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Thach thirc trong chian doan va diéu tri sarcoma xo bi 16i: Bio
cao mot trueong hop lam sang

Challenges in the diagnosis and treatment of dermatofibrosarcoma
protuberans: A case report

Hoang Quéc Tuén'*, Nguyén Thi Quynh Trang', 'Bénh vién Trung wong Qudn dsi 108,
Nguyén Lan Anh', Lé Thi Hai Yén%, Tran Quéc Trung’ ?Bénh vién Da liéu Trung wong,

IBénh vién K Trung wong
Tom tat

Sarcoma xo bi 16i (Dermatofibrosarcoma protuberans - DFSP) la loai ung thu da hiém gap thuoc
nhom sarcoma mé mém. Ca ché bénh sinh cGa DFSP lién quan dén dét bién dado doan nhiém sic thé
t(17; 22) dan dén kich thich gen biét héa collagen tuyp 1 alpha 1 (COL1A1) va yéu té phat trién nguén
goc tiéu cau (platelet-derived growth factor beta - PDGFB), tir d6 hinh thanh khéi u & trung bi. Bénh tién
trién cham qua nhiéu nam véi tén thuong lam sang khéng dién hinh nhung c6 kha nang xam lan tai ché
dang ké, dan dén ty lé tai phat cao sau diéu tri. Tuy nhién, DFSP c6 tién lugng kha t6t vai ty Ié di can
thap. Viéc chdn doan xac dinh phu thudc nhiéu vao xét nghiém mé bénh hoc va héa mé mién dich. Cac
hudng dan diéu tri hién nay déu cho rang phau thuat loai bo hoan toan khéi u la phuang phap diéu tri
uu tién hang dau. Ching t6i bao cdo mét trudng hop bénh nhan ni, 38 tudi, dugc chan doan xac dinh
DFSP cénh tay phai giai doan tai ché. Bénh nhan dugc diéu tri bang phau thuat cat rong va theo ddi dinh
ky trong 2 nam, khong ghi nhan tai phat.

Tirkhéa: Sarcoma xo bi 16i, sarcoma mé mém, phau thuat cat rong.

Summary

Dermatofibrosarcoma protuberans (DFSP) is a rare cutaneous malignancy belonging to the group of
soft tissue sarcomas. The pathogenesis of DFSP is associated with a chromosomal translocation t(17;22)
that leads to fusion of the collagen type | alpha 1 (COL1A1) gene and platelet-derived growth factor beta
(PDGFB) gene, resulting in tumor formation within the dermis. The disease progresses slowly over many
years, with atypical clinical manifestations and significant local invasion, leading to a high recurrence
rate after treatment. However, DFSP generally carries a favorable prognosis with a low rate of metastasis.
Definitive diagnosis relies mainly on histopathological and immunohistochemical examinations. Current
treatment guidelines recommend complete surgical excision as the first-line therapy. We report a case of
a 38-year-old female diagnosed with localized DFSP of the right arm. The patient was treated with wide
local excision and remained recurrence-free during a two-year follow-up period.
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I.DAT VAN DE

Sarcoma xd bi 16i (Dermatofibrosarcoma
protuberans - DFSP) la loai ung thu da hiém gap,
chiém 1-5% sarcoma m6 mém, véi ty lé dudi 5
trudng hop trén 1 triéu dan & My ', Day la loai
sarcoma da hay gap nhat & Nhat, trong khi tai My
ding thd hai sau Kaposi sarcoma, nhiéu haon
Leiomyosarcoma va Angiosarcoma **. Bénh gap chu
yéu & vi tri than minh (50-60%) va chi trén (25%),
vung dau mat c6 it gap hon véi ty 1& 10-15% " °.
Bénh gap nhiéu & nhom tudi 20-50, khac biét vé gidi
con léch nhau gilra cac bao cdo, c6 ghi nhan tuong
duong hodc gap nhiéu hon & nit >*. Khéng c6 yéu
t6 nguy ca nao cu thé ctia DFSP, tén thuong cé thé &
vung da binh thudng hoac vung da bénh ly truéc do
nhu chan thuong, bong, seo mé " 2. Tén thuong
thudng tién trién chdm qua nhiéu nam, xam Ian tai
ché dang ké, dan dén nguy co tai phét cao sau diéu
tri. Tuy nhién DFSP c6 tién lugng kha tét vai ty Ié di
can thap dugi 5% va ty 1& s6ng sau 5 nam ghi nhan
trén 95% " *°. Hon 90% DFSP c6 ca ché bénh sinh
lien quan dén dot bién ddo doan nhiém sic thé t(17;
22), dan dén kich thich gen biét hoa collagen tuyp 1
alpha 1 (COL1A1) va yéu t6 phat trién nguén goc
tiu cau (platelet-derived growth factor beta,
PDGFB), tir d6 hinh thanh khéi u & trung bi ">*°,

Bai bao nham trinh bay mot trudng hgp DFSP
tai canh tay phai giai doan tai ch6, da dugc chan
doan va diéu tri thanh coéng, qua do6 lam ndi bat
nhiing thach thuc trong chan doéan va quan ly bénh
ly nay.

