
JAAD ONLINE: IOTADERMA

DECEMBER IOTADERMA (#310)

Dermatology is filled with lots of words ending in ‘‘.us’’, such as pruritus,
chronicus, planus, nitidus, etc. Do you happen to know what strophulus is?

Robert I. Rudolph, MD, FACP
Answer will appear in the JAAD Online section of the January issue of the Journal.
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Question: All of us have done things in practice and at home on a whim. Do
you happen to know what the WHIM syndrome is, and what its easily
observable and common dermatologic finding is?

Answer: TheWHIM syndrome is an exceedingly rare genetic condition with
several cardinal features: a persistent neutropenia, early onset intermittent
severe and diverse infections (due to an associated B cell lymphopenia and
hypogammaglobulinemia), and myelokathexis of the bone marrow with
apoptosis, slow neutrophil release, and myeloid hyperplasia.1-3 Most impor-
tantly for dermatologists, however, is the W part of the acronym: affected
patients have a markedly enhanced propensity for infections by the human
papilloma virus (HPV), leading to the finding of many ordinary typewarts (in
61% of patients), aswell as the presence of codylomata acuminata and various
HPV induced skin cancers (in 16% of patients).3 There appear to be several
genetic defects which produce WHIM, especially the heterozygous C-termi-
nus deletional mutations of parts of the intracellular carboxy terminus of the
chemokine receptor CXCR4 leading to a gain in function, as well as a
characteristic hyperresponsiveness of leukocytes to SCF1 (the known ligand
of CXCR4) which promotes defective GRK3 phosphorylation mediated
downregulation of CXCR3.1,2 Treatments include immunoglobulin and
granulocyte stimulating factor infusions.3
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