pathogenesis
(modified from Scully C et al., Oral Medicine and Pathology at a Glance, 2010; p22)
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Clinical features:
� The most common of these disorders 

(vulgaris is Latin for common)
� Causes death if untreated
� Oral lesion: the first to show, and the last to go
� Rarely observes vesicle or bulla formation due 

to early rupture of the thin, friable roof of the 
blisters

� Oral soreness, superficial, ragged erosions 
and ulcerations distributed haphazardly on the 
oral mucosa

Pemphigus vulgaris



Clinical features:
� Oral soreness, superficial, ragged erosions 

and ulcerations distributed haphazardly on the 
oral mucosa

Pemphigus vulgaris



Clinical features:
� > 50% have oral lesions before the onset of 

cutaneous lesions
� Infrequently ocular involvement may be seen 

(usually appearing a bilateral conjunctivitis)
� The ocular lesions do not tend to produce 

scarring and symblepharon formation

Pemphigus vulgaris



Clinical features:
� A bulla can be induced on normal-appearing 

skin/mucosa if firm lateral pressure is exerted 
(positive Nikolsky sign)

Pemphigus vulgaris



Clinical features:
� If affects the gingiva, the lesions usually 

comprise severe desquamative or erosive 
gingivitis; flaps of peeling tissue with red 
erosions or deep ulcerative craters are seen, 
mainly on the attached gingiva

Pemphigus vulgaris



Histopathologic features:
� Perilesional tissue: intraepithelial separation, 

which occurs just above the basal cell layer of 
the epithelium

� Mild-to-moderate chronic inflammatory cell 
infiltrate in the underlying connective tissue

Pemphigus vulgaris



Histopathologic features:
� Acantholysis of the epithelium
� Tzanck cells: rounded, acantholytic epithelial 

cells

Pemphigus vulgaris



Diagnosis:
� DIF: fresh perilesional tissue or tissue 

submitted in Michel’s solution
� Antibodies (usually IgG or IgM) and complement 

components (usually C3) in the intercellular 
spaces between the epithelial cells

� IIF: positive in 80-90% of cases (presence of 
circulating antibodies)

� ELISAs: detect circulating autoantibodies

Pemphigus vulgaris



Treatment and prognosis:
� Systemic corticosteroids, often in combination with 

other immunosuppressive drugs
� Can monitor the success of therapy by measuring 

the titers of circulating autoantibodies
� May undergo complete resolution, but remissions 

and exacerbations are common
� 75% will resolved after 10 years of treatment
� Mortality rate: 5-10% due to the complications of 

long-term systemic corticosteroid use

Pemphigus vulgaris



Pemphigus vulgaris
Potential side effects associated with the long-term 
use of systemic corticosteroids:
1. Diabetes mellitus
2. Hypertension
3. Adrenal suppression
4. Weight gain
5. Osteoporosis
6. Peptic ulcers
7. Severe mood swings
8. Increased susceptibility to a wide range of 

infections



(Regezi et al., Oral Pathology – Clinical Pathologic Correlations, 2012, 6th edi. p14-15) 



Etiology and pathogenesis:
� Unclear
� Abnormal levels of IL-6 that produced by host 

lymphocytes in response to the patient’s tumor
� Cytotoxic T lymphocytes-mediated epithelial 

destruction

Paraneoplastic pemphigus



Clinical features:
� Patients typically have a history of a malignant 

lymphoreticular neoplasm or a benign 
lymphoproliferative disorder

� 1/3 developed before a malignancy was 
identified

� Palmar or plantar bullae: uncommon in 
pemphigus vulgaris

� The lips often show hemorrhagic crusting
(similar to that of erythema multiforme)

Paraneoplastic pemphigus



Clinical features:
� Multiple areas of erythema and irregular 

ulceration that affect virtually any oral mucosal 
surface

� 70% of patients have conjunctival mucosa 
involvement

� May develops cicatrizing (scarring) 
conjunctivitis (similar to that of cicatricial 
pemphigoid)

