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SUMMARY

Hemangiopericytomas (HPCs) are rare vascular tumors arising from pericytes. Therefore HPCs have a wide
distribution in both soft tissue and skeletal system, with the latter being the most unusual occurrence. Currently,
there are about 74 cases of osseous HPC have been reported in the available English literature, only five of them
located in the tibia. Primary hemangiopericytomas of bone usually occurs in pelvis, vertebrae and long bones of
lower extremities. The prognosis of the tumor behaviour is still not feasible and it has the potential to demonstrate a
highly malignant course. We introduce a case of primary HPCs of bone located in tibia, which received a treatment

by widen resection and bone transportation.
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1. DAT VAN DE:

UTBQM c6 thé phat trién & bat clr noi nao c6 mat
céac té bao quanh mach, la mét dang u mach hiém gap
va c6 kha nang 4c tinh cao. UTBQM phat trién & cac mo
mém va md xwong, trong d6 u nguyén phat & xwong
rat hiém g&p. UTBQM nguyén phat & xwong dwoc mo
ta lan dau tién bdi Stout va Murray nam 1942 [1]. Triéu
chirng phu thudc vao vi tri khéi u, kich thwéc va mirc do
ac tinh clia u [2]. Bai bao nay bao cao mét trwdng hop
u t& bao quanh mach nguyén phat & dau gan xwong
chay hiém gap va tbng két qua 74 ca da duoc bao cao
trén y van.

2. CA LAM SANG:

Bénh nhan ni¥ 27 tudi, vao vién vi dau va han ché
van dong khop gdi trai 2 ndm nay, dau mic do tang
dan, han ché di lai, b&nh nhan tw diéu trj tiém corticoid
nhwng khéng d&. Tién s ban than va gia dinh khong
phat hién gi d&c biét. Kham lam sang: khbi mat sau dau
trén xwong chay trai. Khéng néng dd, 4n dau. Khéng
han ché tdm van dong khép.

Bénh nhan dwoc chi dinh chup Xquang khép gc")i
trai thadng nghiéng va chup Cong huéng tlr khép gdi co
tiem thube.

Hinh 1. Hinh anh chup Xquang thdng nghiéng
khép goi tréi cho thdy 6 tén thwong & dau géan
xwong chay, nhiéu vdch ngdn méng, va léch tam.
Tén thuong tiéu xuwong, trong cé nhiéu véach, vién déc
xuong rat méng xung quanh (A) kém phé vé vé xuong
& bor sau xuong chay (B), khéng quan sat thay dau hiéu
phan trng mang xwong xung quanh.

Hinh anh CHT cho thay khéi tbn thwong léch tam
vi tri ddu gan xwong chay trai, cé tin hiéu trung binh
trén T1W, téng tin hiéu khong ddng nhat trén STIR, bén
trong cé cac cau tric dang éng lién tuc tréng tin hiéu
phan bd rai rac trong khéi, ngdm thubc manh va khong
ddng nhét sau tiém. Cac lat cat ngang va ding doc cho
thay khéi ton thwong pha vé vé xwong bd sau xwong
chay, xam lan ra phan mém xung quanh.
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Hinh 2. Hinh &nh céng huéng tir cdia khéi u dau gén xwong chay trai cho thay (A) tin hiéu trung binh trén xung
T1W va (B) tang tin hiéu khéng déng nhét trén STIR va (C) ngdm thuéc manh, khéng déng nhét sau tiém. Bén canh
do, céu truc dang bng tréng tin hiéu (mdi tén) ngodng ngoéo cho thdy c6 mach méu trong khéi.

Bénh nhan dwoc tién hanh phau thuat nao u, ghép xwong vdi chan doan so bd 1a u té bao quanh mach.

Két qua md bénh hoc sau phau thuat cho thdy mé u dwoc cau tao bdi cac té bao hinh thoi, nhan khong déu,
chét nhiém sac min, ty 1& nhan chia thap. Céac té bao u xép thanh bd, cudn, trén nén xo collagen, cac mach méau
thanh méng, gian rong, chia nhanh, huéng dén chan doan u té bao quanh mach. Két qua hoa mé mién dich phu
hop vé&i chan doan u t& bao quanh mach nguyén phat & xwong va lanh tinh: dwong tinh véi dau 4n STAT6, SMA,
CD99, BCL2, Ki67 va am tinh v&i ddu &n Desmin, CD34 (Hinh 3,4).

Hinh 3. Hinh &anh chup tiéu ban mé bénh hoc nhuém HE va PAS cho thdy mé u dwoc cau tao bdi cdc té
bao hinh thoi, nhan khéng déu, chat nhiém sac min. Céc té bao u xép thanh bé, cudn, trén nén xo collagen,
cdc mach mau thanh méng, gian réng, chia nhanh.
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Hinh 4. Hinh anh chup tiéu ban sau khi nhuém hod mé mién dich cho két qua dwong tinh trén céac dau 4n
STAT6, BCL2 va am tinh trén CD34.

