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ABSTRACT

Teratoid Wilms tumor is a rare variant of Wilms tumor. This entity is characterized by atypical
histopathological features, with the presence of various mature heterologous elements resembling
those seen in teratomas, including adipose tissue, striated muscle, cartilage, glial tissue, intestinal
epithelium, and respiratory epithelium. On imaging, the presence of fat within a renal mass in a
pediatric patient may lead to diagnostic confusion with benign lesions such as angiomyolipoma or
teratoma. We report a case of a large renal mass predominantly composed of adipose tissue, without
calcification, and demonstrating poor response to chemotherapy. Initial core needle biopsy suggested
a stromal-predominant Wilms tumor; however, the final diagnosis following complete surgical
resection was confirmed as teratoid Wilms tumor.
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U NGUYEN BAO THAN DANG U QUAI: BAO CAO MOT CA BENH
KEM PAP NG HOA TRI VOI THANH PHAN MO’ NOI BAT

Tran Phan Ninh, Nguyén Thanh Tam*, Tran Thi Thay

Bénh vién Nhi Trung wong - 18/879 La Thanh, phuwong Lang, Ha Ngi, Viét Nam

Ngay nhan bai: 26/5/2025
Ngay chinh stra: 18/6/2025; Ngay duyét dang: 08/7/2025

TOM TAT
U nguyén bao than (Wilms tumor) dang u quéi (Teratoid Wilms tumor) 1a mot bién thé hiém gap cia
u Wilms. Thé bénh nay dugc dic trung boi dac diém mo bénh hoc khong dién hinh, vai sy hién dién
ctia nhiéu thanh phan biét hoa truéng thanh da dang twong tu nhu u quai, bao gdm mé md, co van,
sun, md than kinh dém, biéu mo rudt va biéu mé ho hap. Trén hinh anh hoc, su hién dién cua ma
trong mot khéi u than ¢ tré em c6 thé gay nham Ian véi céc ton thuong lanh tinh nhu u co m& mach
(angiomyolipoma) hodc u quai (teratoma). Chling tdi bao cao mét truong hop khéi u than I6n, thanh
phan chu yeu 1a mdé m&, khong c6 voi hoa, va kém dap ang véi hda tri. Md bénh hoc mau sinh thiét
kim ban dau goi y u nguy@n bao than tip mé dém:; tuy nhién, chan doan xac dinh sau phau thuat cat

bo toan bo khéi u 1a u Wilms dang u quéi.

Tar khoa: U Wilms, Wilms dang u qudi, u co md mach.

1. PAT VAN PE

U nguyén bao than (Wilms tumor) la loai u than &c tinh
phd bién nhét & tré em, chiém khoang 90% cac truong
hop, trong d6 u nguyén bao than dang u quai (teratoid
Wilms tumor) 1a mot thé hiém, cho téi nay chi c6
khoang 70 ca duoc ghi nhan trong y van [1]. Thé bénh
nay dugc ddc trung bdi sy hién dién cua cac mo trusng
thanh da dang chiém trén 50% thé tich khéi u, bao gom
mo than kinh, sun, co van, biéu mo vay va md tuyén
tiéu hoa, bén canh 3 thanh phan kinh dién caa u Wilms
1a t& bao mam (blastemal), m6 dém (stromal) va biéu
m0 (epithelial) [2]. Bénh Iy thuong dugc phat hién ¢ tré
nhé véi biéu hién chu yéu 1a u 6 bung va khé phan biét
v6i cac thé u Wilms thong thudng hodc u quai
(teratoma) néu chwra c6 mé bénh hoc day du.

Tai Viét Nam, sé lugng bdo céo vé teratoid Wilms
tumor con han ché, dac biét 1a mé ta chi tiét vé hinh anh
hoc (siéu am, CT) va dap ung diéu tri. Viéc chan doan
phan biét truéc phau thuat c6 ¥ nghia quan trong vi thé
bénh nay c6 xu huéng kém dap wng véi hda tri chuan
theo phac dd SIOP hozc NWTS [3]. Ching tdi bao céo
mot truong hop teratoid Wilms tumor tai Bénh vién Nhi
Trung wong, v6i hinh anh hoc phtc tap va cau tric md
hoc dic biét, nham cung cap tai liéu tham khao cho thuc
hanh 1am sang trong linh vuc chan doan hinh anh, ngoai
nhi va giai phau bénh.

