Recognizing Oral Ulcers as a Hallmark Manifestation of Behçet’s Disease
Please click

buttons for more information

Behcet’s Disease Is a Chronic,
Multisystem, Inflammatory Disorder
Most Commonly Found in Regions
Along the “Silk Road”
 ظBehçet’s disease is a form of variable vessel vasculitis,
affecting both arteries and veins of all sizes 1

 ظThe prevalence of Behçet’s disease varies worldwide and is
most commonly found in regions along the “Silk Road” 2

 ظWhile the exact etiology of Behçet’s disease is unknown,
genetic and/or environmental factors are thought to
contribute to an immune reaction leading to the clinical
manifestations of Behçet’s disease 3

Diagnosis of Behçet’s Disease Can Be
Challenging and Is Often Delayed
 ظDiagnosis of Behçet’s disease is difficult and may take many years,
especially for patients presenting with only mucocutaneous lesions 7

5.3 years

Mean duration from onset
of symptoms to diagnosis of
Behçet’s disease 7
 ظThere is no universally recognized diagnostic test for Behçet’s disease,
and diagnosis relies on the exclusion of alternative diagnoses and
identification of clinical features 8

 ظBehçet’s disease is a multisystem inflammatory disease
that can manifest across multiple organ systems 4

Painful, Recurrent Oral Ulcers Are
the Hallmark Manifestation of
Behçet’s Disease
 ظOral ulcers are the most common sign at disease onset
and are observed in 98% of patients with Behçet’s disease 5

 ظBecause of their pain and recurrence, oral ulcers are

The International Study Group established criteria which
can aid in the diagnosis of Behçet’s disease 8

Awareness of oral ulcers as a hallmark of Behçet’s
disease may prevent delayed diagnosis of this
debilitating disease 8

an important aspect of the chronically debilitating
nature of Behçet’s disease 6
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to learn more.
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Behçet’s Disease, a Chronic Multisystem Inflammatory Disorder
Please click

Prevalence of Behçet’s Disease

buttons for more information

Behcet’s Disease Is a Chronic,
Diagnosis of Behçet’s Disease Can Be
 ظBehçet’s disease
is found worldwide, with significant regional differences in incidence
Multisystem,
Inflammatory
Disorder
Challenging and Is Often Delayed
 ظThe highest incidence is found in the Mediterranean, the Middle East, and the Far East, along the “Silk Road” between 30N and 45N of the equator
Most
Commonly Found in Regions
 ظDiagnosis of Behçet’s disease is difficult and may take many years,
 ظBehçet’s disease is rare in the United States, with a prevalence of 5.2 cases per 100,000 people
especially for patients presenting with only mucocutaneous lesions
Along the “Silk Road”
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*Square shading represents prevalence

International Study Group established criteria which
can aid in the diagnosis of Behçet’s disease 8
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Please click

Etiology of Behçet’s Disease

buttons for more information

Behcet’s Disease Is a Chronic,
Diagnosis of Behçet’s Disease Can Be
 ظGenetic predisposition
and environmental triggers may work together to activate an autoimmune cascade that leads to Behçet’s disease
Multisystem,
Inflammatory
Disorder
Challenging and Is Often Delayed
 ظElevated levels of proinflammatory cytokines have been thought to be associated with Behçet’s disease
Most
Commonly Found in Regions
 ظDiagnosis of Behçet’s disease is difficult and may take many years,
 ظThe exact mechanism of the inflammatory changes in Behçet’s disease remains unknown
especially for patients presenting with only mucocutaneous lesions
Along the “Silk Road”
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Disease:
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Autoimmune
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Vascular
Tissue
ظB
 ehçet’s disease is a form of variable vessel vasculitis,
5.3

 ظThe prevalence of Behçet’s disease varies worldwide and is

Genetic Susceptibility

most commonly found in regions along the “Silk Road” 2

ظ

manifestations of Behçet’s disease 3

 ظBehçet’s disease is a multisystem inflammatory disease
that can manifest across multiple organ systems 4

