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the upper dermis is more intense and some of the deeper
dermal vessels are surrounded by inflammatory cells. In a
few cases there is more severe vascular damage, which has
been interpreted as a vasculitis,5 but R. Marks, M. Black,
and E. Wilson Jones3 do not think that vascular damage has
a central role in the pathogenesis of the disease. A curious
feature in a few acute cases is the presence of unusually
large and bizarre mononuclear cells in the infiltrate, which
makes it closely resemble a reticulosis, and indeed two cases
are known to have progressed to a true lymphona6 8 and
ended in death. The name lymphomatoid papulosis has been
used for these cases, which were first fully described by
V. M. Verallo and J. R. Haserick. Recently Black and
Wilson Jones8 have been able to provide details of 15 cases.
They are almost certainly variants of pityriasis lichenoides. A
few cases have also been reported in association with poikllo.
derma (lichenoid parapsoriasis), another potentially pre-
reticulotic condition.9 Nevertheless, the great majority of
cases of pityriasis lichenoides are entirely benign and the
aetiology remains obscure. There is little evidence of any
association with other systemic disease, though 11 of 40
patients tested by Marks and colleagues3 showed minor ab-
normalities of serum protein. These authors also believe the
term parapsoriasis has outlived its usefulness and would be
better discarded. Many dermatologists would agree with
them.
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Pulmonary Veno-occlusive
Disease

Patients with pulmonary hypertension in whom heart
disease, chronic lung disease, and thromboembolic disease
have been excluded are usually young women with charac-
teristic changes in their pulmonary arterioles but normal
pulmonary veins. The condition is termed primary pul-
monary hypertension. But 13 case reports have now been
published, including two in the last year,' 2 in which the
main lesions were intimal thickening and fibrosis of the
pulmonary veins. Eight of these patients were male and
only four were adults. The youngest died at the age of 8
weeks with changes in the veins which suggested that the
disease might have started in utero.2
The main clinical features of pulmonary veno-occlusive

disease were summarized by C. H. Brown and C. V.
Harrison3 during the lifetime of their patient, a 40-year-old
West Indian physician. These were: a history resembling
that of mitral stenosis; clinical signs of pulmonary hyper-
tension; radiological signs of pulmonary oedema without
venous distension or inversion of regional flow; and the
absence of structural heart disease. The venous lesions were
seen in the biopsy and confirmed later at necropsy in 60%,'

of the veins.4 Treatment with injections of heparin (5,000
units 6-hourly) was helpful for a time, but the patient died
in congestive heart failure with tricuspid incompetence four
years after the onset of symptoms. The reported duration
of the disease in the 13 cases, all fatal, varied from a month
in a boy of 21 months to nine years in a 45-year-old woman,
but was less than a year in over half the patients.
The evidence suggests that the venous obstruction is throm-

botic in origin. In nine of the 13 cases actual thrombi or
recanalization of presumed thrombi were described. Only in
the West Indian physician were any clotting studies re-
ported. His platelet adhesiveness was increased by four
standard deviations above the normal mean, and platelet
survival was short. His fibrinolytic system was normal, with
no excessive resistance to streptokinase or urokinase. How-
ever, normal pulmonary venous endothelium apparently con-
tains less plasminogen activator than systemic venous endo-
thelium or, for that matter, pulmonary arterial endothelium.5
In this respect the pulmonary artery behaves like a systemic
vein. It also carries venous blood. If thrombi are being
formed and lysed continuously in the vascular system it
is possible that toxic or infective agents might, by attacking
the pulmonary venous endothelial cells selectively and de-
pleting the plasminogen activator, inhibit lysis and encour-
age thrombosis, and also cause intimal proliferation. Indeed
a virus infection, measles in one case, but non-specific in
the others, was reported to have occurred just before or
early in the illness in five cases, while in the case thought
to have started in utero the mother had had an upper
respiratory infection at 34 weeks of pregnancy. Another
case had a moderately raised titre of antibodies to Toxo-
plasmi gondii.
The relationship between pulmonary veno-occlusive

disease and the veno-occlusive disease of the liver reported
from Jamaica does not appear to be close. Immunofluores-
cent techniques were used to exclude thrombosis as a fac-
tor in veno-occlusive disease of the liver.6 Monocrotaline
and fulvine, two of the pyrrolizidine alkaloids ingested in
Jamaican "bush teas" made from Crotalaria plants and
shown to cause veno-occlusive disease of the liver experi-
mentally, have not been shown to cause pulmonary disease
in man. Though they have caused pulmonary hypertension
in experimental rats,7 8 the lesions are reported to be in the
arteries, not in the veins.

Another agent associated epidemiologically with pul-
monary hypertension is 2-amino-5-phenyl-2-oxazoline, an
appetite-suppressant chemically related to amphetamine,
chlorphentermine, and phenmetrazine, which was sold in
Switzerland, Germany, and Austria between 1965 and 1968.
Again the lesions were arterial rather than venous. So far
giving this drug to experimental animals has failed to pro-
duce pulmonary hypertension.91

Recent studies have therefore separated primary pul-
monary hypertension into a commoner arterial type and a
rarer venous type, distinguishable clinically. Ingested toxic
agents are a likely cause of the former, while virus infec-
tions seem more likely for the latter.
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