Il. TRUONG HOP LAM SANG

Bénh nhan n, 38 tudi, c6 ton thuong da dién
bi€n 10 nam nay, bi€u hién la mét khéi cing chic,
ranh gidi ro, c6 loét, gian mach, kich thudc 3,5 x 3cm
vung 1/3 gilta ngoai canh tay phai. Bénh nhan da
dugc chich rach lam sach tén thuong mét lan cach 4
thang tai co s& tuyén dudi nhung khong cai thién.
Dua trén tham kham 1am sang, chan doan ban dau
huéng dén la ung thu da.

Duéi day la hinh anh t6n thuong lam sang cla
bénh nhan & thai diém tham kham ban dau (Hinh 1):

Hinh 1. T6n thuong 1am sang ctia bénh nhan
01 khéi u kich thuéc 3,5 x 3cm vung canh tay phai

Bénh nhan dugc sinh thiét t6n thuong nhuém
HE, cho két qua mé bénh hoc huéng dén DFSP véi
cac dac diém: Tham nhiém cac té€ bao hinh thoi xu
hudng lan rong xuéng ha bi, tap trung cau tric hinh
cudn xoay. Cac té bao cé nhan bat mau kiém dam,
kich thusc khéng déu, mét s6 cé hinh anh nhan
chia. Khong ghi nhan hién tugng xam nhap mach
mau than kinh. H6a mé mién dich dugc chi dinh vai
cac dau an CD34 va Ki67. Két qua CD34 duong tinh
manh va lan tda, Ki67 duong tinh ty 1& 10%.

Hinh 2 gdbm cac hinh anh mé bénh hoc va héa
mo mién dich, khdng dinh chan doan DFSP.

Bénh nhan sau dé dugc chi dinh chup MRI canh
tay phai co tiém thudc déi quang tir dé xac dinh
muc d6 xam lan tai chd. K&t qua phan mém mat
ngoai ngang muc gilta canh tay phai cé khéi kich
thudc 31 x 20 x 24mm, tin hiéu trung gian trén anh
T1 va T2, tang tin hiéu trén STIR, ngdm thudc muic
dd manh, bd kha gon, ranh gigi ré véi co tam dau
canh tay va xuang canh tay, xam lan da va t6 chuc
dudi da, hién chua xam lan co hay xuong. Khéng
thay hach to viing hé nach. Két qua chup PET-CT
khéng phat hién di can xa.
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Hinh 2. Hinh dnh mé bénh hoc va hoa mé mién dich cia bénh nhan: (a) tham nhiém cac té bao hinh thoi & trung
bi sdp x€p hinh cudn xody, HE x100; (b) xam nhap lan tda clia cac té bao hinh thoi xudng mé mé tao hinh &nh té
ong honeycomb, HE x40; (c) nhan bat mau kiém dam, kich thudc khéng déu, cé nhan chia, HE x400; (d) CD34
duang tinh manh lan téa, IHC x100; (e) Ki67 duong tinh khodng 10%, IHC x200.

Duéi day la hinh anh t6n thuong trén MRI (Hinh 3):

Hinh 3. Hinh anh khéi u phan mém canh tay phai ngam thu6c manh
trén MRI lan lugt véi cac xung T1, T2 va STIR
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Bénh nhan dugc chan doéan xac dinh DFSP canh
tay phai giai doan tai chd, chua c6 di can hach hay di
can xa. Vé diéu tri, bénh nhan dugc tién hanh phau
thuat cat réng, cach bd tén thuong 3cm, d6 sau cla
dién cat dén hét I16p m& dudi da, c6 kiém soat day
bang sinh thiét tuc thi dién cat, sau d6 tao hinh che
phu tén khuyét bang phuong phap déng truc tiép.

