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NHAN MOT TRUWONG HOP U CO' SO1DON DONG KHONG LO
O’ BENH NHAN DA POLIP TUYEN PAI TRUC TRANG bUOC
CHAN POAN VA DPIEU TRI TAI BENH VIEN QUAN Y 175

Nguyén Vin Manh', Phan Quang Thinh’, Bii Quéc Khdanh’

TOM TAT
U co soi don dong (con goi la u Desmoid) la cac khoi u lanh tinh hiém gap (2-4
nguwoi/l triéu ngueoi/ndam) nhung c6 thé xay ra tir 10% dén 25% trong héi chirng da polip
tuyén gia dinh (FAP). U Desmoid c6 thé xdy ra trong bdt ky cdu triic mé cdn co ndo ciia
co thé nhung chi gdp 2% trong 6 bung va 80% s6 dé la ¢ bénh nhan FAP. Mdc dii cic
khéi u Desmoid khéng di can, tuy nhién ching thiong xam lan manh mé céc cdu triic
lién ké va cé ty 1¢ tdi phat tai ché cao sau khi cdt bé. Chién luge diéu tri can pho”'i hop

nhiéu phirong phdp (phdau thudt, héa tri, xa tri) va két hop véi theo déi chit ché.

Chiing t6i bdo cdo truong hop mét nguwoi dan 6ng 35 tuéi mang khoi u lén 6
bung dong thoi mdc hi chirng da polip tuyén dai truc trang. Bénh nhén da dwoc phdu
thudt cdt bé khoi u, cdt toan bo dai triee trang va mot phan hoi trang twong vmg. Sau
phau thudt bénh nhan hoi phuc tot ma khéng cé bién chimg dang ké nao va tiép tuc dwoc
theo doi.

Tir khéa: Pa polip dai trang, khéi u Desmoid, u mé sgi dc tinh, dot bién gen
Adenomatous Polyposis Coli.

CASE REPORT OF GIANT MONOCLONAL MYOFIBROBLASTIC
NEOPLASM IN COLORECTAL ADENOMATOUS POLYPOSIS WAS
DIAGNOSED AND TREATED AT MILITARY HOSPITAL 175

ABSTRACT

Monoclonal myofibroblastic neoplasms (also called Desmoid tumors) are rare
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benign tumors (2-4 people / 1 million people / year) but can occur from 10% to 25% in
Familial Adenomatous Polyposis (FAP). Desmoid tumors can originates from any fas-
cial or muscle-aponeurotic structures of the body but only 2% in the abdomen and 80%
of them are in FAP patients. Although Desmoid tumors are not metastatic but they often
aggressively invade adjacent structures and have a high local recurrence rate after exci-
sion. The treatment strategy requires a combination of methods (surgery, chemotherapy,

radiation therapy) and is closely followed.

We report a case of a 35-year-old man with a large abdominal tumor and
colorectal adenomatous polyposis. The patient had surgery to remove the tumor, the
total colorectal and the corresponding ileum. After surgery, the patient recovered well

without any significant complications and continued to be monitored.

Keywords: Colorectal Adenomatous Polyposis; Desmoid tumor, Fibromatosis

Aggressive; Adenomatous Polyposis Coli gene mutation.

1. GIOI THIEU

U co s¢i don dong (Monoclonal
Myofibroblastic Neoplasms) con dugc goi
la u Desmoid (DT — Desmoid tumor) la
cac khéi u lanh tinh hiém gap (2-4 nguoi/l
triéu/ndm), chang chi chiém 0,03% trong
tat ca khéi u va it hon 3% cia tat ca cac
khéi u mé mém [5],[8]. DT c6 thé xdy ra
trong bat ky cau trac mo lién két ciia can
co khép nao cia co thé, thudng & cac chi
va ving cot séng nhiéu hon 1a 6 bung. Su
phét sinh cua DT dugc cho la lién quan
dén yéu t6 phiu thuat, chin thuong, mang
thai va hoi ching da polip tuyén gia dinh
(Familial Adenomatous Polyposis-FAP)
[5],[6],[8]. Udc tinh co tir 10% dén 25%
bénh nhan FAP sé& phat sinh DT trong sudt
cudc doi va thuong 1a trong 6 bung (80%
truong hop) nhung chi chiém 2% cua tat
ca cac DT [2],[6].

