


Pediatric Behçet’s Disease in Morocco: A Retrospective Descriptive Study of 35 Cases at the Children’s Hospital of Rabat

ABSTRACT
Aims: To describe the epidemiological, clinical, paraclinical and therapeutic profile of pediatric Behçet’s disease (BD) in a Moroccan cohort.

Study design: Retrospective descriptive and analytical study.

Place and Duration of Study: Department of Pediatric Rheumatology, Cardiology and Nephrology (P4), Children’s Hospital of Rabat, Ibn Sina University Hospital, from January 2012 to December 2024.

Methodology: Thirty-five patients aged ≤15 years diagnosed with BD according to Mason & Barnes and ISG criteria were included. Data were collected from medical records and analyzed using descriptive statistics.

Results: The cohort included 16 boys and 19 girls (sex ratio 0.84). The mean age at diagnosis was 11.5 years, while the mean age at first symptom onset was 8.7 years. Clinical findings included recurrent oral ulcers (100%), genital ulcers (34%), pseudofolliculitis (45%), erythema nodosum (5%), positive pathergy test (14%), articular involvement (57%), ocular involvement (42%), neurological manifestations (11.4%), vascular involvement (5%), digestive manifestations (14%), fever (22%), cardiac involvement (5%), and renal involvement (2%). An inflammatory syndrome was detected in 62% of patients. HLA-B5 was positive in 5 cases. All patients received colchicine; corticosteroids were administered in 18, immunosuppressants in 14, and biologic therapy in 6. The mean follow-up was 32 months. Outcomes included complete remission in 8 cases, relapses in 6, clinical improvement in 16, 4 lost to follow-up, and 1 death from pulmonary embolism.

Conclusion: Pediatric BD is rare but likely underdiagnosed. Our findings confirm the similarity to adult forms with specific pediatric features such as a balanced sex ratio, more frequent neurological complications, and strong familial background.
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1. INTRODUCTION
Ocular involvement is one of the most severe manifestations of pediatric BD, including anterior, intermediate, and posterior uveitis, retinal vasculitis, papilledema, optic atrophy, and cataract. These complications may lead to irreversible visual loss if untreated. Genetic studies highlight the strong association with HLA-B51, which is particularly relevant in populations along the Silk Road. Systematic HLA-B testing is therefore recommended in children with recurrent aphthosis or systemic signs to improve early detection.
Behçet’s disease (BD) is a chronic, multisystem inflammatory vasculitis affecting vessels of all sizes, with a predominance for venous involvement. First described in 1937 by Hulusi Behçet as a triad of recurrent oral and genital ulcers and ocular inflammation, it is characterized by relapsing–remitting evolution. Although more frequent in adults, pediatric cases remain rare and diagnostically challenging due to their insidious or atypical onset. Its pathophysiology is multifactorial, involving genetic susceptibility, environmental factors, and dysregulated immune response. Pediatric BD has been reported globally, with higher prevalence in Mediterranean, Middle Eastern, and East Asian populations. This study aimed to describe the epidemiological, clinical, laboratory, and therapeutic features of pediatric BD in Morocco.
2. MATERIALS AND METHODS
Study design: Retrospective descriptive and analytical study.

Setting: Pediatric Rheumatology, Cardiology and Nephrology Department (P4), Children’s Hospital of Rabat.

Duration: January 2012 – December 2024.

Inclusion criteria: Patients aged ≤15 years diagnosed with Behçet’s disease according to the Mason & Barnes criteria, the International Study Group (ISG) criteria, and the Pediatric Behçet’s Disease (PEDBD) criteria.

Exclusion criteria: Incomplete records or unconfirmed diagnosis.

Data collection: Data were extracted from medical files using a standardized sheet including demographic variables (age, sex, geographic origin, family history), clinical manifestations (mucocutaneous, ocular, articular, neurological, vascular, digestive, renal, cardiac), laboratory findings (hematology, biochemistry, immunology, HLA typing), imaging and endoscopic results, therapeutic regimens, and patient outcomes.
Statistical analysis: Data were analyzed using Microsoft Excel 2013. Continuous variables were expressed as mean ± standard deviation, and categorical variables as frequencies and percentages.
3. RESULTS
The study included 35 patients: 16 males (46%) and 19 females (54%), sex ratio 0.84. Mean age at diagnosis: 11.5 years (range 8–15). Mean age at first symptom: 8.7 years (range 5–14). Family history was noted in 4 patients. 
Clinical manifestations included: oral ulcers (100%), genital ulcers (34%), pseudofolliculitis (45%), erythema nodosum (5%), positive pathergy test (14%), ocular involvement (42%), articular involvement (57%), neurological manifestations (11.4%), vascular involvement (5%), digestive manifestations (14%), fever (22%), cardiac involvement (5%), renal involvement (2%).
Biological findings: An inflammatory syndrome was detected in 62% of patients, characterized by elevated erythrocyte sedimentation rate (up to 120 mm/h), increased C-reactive protein levels in the majority of cases, and occasional moderate leukocytosis. HLA-B5 was tested in 25 patients and found positive in 5 cases (20%). 
Treatment:. All patients received colchicine at a dose of 1 mg/day (two patients required 2 mg/day). Low-dose aspirin (anti-platelet regimen) was prescribed in 20 patients. Corticosteroids were used in 18 patients, administered either as intravenous methylprednisolone pulses (1 g/1.73 m²/day for 3 days) followed by oral prednisone at 1 mg/kg/day, or directly as oral prednisone at 1–2 mg/kg/day. Immunosuppressive therapy was given to 14 patients, including azathioprine (2–3 mg/kg/day), methotrexate (7.5 mg once weekly), and cyclophosphamide (750 mg/m²/monthly intravenous bolus) depending on disease severity. Anticoagulants (low molecular weight heparin, followed by vitamin K antagonists) were prescribed in 3 patients with confirmed thrombosis. Biologic therapy with adalimumab (40 mg subcutaneously every two weeks) was initiated in 6 patients with severe, refractory uveitis.
Outcomes: Average follow-up 32 months. Complete remission in 8 cases, relapses in 6, improvement in 16, 4 lost to follow-up, and 1 death due to pulmonary embolism.
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Figure 1: Oral aphthous ulcer in a pediatric patient with Behçet’s disease
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Figure 2: Genital ulcer in a pediatric patient with Behçet’s disease
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Figure 3: Erythema nodosum in a pediatric patient with Behçet’s disease