Hinh anh Xquang sau phau thuat 10 ngay cho thay t chirc u da dwoc thay thé bang mé xwong ghép (Hinh 5).

|

Hinh 5. Hinh anh chup Xquang khép géi thang nghiéng sau phau thuat 10 nguwoi cho thay té chirc u da
dwoc thay thé bing mé xwong ghép.

3. BAN LUAN: gép, chi chiém 0,1% trong tat ca cac loai u xwong [3].
U nguyén phat & xwong lan dau tién dwoc bao céo bdi
Stout va Murray ndm 1942 [1] va dén hién nay, chicé 5
trwong hop gap & xwong chay dwgc bao cao [3].

U té bao quanh mach nguyén phat la mét dang u
mach phat trién tir cac té bao co rut bam quanh thanh
mao mach. UTBQM nguyén phat thwdng gap & mod
mém (chiém 2,5% trong tat c& cac loai u mé6 mém), Qua 64 trwong hop tac gia |. Hatzokos théng ké
trong khi d6 UTBQM nguyén phat & xwong rat hiém  nam 2005 [3], 10 trwéng hop dwoc téng hop tir co s&
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di liéu PubMed nadm 2005 dén nay [4], [5], [6], [7], [8],
[9], [10], [11], [12], [13] va bao gébm trwéng hop cla
bai bao nay cho thay ty I& phan bb u té& bao quanh
mach nguyén phat trén hé xwong nhuw sau: thuwdng
g&p nhét cua loai u nay la xwong chau (15/75), xwong
dui (12/75), xwong cot sbng (12/75), xwong so (9/75),
thanh ngwc (7/75), xwong chay (5/75). Cac vi tri it gap
hon 1an lwot la xwong ham dudi (4/75), xwong canh
tay (4/75), xwong don (2/75), xwong vai, xwong mac,
xwong ban tay, xwong gét (1/75).

Tubi trung binh méc bénh nay tir 8,5 dén 90 tudi,
va ty 1é mac bénh cao nhat roi vao nhém tudi tir 40 dén
60 tudi. Qua phan thich 75 truong hop da dwoc bao
céo cho thay ty 1& mac bénh & nam cao hon & niv (40
nam, 33 ni, 01 trwong hop khdng xac dinh gidi tinh).

DPac diém hinh anh Xquang cta UTBQM khéng
dién hinh va it cé gia tri tién lwong bénh. Theo nhirng
ca bénh da dwoc bao cao, dac diém hinh anh chinh ctia
UTBQM & xwong la nhitng tén thuwong khuyét xwong
c6 bd rd hodc khong rd. Ngoai ra, ¢é thé thay hinh anh
6 tén thwong dam dd khong ddng nhét. Trong mét sé it
trwong hop, c6 thé co phan (rng mang xwong ciing nhw
hinh anh pha v& vé xwong, xam I4n phan mém xung
quanh [3], [14], [15], [16].

Cac dac diém tdn thwong dang lanh tinh cda
UTBQM trén Xquang can chan doan phan biét véi mot
sb cac u xwong lanh tinh khac nhw u té bao khéng 16,
nang xwong phinh mach, u xo' sun nhay va loan san xo'.
Trong khi d6, tbn thwong mang nhiéu dac diém ac tinh
can chan doan phan biét v&i tén thwong di can xwong,
sarcoma xwong, u twong bao va u mau ac tinh [16].

Cét I&p vi tinh wu thé hon Xquang trong danh gia
cac ton thwong & nhirng vi tri kho xem xét trén XQ
nhw xwong cot sdng, khung chau hay thanh nguwc. Bén
canh do, CLVT con c6 gia tri cao trong danh gia cac ton
thwong di can trong UTBQM & xwong, dac biét la di
can phéi [17].

Céc nghién clru vé& dac diém CHT ctua UTBQM
nguyén phat & xwong kha hiém. Cac nghién ctru dwoc
bao céo trwdc day cho thay hau hét cac u déu cé ranh
gidi 18, ngoai trr mot trwong hop. Trén chudi xung
T1W, tén thwong c6 tin hiéu thay ddi tir thap dén trung
binh. Cac tén thwong hau hét déu tang tin hiéu trén

T2W, ngoai trlr mét trwdng hop gidm tin hiéu. Ngadm
thubc manh, cé thé ddng nhat hoac khéng déng nhét,
sau tiém thudc déi quang tr. Dac biét, trén hinh anh
MRI c6 thé quan sat thay hinh anh cac ciu tric dang
mach mau ngodng ngoéo tap trung ving ngoai vi cla
khéi, mac du la mét dau hiéu khéng dac hiéu nhung la
d4u hiéu tng ho cho chan doan UTBQM. Trong trwdng
hop cla ching téi, cac dac diém trén MRI gibng véi
hau hét cac treorng hop dwoc béo céo trong y van. Mot
trwdng hop khac da bao cao trén hinh anh MRI c6 dac
diém cac nhanh mach mau phan bé dang “nan hoa” tap
trung & vung trung tdm, toa ra xung quanh [11], [17].

