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Tém tat

Bdi canh: Sarcém tao xwong nguyén phat cla than 13 tan sinh dc tinh rat hiém gip, chiém < 1% tat ca cac
kh&i u than nguyén phat. Theo hiéu biét t6t nhat cda ching t6i, d&n nay chi cé dwdi 30 truding hop dugc béo
cdo trong y vin k& tlr ndm 1936. Bénh thuding dugc chan doan & giai doan muén va khoang 32% bénh nhan
6 di cin, do dé tién lwong chung rat kém. Céc chién lwgc diéu tri nhu phau thuat, héa tri va xa tri cd tac dung
giam nhe d6i vdi khéi u nay.

Trinh bay ca bénh: Trong bai bao nay, chung t6i trinh bay mét truvong hop sarcdm tao xwong nguyén phat
clia thdn & mot bénh nhan nam 56 tudi. Bénh nhan duoc phau thuat cat than toan phan két hop hoa xa tri.
Sau diu tri, téng trang bénh nhan 6n dinh, khéng ghi nhan cdc bién chirng tir viéc diéu tri, thoi gian sdng con
khong u ghi nhan dén hién taila 1 nam.

K&t luan: Viéc chin doan xac dinh can dwa trén bdi canh |am sang, hinh anh hoc, m6 bénh hoc va héa mé
mién dich. Vi day la mdt thuc thé rat hiém gép, cac bac st giai phau bénh nén cit loc can than va xem xét cac
chan doan phan biét khac, dic biét la carcinbm dang sarcém, dé trdnh chan doan nham.

Tir khéa: sarcom tgo xuwong ngoai xuwong; than.
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Abstract

Background: Primary osteosarcoma of the kidney is an extremely rare malignant neoplasm, accounting
for less than 1% of all primary renal tumors. To the best of our knowledge, fewer than 30 cases have been
reportedinthe literature since 1936. The disease is usually diagnosed at an advanced stage, and approximately
32% of patients present with metastasis; therefore, the overall prognosis is very poor. Treatment strategies
such as surgery, chemotherapy, and radiotherapy mainly have a palliative role in this tumor.

Case presentation: In this article, we present a case of primary renal osteosarcoma in a 56-year-old
male patient. The patient underwent total nephrectomy followed by chemoradiotherapy. After treatment,
the patient’s general condition remained stable, with no treatment-related complications. The tumor-free
survival recorded to date is 1 year.

Conclusion: Definitive diagnosis should be based on the integration of clinical context, imaging findings,
histopathology, and immunohistochemistry. Because this is an extremely rare entity, pathologists should
perform careful gross examination and thorough sampling, while considering other differential diagnoses,
particularly sarcomatoid carcinoma, to avoid misdiagnosis.

Keywords: extraskeletal osteosarcoma; kidney.
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1. DAT VAN DE

Sarcém tao xwong nguyén phat cta than la tan
sinh 4c tinh rat hiém gép, chiém < 1% tat ca cac khdi
u than nguyén phat [1]. Nhiéu trwdng hop sarcém
tao xuong ngoai xwong da dwoc bao cdo trong y van,
céc vj tri phé bién bao gdm: chi, bung, sau phic mac
va nguc [2]. Ngoai ra, cling d3 c6 mot sd bdo cdo vé
céc vi tri hiém khdc, bao gdm ndo, phdiva tim [3]. Tuy
nhién, sarcom tao xuong ngoai xuong nguyén phat
cla than 1a cuc ky hiém gdp. Theo hiéu biét t6t nhat
cla chung t6i, dén nay chi cé dudi 30 trudng hop
dugc bao cdo trongy van ké tir ndm 1936 [4]. Nguyén
nhan va co ché bénh sinh van chua rd rang. “Thuyét
chuyén dang” (“metaplastic theory”) thworng duwoc
trich dan, cho rang mo lién két cé thé bién thanh mo
trung mo phai thai trong mot vi moi trudng dac biét,
c6 kha nang biét hoa thanh céc nguyén bao xwong
va tao thanh mé xwong [1]. Bénh thuwdng dugc chan
doan & giai doan mudn va khoang 32% bénh nhan cé
di can, do dé tién lwgng chung rat kém [5]. Cac chién
luoc diéu tri nhw phau thuat, hoa tri va xa trj cé tac
dung giam nhe d6i vai khdi u nay [1]. Viéc chan doan

xac dinh can dua trén hinh dnh mé bénh hoc va hoa
md mién dich. Trong bai bao nay, ching tdi trinh bay
mot truong hgp sarcdOm tao xwong nguyén phat cla
than & mot bénh nhan nam 56 tudi.