� May involves vaginal mucosa and mucosa of 
the respiratory tract

Paraneoplastic pemphigus



Paraneoplastic 
pemphigus



Histopathologic features:
� Diverse hisopathologic features
� Lichenoid mucositis with subepithelial 

clefting (like pemphigoid) or intraepithelial 
clefting (like pemphigus)

Paraneoplastic pemphigus



Diagnosis:
� DIF: weakly positive deposition of IgG and 

complement in the intercellular zones of the 
epithelium and/or a linear deposition at the 
basement membrane zone

� IIF: intercellular localization of the antibodies (in 
transitional type of epithelium)

� Immunoprecipitation studies: the gold standard 
for diagnosis

Paraneoplastic pemphigus



Treatment and prognosis:
� A very serious condition with a high morbidity 

and mortality rate
� For those with benign lymphproliferative 

condition: surgical removal of the tumor may 
result in regression

� For those with malignancy: systemic prednisone 
combined with another immunosuppressive 
agent

Paraneoplastic pemphigus



Demographic features:
� Incidence: at least twice as common as 

pemphigus vulgaris
� Age: older adults, onset: 50-60 years old
� Gender: female predilection (2:1)
� Geographic: No known geographic 

incidence

Mucous membrane pemphigoid



Pemphigoid pathogenesis
(modified from Scully C et al., Oral Medicine and Pathology at a Glance, 2010; p24)
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Clinical features:
� Pemphigoid: appears similar to pemphigus 

clinically
� Synonyms: cicatricial pemphigoid
� Begin as either vesicles or bullae that may 

occasionally be identified clinically

Mucous membrane pemphigoid



Clinical features:
� Oral blisters rupture, leaving large, superficial, 

ulcerated, and denuded areas of mucosa

Mucous membrane pemphigoid



Clinical features:
� Gingival involvement: desquamative 

gingivitis (may also be seen in erosive 
lichen planus and pemphigus vulgaris)

Mucous membrane pemphigoid



Clinical features:
� Ocular involvement: the most significant 

complication (symblepharons, entropion, 
trichiasis)

Mucous membrane pemphigoid

Symblepharons Entropion, trichiasis



Clinical features:
� Ocular involvement: the most significant 

complication (trichiasis, blindness)

Mucous membrane pemphigoid

Conjuctivitis Blindness



Histopathologic features:
� Perilesional tissue: split between the surface 

epithelium and the underlying connective tissue 
in the region of the basement membrane

� Mild chronic inflammatory cell infiltrate in the 
superficial submucosa

Mucous membrane pemphigoid



Histopathologic features:
� DIF: (prelesional tissue) a continuous linear 

band of immunoreactants (primarily of IgG and 
C3, IgA and IgM may also be detected) at the 
basement membrane zone in nearly 90% of 
affected patients

� IIF: positive in only 5% to 25% patients

Mucous membrane pemphigoid



Treatment and prognosis:
� Should be referred to an ophthalmologist

for a baseline examination of the 
conjunctivae

� Treatment must be individualized, depending 
on lesional distribution, disease activity, and 
therapeutic response

Mucous membrane pemphigoid



Demographic features:
� Incidence: 10/million people
� Age: older people, 60-80 years of age
� Gender: equal

Bullous pemphigoid



Etiology and pathogenesis:
� Autoantibodies directed against components of 

the basement membrane
� Binding of antibodies initiates complement 

cascade, results in mast cells degranulation, 
then recruits neutrophils and eosinophils to the 
area

� Basement membrane damage may be 
mediated by elastases and matrix 
metalloproteinases (MMP) that released by the 
inflammatory cells

