





118 FATAL INFECTIOUS MONONUCLEOSIS

The histological changes in I. M. may be impressive but they are
not specific for the disease. Nelson and Darragh® described’ three phases
of liver involvement in I. M., all detected by percutancous liver biopsy in
22 patients. Those three stages are portal exudates consisting almost
entirely of mononuclear cells, invasion of sinusoids by mononuclear cells
and areas of scattered focal necrosis filled with monocuclear cells. Rather
massive infiltration of every organ including the liver was impressive in
our case. In addition’ to sinusoidal mononuclear infiltration, without
parenchymal cell necrosis, fairly extensive portal exudates of these cells
were marked. There have been only 4 cases of 1. M. reported in the lite-
rature up to 1975 whose death was related. to liver failure.%-!?

Although our pattient died in deepened jaundice, the morphological
findings of the liver as described above were not compatible with massive
hepatic necrosis. The clinical course and the morphologic findings of
the liver of this patient do not resemble the Reye syndrome, hemolytic
uremic syndrome or disseminated intravascular coagulation with hepatic
necrosis which were reported as complications of infectious mono-
nucleosis.'3!'Y Pulmonary infiltration of mononuclear cells was also impres-
sive but we believe that this was the representation of general involve-
ment of the organs differing from Fermaglich’s patient with pulmonary
involvement of infectious mononucleosis.!s

Our patient’s clinical and morphological findings were very much
compatible with fatal infectious mononucleosis syndrome.?* Purtilo
suggests that this is a phenotype of an X-linked recessive lymphoprolife-
rative syndrome related. to E-B virus.* B-lymphocytes in I. M. are infected
by the virus, but the typical atypical lymphocytes (Downey cells) in
the peripheral blood are T cells,!® whose function is depressed. in the very
carly period of the disease. More recently, ithas been shown that the T
cells in peripheral blood of I. M. are mostly helper T cells,'® which help
in the cleaning of infected B cells by the virus genom. It is accepted.
that in fatal I. M. syndrome there is intrinsic defect of both B and T cells
inherited by the X chromosome.4? As a result of these defects the anti-
body to E-B virus could not be formed, at least adequately, and the
proliferation of the infected B cells could not be clared by the host.

The family history of this paticnts was compatible with the above
diagnosis. His two brothers also died with similar illnesses at 2.5 and
5 years of age. Further observations of these patients may help identify the
importance of inter-relations between B and T lymphocytes in this rare
syndrome.
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Summary
A 12 year old boy with clinical and peripheral blood findings of

I. M. died within a week of the disease in decpened jaundice without
massive hepatic necrosis. Postmortem studies showed infiltration of
all the organs by mononuclear cells. It is our belief that he had all the
clinical and morphological evidence of fatal I. M. syndrome in which
B and T cell’s intrinisic defect is suggested.
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