V& mé bénh hoc, UTBQM nguyén phat & xwong
c6 dac diém gibng véi UTBQM md mém, gém céc té
bao u cé nhan hinh tron hodc bau duc, ranh gidi t& bao
chat mo, tap trung thanh dam quanh cac mao mach
gian réng hinh “strng hwou”, thanh mach moéng. Ngoai
ra, phu thudc vao mirc dd ac tinh, cé thé thay hinh anh
nhan quai, nhan chia [16].

Hoa mé mién dich giup hd tro chan doan u té bao
qguanh mach. Mét nghién ctru clia nhém tac gia Trung
Quéc trén 53 bénh phdm cho thdy nhém cac dau an
STAT6, CD34, CD99 va BCL2 dwong tinh Gng hé cho
chan doan UTBQM v&i d6 nhay cao (1an lwot 96,2%:
88,7%; 94,3% va 96,2%). Cang nhiéu dau &n trong
nhém 4 d4u an trén dwong tinh, miéc dd tng hd cho
chan doan u t& bao quanh mach cang cao [18]. Trong
trwdng hop cta chung t6i, nhuém hod mé mién dich
cho két qua STAT6, CD99, BCL2 dwong tinh va CD34
am tinh, Gng ho cao cho chan doan u té bao quanh
mach. .

Viéc dwa ra tién lwvgng cho UTBQM nguyén phat &
xwong van con nhiéu tranh cai. Nhin chung, mét sé yéu
t6 dung dé tién lwgng UTBQM gdm: (1) tudi bénh nhan
(nhém u & tré nhé cé tién lwong tét hon), (2) vi tri khéi u
(u vi tri sau phdc mac va mang nao co ty lé tai phat cao
hon so véi u & chi), (3) dac diém Xquang (xuét hién
phan (rng mang xwong, pha v& vé xwong co tién lwong
xau hon) va (4) dac diém moé bénh hoc (nhiéu nhan
quai, nhan chia, tdng tbc d6 phan bao, hoai t trung tam
u ¢ tién lwong bénh xau hon) [3].

Vé diéu tri, theo cac trwérng hop da duwgc bao cao
trong y van, trong trwerng hop khéi u con kha nang phau
thuat, da sé cac tac gia ing ho phau thuat cat bé khéi u
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réng rai va theo déi dinh ky trong thoi gian dai. Mot s6
tac gia khac cho rang nén két hop phau thuat cét bé va
xa tri hau phau. Déi v&i cac khdi u khéng con kha nang
phau thuat, bénh nhan dwoc chi dinh xa tri gidm nhe.
Déi véi cac u giau mach, mot vai tac gia dé xuat nén nat
mach tién phau dé gidp kiém soat chay mau trong khi
tién hanh phau thuat cat b khéi u [3].

Ghép xwong sau phau thuat cat bd réng rai khoi
u gitp phuc héi tét chiéu dai va chirc nang chi, trong
trwdng hop clia chung toi la xwong chay.

KET LUAN:

U té bao quanh mach nguyén phat & xwong la
mot bénh Iy rat hiém gap. Triéu chirng lam sang va dac
diém hinh anh Xquang khéng dac hiéu, can chan doan
phan biét v&i cac u xwong lanh tinh va ac tinh khac
nhw da trinh bay. Hinh anh trén cong hwéng tir thwong
gap la giam tin hiéu hoac tin hiéu trung binh trén T1W,
tang trén T2W, ngdm thubc khéng ddng nhét sau tiém
va hinh anh céu tric dang mach mau tréng tin hiéu,
ngodng ngoéo hodc phan bé theo hinh nan hoa. Hinh

anh mo bénh hoc va hoa mé mién dich dwong tinh véi
cac dau 4n STAT6, CD34,CD99, BCL2 gilp xac dinh
chén doan.
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TOM TAT:

U té bao quanh mach (UTBQM) la mét dang u mach hiém gap phat trién tr cac té bao quanh mao mach. U té

bao quanh mach phan bb réng cad @ mé mém va mé xwong, trong dé tén thwong & moé xwong rat hiém gap. Dén
hién nay, c6 khoang 74 trwéng hop UTBQM nguyén phat & xwong dwoc bao cdo trong y van tiéng Anh, trong do
chi cé 5 trwdng hop gap & xwong chay. UTBQM nguyén phat & xwong thudng xuét hién & xwong chau, xwong cot
sbng va cac xwong dai chi dwai. Tién lwong cla loai u nay chwa ré rang, tuy nhién u cé kha nang 4c tinh cao. Trong
bai bao nay, ching toi gi¢i thiéu mét trwong hop UTBQM nguyén phat & diu gan xwong chay, dwoc diéu tri bang
ph&u thuat nao ghép xwong.
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