BEHCET'S SYNDROME

BEHCET'S DISEASE

First reported by the ancient Greeks. The first complete description of the disease was done by theTurkish dermatologist Hulusi Behchet in 1937 

ETIOLOGY:

· No clear cut etiology established although the disease appears to be an immunodysregulation that may be primary or secondary to one or multiple triggering stimuli

· Strong association with certain HLA types: HLA-B12, HLA-B27, HLA-Bw5 ( HLA = Human leukocyte antigen; antigen located on wbc)

· Genetic predisposition noted in Turkey, Japan, East Mediterranean countries. Considered rare in the U.S. except for a prevalence of 1:25,000 in Olmsted, Minnesota.

· Attacks correlated to bacterial (especially streptococci) and viral attacks as well as exposure to heavy metals and pesticides.

CLINICAL MANIFESTATIONS:

· Can affect the mouth, genitals, eyes, central nervous system and joints

· 4 types described based on major site affected 

1. OCULAR FORM -  common in Japan and the Mid East; HLA-B5; 

ocular lesions present in 90% of cases; men affected more frequently than women; recurrent uveitis, hypopyon, and iridocyclotis most common; severe pain and blindness can occur

2. MUCOCUTANEOUS FORM- seen in Japan, US; HLA-B12; Oral lesions very similar to RAS in appearance, duration, and frequency with a few variations. Behcet’s patients tend to have 6 or more ulcers usually in the soft palate or oropharynx. The lesions tend to vary in size, demonstrate ragged borders, and have larger zones of erythema. Lesions also affect the genitalia and perianal area. These lesions are similar to oral RAS but may be deeper, heal with scarring, and recur less frequently. Males are often symptomatic- females may be unaware of the lesions. Cutaneous lesions include erythematous papules, pustules, vesicles, or may mimic erythema nodosum

3. ARTHRITIC FORM- correlates with HLA-B27; affects knees, wrists, elbows, and ankles. Usually self limiting

4. NEUROLOGIC FORM-no specific HLA correlation ;

approximately 10-25% patients demonstrate neural involvement ranging from paralysis to dementia. Poor prognosis

(    oral involvement noted in all four types

((  each type may progress to other types

((( may also have GI, hematological, pulmonary or renal involvement               

        secondary to vasculitis         

DIAGNOSIS:  

· no single lab finding diagnostic for Behcet's
· International Study Group for Behcet's  established diagnostic criteria stating the patient must have oral ulcerations that have recurred at least 3 times in one year and have any of the two following conditions
· recurrent genital ulcerations
· ocular lesions
· cutaneous lesions
· positive pathergy test
HISTOPATHOLOGY: 
· most frequent pattern - leukocytoclastic vasculitis

TREATMENT:

· oral and genital lesions may be treated with corticosteroids ( topical and systemic )
· oral lesions resistant to steroids may be treated with Thalidomide
· ocular lesions are treated with Azathioprine ( Imuran() and cyclosporine
· colchicine is used for treatment of arthralgia and erythema-nodosum like lesions
PROGNOSIS: 

· variable course, with recurring attacks

· prognosis good in the absence of neurological disease or significant vascular affects

