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Practice Points

= Dermatologists should be familiar with the clinical and histological features of angiolipomas along with

their potential inheritance patterns.

= Familial angiolipomatosis is a rare condition characterized by multiple angiolipomas that has been
described as having an autosomal-recessive transmission pattern. Autosomal-dominant inheritance also
may occur, as illustrated in the current case report.

= Awareness of the autosomal-dominant form of this entity is importantto prevent its misdiagnosis as
neurofibromatosis type |, which has a similar family history and clinical presentation.

Angiolipomas are among the most common benign
soft-tissue tumors and usually present as solitary
nodules; however, angiolipomas also may present
as multiple subcutaneous nodules, typically on
the arms and trunk of young men. Although mul-
tiple angiolipomas most often occur sporadically,
a family history can be identified in a minority of
cases. Familial angiolipomatosis is a rare condi-
tion with an autosomal-recessive transmission
pattern that is characterized by multiple subcu-
taneous tumors and a family history of similar
lesions, which are not associated with malignant
neoplasms. We report a case of familial angioli-
pomatosis with an unusual autosomal-dominant
transmission pattern. Our patient presented with
multiple angiolipomas that were highly sugges-
tive of familial angiolipomatosis transmitted in an
autosomal-dominant fashion, as he had several
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family members with a history of similar fatty
tumors. Autosomal-dominant familial angiolipoma-
tosis may be misdiagnosed as neurofibromatosis
type I. Therefore, in cases of multiple subcutane-
ous tumors and a family history of similar lesions,
histologic examination is important to establish
the correct diagnosis.
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ngiolipomas are benign subcutaneous tumors

that usually present on the arms, legs, and

trunk in young men. Angiolipomas typically
range in size from 1 to 4 cm in diameter, and multiple
lesions often are present. Tenderness or mild pain
may be elicited with palpation, particularly during
the initial growth period. Grossly they appear as yel-
low, firm, circumscribed tumors. Histologic exami-
nation generally is characterized by mature adipose
tissue with an admixture of capillaries that often
contain fibrin thrombi.

Angiolipomas most often occur sporadically, but
in a minority of cases a family history can be identi-
fied. Although the exact incidence of familial cases
has not been identified in the literature, it is esti-
mated to be 5% to 10%.! This rare condition has
been classified as familial angiolipomatosis, which
may be inherited in either an autosomal-recessive
or autosomal-dominant fashion, the former being far
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more prevalent.? We report the case of a 31-year-old
man with multiple angiolipomas who served as a
proband for an evaluation of familial angiolipoma-
tosis transmitted in an autosomal-dominant fashion
among several male family members.

Case Report

A 31-year-old man presented with a history of fatty
tumors on the bilateral upper extremities. The
patient’s medical history was remarkable for allergy
to dogs and cats, as confirmed by positive skin
testing, which was treated with hydroxyzine and
albuterol. Physical examination was unremarkable,
except for the subcutaneous nodules on both arms
and forearms. Laboratory results from a complete
blood cell count and a comprehensive metabolic
panel including total cholesterol, triglycerides, and
high-density lipoproteins were all within reference
range. A family history revealed that the patient’s
brother, father, and 3 paternal uncles had a history
of similar fatty tumors, as well as 2 of his paternal
grandmother’s brothers (Figure 1). At the time of
presentation, clinical examination revealed multiple
tumors distributed on the upper and lower left arm
as well as on the posterior and anterior aspect of the
right forearm and upper arm. The patient did not
report antecedent trauma to these areas.

During surgical evaluation several months later,
the subcutaneous nodules were preliminarily diag-
nosed by the surgeon as lipomas. Following surgical
excision of all 5 lesions, gross examination revealed
tan-yellow, circumscribed, soft-tissue nodules
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Figure 1. An autosomal-dominant inheritance pattern
of familial angiolipomatosis with 8 affected individuals.
Arrow indicates the proband.

WWW.CUTIS.COM

Familial Angiolipomatosis

measuring 0.6 to 2.1 cm. Histologic examination
revealed circumscribed nodules surrounded by a
thin fibrous capsule. The lesions were composed of
mature fat cells and benign vessels arranged in lob-
ules of various sizes divided by fibrous septa. The
vascular component ranged from 10% to approxi-
mately 50% of the lesion and was predominantly
composed of capillary-sized vessels with scattered
intraluminal fibrin thrombi (Figure 2). The histo-
logic findings were considered a classic presentation
of angiolipoma. Unfortunately, the patient was not
able to provide pathology results pertaining to the
lesions of his relatives, which he referred to as fatty
tumors. At follow-up 13 months after excision, the
patient developed new lesions and was planning to
return for further excisions.

