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Figura |. Ortopantomografia (16 anos):
retencdo da denticao primaria

Figure 1. Orthopantomography (16 years):
retention of primary teeth
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Figura 2. TAC abdominopélvica: extenso abcesso retroperitoneal e pélvico direito
Figure 2. Large abcess in retroperitoneal and right pelvic areas
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COMENTARIO

s imagens referem-se a um adolescente de 16
anos com sindrome de Hiper-IgE, imunodefi-
ciéncia primaria caracterizada pela combinagao
variavel de diversas manifestagdes, incluindo um facies
caracteristico, dermatite/eczema, abcessos cutineos re-
correntes, pneumonias recorrentes com pneumatocelos
sequelares (que neste caso clinico se encontravam ausen-
tes) e atraso na queda da denti¢ao primaria. O Staphylo-
coccus aureus € a causa mais frequente dos abcessos cuta-
neos, que habitualmente evoluem com escassos sinais
inflamatorios e que, neste caso clinico, motivaram inter-
namento para drenagem percutinea e antibioterapia en-
dovenosa, apos isolamento de Staphylococcus aureus sen-
sivel a flucloxacilina.
A IgE sérica total estd caracteristicamente muito aumen-
tada (> 2000 kU/L), em associagao com graus variaveis de

imunodeficiéncia, habitualmente de predominio humoral.

COMMENT

hese pictures belong to a 16 year-old boy with hyper-IgE
syndrome, a primary immunodeficiency characterised
by a variable combination of several clinical manifesta-
tions, including a typical facies, eczemaldermatitis, recurrent
cutaneous abcesses, recurrent pneumonias with sequelar pneu-
matoceles (not present in this case) and a delay of shedding
primary teeth. Staphylococcus aureus is the most frequent
cause of cutaneous abcesses, that usually evolve with only mild
inflammatory signs and that, in this boy, justified a prolonged
hospital admission to allow percutaneous drainage and intra-
venous antibiotics, after identifying a flucoxacillin-sensitive
Staphylococcus aureus.
Total serum IgE is usually very high (>2000 kUIL), being
associated with variable degrees of immunodeficiency, predo-

minantly antibody deficiencies.
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