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Introduction

Intravascular papillary entothelial hyper-
plasia may show a pattern similar to
angiosarcoma due to the vascular non-neo-
plastic endotherlial proliferation process”.
Intravascular papillary endothelial hyperpla-
sia has been termed in 1923 by Masson®” as
“Vegetant intravascular hemangioendothe-
lioma”, and since Clerkin and Enzinger"
reported it as “intravascular papillary
endothelial hyperplasia’, it has been known
as such term most commonly until now”.

The authors experienced a case of intravas-
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cular papillary endothelial hyperplasia devel-
oped in the forearm, and thus we report the
case with a review of the literature.

Case report

A 27 years old male patient was admitted
for a mass in the left forearm. The mass
was discovered for the first time 2 years
ago, and the size was increased gradually
and slowly, and recently, pain and the
reduction of the range of motion of the
wrist joint were developed. At the time of
admission, in the left distal forearm area, a
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firm mass in the size of a fist of child was
palpated, and at the percussion, the patient
complained tingling sensation in the distal
area. Loss of weight was not shown, and in
the past history, there was no special trau-
ma or past medical history. And there was
no skin discoloration, and in blood test,
abnormal results were not shown. In simple
radiographs, a mass shadow in soft tissues
and small round calcification finding were
observed (Fig.1). In magnetic resonance
imaging, a round shaped soft tissue tumor,
3.3X1.9%X4.7 cm in size, in the distal fore-

arm area was shown (Fig.2). On T1 weight-

ed images, it is shown as low intensity sig-
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nals in the hemorrhagic area mixed with

Fig. 1. Plain radiograph shows soft tissue swelling with
small round calcification in distal forearm.

Fig. 2. Magnetic resonance imaging shows the mass showed nodular high signal intensiteis on precontrast images,
heterogenous enhancement was noted after contrast enhancement. The center of mass seemed to be located
among flexor pollicis longus, flexor digitorum and interosseous membrane.
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high intensity signals, and on T2 weighted
images, it appears as low signal intensity
reflecting thrombus, etc., and the internal
septum with low signal intensity may be
observed. On axial & coronal images, there
was spindle shaped soft tissue mass seen
among the distal forearm. The mass showed
nodular high signal intensiteis on precon-
trast images, heterogenous enhancement was
noted after contrast enhancement. The cen-
ter of mass seemed to be located among
flexor pollicis longus, flexor digitorum and
interosseous membrane. Neurovascular bun-
dle of anterior interosseous artery and nerve
seemed to be abut or closely located to that
mass. The possibility of soft tissue mass
originated from neurovascular bundle was
susepcted with focal hemorrhages. We per-
formed incisional biopsy for diagnosis and
for differential diagnosis with soft tissue
sarcoma. Histologically, the papillae are
lined by single layer of plump endothelial
cells surrounding a collagenized core. There
is no multilayering, tufting, solid areas,
necrosis and little or no atypia. There is lit-

Fig. 3. These papillae are lined by single layer of plump
endothelia cells surrounding a collagenized core.
There is no multilayering, tufting, solid areas,
necrosis and little or no atypia There is little evi-
dence of mitoses (Hematoxylin and Eosin, x 200).

tle evidence of mitoses. It was diagnosed as
intravascular papillary endothelial hyperplasia
(Masson’ s hemangioma) (Fig.3). We per-
formed marginal excision as treatment. In
surgical findings, the mass was located
between the Flexor hallucis longus, the
Flexor digitorum fundus and the interosseous
memebrane, and a reddish blue colored mass
covered with a capsule was extracted (Fig.4).
After surgery, the tingling sensation and
pain of the forearm disappeared, and until
the two years follow up observation, special
complications or recurrence findings were not
shown.

Discussion

Intravascular papillary endothelial hyper-
plasia is not a common disease, it could be
developed in any areas of body, and it is
developed primarily in the dermal area or
subcutaneous tissues of the head, neck, fin-
gers and trunk®. In 1923, Masson” consid-
ered intravascular papillary endothelial
hyperplasia as benign neoplasia and termed
as “Vegetant intravascular hemangioen-
dothelioma”, and reported for the firs time,
and 1932, Herschen” reported it as intravas-

