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Pseudoangiomatous stromal hyperplasia with iiant cells in
the female breast. No association with neurofibromatosis?
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SUMMARY

A simultaneous finding of pseudoangiomatous stromal hyperplasia (PASH) and stromal multinucleated giant cells (MGC) in mammary
tissue was previously observed in patients with type-1 neurofibromatosis, indicating that it can represent a morphologic marker for this
syndrome. Here, we present PASH with MGC occurring in the left breast of a 39-years-old woman who does not have neurofibromato-
sis. This case, along with two additional ones reported previously, indicates that PASH with MGC in the female breast may not be as-
sociated with neurofibromatosis.
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Pseudoangiomatézna stromélna hyperplasia s obrovskymi viacjadrovymi bunkami: lézia Zenského prsnika
bez asociacie s neurofibromatézou?

SUHRN

Nélez obrovskych viacjadrovych stromélnych buniek v mamérnej pseudoangiomatéznej stromélnej hyperplézii bol v minulosti pozorovany
u pacientov s neurofibromatézou typu 1. Naznagoval, Ze sa méze jednaf o morfologicky marker svedciaci pre neurofibromatézu. Prezen-
tujeme pripad tohto nélezu u pacientky bez neurofibromatézy. Slo o léziu lavého prsnika u 39-rocnej Zeny. Nase pozorovanie, spolu
s daldimi dvomi podobnymi v literatire, ukazuje, Ze pseudoangiomatézna hyperplézia s obrovskymi bunkami v zenskom prsniku ne-

musi byt asociovand s neurofibromatézou.

Kloéové slova: prsnik — viacjadrové obrovské bunky — pseudoangiomatézna stromélna hyperplazia — neurofibromatéza typu 1

Pseudoangiomatous stromal hyperplasia (PASH) and stromal
multinucleated giant cells (MGC) represent relatively rare findings
in mammary pathology (1-3). They are benign, and when either
is seen in isolation, they lack further clinical significance. Howev-
er, a simultaneous finding of PASH and MGC in a single lesion was
observed in mammary fissue in some patients with type-1 neurofi-
bromatosis (4-6), indicating that PASH with MGC could represent
a morphologic marker for this syndrome. Here, we present PASH
with MGC occurring in the female breast in a patient without neu-
rofibromatosis (NF). This case, along with two additional similar
ones (7,8), shows that the previously mentioned association with
neurofibromatosis is probably infrequent when PASH with MGC is
found in the female breast.

MATERIALS AND METHODS

The excised tissue was fixed in 4% formalin and processed rou-
tinely. The sections were stained with hematoxylin and eosin. For
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immunohistochemistry, the following primary antibodies were used:
alpha-smooth muscle actin (1A4), calponin (CALP), desmin (D33)
(all from DAKO, Glostrup, Denmark), and CD34 (Qbend/10,
NeoMarkers, Westinghouse, CA, USA).

Immunostaining was performed according to standard protocols
using an avidin-biotin complex labeled with peroxidase or alka-
line phosphatase. Microwave antigen pretreatment was used for
immunoreactions with CD34, only. Appropriate positive and neg-
ative controls were applied.

CASE REPORT

A 39-years-old para 1 gravida T woman overcame mastitis in her
lactation period 7 months ago. She continued to have mild pain, and
therefore she underwent ultrasound examination. Ultrasound found
a non-palpable hypoechoic lesion measuring 1 cm in the upper lat-
eral quadrant of the left breast. The lesion was marked with Frank
biopsy guide and excised completely. In addition, the patient was treat-
ed for mild chronic endometritis diagnosed five weeks ago.

Grossly, the excision measuring 3 x 3 x 2.5 cm had a fatty and fi-
brous cut surface without cystic changes. The fibrosis appeared to be
accentuated in some foci, but no circumscribed or stellated lesion was
found.

Histologically, the excision showed diffusely a pattern of PASH that
involved both peri- and intralobular stroma (Fig. 1). Both a dense fi-
brous pattern with slit-like empty spaces and a more proliferative cel-
lular pattern of PASH (2) were seen. Stromal MGC (1) were scat-
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tered predominantly in paucicellular and collagenized areas of
PASH. Although they appeared atypical at low power, a higher
magnification demonstrated bland round nuclei and an absence
of mitotic figures. The epithelium of the breast showed only focal
and mild ductal hyperplasia and rare, mild cystic dilatations of the
ducts. Many lobules appeared partially destroyed and atrophic due
to intralobular fibrosis of PASH.

