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Abstract:

Background: Intravascular papillary endothelial hyperplasia, also known as Masson’s tumor, is a reactive
benign lesion of vascular origin. Only few cases have been reported in the literature and the clinical features may mimic
other benign and malignant lesions, making the clinical diagnosis challenging. Main observations: We report an
uncommon case with detailed clinical findings affecting the oral cavity. Conclusions: We present an exceptional case of
intravascular papillary endothelial hyperplasia. The oral mucosa is commonly affected by vascular lesions so it is worthy
to consider intravascular papillary endothelial hyperplasia in the differential diagnosis.
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INTRODUCTION
Intravascular papillary endothelial hyperplasia (IPEH) is a reactive benign lesion of vascular origin that is
caused by proliferation of endothelial cells in the vascular lumen of dilated vessels or within preexisting vascular lesions,
frequently associated with thrombus [1]. This tumor was first described in 1923 by Pierre Masson. He reported a case in
a 68 year-old male and it was termed intravascular vegetating hemangioendothelioma[2]. IPEH is alternatively referred to
as Masson’s tumor, intravenous atypical vascular proliferation, intravascular angiomatosis, Masson´s intravascular
hemangioendothelioma and Masson´s pseudoangiosarcoma [3]. In 1932, Henschen suggested the reactive nature of the
lesion [4] and was termed IPEH in 1976 by Clearkin and Enzinger[5].
The IPEH is a rare tumor that may mimic multiple benign and malignant lesions making the clinical diagnosis
challenging, thus its identification usually relies on the histopathological examination. We report an atypical case
evaluated at the Pascua Dermatologic Center, a national dermatologic referral center.

CASE REPORT
A previously healthy 27 year-old male was examined at the Oral Pathology Clinic in 2012. He presented with a
three-month history of a rapidly growing exophytic nodule affecting left upper vermillion border of the lip and labial
mucosa. Examination revealed a 2.0 x 1.6 cm nodule that was firm, well circumscribed and sessile; there were no
apparent changes in the overlying mucosa. The patient referred pain when eating (Fig. 1); he denied previous trauma. A
tumor of minor salivary glands was suspected and an excisional biopsy was performed under local anesthesia.
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Histopathological analysis showed a well-circumscribed lesion surrounded by a fibrous capsule. There was
formation of papillary structures lined by a single layer of endothelial cells in the vascular lumen; thrombi were observed
within the vascular lumen, and a moderate inflammatory infiltrate was observed (Fig. 2 A & B). No recurrence of tumor
has been noted after a three-year follow-up period.

Fig-1: Firm and painful exophytic nodule affecting left upper vermillion, note it prevents adequate mouth closure

Fig-2A: Panoramic view of the lesion showing the organizing thrombus occupying a dilated vessel. (Hematoxylin and eosin, 40x)

Fig-2B: High power view showing formation of papillary structures lined by a single layer of hyperchromatic endothelial cells. (Hematoxylin
and eosin, 400 x)

DISCUSSION
The IPEH is an uncommon tumor, frequently linked to trauma [6, 7]. Most cases are located in the head and
neck [8] usually affecting the oral cavity [6]; being vermillion border the site most frequently involved [9], similar to our
case.
Clinical features in IPEH are nonspecific, but its vascular nature is frequently evident, therefore the differential
diagnosis usually includes vascular tumors. Clinically, it appears as a firm or soft nodule with slight elevation, overlying
skin may be red or erythematoviolaceous. It is characterized by a slow growth and it is commonly asymptomatic. The
lesions usually measure less than two cm [9].
It stands out that our case lacked a vascular appearance and a previous history of trauma; it presented as a
painful rapid evolving nodule with a firm consistency, the latter is not the usual presentation in mouth; for the previous
reasons IPEH was not suspected. IPEH is a histopathological diagnosis, in fact it has not been suspected in any of the
previously reported cases. On the other hand, many vascular lesions commonly found in the oral mucosa are clinically
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diagnosed as venous lakes and they are not excised or the histologic specimen is not analyzed, so in this location IPEH
may be underrecognized. Also, prevalence of IPEH may be underestimated as not all the cases are reported. Thus,
considering that IPEH presents with many different clinical morphologies, in order to establish a more defined clinical
profile and ease the diagnosis, it is advisable to report them in the literature.
According to Hashimoto, three types of IPEH are recognized [10]. Type I, primary or pure form, occurs within
dilated vascular spaces, it is the most common subtype; type II is a secondary or mixed form that occurs in preexisting
vascular lesions like hemangiomas, arteriovenous malformations or pyogenic granulomas; and type III or the undermined
type is found in an extravascular location, the lesion develops in the bed of a hematoma and trauma is usually a
prerequisite, it is the least common variant [10].
IPEH is a benign behavioral vascular lesion that must be accurately differentiated from malignant angiosarcoma
and other vascular tumors [1, 11].
In the present case, histopathological analysis showed a well circumscribed intravascular lesion composed of
papillary structures lined by a single layer of endothelial cells without atypia or necrosis; the latter finding supported the
benign nature of the lesion. Intravascular thrombi were observed and no preexisting vascular lesion was demonstrated so
it was classified as IPEH type I.
The IPEH does not tend to regress spontaneously, so the treatment of choice for this lesion is surgical excision
with wide margins [12]. The prognosis of IPEH is excellent and recurrences are rare, like in our case.

CONCLUSIONS
In summary, we present an exceptional case of IPEH located to the vermillion border with an atypical clinical
presentation as it lacked a vascular appearance. The oral mucosa is commonly affected by vascular lesions so it is worthy
to consider IPEH in the differential diagnosis.
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