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Tém tat

B&i canh: Sarcdm soi bi 16i (Dermatofibrosarcoma protuberans - DFSP) 13 tan sinh &c tinh cia md mém,
ddc trung bdi su phat trién cham, xam |an tai chd va thuong gip & 16p bi clia da. Méc dU u cé thé xuat hién
& bat ky viing nao trén co thé, vj tri hay gdp nhat [a than minh va chi. DFSP & vi rat hiém gip, v&i chi mét vai
truong hop dwgc bao cdo trong y van.

Trinh bay ca bénh: Ching t6i bado cdo mdt trudng hop bénh nhan nit 24 tudi, duwgc chan dodn sarcdm sgi
bi 16i & v, bénh nhan d3 duoc phiu thuat cat rong mo u vdi cac ria dién cit 4m tinh. Sau diéu trj, bénh nhan
khong ghi nhan téi phat hodc di cin tinh dén thoi diém hién tai 13 6 thang.

K&t luan: DFSP c6 thé cé dic diém mo hoc dé gay nham |1an véi cac khdi u t&€ bao hinh thoi khac thuong
gap & vu, do d6, viéc chan dodn chinh xac cé thé [a mét thach thirc trong thuc hanh 1am sang. Viéc chan doén
can su phdi hop gitta hinh anh m6 bénh hoc va héa mé mién dich.

Tir khéa: vu; sarcém soi bi 6i.

Dermatofibrosarcoma protuberans of the breast:

A rare case report and literature review
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Abstract

Background: Dermatofibrosarcoma protuberans (DFSP) is a malignant soft tissue neoplasm characterized
by slow growth, local invasion, and a predilection for the dermal layer of the skin. Although it can occur
anywhere on the body, the most common sites are the trunk and extremities. DFSP of the breast is extremely
rare, with only a few cases reported in the literature.

Case presentation: We reportthe case of a 24-year-old female patient diagnosed with dermatofibrosarcoma
protuberans of the breast. The patient underwent wide local excision of the tumor with negative surgical
margins. At 6 months after treatment, no recurrence or metastasis has been observed.

Conclusion: DFSP may exhibit histopathological features that can be easily confused with other spindle
cell tumors commonly encountered in the breast. Therefore, accurate diagnosis can be challenging in clinical
practice. Diagnosis requires the integration of histopathological findings and immunohistochemical analysis.

Keywords: breast; dermatofibrosarcoma protuberans.

1. PAT VAN BE

Sarcobm soi  bi 16i (Dermatofibrosarcoma
protuberans - DFSP) 13 mét tan sinh &c tinh hiém gép
cla da, dnh hudng dén 16p bl sdu va m6é m& dudi
da. B&nh dwoc Darier va Ferrand bdo cdo lan dau
tién vao ndm 1924. Loai u nay cé tinh xam 14n tai chd
vdi ti 18 tai phat cao, nhwng hiém khi di can. DFSP
thuwong gdp & ngudi trvdng thanh tré va trung nién
(trong dd tubi tir khoang 20 - 50 tudi); bénh cé thé
xuat hién & bat ky vi tri ndo, nhwng thuwdng gdp nhat
& thadn minh va chi [1]. DFSP & vi rat hiém gip, vdi

chi mét vai truorng hop dwoc bdo cdo trong y van [2].
Cét rong tai chd 13 phuong phép diédu trj tiéu chuan
[1]. Trong bai viét nay, ching t6i m6 td mot trudng
hop DFSP & v trén mot bénh nhan nir 24 tudi.

2. TRINH BAY CA BENH

Bénh nhan ni, 24 tudi, dén kham vi ty s& thdy u
vU trai 6 thang nay, khong kém triéu chirng khac nhw
dau vi, sung ndng, tiét dich nim vi. Bénh nhan chua
tirng méc cac bénh ly noi khoa hay ngoai khoa truéc
day. Tién cadn gia dinh khéng ghi nhan bat thuong.
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- Vij tri 8 h canh ndm vu cé cau trac hoi am kém,
quang vu, cé khdi 2,5 cm cirng, gidi han khong rd, sat  hinh bau duc, bo nhan, nam sat da, gidi han rd, kich
da, khéng xam nhiém ra da, khéng tiét dich nim vii, thwd 24 x 10 x 26 mm, mém trén siéu am dan hoi,
khéng sung, khong nong da. tuwdi mau type Il trén siéu am vi mach (BI-RADS 3).
Siéu am vu ghi nhan: - Da, mé dwdi da va nim vi thay duoc trong gidi
Vu trai: han binh thudng.
- M4t d& mo vi: déng nhat, ch yéu la md soi tuyén.

