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Case Report

MSS, admission age: 1y 6 mo, Brazillian, White

Patient referred to our institution with a history of intermittent and repetitive diarrhea since 6 months of life, recurrent fever, associated with a lot diagnosis of otitis media, sinusitis, two pneumonias and failure to thrive. She presented on admission with diarrhea, dehydration, anemia, malnutrition, and a cardiac murmur. Parents were not relatives and had no familiar history of immunodeficiency.

She was internalized to compensate clinical aspects and started an investigation. Echocardiogram showed a partial defect of AV septum with moderate pulmonary hypertension, with global cardiac dilatation and appropriated medications were introduced. Feces culture and investigation of parasites performed were negative. She evaluated in the hospital with fever, respiratory distress, and thorax X-ray compatible as a new pneumonia. 
Although several antibiotics and cardiac drugs, she continued to present diarrhea, fever, and get worse her general status 21 days later. Because that, a immunological investigation was accomplished and showed a hypogammaglobulinemia with low levels of IgG (262 mg/dl) and normal levels of IgA (27 mg/dl) and IgM (10 mg/dl), with specific antibodies positive to rubella vaccine and negative to B hepatitis vaccine. The protein electrophoresis confirmed low levels of gammaglobulin (3.6 g/l – VR: 7 – 15 g/l) with lower reduction in albumin (25 g/l – VR: 32.9 – 50 g/l). Intravenous gammaglobulin (IVIG) replacement was initiating - 400 mg/kg - and after 48 hours she stopped the fever and gradually recovered clinically. Once discharged the hospital, she performed lymphocyte subsets that showed normal levels of CD4, CD8, CD19 and elevated levels of CD56. 
After gammaglobulin replacement, she stopped intermittent diarrhea and others repetitive infections, improved nutritional status, and remains very well. She maintains monthly IVIG replacement and waits for cardiac surgery to correct cardiac alteration. 
Hypogammaglobulinemia and Congenital Cardiac Disease