Immunohistochemically, both mono- and multinucleated stromal
cells of PASH expressed CD34 (Fig. 2A), calponin (Fig. 2B), and al-
pha-smooth muscle actin. A few of these cells were positive for desmin.

The diagnosis of PASH with MGC was rendered and an exclu-
sion of type-1 NF was recommended. Clinical examinations (in-
cluding dermatologic, neurologic and internistic) ruled out NF in
the patient and in her family.

DISCUSSION

In our case, PASH showed typical morphology and myoid phe-
notype (2,3), and stromal MGC were similar to those described
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in mammary stroma (1). The single unusual feature in this case
is an association of PASH and MGC. As mentioned above, this
finding was observed in mammary tissue in patients with NF
(4-6). However, the NF-associated lesions were described ei-
ther in male breast or in vulvar mammary-like glands of female
patients, and not in the female breast. Damiani et al. (4) and
Zamecnik et al. (6) described PASH with MGC in gynecomastia
in patients with NF. Kazakov et al. (5) described one case of
vulvar PASH with MGC in a patient with NF. In the female breast,
only two cases of PASH with MGC were reported to our best
knowledge (7,8), and both of these patients did not have NF. We
think that these cases unassociated with NF can be explained
as an accidental and rare coincidence of PASH and MGC. As
only 3 lesions were described to date, it is obvious that study of
additional cases is necessary to determine exactly whether PASH
with MGC in the female breast does or does not have any asso-
ciation with NF. We recommend that, at least for the present,
a brief clinical examination focused on exclusion of NF should
be done in all these cases.
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B DERMATOPATOLOGIE »

... nodularna fasciitida sa moéze vyskytovat' ako vyluéne
intradermalna lézia

Noduléarna fasciitida (NF) je benigna myofibroblastické prolifera-
cia, ktorej povaha (nddorové versus reaktivna) nie doposial spolah-
livo objasnend. Ide o 1éziu, kioré je velmi &asto mylne diagnostikova-
nd ako sarkém (myxofibrosarkém, nediferencovany pleomorfny sar-
kém, leiomyosarkém, rabdomyosarkém ...) a predstavuje tak vyznam-
nG ,,diagnostickd pascu”. K diagnostickym tazkostiam prispieva aj po-
merne pestry histologicky obraz viacerych variantov (proliferativna
fasciitida, intravaskulérna fasciitida, kranidlna fasciitida). V typickom
pripade sa NF vyskytuje u dospelych mladého az stredného veku, ako
solitarna 1ézia v podkozi, fascii alebo hlbokych mékkych tkanivéch
kongatin, trupu, alebo oblasti hlavy a krku. Castd je alarmujica ana-
mnéza rychleho rastu lézie (tyzdne, niekolko mélo mesiacov).

Ako ¢isto intradermélna lézia sa NF vyskytuje pomerne vzécne,
v literatire mozno néijst iba zopér kazuistik. Najvéesi doposial pub-
likovany stbor pacientov s intradermalnou NF pochédza z pera de
Feraudyho a Fletchera (prvy pripad dermélnej NF popisal v r. 1990
tiez Fletcher). Autori popisujl sibor 24 konzultaénych pripadov. Ne-
prekvapuie, Ze v Ziadnom pripade nebola stanovend sprévna klinic-
k& diagnéza. Diagnézy odosielajicich patolégov boli dermatofibrém,
leiomyosarkém a NF. Charakteristiky soboru sa velmi neliili od kla-
sického popisu NF — i8lo o mladych dospelych s kratkou anamnézou
nebolestivej rezistencie alebo ulcerovanej a krvécajicej masy, velkos-
tiod 0,5 do 5,5 cm (priemerne priblizne 2 cm). Lézia sa priblizne rov-
nako &asto vyskytovala na konéatinéch, trupe a v oblasti hlavy a kr-
ku. Histologicky islo o cytologicky blandng uniformng myofibroblas-
tickd proliferaciu (t.j. aktin+, desmin-) s variabilne zastGpenou myxo-
idnou, mikrocystickou a kolagénnou strémou, s extravazatmi erytro-
cytov, chronickym lymfoplazmocytérnym zépalovym infiltrétom s pri-
tomnostou mastocytov a v niektorych pripadoch s depozitmi hemosi-
derinu a osteoclast-like obrovskymi bunkami. Castejsia ako je zvykom
v tradiénej NF bola népadné stromélna hyadlinizécia. V jednom pri-
pade bola ndjdend infarzdcia, klasické nddorové nekréza sa inéé ne-
vyskytovala. Priemerne bolo néjdenych 2,5 mitéz na 10 HPF. Jediny
tumor lokdlne recidivoval (aviak uz po dvoch tyzdiioch, bez spolah-
livého Gdaja o komplemosti excizie), Ziaden nemetastazoval.