Kham lam sang ghi nhan vu trai vi tri 8 - 9 gio' canh

—_———————

¥

Hinh 1. Siéu 4m v trai ghi nhan vi tri 8 h canh ndim vi c6 cau tric hdi am kém, hinh bau duc, bo nhan, nam
sat da, gidi han ro, kich thudc 24 x 10 x 26 mm (BI-RADS 3)

Bé&nh pham bao gdm mé vu chira u dugc glri dén
khoa giai phau bénh dé kiém tra. Trén dai thé ghi nhan
bénh pham vu kich thudc 5 x 5 x 1,5 cm, ¢ phd vat
da kich thuwdc 3 x 2 cm, quang vu kich thudc 1,5 x 1,5
cm, nim vu 0,8 x 0,8 cm. Bénh pham cét qua cé tdn
thuong kich thudc 2 x 1,5 x 1,8 cm, mét cit mau tring,
chic, giéi han tuong déi rd. Tén thwong cach ria dién
cat trén 0,1 cm, sat ria dién cat dudi, cach ria dién cat
sau 0,7 cm, nam sat bé mét da, cach ria dién cit ngoai
0,5 cm, cach ria dién cat trong 1,5 cm (Hinh 2).

Bénh nhan duoc sinh thiét I18i dudi hudng dan
cla siéu am dé khao sat dic diém mé hoc khéi u.
Trén vi thé, mau sinh thiét hién dién cac t&€ bao hinh
thoi v&i nhan céc t€ bao hinh thoi déng dang, nhan
thudn dai, nhiém sdc chat min, bao tuwong it, xép
thanh cac bé xody. Chan doan trén mau sinh thiét la
u t€ bao hinh thoi, huéng t&i sarcém soi bi 16i.

Bénh nhan sau dé duoc chi dinh phau thuat cat
rong mod u. Sau mé, bé&nh nhan héi phuc t6t, an udng
duorc, tidu tiéu duoc, di lai dwoc.
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Hinh 2. T6n thuong kich thuée 2 x 1,5 x 1,8 cm, mit cat mau trang, chic, gidi han twong déi rd
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Trén vi thé, mdé u bao gdbm céc t& bao hinh thoi
dong dang, nhan thudn dai, nhiém sac chat min, bao
twong it, xép thanh cac b xody. T€ bao u tham nhiém
vao mO6 m& dudi da, bao quanh va chen vao giita
cac tiéu thuy m®, tao nén hinh anh “t6 ong” trén
vi thé (honeycomb pattern), khdng thdy xAm nhap
Ién thugng bi. Khong thdy hoai t&r. Phan bao rai réc,

khoang 1 phan bao/10 quang trwong I&n. Vé héa md
mién dich, m6 u duwong tinh manh véi CD34, 4m tinh
v&i Desmin. Chan dodn xac dinh 1a sarcdm soi bi [6i &
vl vé&i cac ria dién cat am tinh.

Sau diéu tri, bénh nhan khéng ghi nhan tai phat
hodc di cdn tinh dén thoi diém hién tai 13 6 thang.

Hinh 3. M6 u ndm & trung bi, ¢ gi¢i han tuong d6i rd (Hinh A, H&E va Hinh B, H&E, x40), md u bao gdm
céc t& bao hinh thoi ddng dang, nhan thudn dai, nhiém sic chat min, bao twong it, x&p thanh cac bé xody
(Hinh C, H&E, x100), m6 u tham nhiém vao mdé m& dudi da, bao quanh va chen vao gitta cac tiéu thuy md,
tao nén hinh dnh “t6 ong” (Hinh D, H&E, x100)
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Hinh 4. Héa md mién dich, m6 u duwong tinh manh véi CD34 (Hinh A), am tinh véi Desmin (Hinh B)
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3. BAN LUAN

Sarcom soi bi 16i (DFSP) 1a mét tan sinh trung mé
clia da hiém gdp va cé tinh xam 1an tai chd. Bénh
dwoc Darier va Ferrand mo ta lan dau vao ndm 1924,
khi d6 dugc goi 1a u sgi bi tién trién va tai phat. DFSP
chiém khoang 1% trong tat ca cac sarcdm md mém
va dudi 0,1% trong tat cd cac bénh &c tinh, vai ti &
mac hang ndm khoang 0,8 - 4,5 ca trén mot triéu dan
[1]. Than minh la vj tri thwdng gép nhat, chiém 50 -
60%, tiép theo 13 cac chi 25%, vung dau c6 10 - 15%,
va rat hiém gap & vu [3]. DFSP cé ti |é tai phat cao do
kha ndng tham nhiém manh vao mé dwdi da, can va
co bén dudi. DFSP chl y&u xay ra & d6 tudi tir 20 - 50
tudi, phu hop véi tredng hop cla ching t6i 13 1 bénh
nhan ni¥ 24 tudi [1].

