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Angiomatous hamartoma of the breast: a new entity
developing in pediatric patients

Hamartom mamar detip angiomatos - entitate nou descrisa la copii
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Abstract

We report the case of a young prepuberal 11 yedrpaltient who rapidly developed a breast hamar-
toma with a prominent angiomatous (vascular) congmbrihat was observed on both radiological and phith
gical examination, raising the possibility of otHmeast neoplasms. Only one case of vascular hametof the
breast in a 5 year old girl has been previouslyased in the English literature. We discuss themdifferential
diagnostic problems and the possible histogenddisi®new entity.
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Rezumat

Raportim cazul unei paciente prepuberale de 11 ani, cadeavoltat rapid la nivelul glandei mamare
un hamartom ce prezito proeminent component angiomatoas (vasculatr) identificat: atat la examinarea
radiologica cétsi la cea patologig. Leziunea ridi@ suspiciunea unor alte neoplasme mamare. Doar ngusi
alt caz de hamartom mamar la copii (o paciemt varsti de 5 ani) a mai fost descris péin prezent in literatu-
ra de specialitate publicatin limba englez In cadrul articolului discuim principalele probleme de diagnostic
diferenyial si histogeneza ale acestei noi efiit

Cuvinte cheie: hamartom mamar, componérangiomatoa&, imunohistochimie

Introduction plasm but in 1971 Arrigoni described it for thestfir
time as an encapsulated breast neoplasm that clin-
Hamartoma of the breast was initially jcally and macroscopically resembled a fibro-
defined as a malformation that resembles a neo- adenoma but, in contrast with this, on microscopic
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examination it has a lobular arrangement of
glandular tissue and a fibrous stroma admixed with
fat tissue of various extension (1). However, the
World Health Organization (WHO) book from
2003 recognized the lesion as a tumor belonging to
the fibroepithelial category (2). Hamartoma sub-
types such as fibroadenolipoma, myoid and chon-
drolipoma have already been described throughout
all ages (3,4). Only one case of vascular hamar-
toma of the breast in a 5 year old girl has been pr
viously reported in literature (5). This is the @edt
case of a young prepuberal 11 year old girl who
presented a breast hamartoma with a prominent
vascular (angiomatous) component on both radi-
ological and microscopic examination. We discuss
the main differential diagnostic problems and the
possible histogenesis of this new entity.

Casereport

An 11 year old prepuberal patient presen-
ted to the Radiology and Imaging Department
with an asymmetry of the superior - exterior and
inferior - exterior right breast quadrants due to a
palpable painless mass noticed by her mother dur-
ing the previous month. There was no family his-
tory of breast cancer. On clinical examination, the
tumor was approximately 40 mm in diameter,
freely movable on palpation, with rubbery con-
sistency. There was no evidence of axillary
lymphadenopathy. Considering the patient's age,
the radiologist decided to perform ultrasound ex-
amination instead of mammography, that dis-
closed a 36 mm diameter solid mass with a mac-
rolobulated well-defined contour, heterogeneous
hypoechoic pattern, some scattered microcystic
areas and numerous tubular channels with arterial
Doppler signal within the tumoF{gure 1, Figure
2). The ultrasound examination was neither char-
acteristic for a fibroadenoma, nor for a malignant
tumor. Fine needle aspiration cytology (FNAC)
was performed and the aspirate was hypercellular
with a mixed population of cells including a large
number of epithelial and myoepithelial cell
groups, but also many stromal cells (of fibroblast-
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ic and adipose type) suggesting a phyllodes tumor
and corresponding to C3 categoRygure 3. The
patient declined core biopsy and required surgery
due to fear of cancer and asymmetry of the breast.
Right lumpectomy was performed.

The surgical specimen measuring
40/35/20 mm contained a white nodule of 36/11
mm with hard consistency, well delineated contour
and small cystic spaces on the cut surface. On mi-
croscopic examination the tumor was surrounded
by a fibrous capsule and was composed of ducts
and acinar structures with lobular arrangement sur-
rounded by fibrous hypocellular edematous stroma
and areas of adipose tissugig(re 4, Figure 5.