Fig. 4. Dark-red colored mass was removed from distal
forearm.
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cular hyperplasia rather than neoplasia, and
subsequently it was introduced as various
terms such as endothelial hemangiomatosis,
intravenous vascular hyperplasia, Masson
pseudo hemangiosarcoma, Masson heman-
Clerkin and
Enzinger” reported it as “Intravascular pap-

gioma, etc."®. In 1976,
illary endothelial hyperplasia”, and subse-
quently, until now, it is most widely known
as such term”. In Korea, intravascular pap-
illary endothelial hyperplasia was reported
Yi et al.” and Hong et al.”, and it consists
of 2~4% of hemangioma developed in the
skin or soft tissues. Primarily, it is devel-
oped in the finger most prevalently, and it
occurs preferentially in the order of the
head, neck, forearm, etc. It is a small hard
mass on dermal layer, and the skin may be
discolored to red color or blue color in some
cases”. The pathological mechanism of this
disease has not been elucidate yet, nonethe-
less, according to studies conducted until
now, the concept of a different variation of
thrombus tissues has been accepted. It has
been reported that such endothelial hyper-
plasia is stimulated by bFGF (basic fibrob-
last growth factor) released from
macrophage accumulated in the area
received trauma, intravascular papillary
endothelial hyperplasia is induced. Such
endothelial cells produce more bFGF, and
thus such process is augmented by a positive
feedback process”.

Hashimoto et al.”? classified intravascular
papillary endothelial hyperplasia to three
types. First, it is the primary or intravascu-
lar type (56 %), and hyperplasia of the nor-
mal blood vessel, and primarily hyperplasia
within the vein. Second, it is the secondary
or mixed type (40 %) and it is originated
from preceding abnormalities such as
hemangioma, arteriovenous malformation,
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lymphangioma, etc., and third, it is the
extravascular type (4%) and it is developed
within hematoma. The difference of progno-
sis according to the classification is not
clear. It has been shown that intravascular
papillary endothelial hyperplasia is not asso-
ciated with age, nonetheless, the mixed type
is known to be developed in the older age
group, and it occurs slightly more frequently
in the female” (M:F = 1:1.2). The mean size
the
extravascular type is larger and shows aver-

is smaller than 2 cm, nevertheless,

age 4.5 cm in size, and it occurs as solitary
primarily, nevertheless, it may be developed
as multicentric occasionally. The history of
trauma was shown in only 4% cases”.

At the time of the diagnosis of intravascu-
lar papillary endothelial hyperplasia, in his-
tological findings, the endothelial layer is
formed by normal endothelial cells, endothe-
lial hyperplasia is a benign papillary pat-
tern, abnormality of cells is not shown, and
other than hemorrhage, malignant charac-
teristics are not shown®”. As the differential
diagnosis, the differentiation from other
hemangiomas is required. The significant of
this disease is that it is discovered as a mass
and thus it may be misdiagnosed as
angiosarcoma by histological results”. The
papillary growth pattern of this disease is
similar to the tufting of angiosarcoma, nev-
ertheless, angiosarcoma has the characteris-
tic that it is not limited in the intravascular
area, and the histological findings of infil-
trative growing, the polygonal pattern of
cells, frequent mitosis, and necrotic area
shown in angiosarcoma are not shown in
intravascular papillary hyperplasia®”. In
addition, it is required to differentiate from
Kaposi' s sarcoma, capillary hemangioma.
and hemangioendothelioma”. Radiologically.,
on simple radiographs, in cases with heman-
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gioma or phlebolith in the vicinity, conse-
quent results may be shown, and due to the
influence of mass, erosion in adjacent bones
may be observed®. In magnetic resonance
imaging, diverse results are observed, and in
cases developed in the four extremities, on
T1 weighted images, it is shown as low
intensity signals in the hemorrhagic area
mixed with high intensity signals, and on
T2 weighted images, it appears as low signal
intensity reflecting thrombus, etc.. and the
internal septum with low signal intensity
may be observed. For its diagnosis or treat-
ment, surgical excision is performed, and
after radical excision, it almost never
recurs, nevertheless, in partial resection
cases, it may recur”. For recurred cases or
partial resection cases, radiation therapy
may be attempted”.

We reported a case of intravascular papil-
lary endothelial hyperplasia developed in the
forearm that could be misdiagnosed as sarco-
ma in soft tissues clinically, and it is consid-
ered that it must be differentiated always
from angiosarcoma histologically.
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Intravascular Papillary Endothelial Hyperplasia
(Masson’s hemangioma) Presenting as a Forearm Mass
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Intravascular papillary endothelial hyperplasia (IPEH, Masson’s hemangioma) is a non neo-
plastic reactive endothelial proliferation most commonly located in the skin or subcutaneous tis-
sues athough it has been reported in multiple locations throughout the body. This lesion may
arise from malformed or normal vessels primarily, and may develop with hemangioma, pyo-
genic granuloma, or lymphangioma. This lesion, though benign, is clinically important since it
may present as a mass and be confused histologically with angiosarcoma. The authors report a
27 years old patient with amassin his forearm which results in intravascular papillary endothe-
lia hyperplasia.
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