Mic du trén quan diém mo hoc 1a
lanh tinh va cac DT khdong c6 nguy co di
cin, tuy nhién ching thudng thé hién phat
trién xAm 14n manh mé& cac ciu tric lién
ké va co ty 18 tai phat tai chd cao sau khi
cat bo tir 25% dén 85% [2]. Do d6 quan 1y
diéu tri DT dugc xem nhu mot ung thu va
viéc phau thuat cat bo DT phai dam bao
ldy hét khéi u v6i dién cat am tinh 13 rat
quan trong [2],[5].

2. BAO CAO CA LAM SANG

Bénh nhan nam 35 tudi khong co
tién st phau thuat, gia dinh c6 bd da chét
vi ung thu dai trang, biéu hién dau bung
am 1 4 thang, kém theo bung to dan, mét
moi sut can (6kg/3 thang). Bénh nhan da
chu quan véi tinh trang bénh cho to1 khi
khéi cing gd ving bung di rat 16n, tinh
trang mét moéi la thuong xuyén méi di
kham bénh tai mot bénh vién tu va dugc
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chan doan u 6 bung nghi ngd GIST, thiéu
mau muc d6 ning. Bénh nhin dén véi
chung t6i, véi khéi cang gb 16n & bung,
thé trang giy (BMI:18,1kg/m?), khong
c6 dau hiéu nhiém tring, khong cé trinh
trang tac rudt, thiéu mau muc do nang voi
HC: 3,75M/uL; HGB: 4,5g/dL. Bénh nhan
duoc chi dinh soi dai trang vi ly do tién su
gia dinh va ciing 1a dé khao sat kha ning
xam lan ctia khoi u véi dai trang. Qua nodi

soi dai truc trang xac nhan bénh nhan co
tinh trang da polip tuyén dai truc trang
v6i hang ngan polip 16n nho & toan b dai
truc trang, trong d6 cé nhiing Polip kich
thudc 16n dugc nghi ngd 1a ac tinh hoa
(hinh 1.A); dong thoi trén phim chup cit
16p 6 bung ciing x4c nhan khdi u 16n nghi
u mac treo voi duong kinh 21cm, ranh gidi
kha 13, ¢6 dau hiéu xam lan, khong gay tic
rudt (Hinh 1.B).

Hinh 1. Hinh da polip tuyén dai truc trang qua ndi soi dai trang (1.4);
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Hinh khéi u Iom trong bo bung trén phim chup CT bung thuéc (1.B).

Sau khi h¢i chan lién khoa va
truyén mau bénh nhan duogc chi dinh
phﬁu thuat voi lua chon phﬁu thuat ct
u va cit toan bo dai tryc trang dé phong
ngira ung thu (hinh 2b). Trong md di xéac
nhan khéi u 1én & mac treo hoi trang kt
21,2x18,6x15,2cm xam lan doan cudi hodi
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trang va dugc cit bo rong rdi xung quanh
kém doan hdi trang bi xam lan va mat
mach nudi twong Ung, dai truc trang duoc
cit bo hoan toan véi dién cat ngay dudi
polip cudi ciing (hinh 2.a). Ban chat khdi u
va polip dai trang dugc xac dinh bang két
qué md bénh hoc sau md (hinh 2¢;2d;2e).
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Két qua sau mo bénh nhan da hoi
phuc tot ma khong c6 bién chimg dang ké
nao, khong cé tinh trang rudt ngan, tinh
trang roi loan tiéu hoéa, mat nudc qua mo
thong rudt duoc kiém soat thoa dang bang
ché do dinh dudng phu hop dudng miéng.

Bénh nhan sau phau thuat duoc theo ddi
kiém tra dinh ky gidéng nhu mot ung thu
duong ti€u hoa, hi¢n tai sau 11 thang tinh
trang dinh dudng toan than 6n dinh, chua

ghi nhan khdi u tai phat.