Bullous pemphigoid



Clinical features:
� The most common of the autoimmune blistering conditions
� Pruritus, followed by the development of multiple, tense 

bullae on either normal or erythematous skin
� Lesions rupture and causing a superficial crust, then healing 

without scarring

Bullous pemphigoid



Clinical features:
� Oral mucosal involvement is uncommon
� Oral lesions begin as bullae, rupture sooner 

and result in large, shallow ulcerations with 
smooth, distinct margins

Bullous pemphigoid



Histopathologic features:
� Perilesional tissue: subepithelial separation
� Moderate acute and chronic inflammatory cells 

infiltrate
� Presence of eosinophil

Bullous pemphigoid



Bullous pemphigoid
Hisotpathologic features:
� DIF: continuous linear band of immunoreactants, 

usually IgG and C3, at the basement membrane 
zone in 90% to 100% of affected patients

� Antibodies bind to proteins associated with 
hemidesmosomes (bullous pemphigoid antigens, 
BP180 and BP230)

� Circulating autoantibodies: 50% to 90%
� The antibody titers do not correlate with disease 

activity



Treatment and prognosis:
� Systemic immunosuppressive therapy
� Good prognosis, with many patients 

experiencing spontaneous remission after 
2 to 5 years

Bullous pemphigoid



Demographic features:
� Incidence: uncommon
� Age: young adults (peaks between 20 

and 40 years of age)
� Gender: more common in males
� Geographic: worldwide

Erythema multiforme



Erythema multiforme - Pathogenesis
(Scully C et al., Oral Medicine and Pathology at a Glance, 2010; p64)
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Erythema multiforme - Etiology
(Scully C et al., Oral Medicine and Pathology at a Glance, 2010; p64)
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Erythema multiforme

50% of patients may triggered by infection (particularly herpes 
simplex virus) or exposure to certain drugs (NSAIDs etc.)



Clinical features:
� Prodromal symptoms include fever, malaise, 

headache, cough, and sore throat, occurring 
approximately 1 week before onset

� Self-limiting, lasting 2 to 6 weeks
� 20% may have recurrent episodes, usually in the 

spring and autumn
� 50% appear skin lesions (various appearance: 

multiforme means many forms)

Erythema multiforme



Clinical features:
� Typical skin lesions: concentric circular 

erythematous rings resembling a target or bull’s-
eye (target lesions)

Erythema multiforme



Clinical features:
� Oral lesions begin as erythematous patches

that undergo epithelial necrosis and evolve 
into large, shallow erosions and ulcerations 
with irregular borders

� Hemorrhagic crusting of the vermilion zone 
of the lips is common

Erythema multiforme



Forms of EM according to the severity:
1. Erythema multiforme minor
2. Erythema multiforme major (Stevens-

Johnson syndrome)
3. Toxic epidermal necrolysis

Erythema multiforme



� Affects only one site: the mouth alone, 
or skin or other mucosae

� Rashes are various, but are typically 
“iris” or “ target” lesions or bullae on the 
extremities

Erythema multiforme minor



� Also called Stevens-Johnson syndrome
� Triggered by a drug rather than infection
� Affected ocular or genital mucosae in conjunction 

with the oral and skin lesions
� Scarring may occur with severe ocular involvement

Erythema multiforme major



Toxic epidermal necrolysis
� Occurs in older people and has a female 

predilection
� The most severe form of erythema multiforme
� Triggered by drug exposure
� Diffuse sloughing of a significant proportion of the 

skin and mucosal surfaces
� Looks like been badly scalded



Histopathologic features:
� Perilesional tissue: subepithelial or intraepithelial 

vesiculation in association with necrotic basal 
keratinocytes

Erythema multiforme



Histopathologic features:
� Mixed inflammatory infiltrate in a perivascular orientation
� Diagnosis is often based on the clinical presentation and 

the exclusion of other vesiculobullous disorders

Erythema multiforme



Treatment and prognosis:
� Treatment remains controversial
� Discontinued a causative drug immediately
� IV rehydration along with topical anesthetics for 

patient that is dehydrated as a result of an inability 
to eat because of oral pain

� Not life threatening except in its most severe forms
� Mortality rate: 34% for toxic epidermal necrolysis; 