Theo doi tai kham dinh ki méi 6 thang, hién sau 2
nam khong thay tai phat. Seo sau mé 2 nam la seo
phi dai, c6 xo hoa, tang giam sac td sau viém, ngua
it, boi silicone gel co cai thién tét triéu ching.

Hinh 4 cho thdy anh tén khuyét, anh déng vét
md&, anh sau mé 6 thang va anh sau mé 2 nam cua
bénh nhan.

Hinh 4. Anh t8n khuyét, anh déng vét mé, anh sau mé 6 thang va anh sau mé 2 nam clia bénh nhan DFSP

lil. BAN LUAN

Lam sang cta DFSP chia lam 2 giai doan. Giai
doan sém (preprotuberans), tén thuong tién trién
cham qua nhiéu nam, xam lan trung bi va ha bi véi
lam sang khong dién hinh. Néu dugc chan doan va
diéu tri & giai doan nay, bénh c6 tién lugng rat tét véi
ty lé tai phat thap. G giai doan mudn (protuberans),
ton thuang tién trién xam 1an nhanh, c6 thé gap DFSP
thé chuyén dang (fibrosarcomatous transformation),
bénh tién lugng kém hon vai ty 1€ tai phét cao *. Thuc
t&, nhiéu bénh nhan DFSP duoc chan doan xac dinh
bénh & giai doan mudn, khi kich thudc khéi u I6n. Tén
thuong lam sang khong cé dau hiéu ggi y dac biét,
gay tri hoan trong chan doan sém va chi dinh sinh
thiét da lam mo bénh hoc.

DFSP ¢6 nhiéu thé mé bénh hoc khac nhau nhu
thé tang sac t6 (Bednar tumour), thé myxoid, thé teo,
thé khéng 16,... Tat ca cac thé déu tién lugng tét tri
DFSP thé chuyén dang c6é nguy cd cao di can tu 15-
20% *®. Trén mo bénh hoc ciia DFSP, khéi u xam nhap

doc theo céac bé sai lién két va mé mé duéi da tao
thanh cac héc mé& trong khéi u giébng nhu té ong
(honeycomb). Té€ bao u la cac nguyén bao sgi hinh
thoi sdp xép tao cau trdc hinh banh xe hoac cuén
x0dy (storiform), nhan to, thd, bat mau kiém dam,
nhan chia. 90% DFSP c6 muc dé ac tinh thap, chi
khodng 10% la DFSP thé chuyén dang véi cac dac
diém cau tric bd/xuong ca (herringbone pattern),
xam 1an sau xudng can co, xuong, nhan I6n, da hinh
thai, tang nhiém sac, ty 1& nhan chia cao ’. Trudng hgp
bénh nhan DFSP cla chung t6i trén mo bénh hoc
khéng cé dac diém cua thé chuyén dang, nén tién
lugng muic d6 ac tinh thap hon. Luu y DFSP c6 dac
diém mé bénh hoc khéng déu, véi cac dai té bao lan
rong dang ngon tay (finger-like extensions), gay xam
lan mo tai chd dang ké. Do do, khi sinh thiét can thuc
hién dd sdu va dd rong, t6t nhat la 1y tron tén
thuong dé co thé danh gia toan dién, dac biét nham
phat hién khd nang chuyén dang &c tinh trong khéi u
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Nhiing dac diém mé bénh hoc ctia DFSP thudng
kha dac trung, nhung nhuém héa mé mién dich
giup tién lugng muc dé ac tinh, déng thdi chan
doan loai trir cac tén thuang lanh tinh nhu u xo da
(Dermatofibroma, DF), nhat la trong trudng hop
manh sinh thiét khéng di sau xuéng ha bi. Vé hoa
mo mién dich, CD34 duong tinh lan tdéa & 92 - 100%
cac trudng hgp DFSP, trong khi yéu t6 Xllla am tinh,
diéu nay thudng trai ngugc déi vsi DF 7. Mét vai
trudng hgp DF duong tinh véi CD34, nhung thudng
duong tinh khéng lan tda, chi tap trung khu tra &
vung ria khéi u. Can luu y rang CD34 c6 thé gidm
bi€éu hién hodc mat trong trudng hop DFSP thé
chuyén dang °. Trong trudng hop nay, nestin sé c6
gia tri tién lugng murc d6 ac tinh °. Vai diéu kién thuc
té tai co s& lam sang, chung t6i chi c6 marker CD34
ma khéng cé cac marker khac nhu yéu té Xllla,
nestin. Trong trudng hgp bénh nhan cla chang t6i,
nhuém hoéa mé mién dich CD34 duong tinh manh
va lan tda cling ¢6 khang dinh chadn doan DFSP. Con
ddu an Ki-67 duong tinh khoang 10%, phan anh muc
do tang sinh thap - trung binh, phu hgp véi DFSP
dién hinh. V& chan doan muc dd xam lan, MRI la
céng cu can thiét can phai lam sau khi chan doan
xac dinh DFSP va trudc khi lén ké hoach diéu tri ®.
DPong thai, MRI cling la cong cu hitu hiéu theo doi tai
phat sau diéu tri ®. Trong trudng hop bénh nhan cla
chung t6i, MRI da dugc st dung hiéu qua dé phuc vu
nhldng muc tiéu trén.