*Téc gia lién hé

2. BAO CAO CA LAM SANG

2.1. Lam sang va xét nghiém

Bénh nhi nix, 13 thang tudi, tién sir sinh non 33 tuan,
nhap vién vi bung chudng va so thiy khdi ving man
suon phai.

Khéam thay tré khdng ndn, khdng sét, khong tiéu mau,
dai tién binh thuong. Da khong ghi nhan ban xuat huyét
hoac dét san. Phat trién tam than va van dong phu hop
V6i ltra tudi. Cac xét nghiém cong thirc méu, chirc ning
gan, chirc nang than va phén tich nudc tiéu déu trong
gidi han binh thuong.

2.2. Chén do4n hinh anh

Hinh anh chup cit 16p vi tinh cho thiy nhu mé than phai
¢6 khdi u 1on, kich thudc 97 x 107 x 91 mm, thanh phan
khdi u khong dong nhat: chiém phan 16n khéi u 1a to
chac md, co ty trong -40 dén -120 HU, ngoai ra bén
trong c6 thanh phan nang dich dic, ty trong 20-40 HU,
khong ngam thudc sau tiém. Bén canh dé, trong khéi u
con ¢6 thanh phan ty trong té chire, ngam thude kém so
vGi nhu mo than lanh. Khéng cé vdi hoa bén trong tén
thuong. Khéi u virgt qua dudng giira, dé ddy phan than
lanh sang bén d6i dién, khdng cd hinh anh huyét khéi
tinh mach than hay huyét khéi tinh mach chi duai (hinh
1, trang 128). Hinh anh cit 16p vi tinh 16ng nguc khong
thay bat thuong.
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Hinh 1. Khai u thdn phdi kich thuéc 16n, thanh phan khong dong nhat (ben trai 1a hinh anh
trieée tiém thude can quang, bén phdi 1a hinh dnh khéi u sau tiém thusc can quang)

Vi khéi u 16n & than, dua theo cac dic giém hinh anh va la tudi néu trén, chan doan hinh anh nghi ngd u Wilms
dang u quai (teratoid Wilms tumor); chan doan phan biét véi u co m& mach (angiomyolipoma - AML) dugc dat
ra. Tuy nhién, AML hiém khi xay ra ¢ tré nho va thuong di kém bénhﬁ canh xo ctng cu. Bénh nhi sau d6 dugc chi
dinh chup cong huong tir (MRI) so ndo ¢ tiém thuoc doi quang tir de ket hop chan dodn. Ket qua chup MRI cho
thay khong c6 hinh anh bat thuong.

2.3. Két qua giai phau bénh truéc mé va phwong phap diéu tri

Bénh nhén duoc sinh thiét kim khoi u dudi huéng dan siéu am. Hinh anh vi thé cho thdy mé u chu yéu la thanh
phan md dém vei cac té bao €6 nhan hinh bau dyc hoac hinh thoi, chat nhlem sac thd, kiém tinh xen k& vai cac
ciu tric 6ng goi y hinh anh dng than dang biét hoa, rai rac cac 6, dam té bao tron kém biét hda. Kém céc ving

biét hda m6é m& truong thanh, mé co van, rai rac mo than kinh dém. Khong thay hinh anh bat thuc san (hinh 2).
Hinh anh mo benh hoC trén smh thiét kim duoc chan doan u nguyen bao than phu hgp tip moé dém.

Hinh 2. Hinh dnh gidgi phau bénh truéc mé: khai u chi yéu 1a thanh phan
mé dém xen ké cau tric ong thdn dang biét héa (hinh A, B); kém hinh anh
biét héa mé (hinh C, miii tén), co van va md than kinh dém (hinh D, miii
tén).