V diferenciélnej diagnéze (okrem réznych mc1||'gnych |ézii) pri-
chédzaju do uvahy najmé myofibrém (bifézicky vzhlad, storiform-
ne usporiadand myoidnd proliferacia + hemangiopericytoma-like
proliferécia), celularny fibrézny histiocytém (storiformné alebo fas-
cikulérna fibroblast-like proliferacia s histiocytmi a zavzatim kola-
génu, akantéza epidermis), kozny leiomyém (eozinofilné bunky s ci-
garovitym jadrom, desmin + ) alebo superficialny angiomyxém (my-
xoidné matrix, tenkostenné kapiléry, hviezdicovité fibroblasty).

Aj ked' je NF v dermélnej lokalizécii léziou menej &astou, je
nutnd spravna diagnéza, aby sa predislo zbytocnej agresivne;
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—__~ aneb nemélo by vam uniknout, ze ...

liecbe. Klocom k diagnéze je na tito pseudosarkomatéznu léziu
myslief, aj pri vyskyte v menej typickej lokalizécii.

Zdroj:
de Feraudy S, Fletcher CDM. Intradermal nodular fasciitis. A rare lesion
analyzed in a series of 24 cases. Am J Surg Pathol 2010; 34(9): 1377-81.

- M. Svajdler ml. -
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... v diferencialni diagnostice ameloblastomu éelisti je mozné
pouzit prikaz exprese CD56 (NCAM)

Ameloblastom je jeden z nejéastéji se vyskytujicich odontogen-
nich nador(. Postihuje osoby stredniho véku bez predilekce po-
hlavi a az v 80% pipadd byvé lokalizovan v Ghlu dolni &elisti; vy-
skyt v horni elisti je vzacngjsi. Ackoli je Fazen mezi benigni né-
dory, je zndm svou tendenci k lokalni recidivé. Vzhledem k tomu,
¥e ameloblastom neziidka roste cysticky — jako solidni/multicys-
tické ¢ unicystické varianta, patii tento nédor do diferenciélni di-
agnostiky cystickych afekei celist.

Mikroskopické diagnostika cystickych lézi gelisti maze byt ob-
tiznd, zejména pokud je k histologickému vy3etieni odebréana pou-
ze mald &ast tkéné ve formé probatorni kyretéze. Proto jsou inten-
zivné studovany pomocné imunohistochemické markery, které by
bylo mozné v fomto sméru pouZit.

Autofi Cairns et al. studovali expresi CD56 (NCAM) v amelob-
lastomu v porovnéni s jinymi odontogennimi nadory a cystami,
zejména s keratocystickym odontogennim tumorem (dFive odonto-
genni keratocysta). Expresi CD56 pozorovali v 37/38 (97%) ame-
loblastomech, pricemz zaznamenali fokalni i difozni pozitivity
v butikach na periferii nddorovych hnizd; v centrélnich partiich t&ch-
to nddorovych hnizd byl viak prokaz CD56 negativni. Naproti to-
mu byla exprese CD56 pozorovéana pouze v 1/18 (6%) pripadé
keratocystického odontogenniho tumoru. Exprese CD56 v dalsich
studovanych odontogennich nédorech a cystéch byla variabilni,
pocet vysetfenych piipadd byl viak velmi maly (fadové jednotky)
a vysledky tedy nelze povazovat za definitivni.

Zévérem je mozné konstatovat, ze prokaz exprese CD56 |ze do-
porucit jako pomocny marker v diferencidlni diagnostice odontogen-
nich afekei gelisti, pFicemz exprese tohoto markeru svédei v kontextu
s odpovidajicim mikroskopickym vzhledem léze pro ameloblastom.

Zdroj:

Cairns L et al. CD56 (NCAM) expression in ameloblastomas and other
odontogenic lesions. Histopathology 2010; 57(4): 544-548.

Pokracovéni na str. 71 - J. Laco -
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