Paediatric Behcet’s disease / E.D. Batu et al.

Supplementary Table I. The paediatric Behget’s disease (PEDBD) classification criteria
(adapted from reference number 15).

Item* Description Value/item
Recurrent oral aphthosis At least three attacks/year 1
Genital ulceration or aphthosis Typically with scar 1
Skin involvement Necrotic folliculitis, acneiform lesions, erythema nodosum 1
Ocular involvement Anterior uveitis, posterior uveitis, retinal vasculitis 1
Neurological signs With the exception of isolated headaches 1
Vascular signs Venous thrombosis, arterial thrombosis, arterial aneurysm 1

“Three of six items are required to classify a patient as having paediatric BD.

Supplementary Table II. Iran Behget’s Disease Dynamic Activity Measure (IBDDAM)
(reference number 16).

Manifestation Point and explanation™

Oral ulcers 1 point for <5 lesions
2 points for >5 lesions

Genital ulcers 1 point for each ulcer

Pseudofolliculitis 1 point for <10 lesions
2 points for >10 lesions

Erythema nodosum 1 point for <5 lesions
2 points for >5 lesions

Positive pathergy test 1 point
Arthralgia 1 point
Monoarthritis 2 points
Polyarthritis 3 points
Headache 1 point
Mild CNS involvement 3 points
Moderate to severe CNS involvement 6 points
Superficial phlebitis 1 point
Deep vein thrombosis (each vein) 2 points
Large vessel thrombosis (each vessel) 6 points
Mild intestinal manifestations 3 points
Moderate to severe intestinal lesions (chronic diarrhea, rectal bleeding, 6 points

and abdominal pain)
Epididymitis 2 points
Anterior uveitis (flare, hypopyon, cell, and keratic precipitate) 1-4 points
Posterior uveitis (cell, snow ball, and snow banking. 1-4 points

(The total is multiplied by 2)

Retinal vasculitis (edema of disk, macula, and retina, periphlebitis, 1-4 points

periarteritis, and papillitis). (The total is multiplied by 3)

“If an attack does not heal in 1 month, the same point is given for each additional month.
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Supplementary Table III. Comparison of the characteristics of Behget’s disease patients
from Turkey and Israel.

Characteristics, n (%) BD* patients patients from p value
from Turkey =~ BD Israel
(n=54) (n=14)
Female 29 (53.7) 9 (643) 047
Age at symptom onset, years, median (IQR*) 11 (5.3) 1125 (7.25) 097
Age at diagnosis, years, median (IQR) 13 (6) 123 (2.75) 0.87
Time from symptom onset to diagnosis, months, median (IQR) 12 (24) 18 (50.5) 045
Oral aphthosis 54 (100) 14 (100) -
Genital aphthosis 38 (70.4) 11 (78.6) 0.74
Skin involvement 28 (51.9) 6 (429) 054
Necrotic folliculitis 6 (11.1) 1 (7.1 1
Erythema nodosum 19 (35.2) 2 (143) 0.19
Acneiform lesions 6 (11.1) 1.1 1
Eye involvement 13 (24) 2 (14.3) 1
Anterior uveitis 1 (1.9 0 (0) 1
Posterior uveitis 2 (3.7 0 (0) 1
Panuveitis 8 (14.8) 2 (14.3) 1
Retinal vasculitis 2 (3.7 0 (0) 1
Neurologic involvement 17 (31.5) 0 (0) 0.015
Vascular involvement 15 (27.8) 1 (7.1) 0.16
Venous thrombosis 11 (20.4) 1 (7.1) 043
Arterial thrombosis 3 (5.6) 0 (0) 1
Arterial aneurysm 1(1.9) 0 (0) 1
Pulmonary arterial aneurysm 1 (1.9 0 (0) 1
Pathergy positivity 21/51 (41.1) 1/3 (33.3) 1
Family history of BD 17 (31.5) 2 (143) 0.31

“BD: Behget’s disease; IQR: interquartile range.




