associated with excessive plasma cell differentiation and produces
truncated alpha heavy chain proteins lacking the light chains as well
as the first constant domain. Early-stage IPSID responds to
antibiotics (30—-70% complete remission). Most untreated IPSID
patients progress to lymphoplasmacytic and immunoblastic
lymphoma. Patients not responding to antibiotic therapy are
considered for treatment with combination chemotherapy used to
treat low-grade lymphoma.

MU HEAVY CHAIN DISEASE
The secretion of isolated mu heavy chains into the serum appears to
occur in a very rare subset of patients with CLL. The only features
that may distinguish patients with mu heavy chain disease are the
presence of vacuoles in the malignant lymphocytes and the
excretion of kappa light chains in the urine. The diagnosis requires
ultracentrifugation or gel filtration to confirm the nonreactivity of the
paraprotein with the light chain reagents because some intact
macroglobulins fail to interact with these serums. The tumor cells
seem to have a defect in the assembly of light and heavy chains
because they appear to contain both in their cytoplasm. Such
patients are not treated differently from other patients with CLL
(Chap. 107).
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