	Type of Ocular Involvement
	Number of Patients
	Percentage (%)

	Total uveitis
	15
	33%

	Panuveitis
	5
	14%

	Anterior uveitis
	3
	8%

	Intermediate uveitis
	1
	2%

	Papilledema
	3
	8%

	Retinal vasculitis
	2
	5%

	Optic atrophy
	1
	2%

	Macular edema
	2
	5%

	Cataract
	1
	2%



Table 1: Distribution of Ocular Involvement among Pediatric Behçet’s Disease Patients

4. DISCUSSION
Our series confirms that pediatric Behçet’s disease (BD) is a rare entity but represents an important cause of morbidity in children, especially in regions along the historic Silk Road[1]. The mean age at diagnosis in our cohort was 11.5 years, similar to reports from France and Italy where pediatric BD is diagnosed around early adolescence [2,10]. The average delay between onset of first symptoms and diagnosis remains substantial, reflecting the diagnostic challenge posed by the nonspecific initial presentation, usually recurrent oral ulcers.

Sex distribution varies across regions. While most adult and pediatric series from Turkey and Jordan show a male predominance [7,9], our study revealed a slight female predominance (sex ratio 0.84), similar to reports from Italy and France [2,10]. This suggests possible geographic or genetic influences on disease expression.

Mucocutaneous involvement was universal, with recurrent oral ulcers present in all patients, consistent with other series [6,7]. Genital ulcers were observed in 34% of our patients, which is lower than the rates reported in Tunisia and Morocco (up to 90%) [6,8], but closer to European pediatric cohorts [10]. Cutaneous manifestations such as pseudofolliculitis and erythema nodosum were noted in 45% and 5% of cases, respectively, comparable to frequencies reported in the Mediterranean basin [6].

Ocular involvement was present in 42% of cases, confirming that eye disease is a major morbidity factor. This rate aligns with the French pediatric series (45%) [2] and is higher than Japanese data (12%) [4], but lower than some Moroccan reports where prevalence exceeded 60% [8]. Complications such as optic atrophy and cataract, though rare in our study, highlight the risk of irreversible vision loss [13].

Neurological manifestations occurred in 11.4% of our patients, mainly presenting with headaches, seizures, and parenchymal brain involvement. This prevalence is lower than the 20–30% reported in Middle Eastern series [7,9] but still underlines the importance of systematic neurological evaluation [13]. Cerebral venous thrombosis, although clinically revealed by neurological symptoms, was classified as a vascular complication according to current recommendations. Vascular involvement was observed in 5% of our cases, including one patient who died from pulmonary embolism, confirming the high mortality risk associated with vascular BD [11].

Articular involvement was frequent (57%), mostly oligoarticular, consistent with data from other Mediterranean cohorts [6,7]. Gastrointestinal manifestations were reported in 14% of patients, which is within the range of 6–50% described in the literature [5]. These features emphasize the systemic nature of pediatric BD.

Therapeutic management followed international practice: colchicine as first-line therapy [5,6], corticosteroids for severe involvement, and immunosuppressants such as azathioprine and methotrexate for refractory cases [11]. In recent years, biologics have emerged as a promising option. In our series, six children with refractory uveitis were treated successfully with adalimumab, echoing recent studies that support anti-TNF agents in resistant pediatric BD [12].

Compared with large adult series, pediatric BD appears to present with similar overall manifestations but with notable differences: more balanced sex ratio, earlier age of onset, and a higher frequency of neurological and digestive involvement [2,5,9]. The main limitations of our study are its retrospective design and monocentric nature, which may limit generalizability. Nonetheless, it remains one of the largest pediatric BD series from North Africa.

In conclusion, our findings confirm that pediatric BD shares many features with adult disease but also displays distinct pediatric characteristics. Comparative studies across regions and the development of international registries are needed to better define disease course and optimize management in children.
5. CONCLUSION
Pediatric Behçet’s disease is a rare and often underdiagnosed condition in Morocco. Our study highlights its similarities to adult disease while underlining pediatric-specific patterns such as balanced sex ratio, more frequent neurological involvement, and a high burden of ocular complications. Early recognition and individualized therapeutic strategies, including the timely use of biologics in severe cases, are crucial to prevent irreversible sequelae. 
Establishing multicenter registries will be crucial to refine diagnostic criteria, understand disease evolution, and improve management strategies in children with Behçet’s disease.
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