Activation of the
immune response

Painful, Recurrent Oral Ulcers Are
the Hallmark
Manifestation of
Environmental Factors
• Infectious
agents, which
Behçet’s
Disease
ظ
ظ
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may include Streptococcus
sanguis,
Herpes
simplex sign at disease onset
Oral ulcers are
the most
common
virus, Epstein-Barr virus and
and are observed in 98% of patients with Behçet’s disease 5
cytomegalovirus
Because of• their
pain and
recurrence, oral ulcers are
Heat shock
proteins
• Pollution
an important
aspect of the chronically debilitating

years

Mean duration from onset
of symptoms to diagnosis of
Behçet’s disease 7

affecting both arteries and veins of all sizes 1

• Family history
While the exact
etiology of Behçet’s disease is unknown,
• Genes
-HLA-B51
genetic and/or
environmental factors are thought to
-IL-10
contribute to an immune reaction leading to the clinical
-IL23R/IL12RB2

7

 ظThere is no universally recognized diagnostic test for Behçet’s disease,
and diagnosis relies on the exclusion of alternative diagnoses and
identification of clinical features 8

Release of
Clinical
Proinflammatory
Manifestations
The International Study Group
established criteria which
Cytokines
of Behçet’s
can aid in the diagnosis of Behçet’s
disease 8
IL-2 IL-6 IL-12
Disease
IL-17 IL-23 IL-33
TNF-α IFN-γ

Awareness of oral ulcers as a hallmark of Behçet’s
disease may prevent delayed diagnosis of this
debilitating disease 8

nature of Behçet’s disease 6
HLA = human leukcoyte antigen; IFN = interferon; IL= interleukin; TNF = tumor necrosis factor.
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Possible Manifestations of Behçet’s Disease

buttons for more information

Behcet’s Disease Is a Chronic,
Multisystem, Inflammatory Disorder
Most Commonly Found in Regions
Along the “Silk Road”
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of variable
vasculitis,
 ظBehçet’s
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Painful, Recurrent Oral Ulcers Are
the Hallmark Manifestation of
Behçet’s Disease

 ظOral ulcers are the most common sign at disease onset
and are observed in 98% of patients with Behçet’s disease 5

 ظBecause of their pain and recurrence, oral ulcers are
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Diagnosis of Behçet’s Disease Can Be
Possible
Manifestations
Behçet’s
Challenging
andofIs
Often Disease
Delayed
With Approximate Prevalences 5

 ظDiagnosis of Behçet’s disease is difficult and may take many years,
Ocular
involvement

especially for patients presenting with only mucocutaneous lesions 7
Neurological
involvement

5.3 years
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of symptoms to diagnosis of
Behçet’s disease 7

Vascular
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Ulcers
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involvement ظThere is no universally recognized diagnostic test
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which
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Recognizing Oral Ulcers as a Hallmark Manifestation of Behçet’s Disease
Please click

Painful, Recurrent Oral Ulcers Are the Hallmark
buttons for more information
Manifestation of Behçet’s Disease
Behcet’s Disease Is a Chronic,
Although multiple
organ systems canDisorder
be affected by
Multisystem,
Inflammatory
Behçet’s disease, nearly every person with Behçet’s has
Most
Commonly
Found
in typically
Regions
frequent,
recurrent oral
ulcers and
multiple
ulcers
at once.
Along
the
“Silk Road”

Diagnosis of Behçet’s Disease Can Be
Annual
Recurrences
Ulcers
in
Challenging
andofIsOral
Often
Delayed
Patients With Behçet’s Disease 11,12,*,†

 ظDiagnosis of Behçet’s disease is difficult and may take many years,
especially for patients presenting with only mucocutaneous lesions 7

10

16

 ظBehçet’s disease is a form of variable vessel vasculitis,

98%

affecting both arteries and veins of all sizes 1
5

genetic and/or environmental factors are thought to
contribute to an immune reaction leading to the clinical
Behçet’s disease–related oral
ulcers recur
3
manifestations of Behçet’s disease

10–13 times

 ظBehçet’s disease is a multisystem inflammatory
perdisease

that can manifest across multiple organ systems
year4 11,12,*,†

Painful, Recurrent Oral Ulcers Are
the Hallmark Manifestation
of
Recurrent oral ulcers associated with
Behçet’s Disease
Behçet’s disease can crop, be painful,
and leave scars 10