Vé diéu tri DFSP, cac hudng dan diéu tri déu cho
rang phau thuat loai bo hoan toan khéi u la nguyén
tdc hang dau ® °. Do dac diém moé bénh hoc ton
thuong xam lan lan téa theo dang cuén xoady, nguy
co cat khéng hét u va ty |é tai phat cao. Phau thuat
cat rong cach bg ton thuong 3 - 5cm la phuong
phap hay dugc ap dung nhat *”'". Phau thuat Mohs
la lua chon thay thé rat t6t, cho phép kiém soat
100% mép vét mé, ty 1é tai phat thap hon nhiéu so
vGi phau thuat cat réng (8,3% so véi 41%) ' . Hién
van con nhiéu tranh céi gitra hai phuong phap do
thiéu nhitng nghién ctiu so sanh truc tiép. Bat loi khi
phau thuat Mohs la cac té bao u d6i khi rat khé phan
biét véi cac té bao hinh thoi binh thudng & trung bi
trén cat lanh, mdc dé bat mau nhuém CD34 cing
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bién thién. Phdu thuat Mohs khé kiém soat trong
nhiing trudng hgp xam lan sdu xudng can co, gay
ton kém thai gian, chi phi va tri hoan déng vét mé.
Do dé phau thuat cat réng sé dugc uu tién khi tén
thuang & than minh va chi thé, trong khi phau thuat
Mohs dugc uu tién ving dau mat ¢, bdo tén moé va
dat thdm my t6t hon. D6i véi trudng hgp clia ching
toi, tdn thuong ndm & chi thé, nén phuong phap
phau thuat cat rong cach bg tén thuong 3cm da
duoc lua chon. Viéc kiém soat dé sau cua dién cat
dén hét I6p m& dudi da, co sinh thiét tdc thi day
dién cat da giup gidm thiéu téi da nguy co sét u.

Xa tri dugc coi la mét phuong phap diéu tri khi
DFSP khong thé phau thuat, bé trg trudc phau thuat
hodc DFSP tai phat. Vé diéu tri toan than, nhéom uc
ché tyrosine kinase dugc xem xét trong cac trudng
hgp di can hodc tén thuong khéi u qua to & cac
vling can thdm my. Imatinib |a thudc dau tién trong
nhém nay, cho thay hiéu qua & nhom DFSP ¢ dot
bién chuyén doan t(17; 22) *. Dap Ung cda Imanitib
ghi nhan & cac bao cédo thay déi, trung binh 43% ™.
D6i véi trudng hop ctia ching toi, xa tri hay diéu tri
toan than khéng dugc chi dinh.

Vé theo doi, cac tac gia khuyén cao thai gian tai
kham dinh ki la méi 6 thang trong 3-5 nam dau, va
hang nam sau d6 > '°. Déi véi trudng hgp bénh nhan
chiing toi, viéc theo déi sau phau thuat dugc thuc
hién dén hién tai la 2 nam va khéng thay tai phat.

IV. KET LUAN

Sarcoma xd bi 16i (DFSP) la moét loai ung thu da
hiém gap thuéc nhdm sarcoma mé mém. Bénh tién
trién cham, nguy ca di can thap nhung cé kha niang
xam |an tai ché dang ké nén ty lé tai phat cao. Viéc
chan doan phu thudc nhiéu vao mé bénh hoc va
héa m6 mién dich. Mac du hién chua c6 hudng dan
diéu tri hoan toan théng nhat nhung cac nghién cltu
déu cho rang phau thuat cit rong cach bd tén
thuang téi thiéu 3cm nham loai bé hoan toan khéi u
hodc phau thuat Mohs la lua chon uu tién. Bao céo
nay goép phan nhan manh tam quan trong cla viéc
nhan dién sém DFSP va lua chon phuong phap phau
thuat thich hgp nham giam thi€u nguy co tai phat.
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