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SUMMARY

A case of unilateral intravascular papillary
endothelial hyperplasia of the adrenal medulla
accompanied by massive calcifications is
described. This is the first report of such a case
detected radiologically. A review of the pertinent
literature is included.

INTRODUCTION

The efficacy of imaging the adrenal gland by
means of computed tomography (CT) has been
well documented.'™”  CT can readily and
accurately demonstrate both the normal and
abnormal adrenal gland. This report describes
the CT manifestations in a case of adrenal
intravascular papillary endothelial hyperplasia.

Papillary endothelial hypcrplasia8 is a peculiar
benign intravascular process, which simulates
angiosarcoma histopathologically. Most such
lesions are located deep in the dermis or subcutis
without involvement of the overlying skin®~'°
They can occur in a variety of organs and with
other lesions, as in previously normal vessels or
in varices, hemorrhoids, pyogenic granulomas,
and hemangiomas.”'® However, involvement of
the adrenal gland has not been previously
documented.
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case REPORT (MF+ [

This 60-year-old woman complained of occasional
back pain of one-year duration, which was slowly
progressive. However, on physical examination,
including palpation, there was no evidence of a
mass. The laboratory findings were normal.
Plain abdominal radiography revealed a round
soft tissue mass containing multiple, minute,
discrete calcifications in the left upper quadrant
(Figure 1A). Comparison with an intravenous
pyelogram performed three years previously
(Figure 1B) showed an increase from 4.2 to
5.5cm in maximum diameter, and an increase
in prominence of the calcifications.

‘)

Figure 1A.  This 60-year-old female complained of
occasional back pain of one-year duration. A round soft
tissue mass (arrows) containing multiple, minute, discrete
calcifications was noted in the left upper quadrant.
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Abdominal ultrasonography revealed evidence of
a left suprarenal mass which contained high
echogenicity centrally with slight, distal acoustic
shadowing (Figures 2A and B). A subsequent
intravenous pyelography showed multiple,
minute, discrete calcifications superior and
anterior to the left kidney, which was normal.
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Figure 1B.  Review of the intravenous pyelogram
performed three years previously (arrows) showed that
this lesion had increased in size and in prominence of
the calcifications (Figure 1A4).
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Figure 2A. Posterior abdominal transverse contact-compound ultrasonography showed
questionable evidence of a left suprarenal mass (white arrows) which seemed to have high
echogenicity centrally.
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Figure 2B. Posterior longitudinal real-time ultra-
sonography showed a left suprarcenal mass (white arrows)
which had high echogenicity centrally.
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CT of the left retroperitoneal region demon-
strated a well-defined mass (5cm diameter)
partly surrounded by a normal left adrenal
gland (Figures 3A and B). This lesion contained
multiple, discrete, minute calcifications of which
CT attenuation values were 353 Hounsfield units
(HU). Following the intravenous administration
of contrast medium, the lesion was poorly
enhanced (Figure 3C). CT clearly confirmed
that the lesion was distinct from the body and
tail of the pancreas, and the superior pole of the
left kidney.

Electrolytic analyses including those for calcium
and phosphates, and biochemical examinations
including catecholamines (epinephrine, norepi-
nephrine, and vanillylmandelic acid), cortisol,
17-hydroxycorticosteroids ~ (17-OHCS), and
17-ketosteroids (17-KS) were all within the
normal range. Adrenal scintigraphy showed no
abnormality.
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Figure 34. CT of the left retroperitoneal region demonstrated a well-demarcated mass (5cm),
containing massive calcification centrally.
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Figure 3B. This lesion was seen in multiple sequential images. Multiple, discrete, minute,
calcifications were components of a well-circumscribed round mass, the upper portion of which
was surrounded by distended adrenal cortex (arrow).
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Figure 3C. Postcontrast CT showed the lesion to be poorly enhanced. C7 showed the lesion
to be distinct from the pancreas and the superior pole of the left kidney.
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At surgery, a dark, reddish adrenal mass was
found, not adherent to any surrounding struc-
tures. It weighed 31g, and contained blood and
multiple tiny calculus-like componerits, which
themselves weighed 17g (Figure 4). On analysis,
these were found to consist of 78% calcium
phosphate and 22% calcium carbonate. Histo-
logically, this lesion proved to be intravascular
papillary endothelial hyperplasia with dystrophic
calcification (Figure 5).
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Figure 4. The gross specimen consisted of the mass which contained blood and multiple calculi.
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DISCUSSION

Papillary endothelial hyperplasia is a peculiar,
benign intravascular process that bears a
remarkable resemblance to a hemangiosarcoma.
Clearkin and Enzinger® described features which
aid in its recognition and in its differential
diagnosis from a hemangiosarcoma. These include
the intraluminal location of the lesion, the
absence of tissue necrosis, and the intimate
association of the proliferated tuft-like structures
with thrombotic material. It was pointed out
that the subcutis of the fingers, the head and
neck regions, and the trunk are its most common
locations. It can occur either in previously
normal vessels or in varices, hemorrhoids,
pyogenic granulomas, and hemangiomas.>'® The
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Figure 5. The microscopic specimen confirmed the mass to be intravascular bapillmy endo-
thelial hyperplasia (EH) with dystrophic calcification (black arrows).
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lesion of the present case was located in the left
adrenal gland, but did not prove to be accom-
panied by a hemangioma. Lee et al't reported
a case of adrenal hemangioma with phleboliths,
in which there was no description of intravascular
papillary endothelial hyperplasia. Clearkin and
Enzinger8 suggested that thrombosis precedes
the papillary proliferation and that the
thrombofic material serves as a matrix for its
development. Slowing of the blood flow, stasis,
and thrombosis, as in hemangioma, vascular
malformations, and dilated veins, appear to be
the only prerequisites for the development of
this lesion.

CT effectively defines the anatomic contours,
configuration, and volume of a suprarenal
mass. To a certain extent, it can help to assess
its general tissue characteristics. The CT image,
however, is not specific as far as histopathology
or tumor physiology (hormonal activity) is
concerned. The range of attenuation values
for adrenal masses varies. Attenuation differences
have been attributed to varying constituents such
as fat and/or intrinsic changes related to necrosis
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and hemorrhage.!> The radiographic appearance
in the present case includes multiple, discrete,
minute calcifications in a well-circumscribed
round mass. Histopathologically, the calcification
is of the dystrophic type, and is regarded, at
least in part, as due to degeneration of thrombi
and of the lesion itself, an intravenous papillary
endothelial hyperplasia. Underlying conditions
in which calcification can occur include tubercu-
losis, spontaneous hemorrhage,'®  adrenal
cyst,’*  myelolipoma,!® hemangioma,!!
neuroblastoma, carcinoma, and metastatic adrenal
melanoma.’® Less frequently detected on plain
radiography  are  pheochromocytoma and
adenoma, and they are not associated with
adrenal hyperplasia. Although rare, intravascular
papillary endothelial hyperplasia should be
considered in the differential diagnosis of
calcified adrenal masses.
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