Bénh nhan dugc diéu tri ha chét theo phac dd SIOP. Tuy nhién sau 4 tuan
hoa tri, két qua chan doan hinh anh khong ghi nhan su thay déi dang ké
kich thudc u (hinh 3). Vi vay, phau thuét cat than toan phan duoc tién hanh.
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Hinh 3. Khai u sau héa tri 4 tuan, kich thudc
gan nhu khéng co thay doi so Vi luc ban dau

A: Khéi u trude diéu tri.
B: khdi u sau diéu tri hda chat 4 tuan.

2.4. Két qua giai phiu bénh sau mé

V& dai the, bénh pham than toan bo nang 620g, kich thuéc 11 x 10 x 9,5 cm, ¢6 vé nhan, vo con nguyén ven.
Di@n cat qua phu mo than co u ch‘iém gén:toan b6 bénh ph@m, u day léch nhu mo than vé phia ng,oai vi. Thanh
phan u cha yéu la mé md vang mém xen lan nhitng vang hong mém kém trang dai. U chua xam lan dai bé than
va chua pha vé vo bao than.

Hinh 4. Bénh pham cqt than toan bg, khai con nguyén ven, vé nhan (hinh A, B);
khai u chu yéu 1a thanh phan mé, vang mém (hinh C)

Hinh anh vi thé cho thiy mé u ndi bat véi thanh phén u quéi da dang vé hinh thai biét hoa, bao gom: mé than kinh
dém, m6é m&, md co van, biéu mod hd hap, biéu mo rugt, mo tuy va mo xuong syn.. ., chiém hon 70% dién tich mo
u con sbng. Ngoai ra, ghi nhan cac cau trdc bi¢t hoa cau than va ong than. Xen ke trong m6 u la cac dam va o
chtra 3 thanh phan biét hoa dién hinh: cac dam nguyén bao gdm céc té bao c¢6 nhan hinh bau duc, chét nhidm sic
thd, kiém tinh, bao tuong hep (duong tinh nhan rd v6i hda md mién dich WT1); thanh phan mé dém vai cac té
bao nhan bau duc hoic hinh thoi, sip xép thanh bo dai hozc lan téa; va thanh phan biéu mé véi cac ciu tric ng
tuyén kém biét hda. Khong quan sét thay thanh phan bat thuc san. M6 u chua xam 14n vao dai bé than, mé m&
quanh than hozc vo bao than. Dién phau thuat khéng con té bao u.
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Hinh 5. Khéi u chiza nhiéu thanh phan biét héa da dang: mé co vdn (hinh A), mé than kinh dém (hinh B),
md mé kém biéu md ché nhay (hinh C), mé sun (hinh D), biéu mé vay (hinh E) va biét héa cau than (hinh F)
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Hinh 6. Khai u chiza céc cdu trdc ong than xen ké véi 3 thanh phan kinh dién cua u
nguyén bao than (hinh A, D); té bao mam (hinh B), duong tinh ro khi nhugm héa mo
mien dich vai WT1 (hinh C); thanh phan biéu m6 vai cac tuyen kém biét hoa (hinh E, F)

Hinh anh md bénh hoc va nhuém héa mé mién dich
nhu trén dugc két luan: u nguyén bao than, tip hdn hop,
nguy co trung binh, giai doan | (theo SIOP). Thanh
phan u quéi chiém > 70% md u phl hop véi u nguyén
bao than dang u quéi.