2% to 10% fo S-J syndrome
� Treat in burn unit of the hospital

Erythema multiforme



Demographic features:
� Incidence: 1% to 3% of the population
� Age: any age
� Gender: female:male = 2:1
� Geographic: no known geographic 

incidence

Erythema migrans



Etiology and pathogenesis:
� Unknown etiopathogenesis
� Patients with fissured tongue often have 

erythema migrans

Erythema migrans



Clinical features:
� Synonyms: geographic tongue, benign migratory 

glossitis
� Typically affects the anterior two thirds of the 

dorsal tongue mucosa

Erythema migrans



Clinical features:
� Multiple, well-demarcated zones of erythema (due 

to atrophy of the filiform papillae)
� The atrophic area are typically surrounded at least 

partially by a slightly elevated, yellow-white, 
serpentine or scalloped border

Erythema migrans



Clinical features:
� Infrequently affects other oral mucosae
� Appearing quickly in one area, healing within a 

few days or weeks, then developing in a very 
different area (“migrans”, “migratory”)

� Usually presents multiple lesions
� Usually asymptomatic, but may has burning 

sensation or sensitivity to hot or spicy foods

Erythema migrans



Histopathologic features:
� Peripheral region shows hyperparakeratosis, 

spongiosis, acanthosis, and elongation of the 
epithelial rete ridges

Erythema migrans



Histopathologic features:
� Collection of neutrophils (Munro abscesses) 

within the epithelium
� Histopathologic features are reminiscent of 

psoriasis (psoriasiform mucositis)

Erythema migrans



Treatment and prognosis:
� No treatment is indicated
� Reassuring the patient that the condition is 

completely benign
� Topical corticosteroids for symptomatic 

lesions

Erythema migrans



Demographic features:
� Incidence: 0.1% to 2.2% for oral LP
� Age: middle-aged adults
� Gender: woman predominant (3:2)
� Geographic: worldwide

Lichen planus



Etiology and pathogenesis:
� An immunologically mediated mucocutaneous

disorder
� Hepatitis C infection in Mediterranean countries
� Genetic influences in some populations
� The relationship of stress or anxiety to the 

development of LP is controversial

Lichen planus



Clinical features:
� First described by British physician Erasmus Wilson

in 1869
� Lichens: primitive plants composed of symbiotic algae 

and fungi
� Planus: Latin for flat

Lichen planus



Clinical features:
� Skin lesions: purple, pruritic, polygonal papules that 

usually affect the flexor surfaces of the extremities
� Skin lesions also reveal fine, lacelike network of white 

lines (Wickham’s striae)

Lichen planus



Clinical features:
� Glans penis, vulvar mucosa, and the nails may be 

affected

Lichen planus



Clinical features:
� Tow forms: reticular and erosive
� Six forms: reticular, papular, plaque, atrophic, erosive, 

bullous 

Lichen planus

Reticular Erosive



Clinical features:
� Tow forms: reticular and erosive
� Six forms: reticular, papular, plaque, atrophic, erosive, 

bullous 

Lichen planus

Papular, reticular, atrophic Plaque



� Much more common than the erosive form
� Usually asymptomatic and involves the 

posterior buccal mucosa bilaterally
� Other oral mucosal surfaces may also be 

affected

Reticular lichen planus



� Appears interlacing white lines (Wickham’s 
striae)

� Dorsal tongue lesions may appear more as 
keratotic plaques with atrophy of the papillae

Reticular lichen planus



� Lesions are typically not static but wax and 
wane over weeks or months

Reticular lichen planus



Erosive lichen planus
� Not as common as the reticular form
� Usually symptomatic
� Appears as atrophic, erythematous areas 

with central ulceration of varying degrees
� The periphery of the atrophic regions is usually 

bordered by fine, white radiating striae



Erosive lichen planus
� Lesions confined to the gingival mucosa: 

desquamative gingivitis (biopsy is indicated)
� Bullous lichen planus: severe form of erosive 

type (epithelial separation occurs)