Cac nghién clru di truyén cho thdy DFSP cé
chuyén doan nhiém sic thé dic hiéu, lién quan dén
nhiém sac thé 17 va 22, dwoc phét hién trong hon
90% khoi u. Chuyén doan nay din dén sy san xuat
lién tuc chubi B clia yéu t6 ting trwdng cd ngudn goc
tiu cAu va kich thich sy phat trién ctia DFSP [4].

Trén siéu 4m, DFSP thudng biéu hién dudi dang
mot khéi gidm am, giéi han rd, hinh bau duc. Déi khi
khai c6 thé cé twdi mau ngoai vi trén siéu am Doppler
mau. Danh gid DFSP bang siéu am c6 thé khong dic
hiéu. M6t nghién ctru khdo sat bon bénh nhan khac
nhau cho thay trong hai trwong hop DFSP, cac khéi
c6 hoi am kém, con hai trwdng hop cé hdi dm hdn
hop. Ngoai ra, sieu am Doppler mau ghi nhan cac
kiu tuwdi mau khac nhau: mot trudng hop cé dong
méu phong phu di qua toan bé khdi u, trong khi mét
truong hop khac chi cé moét lwgng nhd dong mau di
qua phan ngoai vi cta khéi u. Do d6, hinh dnh DFSP
trén siéu am co thé dé bj nham |1an vdi cac khdi nong
khac nhu u m@&, boc thuong bi va u sgi bi [5]. Trong
trwdng hgp cla ching t6i, tén thwong dudi siéu dm
dugc ghi nhan 1a mét ciu tric hdi dm kém, hinh bau
duc, b& nhan, nam sét da, gidi han rd, mém trén siéu
am dan hoi, twdi mau type Il trén siéu 4m vi mach.

Biéu hién l1am sang thudng gap nhat cia DFSP |3
mot mang héng ban mau xanh tim hodc ndu khéng
dau, v&i dic diém “16i” dién hinh, tién trién trong
nhiéu ndm. Céc vi tri DFSP thuwdng duwoc bdo cdo
nhat |a thdn minh va cac chi, thudng cé hinh anh
lanh tinh trén 1am sang [1]. Bénh it gdp & vung c6 va
hiém gdp & vu, 13 vi tri dwoc phét hién trong treong
hop cda ching toi.

Chan doan DFSP dua vao md bénh hoc va héa
m& mién dich. V& md bénh hoc, DFSP dac trung boi
céc té bao hinh thoi don dang trén nén mo dém soi,
sap x&p theo kiéu xody I6c/dang nan hoa (storiform
pattern), vdi it phan bao va di dang nhan nhe. M6 u
tham nhiém vao mé m& dudi da, tao hinh anh dic

trwng dang “t6 ong” (honeycomb pattern). C4c chan
dodn phan biét chinh cta u té bao hinh thoi cla vu
bao gdbm u diép thé, carcindm chuyén san, sarcoém
nguyén phat cia vd, u nguyén bao sgi co, bénh soi ....
Hdéa md mién dich cé thé hitu ich dé phan biét giira
cac thuc thé nay. DFSP duong tinh manh, lan tda
v&i CD34 trong 84 - 100% trudng hop, nhu ghi nhan
trong trwong hop cha chung téi. Cac diu &n S-100,
desmin va actin am tinh trong DFSP, tuong ty nhu
truong hop nay ghi nhan desmin am tinh.

Trong trwdng hop cda chung t6i, hinh anh mo
bénh hoc khéng hién dién thanh phan biéumé ac tinh
hodc khe biéu mé (epithelial clefts) sau khi khdo sat
toan bo u gitp loai trir u diép thé va carcindm chuyén
san. Bénh soi (fibromatosis) dac trung bdi nhirng
t€ bao hinh thoi c6 nhan “lanh tinh” trén nén md
dém collagen, CD34 am tinh va dwong tinh v&i Beta
catenin. U nguyén bao sgi co (Myofibroblastoma)
hién dién cac té bao hinh thoi ddng dang, nhan lanh
tinh, sdp x&p thanh cac bé ngén dan xen khong déu,
xen k& cac dai collagen hyalin hoa ai toan dam kém
lvong m6 m& thay d6i; hdéa mé mién dich desmin
va CD34 duong tinh. Trong trwong hop nay, hinh
anh md bénh hoc dic trung véi sap xép theo kiéu
xody I6¢c/dang nan hoa (storiform pattern) va hinh
anh u tham nhiém m& dang “t6 ong” (honeycomb
pattern) k&t hgp héa mé mién dich CD34 duong tinh
va desmin 4m tinh giGp ching téi chan doan xac
dinh: Sarcém sgi bi 16i, khdng phan nhém dic hiéu
(Dermatofibrosarcoma protuberans, NOS).

