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The case:
A 17 year old male patient presents to the emergency department due to 3 days
of progressive cough and shortness of breath and diarrhoea

medical problems include hepatic hydatid disease 7years ago .. chronic sinusitis and
 recurrent  pneumonia



Lung auscultation reveals Tubular breath sound
 in upper right lung.

heart sounds are normal and there is no extremity
edema.



Vital signs:
Blood pressure is 80/50 mm hg 

Temperature is 38.5c

Pulse is 100/min

Respiration are 23/min 

Spo2 is 92% with air in room 



Cxr:





Laboratory:







-The patient was admitted and inhaled bronchodilator is begun  and empiric antibiotics 

Respiratory status significantly improves over the next several hours .

The next morning:
Oxygen saturation is 99% on 2L/min via nasal cannula
Temperature is 37.5c
Respiration are 16/min
Blood pressure is 110/75 mm hg















بعد أسبوعين من تخريج
المريض على  وصفة

منزلية



بعد شهر من تخريج المريض 



hyperi mmunoglobulin E

syndrome

Defects in the JAK-STAT pathway lead to impaired T helper cell type 17 (Th17)
differentiation and function

decreased neutrophil proliferation and chemotaxis,

decreased inflammation

increased susceptibility to Candida and bacterial infections



CLINICAL MANIFESTATIONS:

● Skin abscesses
● Eczema
● Other allergic diseases
● Retained primary teeth
● Fractures
● Scoliosis
● Cancer



LABORATORY FINDINGS:

Elevated serum IgE levels.

Elevated eosinophil counts.

Elevated immunoglobulin D (IgD) levels in some patients

Decreased immunoglobulin G (IgG) subclass concentrations in some patients

Total hemolytic complement, C3, and C4 levels are normal



Diagnosis:
The diagnosis is most commonly made in older children or adults with

staphylococcal pneumonias or recurrent abscesses and chronic eczema.

-positive family history is important for diagnosis 

-Molecular testing is critical to confirm the diagnosis



MANAGEMENT:
Skin care
Antimicrobial prophylaxis: trimethoprimsulfamethoxazole
Treatment of infections
Control of pulmonary complications
Immunomodulating agents

interferon (IFN) gamma
Omalizumab