Histopathologic features:
� Varying degrees of orthokeratosis and parakeratosis
� The rete ridges may be absent or hyperplastic, but 

they classically have a pointed or “saw-toothed” 
shape

Lichen planus



Histopathologic features:
� Destruction of the basal cell layer of the 

epithelium
� An intense, band-like infiltrate of predominantly 

T lymphocytes immediately subjacent to the 
epithelium

Lichen planus



Histopathologic features:
� Colloid, cytoid, hyaline, or Civatte bodies: 

degenerating keratinocytes at the interface of 
epithelium and connective tissue

� No significant epithelial atypia

Lichen planus

http://www.pathcon
sultddx.com/pathCo
n/diagnosis?pii=S1
559-
8675(06)70710-0

http://www.pathconsultddx.com/pathCon/diagnosis%3Fpii=S1559-8675(06)70710-0


Histopathologic features:
� DIF: a shaggy band of fibrinogen at the 

basement membrane zone

Lichen planus



Diagnosis:
� Reticular type: can often be made based on the 

clinical findings alone
� Erosive type: more challenging to diagnose 

based on clinical features alone and biopsy is 
often necessary to ruled out other ulcerative or 
erosive diseases

Lichen planus



Treatment and prognosis:
� Reticular lichen planus typically produces no 

symptoms, and no treatment is needed
� Antifungal therapy is necessary for patients with 

concomitant candida infection

Lichen planus



Treatment and prognosis:
� Erosive lichen planus: topical corticosteroids 

therapy

Lichen planus



Treatment and prognosis:
� Malignant transformation: controversial

Lichen planus





Demographic features
� Incidence: slightly more than 40 cases
� Age: late in the sixth decade of life
� Gender: female predilection

Chronic ulcerative stomatitis



Etiology and pathogenesis
� Unknown the precise pathogenetic 

mechanisms
� Autoantibodies against a 70-kD nuclear 

protein that is very similar to p63 and may 
play a role in epithelial growth and 
differentiation

Chronic ulcerative stomatitis



Clinical features:
� Initially described in 1989
� Slightly more than 40 cases until now
� Oral lesions tends to wax and wane
� <20% will develop concurrent lichenoid skin 

lesions

Chronic ulcerative stomatitis



Clinical features:
� Clinical similarity to erosive lichen planus
� Ulcerations or erosions at the tongue or buccal 

mucosa are quite common
� May appear as desquamative gingivitis

Chronic ulcerative stomatitis



Histopathologic features:
� Similar to those of lichen planus
� More atrophic epithelium and contains 

significant numbers of plasma cells and 
lymphocytes

Chronic ulcerative stomatitis



Diagnosis:
� Essentially based on its characteristic 

immunopathologic pattern
� DIF: autoantibodies (usually IgG) directed 

against the nuclei of basal and parabasal 
regions of the epithelium

� IIF: positive for stratified epithelium-specific 
antnuclear antibodies (ANA)

Chronic ulcerative stomatitis



Treatment and prognosis:
� May not respond as well to topical or systemic 

corticosteroid therapy as erosive lichen planus
� Often can be effectively treated using 

antimalarial drugs (hydroxychloroquine)
� Hydroxychloroquine therapy requires both 

periodic ophthalmologic evaluation to monitor 
for drug-related retinopathy and periodic 
hematologic evaluation

Chronic ulcerative stomatitis



Demographic features:
� Acute GVHD: appears between 10 and 

100 days post transplant, and is seen 
in about 60% of transplant survivors

� Chronic GVHD: occurs after 100 days 
after hematopoietic stem cell 
transplantation (HSCT) and affects 
around 50% of patients after HSCT

Graft-versus-host disease



Etiology and pathogenesis:
� The graft mounts a damaging immune 

response against the recipient  

Graft-versus-host disease



Clinical features:
� Varied depending on the organ system 

involved and whether the problem is 
acute and chronic

� Milder disease seen in patients who 
have a better histocompatibility match, 
are younger, have received cord blood, 
and are female