 ظOral ulcers are the most common sign at disease onset
and are observed in 98% of patients with Behçet’s disease 5

 ظBecause of their pain and recurrence, oral ulcers are
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Mean Recurrence of
Oral Ulcers Annually

 ظWhile the exact etiology of Behçet’s disease is unknown,

Mean duration from onset
12.7
of symptoms
to diagnosis of
Behçet’s disease 7
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 ظThere is no9.8
universally recognized diagnostic test for Behçet’s disease,
and diagnosis relies on the exclusion of alternative diagnoses and
identification of clinical features 8

The International Study Group established criteria which
can aid in the diagnosis of Behçet’s disease 8

2
0

Awareness of oral ulcers as a hallmark of Behçet’s
disease
prevent delayed
of this
Bang may
et al, 1995*
Naito etdiagnosis
al, 2014†
(n = 67)
(n = 675)
debilitating
disease 8

an important aspect of the chronically debilitating
nature of Behçet’s disease 6

*In progressive cases; Prospective study of 67 patients with a history of only recurrent oral ulcers registered at the Behçet’s clinic in Korea;
†
Cross-sectional study in Japan of 675 patients with Behçet’s Disease.
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Diagnosis
of
Behçet’s
Disease
Recognizing Oral Ulcers as a Hallmark Manifestation of Behçet’s Disease
Can Be Challenging and Is Often Delayed
Please click

Difficulties in Diagnosing Behçet’s Disease

buttons for more information

Behcet’s Disease Is a Chronic,
Diagnosis of Behçet’s Disease Can Be
There is no universally
recognized Disorder
diagnostic test for Behçet’s disease, and diagnosis
relies on theand
exclusion
of alternative
diagnoses
Multisystem,
Inflammatory
Challenging
Is Often
Delayed
and identification of clinical features
Most Commonly Found in Regions
 ظDiagnosis of Behçet’s disease is difficult and may take many years,
 ظDiagnosis may take longer for patients having only mucocutaneous lesions (1.13 ± 2.4 years)
compared
with patients
havingwith
more
serious
organ
especially
for patients
presenting
only
mucocutaneous
lesions
Along
the
“Silk
Road”
involvement (0.88 ± 1.9 years) *
8

7

7, ,†

 ظBehçet’s
disease
is a(4.3
form
of variable
vessel
 ظSeveral
years
± 5.7
years) may
passvasculitis,
after the initial appearance of recurrent oral ulcers before the development of a secondary
5.3manifestation
years 7,*,†

Mean duration from onset

affecting both arteries and veins of all sizes 1

10,13,14
Diagnosis Is Complicated by the Many Differential Diagnoses for Recurrent Oral Ulcers
of symptoms to diagnosis of

 ظThe prevalence of Behçet’s disease varies worldwide and is
most commonly found in regions along the “Silk Road” 2

 ظWhile the exact etiology of Behçet’s disease is unknown,

genetic and/or environmental factors are thought to
Autoinflammatory/
Infectious Diseases
Autoimmune Conditions
contribute to an immune reaction leading to the clinical
3
manifestations of Behçet’s
disease
• Herpes simplex
• Familial Mediterranean fever
virus
• Sarcoidosis
 ظBehçet’s disease is a• HIV
multisystem inflammatory disease
• Syphilis
that can manifest across
multiple organ systems 4 • Multiple sclerosis
• Tuberculosis
• Systemic lupus
erythematosus

Painful, Recurrent Oral Ulcers Are
the Hallmark Manifestation of
Rheumatologic Diseases
Hematologic Diseases
Behçet’s Disease

• Reactive arthritis
• Cyclical neutropenia
• Seronegative
arthropathies
ظO
 ral ulcers are the most
common
sign at disease onset
and are observed in 98% of patients with Behçet’s disease 5

 ظBecause of their pain and recurrence, oral ulcers are
References
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Behçet’s disease 7