2. TRINH BAY CA BENH

Bénh si&: Bénh nhan nam, 56 tudi, dén kham
vi tinh trang dau lwng &m i kéo dai 2 thang, khéng
kém céc triéu chirng khac nhu s6t, tiéu mau, sut can.
Bé&nh nhan chua tirng mac cac bénh Iy ndi khoa hay
ngoai khoa trwdc day, khong ghi nhan théi quen hut
thu6c 14, rwou bia. Tién can gia dinh khdng ghi nhan
bat thwong.

Can 1am sang: CT bung chau ghi nhan khéi u &
than trai kich thudc 1én nhat khoang 6 cm.

Bénh nhan dwoc phiu thuat cat than trai toan
phan.

Pai thé: U cd kich thuwdc 6 x 5 x 5 cm, khi xé nhiéu
lat qua u, ghi nhan cé méat cit khong dong nhat, mau
vang dén nau, cé vung cing chac nhu xuong, ¢ vi tri
xuat huyét, hoai tlr. U c6 gidi han khéng rd véi nhu
mo than xung quanh (Hinh 1).

Hinh 1. U 6 kich thudc 6 x 5 x 5 cm, khi xé nhiéu lat qua u, ghi nhan cé mat cat khong ddng nhat, mau
vang dén nau, cé ving cirng chic nhu xwong, ¢d vi tri xuat huyét, hoai tir. U c6 gidi han khong rd véi véi
nhu mo than xung quanh.

Vi thé: M6 u hién dién cac t& bao cé nhan to nhd
khong déu, tang sac, vien nhan khéng déu, hat nhan
rd, bao twong &i kiem. Nhirng t& bao nay ndm trén
nén chat dang xuong. Mét s vung hién dién mé sun
vdi nhitrng t& bao sun khéng dién hinh trén nén sun.
M6t s& vung khéc hién dién rai rac cac dai bao loai
hdy c6t bao. Phan bao dé thay. M6 u khong ghi nhan
vlng biét héa dang biéu mé (Hinh 2).

Héa md mién dich: Cac t& bao u duong tinh véi
Vimentin, SATB2; am tinh v&i GATA3, p63, PAXS,
CK20, CK7 (Hinh 3).

Sau khi phau thuat cit bd u, bénh nhan duorc tiép
tuc diéu tri b6 tro vdi héa tri. Sau diéu tri, bénh nhan
an ubng duoc, di lai duogc, thoi gian séng con khong
u dat dugc 1 ndm, 1an tai khdm gan nhat khéng ghi
nhén tén thuong mai.
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Hinh 2. M u c6 gidi han khdng rd v&i mo than lanh (Hinh A, HE, x40). M u hién dién cac té bao c6 nhan
to nhd khong déu, ting sac, vien nhan khéng déu, hat nhan rd, bao tuong ai kiem. Nhitrng t& bao nay nam
trén nén chat dang xuong (Hinh B, HE, x100). M6t s8 vung hién dién mé sun vdi nhirng té bao sun khéng
dién hinh trén nén sun (Hinh C, HE, x100). M6t s6 vung khdac hién dién rai rdc cac dai bao loai hiy c6t bao

[312

(Hinh D, HE, x 400).

Hinh 3. Héa md mién dich, cac té bao u duong tinh v&i Vimentin, SATB2 (x400);

am tinh vé&i GATA3, p63, PAX8, CK20, CK7 (x400)
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3. BAN LUAN

Céc sarcdm chiém khodng duwéi 1% cac khéi u ac
tinh nguyén phét cla thadn & ngudi I6n [1]. Nhiéu
loai sarcdm nguyén phat cla than d3 dugc mo ta,
chdng han nhu Ewing’s sarcdm, u nguyén bao than
kinh ngoai bi nguyén phat, sarcom mang khdp va
sarcom co tron. Trong nhdm nay, sarcém co tron la
loai sarcdm nguyén phat cha than thudng gip nhat
da duoc bao cao [6].

