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A five-year-old boy in the acute phase of X-linked lymphoprollferatlve (XLP) syndrome
{Duncan disease) with high fever and hepatosplenomegaly was treated successfully
with high-dose methylprednisolone and VP-16 for 15 months. He had been alive for
four years after diagnosis as of this writing. We recommend high-dose
methylprednisolone and VP-16 in patients with XLP who have to walit for a suitable
donor before bone marrow transplantation. Key words: X-linked lymphoproliferative
disease, hlgh -dose melhylpredmsolone VP-16, treatment.

Purtilo et al.! described a fatal X linked condition whnch affected 18 males in
four generations in 1975. This condition is known as X-linked lymphoproliferative
disease (XLP) or Duncan disease. XLP is a lethal disease associated with a
lack of effective immune response to Epstein-Barr virus (EBV). One half of the
patients with XLP have developed infectious mononucleosis (IM). Unfortunately
most of the cases with infectious mononucleosis died'3. Various therapeutic
agents have been tried unsuccessfully in XLP patients experiencing acute EBV
infection* 5, Here we report a patient with XLP treated with high-dose
methylprednlsolone and etoposide (VP-16), and we comment on two of his
relatives who were also affected by XLP. '

Case Reports_ T
Case 1 A

In 1991, a two-year-old boy was admitted to Hacettepe Children's Hospital with
a three-week history of fever. He was the third product of a marriage between
first cousins. Six boys in the family, including his brother had died between the
ages of 1.5 and four years with similar clinical pictures (Fig. 1).
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In the treatment of our patient, high-dose methylprednisolone and VP-16 was
used successfully. Similar therapy has also been used successfully in the
treatment of some patients with hemophagocytic lymphohistiocytosis and Griscelli
syndrome® 7. It is probable that glucocorticoid hormones inhibit the production
of tumor necrosis factor, which is an inflammatory cytokine in the inflammatory
response®. Good responses with high-dose methylprednisolone have been
reported in hematologic disorders®. VP-16 has also been used successfully in
the treatment of the acute phase of hemophagocytic lymphohistiocytosis
syndromes. A boy with XLP and acute infectious mononucleosis reportedly
underwent clinical remission with VP-16 and subsequent allogeneic bone morrow
transplantation from a sibling®. Recently four boys with XLP received allogeneic
bone marrow transplants, but only one of them is alive and well up to 24 months
after transplantation®. Williams et al.® showed that allogeneic bone marrow
transplantation can correct the lethal immune deficits in a patient with XLP and
non-Hodgkin's lymphoma. Another child is alive and well more than one year
after having received a transfusion of umbilical cord blood from his newborn
brother©. Our patlent is domg well four years after the diagnosis.

Note Added in Proof

Our personel communication with Dr. Gross revealed some unpublished long-
term surwvals accordmg to thelr retrospectlve review of XLP registry cases.
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