Recurrent Oral Ulcers

 ظThere is no universally recognized diagnostic test for Behçet’s disease,
diagnosis reliesGastrointestinal
on the exclusion
of alternative diagnoses and
Dermatologicand
Diseases
Diseases
identification of clinical features 8
• Bullous skin disorders
• Inflammatory bowel disease
(Crohn's disease and
• Recurrent aphthous stomatitis
ulcerative colitis)
• Sweet’s syndrome
• CeliacGroup
disease established criteria which
The International
Study
• Stevens-Johnson
syndrome
• Acne vulgaris
can aid in the diagnosis of Behçet’s disease 8

Other

Awareness of oral
ulcers as a hallmark of Behçet’s
• Eales disease
disease may prevent
delayed
diagnosis of this
• Other systemic
vasculitides
• SAPHO syndrome
8
debilitating disease

an important aspect of the chronically debilitating
6
nature
Behçet’s
diseasevirus;
HIV =of
human
immunodeficiency
SAPHO = synovitis, acne, pustulosis, hyperostosis, osteitis.
*A multicenter, retrospective chart review of 661 patients (Male: 349 and Female: 312) who fulfilled ISG criteria for BD, from the BD units of 6 medical centers in Turkey (Akdeniz, Çukurova, Firat, Gazi, Inonu, and Mersin), sought to
determine the occurrence of the symptoms of BD in chronological order; †Values in parenthesis are the mean ± standard deviation.
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of
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Disease
Recognizing Oral Ulcers as a Hallmark Manifestation of Behçet’s Disease
Can Be Challenging and Is Often Delayed
Please click

The International Study Group Criteria

buttons for more information

Behcet’s Disease Is a Chronic,
Diagnosis of Behçet’s Disease Can Be
The International
Study Group established
criteria which can aid in the diagnosis
of Behçet’s disease
Multisystem,
Inflammatory
Disorder
Challenging
and Is Often Delayed
Most Commonly Found
in Regions
8
 ظDiagnosisBehçet’s
of Behçet’s Disease
disease is difficult
and may take many years,
The International Study Group Criteria for Diagnosing
especially for patients presenting with only mucocutaneous lesions
Along the “Silk Road”
8

 ظBehçet’s disease is a form of variable vessel vasculitis,

Recurrent
Genital
Ulcerationc

affecting both arteries and veins of all sizes 1

 ظThe prevalence
of Behçet’s
Recurrent
oraldisease varies worldwide and is
most commonly found in regions along the “Silk Road” 2

ulceration
 ظWhile the exact etiology of Behçet’s disease is unknown,
(aphthous or
genetic and/or environmental factors are thought to
herpetiform)
contribute to an immune reaction leading to the clinical
 ظBehçet’s disease is a multisystem inflammatory disease

≥ 2 of the
following
criteria

+

4

Painful, Recurrent Oral Ulcers Are
≥ 3 times
in one of
the Hallmark
Manifestation
Behçet’s Disease

12

MONTH
and are observed in 98% of patients with Behçet’s disease
PERIOD
 ظBecause of their pain and recurrence, oral ulcers are
References
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Aphthous ulceration or
scarring
Mean
duration
observed by a physician or patient

from onset
of symptoms to diagnosis of
Behçet’s disease 7

Anterior
uveitis,
posterior
or cells
and diagnosis relies
on the
exclusion
of uveitis,
alternative
diagnoses and
in vitreous on slit-lamp
examination
Eye
identification
of clinical
features 8
OR
Lesions
Retinal vasculitis observed by an
ophthalmologist

The International Study Group established criteria which
8
can aid in the diagnosis
Behçet’s
disease
Erythemaof
nodosum
observed
by a physician or
Skin
Lesions

 ظOral ulcers are the most common sign at disease onset

an important aspect of the chronically debilitating
nature of Behçet’s disease 6

5.3 years

 ظThere is no universally recognized diagnostic test for Behçet’s disease,

manifestations of Behçet’s disease 3

observed by the physician
that can manifest across multiple organ systems
or patient recurring

7

5

patient, pseudofolliculitis, or papulopustular lesions
OR
Acneiform nodules observed by a physician in
postadolescent patients not on corticosteroid
treatment

Awareness of oral ulcers as a hallmark of Behçet’s
disease may prevent delayed diagnosis of this
Positive
debilitating
disease 8
Result on
Pathergy
Testing

Read by a physician at 24-48 hours
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