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but no 0 antibody response. Three doses of PTAP
produced a normal Schick conversion and an antibody
rise to between 0*01 and 0 1 A.U. per ml. Salk
vaccine produced poliovirus neutralizing antibody
titres to 1/16 or more, but with evidence of an impaired
response.

In vitro lymphocyte transformation with PHA showed
20-25% blast cells at 3 days. No blast cell transforma-
tion occurred when the patient's lymphocytes were
cultured in the presence of heat-killed pneumococci
isolated from the CSF during an attack of meningitis
two weeks previously: a control showed 74%. Chromo-
some analysis showed a normal female karyotype.
The tendency to recurrent infections associated with

eczema, low serum IgM, low circulating lymphocytes,
impaired delayed hypersensitivity reactions, and im-
paired response to polysaccharide antigens recalls the
Wiskott-Aldrich syndrome (Cooper et al., 1968;
Blaese et al., 1968). The immunological defect is
identical, but the patient is a girl with low isohaemag-
glutinins and normal platelets.
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A Possible Case of Niemann-Pick Disease.
H. J. DEGENHART, H. E. ZOETHOUT, W. C. DE BRUIJN
and G. J. M. HOOGHWINKEL (Rotterdam). A 5-month-
old boy was admitted to hospital with mild cyanosis,
early finger clubbing, dyspnoea, and tachypnoea.
A chest x-ray showed increased hilar shadows and
reticulation extending into the periphery of the lung
fields. There was no calcification of the adrenals.
During hospitalization liver and spleen gradually
increased in size. Cherry-red spots were not present
in the fundi. He showed moderate general mental
retardation, with poor motor development. He died
at the age of 18 months. Bone-marrow biopsies
showed numerous large, foamy cells with a vacuolated
cytoplasm. These vacuoles by electron microscopy
appeared to consist of concentric lamellae, around an
electron-lucent centre. In the lamellae the unit-mem-
brane structure could be observed. Storage of sphingo-
myelins at these places is likely. Liver sphingomyelin
was only twice normal and amounted to 19% of the
phospholipids. Liver cholesterol was increased 2-3
times. Plasma and erythrocyte lipids were normal.
In the bones a highly abnormal amount of liquid fat
was found: 96% triglyceride, principally triolein,
3% cholesterol.
The clinical and electron microscope features were

similar to those in Niemann-Pick disease. The chemical
data suggest a new syndrome.

Generalized GM1 Gangliosidosis: An Electron-
microscopic Study of the Brain. H. ROELS (Uni-
versity of Ghent). Generalized gangliosidosis (Landing-

Norman disease) is an inborn error of metabolism
characterized by the absence of the lysosomal enzyme
f3-galactosidase and storage of GM, ganglioside.
The electron microscopic study of a biopsy of the

frontal lobe of a patient suffering from this disease
shows characteristic lesions in the different cell types:
cyto-membranous bodies in the nerve cells, membrano-
vesicular bodies in the oligodendroglia and astrocytes
and pericytes, empty large vacuoles in the endothelium
of the capillaries.
The intracellular localization of the ganglioside and

the lysosomal origin of the different inclusions are
discussed.

Neonatal Hepatitis. J. F. SALTET (Rotterdam).
5 cases of neonatal giant cell transformation are des-
cribed. The first 4 are 2 pairs of sibs, one of the cases
being anencephalic. The last case is the sixth child in
a family, the other children being normal.
There is a morbid entity in the newborn with the

following characteristic features: (1) familial appearance
in sibs; (2) survival for a few days only; (3) prominent
dyspnoea and cyanosis, with low blood sugar levels;
(4) haemolysis may be present; (5) jaundice is absent;
(6) the placenta is enlarged, probably as a result of
interference with blood flow in the cirrhotic liver.
At necropsy the following features are found. The

liver is smaller than normal and has a rough surface.
There are large cells in the liver (containing 20 to 40
nuclei) derived from the normal liver cells. There
is striking iron storage in these giant cells and in other
organs such as the pancreas, thyroid, renal tubule cells,
and heart muscle cells, but not in the spleen. In most
cases there is an increase ofislet cell tissue in the pancreas.

Only in the proved cases of virus infection is it
justified to speak of giant cell hepatitis. In other cases
it is better to use the term giant cell transformation.

These changes have been referred to as neonatal
haemochromatosis, but in view of recent work indicating
a specific. defect of gastroferrin in this condition, the
term is better avoided when referring to giant cell
transformation in the newborn, where the lesion may
well be an enzyme defect in the liver.

Recent Progress in the Knowledge of Histio-
cytosis X. E. BASKET and C. NEZELOF (Paris). Tissues
from 39 cases of histiocytosis X have been studied since
1965. They include 6 specimens of lung tissue, 4 skin
biopsies, and 20 fragments of bone.

In each case, on electron microscopic study, charac-
teristic granules were observed within the cytoplasm
of the pathological cells. The granules appeared as
rod-shaped profiles, 420 A thick, composed of a
central osmiophilic core and a double outer sheath.
A transverse striation of 100 A periodicity was seen on
the central core.

After 6 days, tissue cultures of eosinophilic granu-
loma material showed the presence of large polykaryo-
cytes. Rod-like profiles were observed as long as 3
months after the explantation.
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