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Case Report/ Olgu Sunumu

A Rare Case of Angiomyxolipoma: Differential Diagnosis
From Other Vascular and Myxoid Tumors

Nadir Bir Anjiyomiksolipoma Olgusu: Diger Vaskiiler ve Miksod Tiimorler ile Ayirict Tam
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A case of angiomyxolipoma in the posterior neck region
of a 36-year-old man is presented. Although lipomatous
tumors are very frequent among benign soft tissue neo-
plasms, angiomyxolipoma has been reported only in
seven case studies before. We present a new case of a
typical angomyxolipoma. Histopathologically, admixture
of mature adipocytes, poorly cellular myxoid spindle cell
areas and abundant vascular structures are the striking
components of this tumor. Myxoid spindle cell lipoma,
vascular spindle cell lipoma, myxoid liposarcoma, myxo-
lipoma, angiolipoma and pseudoangiomatous spindle
cell lipoma can be considered in the differential diagno-
sis of angiomyxolipoma. Immunohistochemistry is usu-
ally helpful in the diagnosis of this extremely rare entity.
In our case, positive staining for vimentin and sparse
positivity for CD34, in the absence of reactivity for SMA,
desmin, S-100 protein and HMB45 in the spindle cells,
are the most important immunohistochemical features
that help in the differential diagnosis.

Key words: Angiomyxolipoma; vascular; myxoid; tumor; immu-
nohistochemistry; differential diagnosis.

Otuz alti yasindaki bir erkek hastanin ensesinde orta-
ya cikan bir anjiyomiksolipoma olgusu sunulmaktadir.
Lipomatdz tumérlere benign yumusak doku neoplazileri
arasinda oldukg¢a sik rastlansa da, anjiyomiksolipom
tanisi ile sadece yedi olgu sunumu vardir. Burada tipik
anjiyomiksolipom olan yeni bir olguyu sunmaktayiz.
Histopatolojik olarak bu timériin en garpici 6zelligi birbiri
icine giren matlr yag dokusu ve hiicreden fakir mikso-
id igsi hicreli alanlar ve eglik eden ¢ok sayida damar
yapisidir. Miksoid igsi hucreli lipom, vaskiler igsi hicreli
lipom, miksoid liposarkom, miksolipom, anjiyolipom ve
psédoanjiyomatdz igsi hicreli lipom anjiyomiksolipom
ayirici taniya girebilecek olan lezyonlardir. Bu son dere-
ce nadir lezyonun ayirici tanisinda immunohistokimya
oldukca destekleyicidir. Bizim olgumuzda igsi hiicreler-
deki SMA, desmin, S-100 protein ve HMB45 negaitifligi
ve bunun beraberinde vimentin pozitifligi ve CD34 zayf
pozitifligi taniya yardimci olan immunohistokimyasal
bulgular olmustur.

Anahtar sézctikler: Anjiyomiksolipom; vaskuler; miksoid; timoér;
immunohistokimya; ayirici tani.

Lipoma is a benign tumor composed of mature white
adipocytes and is the most common soft tissue mesen-
chymal neoplasm in adults."! There are several forms
of lipomas. Ordinary lipomas constitute approximately
80% of all lipomas, while other types such as angio-

lipoma, angiomyolipoma, spindle cell/pleomorphic
lipoma, myolipoma, intramuscular lipoma make up the
remaining 20% of lipomas.*®!Angiomyxolipoma was
not identified as a distinct type of lipoma until Mai et
al.l reported the first case of angiomyxolipoma (vascu-
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lar myxolipoma) in 1996. Since then, only seven other
angiomyxolipomas have been reported.”*! We report
here the eighth case of angiomyxolipoma and discuss
the differential diagnosis.

CASE REPORT

A 36-year-old man with a slowly growing painless mass
located on the posterior neck, developing in a two-year
period, is presented. Clinical examination revealed a 5x4
cm, solitary, slightly mobile subcutaneous nodule with
a somewhat firmer consistency than that of a lipoma.
Surgical excision of the mass was rather problematic as
it was mostly composed of a mucoid material. Over the
following six months after the surgery, no recurrence
was documented.

Grossly total dimensions of four pieces of the
yellowish-white, soft, shapeless, vascular, semi-solid
gelatinous mass was measured as 62x52x14 mm (Fig. 1).
Microscopically, the tumor consisted of an admixture
of highly vascular and poorly cellular myxoid and
lipomatous areas (Fig. 2). The myxoid areas occupied
nearly 70% of the total tumor volume. These areas con-
tained cells with oval or spindle shaped nuclei without
atypia, nucleolus or mitosis. The dendritic cytoplas-
mic processes within the myxoid ground substance
were highlighted by vimentin immunohistochemically.
Alcian blue (pH 2.5) and mucicarmine stains showed
diffuse strong staining in the myxoid areas. Scattered
mast cells and histiocytes were found in the myxoid
ground substance.

The lipomatous component of the tumor was ran-
domly scattered throughout the tumor and was com-
posed of mature fat cells without any atypia. No lipo-
blasts were found.