3. BAN LUAN

3.1. U Wilms dang u quai

U nguyén bao than/u Wilms 1a mét khbi u phdi 4c tinh
dugc dic trung boi 3 thanh phan: thanh phan té bao
mam (blastemal), thanh phan biéu mé (epithelial) va
thanh phan moé dém (stromal). Do tinh toan ning ciia
cac té bao phoi, thanh phan mé dém va thanh phan té
bao mam c6 thé biét hda & nhiéu mac do theo nhiéu
huéng biét hoéa khac nhau. Chinh vi vay, trong hinh
anh md hoc cua cac khdi u Wilms cé thé thay nhiéu
thanh phan biét hoa da dang nhu: mé co van, co tron,
mo xuong sun, md than kinh, md ma,... véi mirc do
khéac nhau [3]. U Wilms dang u quai la truong hop
hiém gap cua u nguyén bao than, dugc mo ta lan dau
tién vao nam 1984 béi Variend va cong su, dugc dinh
nghia 1a khdi u nguyén bao than c6 ty 1& 1on cac thanh
phan u quéi chiém trén 50% thé tich khéi u, kém dap
g voi hda chat nhung thuong ¢ tién luong tot [4-5].
U Wilms dang u quéi cuc ky hiém gap trén thé gioi,
tinh dén thang 1/2025, chi c¢6 70 trudng hop duoc bao
cao [1]. Tuy nhién, theo phan loai ciia 2 nhém nghién
cau 16n &p dung cho u nguyén bao than (Hiép hoi Ung
thu tré em - COG va Hiép hoi Ung thu Nhi khoa Quéc
té - SIOP), thanh phan u quai chi cho thay su biét hoa
cao cua cac té bao phoi trong u, chung khong duoc xép
loai nhém nao trong 3 thanh phan cua u nguyén bao
than khi phén tip nguy co [6]. Vi vay, u nguyén bao
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than dang u quai chua duoc cong nhan 1a mot bién thé
hay mot tip riéng cua u nguyén bao than. Trong phan
loai diéu tri sira d6i cua SIOP xép chlng vao nhém
nguy co trung binh [6-7]. Do s6 lugng ca bénh dugc
bao céo trén thé giGi con han ché, hién chua xac dinh
dugc cac dic diém hinh anh dic trung cho u Wilms
dang u quai. Tuy nhién, dya trén tong hop tir cac béo
céo trudc day, mot s6 dac diém hinh anh c6 thé gap ¢
thé bénh nay bao gdm: khéi u than chira thanh phan
mé dic va md md, doi khi co cu tric nang voi mé dic
dang nhu [3], [6], [8]; sw hi¢n di¢n cua vdi hda, co thé
& dang 1am tim hoic thanh cum nho [6]; tén thuong
hai bén than dugc ghi nhan véi ty 1€ cao hon so véi u
Wilms tip kinh dién [6-7]; kha niang xam Ian hé thdng
bng gop cua than, mot dic diém hiém gap & u Wilms
dién hinh [7]; va da s cac truong hop déu kém dap
g voi héa tri chuan [2-3], [6-7]. Nhing dic diém nay
goi y cac dau hiéu quan trong can luu ¥ khi dénh gia
hinh anh hoc truéc phau thuat & cac truong hop nghi
ngo u Wilms dang u quéi.

Bénh nhan cua ching t6i c6 khdi u 16n ¢ than phai, bén
trong chira thanh phan khong dong nhat gom: phan Ion
la m6é md, nang dich dic khéng ngidm thudc va thanh
phan to chirc ngam thudc sau tiém, khdng c6 voi hoa
bén trong u va chi gap & mot bén than phai. Khéi u kém
dap tng vai hoa tri. Hinh anh mé bénh hoc va nhuém
héa mé mién dich duoc két luan 1a u nguyén bao than,
tip hdn hop, nguy co trung binh, giai doan | (theo
SIOP). Thanh phan u quai chiém > 70% mé u phi hop
vai u nguyén bao than dang u qual Chung t6i cung
ddng thuan véi cac tac gia khac Ve viéc can phai co
nhiing nghién ctru chuyén sau hon vé loai u nay
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Hinh 7. Khai u Wilms dang u qu:é\i tai than phdi duoc phét hién & bé gai 38 thang tudi
Hinh danh CT cho thay khoi thanh phan khéng dong nhat, gom mé, voi héa va nang dich dac [8]

