






Intravascular papillary endothelial hyperplasia of the orbit
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malignant tumour originating possibly in the
lacrimal gland. A superficial histological examina-
tion, particularly of the extraorbital part of the
tumour, might have led to an erroneous diagnosis
of angiosarcoma (malignant haemangioendothe-
lioma). A minute examination of the entire tumour,
however, clearly showed the topographical patterns
characteristic of an IPEH, namely, papillary proli-
ferations and thrombotic material within the vascu-
lar lumen associated with an apparently normal
endothelial lining.23 Stout and Lattes9 contrasted
this normal appearance of the endothelial lining with
the presence of swollen anaplastic endothelioblasts
typical of angiosarcoma.

Intravascular papillary endothelial hyperplasia

Fig. 6 Hyaline and homo-
geneous substance undergoing
osteoid transformation in the
vascular spaces between the
papillary structure. (H and E,
x54).

is generally considered to be a specific form of
organisation of a thrombus rather than a primary
intravascular tumour complicated by a thrombus.'
In spite of the infiltrating nature of the tumour
observed in the present study, the diagnosis of
IPEH was confirmed by several other pathologists
(Dhermy, personal communication; Font, personal
communication), and a similar benign infiltrating
tumour has also been described by Rosai and
Ackerman.10 The tumour described in the present
study probably developed in a dilated intraorbital
vascular malformation. Its infiltration into the
temporal fossa might occur by the passing of the
malformation through the bone wall. Unfortunately
this hypothesis could not be confirmed in the present
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Fig. 7 Fibrogenic reaction in
front of the tumour invading the
muscle of the temporalfossa.

21

 group.bmj.com on February 13, 2012 - Published by bjo.bmj.comDownloaded from 



F. L. Weber and J. Babe!

study owing to the piecemeal extirpation of the
affected bone. The possibility of IPEH becoming
malignant is still under discussion, and it is not
inconceivable that the cases of 'malignant endo-
vascular papillary angioendothelioma' in 6 children
described by Dabskall had evolved from some
IPEH type of tumour. The tumour observed by
Dabska might, on the other hand, represent a

specific type of neoplasm which could be classified
between IPEH and angiosarcomas from the point
of view of malignancy.

Dr Jacqueline Starobinsky sent the patient to our clinic and
provided postoperative follow-up. We thank Mrs Judith L.
Noebels for her invaluable collaboration in the preparation
of the English version of this paper.
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