The adipose tissue represented 20% of the stromal
component on all the examined slides. Some of the
mammary ducts were cystically dilated and some
others presented an epithelial gynecomastoid-like
proliferation within the lumen but lacking atypical
features [figure 6. An inflammatory infiltrate
composed mainly of lymphocytes was observed.
Rare bundles of benign spindle looking cells of
myoid differentiation were encountered, but these
represented no more than 5-10% of the stroma.

More than 75% of the stroma contained
numerous vessels of small and large size that were
present on each of the 6 slides we have examined
from the tumor Figure 7). Some of the vessels had
a round lumen, while others were compressed by
the surrounding stromdrigure 8. Immunohisto-
chemically, the vessels were diffusely positive for
specific markers as CD 31 (LAB VISION, Clone
JC/70A, dilution 1:25) and factor VIII (NO-
VOCASTRA, Clone NCL-VWEF, dilution 1:150)
but also for Desmin (DAKO, Clone D 33, dilution
1:75) (Figure 9 Figure 10. The gyneco-
mastoid-like proliferation within the ducts was pos
itive for CK 5/6 (DAKO, Clone D5/16 B4, dilution
1:50) in a mosaic pattern. The morphology and im-
munohistochemical profile were consistent with an
angiomatous hamartoma with no evidence of ma-
lignancy. No other treatment was considered for
this patient since surgical resection margins were
free of tumor. Clinical and radiological follow-ups
were suggested.
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Figure 1. Sonographic examination: 36 mm Figure 2. Intratumoral vascularization: increased
hipoechoic nodular well circumscribed lesion, with central and peripheral arterial Doppler signal
macrolobulated contour and heterogeneoustexture

Discussion been previously described and different focal
changes as cysts, simple epithelial hyperplasia, ap
Breast hamartoma is a rare and underrecog- crine metaplasia, stromal giant cells have alsa bee
nized biphasic benign tumor, representing no more reported (12, 13, 14). Only one case of a pediatric
that 0.1- 0.7% of all benign tumors, usually appear patient with prominent vascular component within
ing in premenopausal women, but also described in the stroma has been published in literature g&¥ar
teenagers or in women over 60 years (6). Cases of In this paper, we report a second case of a yatng g
breast hamartoma have also been reported in male with a breast hamartoma which grew rapidly and
or ectopic breast tissue (7, 8). It can grow rgymdl had a prominent vascular component on both radi-
slowly. In case there is a rapid growth and itheac ological and microscopic examination, suggesting
a large diameter, it produces asymmetry and simu- other benign or malignant breast tumors with differ
lates a fibroadenoma on palpation. It can veryyrare  ent prognosis and management.
be detected only mammographically, as a well de- The clinical, sonographical and cytological
marcated density with mottled appearance due-to tis pattern were suggestive for a fibroadenoma or phyl-
sue heterogeneity and surrounded by a radiolucent lodes tumor, especially due to the increase ofccyst
halo that separates the tumor from the surrounding spaces observed on sonographic examination, to the
breast parenchyma. The ultrasound examination diameter of the tumor at the presentation andeo th
shows a sharp delineation of the tumor that cantain  biphasic population of cells on the smear. However,
sonolucent fat and echogenic fibrous component the prominent vascular Doppler signal was not con-
with a heterogeneous internal echo pattern (9). The sistent with either of the two previously mentioned
microscopic aspect of the breast hamartoma is still lesions. The macroscopic appearance (well - de-
poorly defined and overlapping and different at- marcated margins, white color and firm consistency)
tempts to subclassify the tumor according to thke hi  was characteristic for a fibroadenoma. The cystic
tological parameters into three categories (fihrous spaces that were observed on the cut surface were
fatty and fibro fatty hamartoma) or four category characteristic for focal phyllodes changes in a
classification (encapsulated fibrocystic changes, fibroadenoma. On microscopy however, even
fiboroadenoma with fibrous stroma, fibroadenoma- fibroadenoma may have very rare small areas of
like and circumscribed adenolipoma) have not been adipous metaplasia, it does not have a lobular ar-
widely accepted by the pathologists (10,11). Micro- rangement of the acini and ducts and loses the nor-
scopic subtypes of breast hamartoma, such as mal architecture of a breast tissue. Phyllodes tumo
myoid, fibroadenolipoma and chondrolipoma have may have small or large diameter and has been re-
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Figure 3. Citology( PAP stain): mixed population of Figure 4. Thetumor is surrounded by afibrous
cellsincluding a large number of epithelial and capsule(HE)
myoepithelial cell groups but also many stromal cells