Hinh 8. Khéi u Wilms dang u quai ¢ tré 11 thang, xuat hi¢n ¢ ca hai bén
) Hinh A la khéi u trueée diéu tri héa chat, ’hinh B la sau diéu tri héa chat.
Khoi bén phai kém dap ng véi diéu tri hoa chat, khoi bén trai c6 giam kich thuoc [6]

3.2. Céc khéi u chira m& ¢ than

Trén hinh anh cit 16p vi tinh, m6 m& ¢4 ty trong tir -40 dén -120 HU. Theo y van ¢6 dién, mot khéi u than cé chira
md dai thé, n6 c6 thé dugc coi 1a 1anh tinh [2]. Va khi d6, 95% c6 thé chan doan 13 u co m& mach [9]. Tuy nhién,
80% khéi u co m& mach xut hién trén nén bénh nhan xo cting cu, voi do tudi trung binh 12 14 tudi. Bén canh do,
c4c tac gia khac ciing ghi nhan cac ton thuong chira md khac ¢ than bao gém: u Wilms kinh dién hozc u Wilms
dang u quai, sarcdm m& (liposarcoma), u quai (teratoma), u té bao &i toan (oncocytoma) va viém bé than hat vang
(xanthogranulomatous pyelonephritis) [10]. Dudi day la bang khai quat vé cac khdi u chira m& & tré em c6 thé

gap:

Loai u/tén thwong Tudi thwong gip

Pic diém hinh anh chira m&

Phéan biét chinh

U Wilms dang u quai |4 thang dén 7 tudi

Mo m& va mdé mém da dang,
khong dong nhat

Khéi 16n, dap ung kem
v6i hoa tri tién phau

U co m& mach (AML) | R4t hiém & tré em

MG& thuan nhét, khong hoai tur,
thuong rd gidi han

Géap 6 bénh nhan xo cu
(tuberous sclerosis)

(liposarcoma) than, chiém 0,8%

U qudi (teratoma) U quai trong than cyuc ky MGJ kém voi hoa (rang, xuong), | Vi tri ngoai than, cé
hiém gap to chirc nang - dac hon hop voi héa dién hinh
Sarcom m& - Khéi u cyc ky hiém gip & | Gom thanh phan m& véi dic Khéi ngoai than, ranh

diém c6 vach day hoic vach c6
- Tubi trung binh 36-86 tudi | nOt

gid1 kém, xam lan

Xanthogranulomatous | Moi Itra tudi (rat hiém ¢ tré)

pyelonephritis (XGP)

MG viém hoai tir, m6 khong
dong nhat

Soi than, nhiém trung
tiéu kéo dai

4. KET LUAN

U Wilms dang u quéi (teratoid Wilms tumor) la mot thé
rat hiém gap trong nhoém u Wilms ¢ tré em, thuong dac
trung boi thanh phan m& ndi bat va kém dap tng voi
héa tri, d& dan dén chan doan nham néu chi dua trén
mau sinh thiét kim trugc phau thuat. Do sb luong ca
bénh duoc béo céo trén thé gidi con han ché, hién chua
xéc dinh dugc dic diém hinh anh hoc dic trung cho thé

u nay. Piéu quan trong ddi véi bac si chin doan hinh
anh 1a can than trong, khdng nén mic dinh mot khdi u
than chira m& dai thé & tré em 1 tén thuong lanh tinh.
Khi tiép can cac truong hop nhu vay, can can nhac cac
chan doan phan biét rong réi.

Do khéi u c6 xu huéng kém dép tng voi hoa tri, mot

s6 tac gia da dé xuat lya chon diéu tri phau thuat ngay
tir dau; tuy nhién, dén nay van chua c6 huéng dan diéu

>
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tri cu thé cho thé bénh nay. Chung téi ddng thuan véi
cac tac gia khéac vé su can thiét phai c6 thém cac nghién
ctru chuy@n sau nham lam rd dic diém bénh hoc, hinh
anh hoc va tdi uu hoa chién luogc diéu tri cho loai u hiém
gap nay.
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