LUCIANA MARIA DE ANDRADE RIBEIRO – Hospital Infantil Albert Sabin
Case Report
FJAG, 11 years old, male. This boy was healthy until 2 years old, when his skin started to present disseminated itching hyperemic lesions, and dry aspect. At 2 years old, he was hospitalized with the first episode of pneumonia and associated diarrhea. His family can’t tell the number of pneumonia episodes he has had since then, all of there treated at hospitals, with intravenous antibiotics. Concomitant to the pneumonia he has been presented chronic diarrhea.When he was 9 years old he had a severe bronchopneumonia without isolated agents, and was treated at the University hospital initially with antibacterial agents and after that with medications to Pneumocystis and tuberculosis. At this time, a hyper-IgE was detected, but no therapeutic was instituted.   He initiated treatment at HIAS when he was 10 years old, with chronic pulmonary disease (bronchiectasis and cystic lesion at left lung). At this time he had fever, cough, dyspnea, and aqueous diarrhea. On physical examination he had stature and weight below 2,5 percentiles, oral moniliasis, gingival hypertrophy, diffuse erythematous eruptions and thickening of the skin, scratched papules lesions, and some warts lesions, long fingers with signs of hypoxia, thickening nails, enlarged liver (5cm) and spleen (3cm), anal fistula. Interestingly, this boy has a brother 2 years old, who started with cutaneous lesions and presents IgE>2500, CD4+= 301, CD8+=269, and WBC= 33900 (12% neutrophils, 69% eosinophils, 19% lymphocytes). Their fathers are different, and they live separated, at distant cities. They have a sister 8 years old, and she is healthy.  

The laboratorial investigation demonstrate: Hb=9,7, Ht=30,2, WBC=14500 (29% neutrophils, 12% lymphocytes, 56% eosinophils), Plat=217000, blood culture negative, IgE>2500, IgG=1362, IgA=112, IgM=35,3, CD4+lymp= 65, CD8+=54, CD3+=147, CD19+=19%, Cow milk RAST Class III, soy RAST class II, 

Thoracic CT: mosaics perfusion with pulmonary cystic lesion (left lung), lymph nodes at mediastinum; bronchoscopy  with reduction of the diameter of B4 medium lobe segment , and bronchoalveolar lavage negative to BAAR, fungi and bacteria and Mycobacteria. 

Abdominal CT: enlarged liver. Gastric endoscopy with oesophagitis , colonoscopy demonstrated  a scar lesion in anal region, biopsy with ileitis and colitis, suggesting autoimmune enteropathy. IgG and IgM to Toxocara and  Hystoplasma negatives.

 He started to receive oxacilin, amicacin, and ceftriaxone. After this he received fluconazole and thiabendazol. He was discharged 2 months after admission, receiving sulphamethoxazole and lost accompaniment because of socioeconomic reasons. His mother received a convocation, and he returned with the following symptoms: worse of skin lesions, and difficulty to walk and turn up his left arm, and dizzy when in horizontal position. 

The new exams revealed fall of eosinophils levels, with WBC= 10300 and  2% of eosinophils,  maintenance of elevated IgE and IgG, A and M. The new evaluation demonstrated CD4+= 3,5%, CD8+= 1,2%, CD56+= 3,7% and CD19+= 63,6%. 

The encephalic CT scan demonstrated an area at cerebellum with altered ecogenicity, and we are expecting a magnetic resonance to define this actual disease.

These manifestations and immune pattern T-NK+B+ could be a manifestation of Ommen syndrome, but studies of genetic patterns are necessary to define the diagnosis. 

