
CGD inflammatory bowel disease, because it profoundly increases
these patients’ already heightened susceptibility to infection.
Recombinant human IFN-γ, which nonspecifically stimulates
phagocytic cell function, reduces the frequency of infections in
patients with CGD by 70% and reduces the severity of infection. This
effect of IFN-γ in CGD is additive to the effect of prophylactic
antibiotics. The recommended dose is 50 μg/m2 subcutaneously
three times weekly. IFN-γ has also been used successfully in the
treatment of leprosy, nontuberculous mycobacteria, and visceral
leishmaniasis.

Rigorous oral hygiene reduces but does not eliminate the
discomfort of gingivitis, periodontal disease, and aphthous ulcers;
chlorhexidine mouthwash and tooth brushing with a hydrogen
peroxide–sodium bicarbonate paste also helps many patients. Oral
antifungal agents (fluconazole, itraconazole, voriconazole,
posaconazole) have reduced mucocutaneous candidiasis in patients
with Job’s syndrome. Androgens, glucocorticoids, lithium, and
immunosuppressive therapy have been used to restore myelopoiesis
in patients with neutropenia due to impaired production.
Recombinant G-CSF is useful in the management of certain forms of
neutropenia due to depressed neutrophil production, including those
related to cancer chemotherapy. Patients with chronic neutropenia
with evidence of a good bone marrow reserve need not receive
prophylactic antibiotics. Patients with chronic or cyclic neutrophil
counts <500/μL may benefit from prophylactic antibiotics and G-CSF
during periods of neutropenia. Oral trimethoprim-sulfamethoxazole
(160/800 mg) twice daily can prevent infection. Increased numbers
of fungal infections are not seen in patients with CGD on this
regimen. Oral quinolones such as levofloxacin and ciprofloxacin are
alternatives.

In the setting of cytotoxic chemotherapy with severe, persistent
lymphocyte dysfunction, trimethoprim-sulfamethoxazole prevents
Pneumocystis jiroveci pneumonia. These patients, and patients with
phagocytic cell dysfunction, should avoid heavy exposure to airborne
soil, dust, or decaying matter (mulch, manure), which are often rich
in Nocardia and the spores of Aspergillus and other fungi. Restriction