Graft-versus-host disease



Clinical features:
� Ranging from a mild rash to a diffuse 

severe sloughing that resembles toxic 
epidermal necrolysis

� May be accompanied by diarrhea, 
nausea, vomiting, abdominal pain, and 
liver dysfunction

Acute GVHD



Clinical features:
� Skin involvement is the most common 

manifestation and may resemble lichen 
planus or even systemic sclerosis

Chronic GVHD



Clinical features - oral manifestation:
� Varied oral manifestations
� 33% to 75% in acute GVHD patients
� 80% or more in chronic GVHD patients
� Fine, reticular network of white striae 

that resembles oral lichen planus
� Most frequently involves the tongue, 

labial mucosa, and the buccal mucosa

Graft-versus-host disease



Clinical features - oral manifestation:
� Fine, reticular network of white striae 

that resembles oral lichen planus
� Most frequently involves the tongue, 

labial mucosa, and the buccal mucosa

Graft-versus-host disease



Clinical features - oral manifestation:
� Burning sensation
� Xerostomia due to immunologic damage of 

the salivary glands 
� Atrophy of the epithelium causes mucosal 

discomfort
� May presents ulcerations or erosions
� May have oral or cutaneous epithelial 

dysplasia and SCC in bone marrow 
transplant patients

Graft-versus-host disease



Histopathologic features:
� Resemble those of oral lichen planus to a 

certain degree
� Hyperorthokeratosis, short and pointed rete 

ridges, and degeneration of the basal cell layer
� Inflammation is not as intense as lichen planus
� Advanced cases may present abnormal 

deposition of collagen
� Minor salivary gland tissue shows periductal 

inflammation in the early stages, with gradual 
acinar destruction and extensive periductal 
fibrosis appearing later

Graft-versus-host disease



Treatment and prognosis:
� Primary strategy: to reduce or prevent GVHD 

occurrence
� Topical corticosteroids for focal oral ulcerations
� Topical fluorides for those with significant 

xerostomia to prevent dental caries
� Pilocarpin hydrochloride to improve the salivary flow
� Prognosis depends on the extent to which the 

condition progresses and whether or not it can be 
controlled

� Survival rate: 70% with relatively mild GVHD at 6 
years posttransplant; 15% with severe GVHD 

Graft-versus-host disease



Demographic features:
� Incidence: 2% of people in the US
� Age: onset during the second or third 

decade of life

Psoriasis



Etiology and pathogenesis:
� Abnormal production of cytokines, adhesion 

molecules, chemotactic polypeptides, and 
growth factors by activated T lymphocytes

� Genetic factors

Psoriasis



Clinical features:
� Improve during the summer and worsen during 

the winter
� Often symmetrically distributed in scalp, 

elbows, and knees
� Well-demarcated, erythematous plaque with a 

silvery scale on its surface
� Often asymptomatic
� Psoriasis: itching
� 11% have psoriatic arthritis, may affect TMJ

Psoriasis



Psoriasis



Clinical features:
� Oral involvement is uncommon
� Oral lesions ranged from white plaques to 

red plaques to ulcerations

Psoriasis



Histopathologic features:
� Marked parakeratin production
� Elongated epithelial rete ridges
� Connective tissue papilla approach close to 

the epithelial surface
� Perivascular chronic inflammatory cell 

infiltrate
� Collections of neutrophils within the 

parakeratin layer (Munro abscesses)

Psoriasis



Psoriasis



Treatment and prognosis:
� Treatment depends on the severity of the 

disease activity
� Mild lesions: no treatment
� Moderate lesions: topical corticosteroids
� Exposure to UV radiation may helpful for mild 

to moderate disease
� Severe cases: psoralen and ultraviolet A 

(PUVA) therapy or ultraviolet B (UVB) 
therapy

Psoriasis



1. Systemic lupus erythematosus (SLE)
2. Chronic curtaneous lupus erythematosus 

(CCLE)
3. Subacute cutaneous lupus erythematosus 

(SCLE)