Sarcém tao xwong nguyén phat cha than la mot
thwc thé rat hiém gip, cho d&n nay mdi chi cé dudi
30 trwong hop duoc bdo cdo trong y van [1]. Ti 1é
nam:ni 13 2:1, thwdng gdp nhat & khoang tudi 50 -
70 [6]. Cac triéu chirng |am sang nhin chung twong ty
nhu cac u than khac va khéng dic hiéu, cé thé gom:
kh&i ving hdng cé thé s& thay, dau thét lwng, sut can,
va hi€ém hon 13 tiéu mdau dai thé [6]. Bénh nhan cla
ching t6i 13 nam, 56 tudi, cd triéu chirng dién tién
am tham, chi biéu hién bang dau hong lung 4m i ma
khéng c6 dau hiéu nao khiac.

M6t t6ng quan cdc tai liéu hién cé vé sarcdm
nguyén phat tai than cho thay viéc chan doan can sy
két hop gilta b&i canh Idm sang, hinh anh hoc, hinh
anh vi thé va hda moé mién dich.

Trwdc tién, can loai trir khd ndng di can tir cac 6
sarcOm xuwong & vi tri khac, do do viéc chup CT hodc
MRI toan than la can thiét. Trong trudng hop cla
ching toi, b&nh nhan khéng cé tién slr u ac & xwong
trudc d6, két qua CT toan than khdng phat hién bang
chirng cho thay u di can tir vj tri khac.

Vé dai thé, y vdn ghi nhan sarcdm tao xuong
thuong cé kich thwdce Ién hon 5 cm, mat cat khong
doéng nhat tuy thudc vao loai va mirc dé khodng héa
cla chat nén chiém wu thé: Cac u khodng héa nhiéu
€6 mau vang - trang nhat, mat do cing chac. Cac
thanh phan sun chua khodng héa cé thé xam va dai
ho&c nhay. M6 u thudng xuat huyét, hoai tlr va hoa
nang. Trudng hop nay dai thé ghi nhan u khodng 6
cm, v&i mat cat khong dong nhat, mau vang dén nau,
ké&m vung xuat huyét, hoai tlr, phl hop vdiy van.

Vé m6 bénh hoc, sarcdm tao xwong ngoai xuwong
¢6 hinh anh vi thé khéng khac véi sarcdm tao xwong
nguyén phét cla xwong. Cac té€ bao u ting sinh ¢
hinh thoi hodc da hinh, kém theo chat dang xuong,
khéng cé sy biét hda bi€u md. Phan bao thuong
nhiéu, cé thé thady phan bao khdéng dién hinh. Cac
chan dodn phan biét cla sarcdm tao xwong nguyén
phat tai than bao gdbm: carcindm té& bao than dang
sarcom (sarcomatoid renal cell carcinoma), carcinébm
niéu mac dang sarcém cla dai bé than va sarcém
di can. Trong trudng hgp cla chdng toéi, nhw da
trinh bay & trén, CT toan than khong ghi nhan bing
chirng cho thay khéi u 1a di can tir ngudn gdc khac.

Vi carcindm dang sarcdm thuwdng gap hon nhiéu so
v&i sarcom nguyén phat tai than, ching téi da cat loc
thém mo u dé loai trir chdn dodn nay. Trén mo bénh
hoc khéng ghi nhan viing nao biét héa dang biéu mé,
k&t hop véi héa md mién dich &m tinh hoan toan véi
PAXS8, CK7 giup loai trir carciném té€ bao than dang
sarcom. M6 u cling am tinh véi GATA3, p63, CK20
giup loai trir carcinbm niéu mac dang sarcom. Bén
canh d6, mo6 u duong tinh v&i Vimentin va SATB2
gilp ching t6i duwa ra chan doan xac dinh la sarcém
tao xwong nguyén phat cla than.