Comment
Angiolipomas are benign mesenchymal neoplasms
composed of adipose tissue and blood vessels. They
usually present subcutaneously but have been docu-
mented in other areas including the spinal region in
rare instances.” The most common locations include
the forearms, upper arms, and trunk.* Our case dem-
onstrates a classic presentation of angiolipomatosis
manifesting as multiple subcutaneous nodules on the
upper arms of a young man. Although lipomas were
clinically suspected, histologic examination revealed
that the lesions were in fact angiolipomas.
Angiolipomas account for approximately 17%
of all fatty tumors and are characterized by mature
adipose tissue with an admixture of capillaries that
often contain fibrin thrombi.* Histologic variants of
angiolipomas including cellular angiolipomas and
angiomyxolipomas rarely are encountered.’” Cellular
angiolipomas are composed almost entirely of small
vessels (>95% of the lesion).”® In addition to the
classic presentation, cellular angiolipomas also have
been documented in unusual locations. Kahng et al®
reported a 73-year-old woman with abnormal mam-
mographic findings who was found to have a cellu-
lar angiolipoma of the breast. Cellular angiolipoma
with lymph node involvement was reported in a
67-year-old man with adenocarcinoma of the prostate
who underwent a radical retropubic prostatectomy.’
Due to their prominent vascular component, cellular
angiolipomas must be differentiated from spindle cell
lipomas, Kaposi sarcoma, and other vascular tumors.
Kaposi sarcomas usually have slitlike vascular spaces,
contain globules in the cytoplasm of some cells that
are positive on periodic acid-Schiff staining, display
immunoreactivity for human herpesvirus 8, and lack
microthrombi. Angiomyxolipomas also are rare. This
variant of angiolipomas contains mature adipose tis-
sue, extensive myxoid stroma, and numerous blood
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Figure 2. Histologic examination showed an encapsu-
lated tumor composed of adipose tissue and a vascular
component more prominent in the subcapsular areas (A)
(H&E, original magnification x20). Histopathology of
the lesion also showed mature fat cells admixed with

a vascular component (B)(H&E original magnification

X 100) and scattered fibrin thrombi (C)(H&E, original
magnification X200).
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vessels.” The differential diagnosis for angiomyxo-
lipomas includes myxoid liposarcomas and other
adipocytic lesions (eg, myxolipomas, myxoid spindle
cell lipomas).

Angiolipomas most often occur sporadically; how-
ever, family history has been identified in a minority
of cases. This rare finding has been classified as famil-
ial angiolipomatosis (Online Mendelian Inheritance
in Man [OMIM] 206550), which can be inherited
in either anautosomal-recessive or very rarely in an
autosomal-dominant fashion.? Our patient had numer-
ous relatives with a history of similar lesions, which
supported the diagnosis of familial angiolipomatosis
in an autosomal-dominant inheritance pattern
(Figure 1). Patients with autosomal-dominant familial
angiolipomatosis also have been described to have
other coincidental medical.conditions, such as polycys-
tic kidney disease."®

The clinical -presentation of familial angiolipo-
matosis includes multiple subcutaneous tumors and
a family history of similar lesions that are not associ-
ated with malignant transformation. Subcutaneous
tumors-and a family history with autosomal-dominant
inheritance also can be seen in neurofibromatosis
type I, which is associated with various benign and
malignant neoplasms (eg, meningiomas, gliomas,
pheochromocytomas). Therefore, in familial cases
of multiple subcutaneous tumors transmitted in an
autosomal-dominant pattern, histologic examina-
tion is essential to establish the correct diagno-
sis. Goodman and Baskin!! reported a patient with
familial angiolipomatosis who initially was suspected
to have neurofibromatosis. The patient also had a
granular cell tumor, which occasionally can be seen
in neurofibromatosis."! Another diagnostic problem
between familial angiolipomatosis and neurofibroma-
tosis was described by Cina et al> who documented a
case of familial angiolipomatosis with Lisch nodules,
which are common in neurofibromatosis but rarely
are seen in patients without this condition.!” These
reported parallels have prompted some investigators
to suggest that similar pathogenetic mechanisms
might be involved in both familial angiolipomato-
sis with an autosomal-dominant inheritance and
neurofibromatosis type L!' Karyotyping performed
on angiolipomas has failed to reveal reproducible
cytogenetic abnormalities,”> with the exception
of 1 report that documented a patient in which
1 of 5 angiolipomas had a t(X;2) abnormality.'*
Conversely, ordinary lipomas are associated with
numerous karyotypic abnormalities.'*

Angiolipomas are benign tumors, but patients
with large or disfiguring angiolipomas may choose to
undergo surgical excision. For neoplasms that deeply
extend between muscles, tendons, and joint capsules,
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subtotal excision may be required to restore regular
function; however, local recurrence with muscular
hypotrophy and deformation of the bones near the
affected joints may occur.”

Conclusion

We present the case of a 31-year-old man with a rare
form of familial angiolipomatosis characterized by an
autosomal-dominant inheritance pattern. Our case
emphasizes the need to obtain a detailed family his-
tory to determine the inheritance pattern in patients
with multiple lesions of angiolipoma. Pathology
review is essential to differentiate other diseases such
as neurofibromatosis, which may present in a similar
fashion. We encourage reports of further cases of
familial angiolipomatosis to document the inheri-
tance patterns.
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