Lupus erythematosus



Etiology and pathogenesis:
� An increase in the activity of the B 

lymphocytes in conjunction with abnormal 
function of the T lymphocytes

� Genetic factors probably play a role

SLE



Clinical features:
� Women are affected 8 to 10 times than man
� Average age of diagnosis: 31 years
� Fever, weight loss, arthritis, fatigue, and 

general malaise

SLE



Clinical features:
� 40% to 50% have the characteristic skin rash, 

the butterfly pattern, over the malar area and 
nose, typically sparing the nasolabial fold

� Sunlight often makes the lesions worse

SLE



Clinical features:
� Kidneys involvement in 40% to 50% patients
� Kidneys involvement is the most significant of the 

disease that may cause kidney failure
� Cardiac involvement is common 

SLE



Clinical features:
� Oral lesions: 5% to 25% of the patients
� Oral lesions usually affect the palate, buccal mucosa, 

gingivae, or vermilion zone of the lower lip (lupus 
cheilitis)

� Oral lesions may appear lichenoid, nonspecific, or 
granulomatous 

SLE



Clinical features:
� Have few or no systemic signs or symptoms
� Skin lesions: discoid lupus erythematosus
� Scaly, erythematous patches that are frequently 

distributed on sun-exposed skin, especially in the 
head and neck

� Healing results in cutaneous atrophy with scarring 
and hypo-/hyperpigmentation

CCLE



Clinical features:
� Oral lesions like those of erosive lichen 

planus

CCLE



Clinical features:
� Intermediate between those of SLE and 

CCLE

SCLE



Histopathologic features:
� Oral lesions: like those of lichen planus, but have 

patchy deposits of a PAS-positive material in the 
basement membrane zone, subepithelial edema, and 
a more diffuse, deep inflammatory infiltrate, often in a 
perivascular orientation

Lupus erythematosus



Lupus erythematosus



Treatment and prognosis:
� Avoid excessive exposure to sunlight
� Mild active SLE: NSAIDs combined with antimalarial 

drugs
� More severe, acute SLE: systemic corticosteroids 

combined with other immunosuppressive agents
� CCLE: topical corticosteroids
� Oral lesions: topical corticosteroids therapy

Lupus erythematosus



Treatment and prognosis:
� Prognosis of SLE: 5-year survival rate of 82% to 

90%; falls to 63% to 75% by 20 years
� Renal failure is the most common cause of 

death of SLE
� Women have better prognosis than men
� Blacks have worse prognosis than whites
� Prognosis of CCLE is better than SLE

Lupus erythematosus



Demographic features:
� Incidence: 19/million population
� Age: adults
� Gender: women predilection

Systemic sclerosis



Clinical features:
� Clawlike fingers
� Ulcerations on the fingertips

Systemic sclerosis



Clinical features:
� Diffuse, hard texture, and 

smooth surface of the skin 
(sclero = hard; derma = 
skin)

� Smooth, taut, masklike 
facies, mouse facies

� Fibrosis of the lungs, heart, 
kidneys, and GI tracts 
leads to organ failure

Systemic sclerosis



Clinical features:
� Microstomia: collagen deposition in the 

perioral tissues
� “purse string”: furrows radiation from the 

mouth
� Dysphagia: deposition of collagen in the 

lingual and esophageal submucosa

Systemic sclerosis



Clinical features:
� Diffuse widening of the PDL space
� Varying degree of resorption of the posterior 

ramus of the mandible, the coronoid process, 
the chin, and the condyle (10% to 20%)

Systemic sclerosis



Histopathologic features:
� Diffuse deposition of 

dense collagen within 
and around the normal 
structures

� Abnormal collagen 
replaces and destroys 
the normal tissue, 
causing the loss of 
normal tissue function

Systemic sclerosis



Treatment and prognosis:
� Difficult to treat
� Poor prognosis
� 10-year survival rates: 80% to 90% in limited 

cutaneous scleroderma; 60% to 75% for 
patients with diffuse systemic sclerosis

Systemic sclerosis



Thank you
for

your attention