There were abundant thick-walled and fewer thin-
walled blood vessels. Hyalinization of some of the
thick-walled vessels was highlighted with Masson’s tri-
chrome stain. This stain also revealed scarce thin colla-
gen fibers in the myxoid areas. Inmunohistochemistry
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Fig. 2. Lipoatous lesion with abundant mya-c-o

(Mucicarmine x 50).
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Fig. 1.

Gross appearance of shapeless mucoid mass with punctu-
ated vascular structures.

showed diffuse positivity for vimentin and scattered
sparse positivity for CD34 in the cytoplasm of the
spindle cells. HMB45, S-100 protein, alpha smooth
muscle actin (SMA) and desmin were all negative in
the spindle cells. Smooth muscle actin stained some of
the walls of the thick-walled vessels while all vessels
showed diffuse positivity for CD34, factor VIII and
CD31. Mature adipocytes stained strongly for S-100
protein.



A Rare Case of Angiomyxolipoma: Differential Diagnosis From Other Vascular and Myxoid Tumors

DISCUSSION

Although lipomatous tumors are very frequent among
benign soft tissue neoplasms, angiomyxolipoma has been
reported only in seven case studies before, thus the pre-
sented case is known to be the eighth one. Of these seven
cases, two were in the scalp, two were in the extremities,
one was in the thigh, one was in the spermatic cord and
one was in the subungual region.**! Our case is the thirrd
one which is seen in the head and neck region. Except
for one, all cases including ours were male. Ages of the
previous cases ranged from 32 to 66 years.

Besides its characteristic histologic features, dif-
ferential diagnosis of angiomyxolipoma is wide and to
some extent it can be challenging. Histopathologically,
the tumor is composed of an admixture of mature adi-
pocytes, poorly cellular myxoid spindle cell areas and
abundant vascular structures. There are both thin- and
thick-walled vessels, some of which may show promi-
nent hyalinization."*!

The possibility of entrapment of the adjacent adi-
pose tissue by an angiomyxoma or by a reactive myxoid
vascular lesion is ruled out by random location of the
scattered adipose tissue throughout the lesion.”! The
negativity for S-100 protein immunohistochemically
also proved that, there were no entrapped nerve fibers.
The characteristic histomorphology, distribution and
abundance of the blood vessels also lead us to exclude
preexisting vascular structures.”)

Immunohistochemistry and histopathology alone
can be considered as sufficient methods for the cor-
rect diagnosis. However, myxoid spindle cell lipoma
is especially important in the differential diagnosis.
A previously reported vascular variant of spindle cell
lipoma (SCL) makes the situation more challenging.”
Chromosomal analysis of the spindle cells in most of
the SCLs shows an unbalanced aberration involving 16q
resulting in monosomy or partial loss of 16q, but others
have demonstrated abnormalities of 13q and 6p.”! On
the other hand, a cytogenetic analysis of an angiomyxo-
lipoma revealed translocations t(7;13)(p15;q14) and (8-
12)(q12;p13). Those results showed engagement with
chromosomal regions involved in certain benign adipose
and myxoid tumors. Thus, it can be considered that
angiomyxolipoma may share related chromosome aber-
rations with SCL.[

In our case, positive staining for vimentin and sparse
positivity for CD34, in the absence of reactivity for SMA,
desmin, S-100 protein and HMB45 in the spindle cells,
are the most important immunohistochemical features
that help in the differential diagnosis. In case of ‘diffuse’
positivity for CD34 with fewer amounts of vascular
structures and presence of extensive ‘ropy’ collagen
bundles, the diagnosis can likely be ‘myxoid SCL'.[2"

In the ultrastructural study of the first case of angio-
myxolipoma, reported by Mai et al." the satellite cells
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showed long cellular processes in the background of
loose electron dense material, transversed by scattered
bundles of collagen. Thus it is very difficult to build up
the differential diagnosis mainly on the absence of col-
lagen fibers. In the presented case, though it is not ropy,
Masson’s trichrome stain showed some sparsely scat-
tered thin collagen fibers in between the spindle cells of
the myxoid areas.

Vascular SCL is differentiated from angiomyxoli-
poma by the absence of myxoid areas and presence of
other features of SCL.®! Pseudoangiomatous SCL lacks
both real vascular structures and myxoid stroma.l*!
Myxolipoma, another entity in the differential diagnosis
of angiomyxolipoma, does not have a prominent vascu-
lar component; similarly angiolipoma and angiomyoli-
poma do not have myxoid ground substance.®!

Myxoid liposarcoma should also be kept in mind
in the differential diagnosis of angiomyxolipoma.
However, it is not a problematic lesion as it does not
have the abundant thin- and thick-walled vascular struc-
tures of angiomyxolipoma. Rather, it has the character-
istic chicken-wire-like plexiform capillary network with
variable numbers of small lipoblasts.!?!

As a conclusion, angiomyxolipoma is a very rare,
distinct benign lipomatous tumor which should be dis-
tinguished from other lipomatous or myxoid tumors.
Its characteristic histopathologic features and immu-
nohistochemical profile are of great importance for the
differential diagnosis of this rare entity.
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