Chuyén dang soi sarcdm (Fibrosarcomatous
transformation) gap trong khoang 10% cac truong
hgp DFSP, dwoc dic trung bdi sy chuyén tiép,
thudng kha doét ngdt, sang ciu tric dang xwong ca
(herringbone) hoac dang bé (fascicular), kem tang
mat dé té bao, tang di dang té bao va tang hoat dong
phan bao. Phan tip nay cd thé tao thanh mét ndt
riéng biét trén nén DFSP va thudng cho thay gidm
hodc mat biéu hién CD34. Chuyén dang sgi sarcom
c6 thé xuat hién ngay tir dau (de novo) hodc trong u
tai phat. Hiém gdp hon, céc u nay cé thé cd hinh thai
té€ bao da dang/da hinh thai, thdm chi dang té bao
tron. Trong truong hgp nay, mdé bénh hoc khéng ghi
nhan vling ¢ ciu tric dang xuong cd hodc tdng mat
dd, dj dang té bao hodc tang phan bao. CD34 duong
manh, lan téa, khdng ghi nhan viing nao gidam/mat
biéu hién.

Diéu trj tiéu chudn ddi vdi DFSP khu tru 13 phau
thuat cat rong tai chd. Cac khuyén cdo vé phau thuat
cat bo hoan toan tai chd bao gdom b dién cat phau
thuat 2 - 3 cm va cat bd ba chiéu, bao gobm da, mé
dudida va can bén dudi. Ti lé téi phéat cao hon co lién
quan vdi phan tip mé hoc, mat dd té bao cao, kich
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thwéc u, vi tri & dAu c6 va ti 1é phan bao cao [1]. DFSP
¢ dd nhay han ché véi hda trj va xa tri; xa tri khdng
6 vai trd ngoai cac trudng hop cé chuyén dang ac
tinh. Imatinib cé thé duoc can nhic trong béi canh
diéu tri tan ho tro ddi vai cac truong hop ranh gidi
con cit dwoc hodc tai phat. H6 so dot bién cho thay
¢6 kha ndng dy dodn dap &ng kha quan vé thu nhé
kh&i u khi s&r dung imatinib trong b&i canh nay. Xa tri
6 thé duoc can nhac & cac trudng hop nguy co cao,
nhu chi s6 phan bao cao hodc bo dién cat duwong tinh
nhung khong thé cat lai [6]. Trong truong hop cla
chiing t6i, bénh nhan d3 dwoc phiu thuat cit rong
mo u vdi cac ria dién cat am tinh.

Ti lé di can cta DFSP khoang 1 - 4%, thuong chu
yé&u dén phdi va it gdp hon 13 hach lympho. Ti I& séng
cdn 5 ndm cla bénh nhan DFSP khu tru cé thé lén
dén 99%. Phan lén cac truong hop téi phat DFSP
duoc phat hién trong vong ba ndm sau phau thuat
cat bd ban dau. Theo ddi dai han can duoc thuc hién
chat ché mdi 6 - 12 thang bang siéu dm va sinh thiét
trong cac trudng hop nghi ngd tai phat [1]. Sau diéu
tri, bénh nhan cta chdng t6i khéng ghi nhan tai phat
hodc di cdn tinh dén thoi diém hién tai la 6 thang.

4, KET LUAN

SarcOm sgi bi 16i (DFSP) la tan sinh ac tinh cua
md mém, dac trwng bdi sy phat trién cham, xam 1an
tai ch6. Médc du u cé thé xuat hién & bat ky vung nao
trén co thé, vi tri hay gdp nhat 13 than minh va chi.
DFSP & vu rat hiém gap, v&i chi mét vai truong hop
duwoc bdo cdo trong y vin. DFSP cé thé cé dic diém
md hoc dé gay nham 13n v&i cac khdi u t& bao hinh
thoi khac thudng gdp & vu, do d6, viéc chan doan
chinh xdc cé thé 1a mét thach thirc trong thwe hanh
|&m sang. Viéc chan doan can sy phdi hop gitra hinh
3anh mo bénh hoc va héa md mién dich. Diéu trj tiéu
chuan d&i v&i DFSP khu trd |a phdu thuat cit rong
tai cho.
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