Figure5. Thetumor iscomposed of ductsand acinar Figure 6. The mammary duct presents an epithelial
structureswith alobular arrangement surrounded gynecomastoid-like proliferation within the lumen,
by fibrous hypocellular edematous stroma and ar eas lacking atypical features (HE)
of adipose tissue (HE)

ported in pediatric population (15), but on micro- rounds and extends between the individual lobules
scopic examination there is an increase in the and obliterates the usual interlobular specialized
stromal component (fibroblasts and adipose cells) loose stroma is characteristic to the hamartoma, bu
versus the epithelial one and numerous charaitterist can also be encountered in sclerosing lobular hyper
cystic spaces can be seen, with stromal papillary plasia that is also a biphasic benign lesion wbéch
projections within the spaces. Areas of adipose tis be associated with a classic fiboroadenoma, but usu-
sue can be observed in a phyllodes tumor of benign ally does not contain adipose tissue.

or malignant type. The fibrous stroma which sur- Prominent pseudovascular or true vas-
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Figure7. Morethan 75% of the stroma contained
numer ous vessels of small and large size (HE)
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Figure9. Thevascular component is strongly and
diffusely positiveto CD31

cular component may be encountered in various
breast lesions. Pseudo-angiomatous stromal hy-
perplasia (PASH) changes can appear in a
breast hamartoma due to hormonal influence,
usually in premenopausal patients. In PASH,
anastomosing slit-like spaces delineated by
spindle cells of fibroblastic or myofibroblastic
type without atypia can be seen in a diffuse pat-
tern, scattered throughout the tumor but the im-
munohistochemical examinations prove that
these slit-like spaces are not of vascular origin.
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Figure8. Some of the vessdshad a round lumen and

other swere compressed by the surrounding sroma (HE)

Figure 10. Factor VIII ispositivein all the blood
vessels of the vascular component

Other true vascular tumors that can in-
volve the breast are: perilobular hemangiomas,
angiosarcomas and exceptionally lymphangio-
mas and angiomatosis. The perilobular heman-
gioma is usually found accidentally in a biopsy
specimen or on mastectomy performed for an-
other type of breast lesion. It is composed of a
network of capillary-sized blood vessels that in-
volve the lobular or perilobular stroma, but it is
a microscopic lesion that cannot be detected on
clinical or radiological examination. The an-
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giosarcoma is the malignant vascular tumor that
can also appear de novo in young patients, pos-
sibly due to hormonal stimulation or secondary
to irradiation or lymphedema after axillary
lymph node dissection for breast carcinoma in
elder patients. Macroscopically, it can appear as
single, but more frequently multiple reddish
nodules with poorly defined contour. For this
reason, clinical as well as radiological examina-
tion is able to distinguish the tumor from a vas-
cular hamartoma. Microscopically, the atypical
endothelial cells that can either delineate vascu-
lar anastomosing channels or grow in solid
areas have the same immunohistochemical pro-
file as vascular hamartoma, so differentiating
the two lesions is very important, since the an-
giosarcoma is associated with poor prognosis.
Regarding the histogenesis of the an-
giomatous hamartoma of the breast, the promin-
ent vascular component cannot be attributed to
hormonal influence, since both this case and a
previously reported one developed in prepuber-
al patients, so it can be considered more as a
malformation than a neoplastic process. How-
ever, cases of breast hamartomas of other mi-
croscopic subtypes have been reported in asso-
ciation with pregnancy, so a hormonal influence

can be suspected in adult patients since vascular

breast tumors of benign or malignant potential
have been found to have a relationship with
hormonal influence in other cases (16).

Conclusions

Due to the rarity of these tumors and
the heterogeneous pattern on both radiological
and microscopic examination, hamartoma of
the breast is a difficult diagnosis for both the ra
diologist and pathologist. Especially when it is
associated with peculiar components, such as
muscle, cartilage or vessels, hamartoma of the
breast can raise the possibility of other more
common breast benign or malignant lesions
making the immunohistochemical examinations
very useful to distinguish between these types
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of lesions. A prominent vascular component in
pediatric patients developing a hamartoma can
be considered more as a malformation than a
hormonal influence.
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