Theo téc gid Kun Zhang va céng su [6], tiéu chuan
chan dodn sarcdm tao xwong nguyén phat cla than
bao gom:

(1) Chan doan hinh anh: xac dinh tén thuong
choang chd tai than qua CT hodc MRI, ddng thoi
loai trir cn than di c3n ngoai than.

(2) Héa m6 mién dich: t& bao u biéu hién cac
dau &n nhu Vimentin, CD56, SMA va SATB2.

(3) Phan biét v&i céc khéi u than khac: can loai
trir hoan toan cac khdi u khac, dic biét 1a carcindm
té bao than.

Chan doan cang dugc Gng hd néu hinh anh hoc
loai trir dwoc u di cdn va mé bénh hoc cho thay cé
thanh phan dang xuong trong u.

Ngoai ra, v&i sy phé bién cta xét nghiém di truyén
va diéu tri nhadm tring dich, d3 c6 cac bdo cdo vé xét
nghiém di truyén d&i véi sarcdm tao xuong nguyén
phat cla than. Céc gen cé su bién d6i dugc bao céo
bao gém: Phosphatidylinositol-4,5-bisphosphate
3-kinase catalytic subunit o (PIK3CA), CCCTC-
binding factor (CTCF), Ras p21 protein activator 1
(RASA1), MutS Homolog 6 (MSH6), Fanconi anemia
complementation group F (FANCF) va excision repair
cross-complementing rodent repair deficiency
complementation group 4 (ERCC4). M6t s& nghién
clru d3 goi y rang cac gen trén cd thé dan dén sy tién
trién cla khdi u va tién lvgng xau & cac loai ung thuw
khac, va ching cé thé tang cwdng dap (ng cla khéi u
V@i héa tri. Tuy nhién, vai trd cla ching trong sarcOm
tao xwong nguyén phét cla than hién tai van chua
duoc hiéu rd [6].

Diéu trj chinh cQa sarcdm tao xwong nguyén phat
clia than |a phau thuat, véi muc tiéu cit bd hoan
toan khéi u va dam bao dién cit &m tinh. Hién chua
cé nhiéu nghién clru vé phac d6 hoda tri déc hiéu cho
sarcém tao xwong nguyén phat cda than, nhung
mot nghién clru trén sarcOm xuwong ngoai xuong
cho thay hda trj ho tro cé nén tang platinum cé thé
kéo dai dang ké thoi gian s6ng. Xa tri cling thudng
duwoc dung trong thuc thé nay, va cé bing chirng
cho thay hiéu qua hon héa tri trong cai thién séng
con khoéng tai phat. Su két hop xa tri va héa trj d3
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dwoc chirng minh cai thién dang ké ty 1& séng so vdi
chi phau thuat don thuan [6]. Bénh nhan cla ching
t6i duoc phiu thuat cat than trai toan phan, vdi cac
ria phau thuat an toan, khéng ghi nhan di cin hach,
khéng ghi nhan céc bién chirng lién quan dén trong
va sau phau thuat, bénh nhan téng trang tot, vét mé
lanh tét, an udng duwoc, di lai dwgc. Bénh nhan sau
dé duoc diéu tri bd tro véi hda tri, va theo ddi dinh
ky. Sau 1 ndm ké tir khi dwoc chan dodn va diéu trj,
bénh nhan chua ghi nhan cé t6n thuvong méi, téng
trang 6n dinh.

4, KET LUAN

Sarcdém tao xwong nguyén phat cla than la mot
loai tan sinh &c tinh rat hiém gdp va tién lugng xau.
Viéc phéi hop cac déc diém 1am sang, hinh anh hoc,
mé bénh hoc va héa mo6 mién dich 13 can thiét trong
viéc chan dodn xac dinh thuc thé nay. Vi day 1a mot
bénh hiém gip, cac bac si gidi phau bénh nén cat
loc cin than va xem xét cac chin doan phan biét
khac, dac biét & carcindbm dang sarcém, dé tranh
chan doan nham. Cac chién lwoc diéu tri nhu phau
thuat, hoa trj va xa tri cé tdc dung gidm nhe ddi vdi
khdi u nay.
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