Hinh 2. Khoi u 1ém & mac treo hoi trang (a); dai triec trang véi hang ngan polip

16m nhé dwoc cdt bo toan bé (b); mé bénh hoc ciia khéi u (c), ciia polip dai trang (d),

polip truc trang (e).
3. BAN LUAN

Nhin chung DT cé su phat trién tir
tir va khong cé dAu hiéu 1am sang dac hiéu,
cac triéu chimg n6 gay ra chu yéu boi sy
phat trién xam l4n chén ép cic mo xung
quanh. Mic du triéu chimg phd bién nhat
1a dau bung nhung chi c6 khoang mét phan
ba DT bung gay dau va thuong la khi u
da I6n. Cac DT trong bung d6i khi tré nén
khong 16, chiém phan 16n khoang bung va
xam lan nhiéu nodi tang. Poi khi chiing gay

ra cic van dé lam sang nghiém trong va
tham chi gdy tr vong nhu tic rudt, thing
rudt, r0, chay méu va tic niéu quan [5],[8].
Vi vay rat khé dé cé thé phat hién som céc
DT nhét 14 khi con & kich thuéc nhé va
khong tri¢u chung, thuong chi 1a tinh co
khi kham strc khoe.

DT c6 thé xay ra trong bét ky cdu
trac mo lién két cia can co khdp nao cua
co thé, nhung thuong chia lam 3 ving:
ngoai bung (than va tir chi) hay gip nhét,
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tiép dén 13 & doc theo thanh bung va trong
bung 13 it gip nhat (2% tong s6) [2]. Vi
tri c6 kha nang nhat ciia DT trong bung
la mac treo, dac biét 1a mac treo rudt non
[2]. DT hay géap & phu nit hon nam gidi,
c6 lién quan dén yéu t6 mang thai, chan
thuong va lién quan dén chimg da polip
tuyén gia dinh (FAP). Sy xuat hién cia
DT ¢ bénh nhan FAP d6i khi cling duogc
201 vdi tén khac 1a hoi chung Gardner (m6
ta 1an dau nam 1951) [3]. FAP 14 bénh ly
di truyén trdi do dot bién gen mam trong
gen rc ché khéi u APC (Adenomatous
Polyposis Coli), ngudi mang cac dot bién
nay c6 nguy co phat sinh DT cao gap 850
lan so véi dan s6 ndi chung, udc tinh co
tir 10% dén 25% bénh nhan FAP s& phat
sinh DT trong suét cudc doi va thuong 1a
trong 6 bung (80% trudng hop) [51,[7].
FAP dugc dac trung boi sy phat trién mot
vai dén hang tram, hang ngan polip & dai
trang va tryc trang va gan nhu 100% cac
truong hop sé phat trién ung thu dai truc
trang trong vong 40 tudi. Ngoai ra nhiing
bénh nhan nay con c6 nguy co phat trién
cac khéi u ngoai dai truc trang nhu duong
tiéu hoa trén, xwong, da, tuyén giap, tuyén
thuong than va hé than kinh trung uong...
[6] Trong s6 ndy, DT dugc cho 1a nguyén
nhan gay tir vong thudng gip nhét sau ung
thu dai tryc trang & bénh nhan méc FAP
(ttr 18% dén 31%) [7].

Trong truong hop cia bénh nhan
duéi 40 tudi, sy xuat hién hang ngan polip
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16n nho & khip dai tryc trang voi tién st
chi c6 cha bi ung thu dai trang khién chung
t6i nghi nhiéu hon t6i FAP hon 1a tinh trang
dot biét lién quan dén gen MUTYH trong
hoi ching MUTYH-associated polyposis
(MAP) thudng c6 s6 lugng Polip it hon va
thuong mac cung thé hé; hoic rdi loan di
truyén trdi gy ra boi sy bién thé ciia mot
trong hai gen doc ma DNA polymerase:
POLE va POLDI1 trong PPAP (Polymerase
proofreading-associated) thuong rat hiém
va do tudi khoi phat 16 cao hon trung binh
1445 tudi [1]. Mic du vay van can x4c chan
bang nhitng kiém nghiém vé di truyén hoc
dé khang dinh 1 vé nhiing tinh trang bénh
tat nay.

Déi v6i khdi u Desmoid, viée diéu
tri van la su phéi hop giira phau thuat, xa trj
va hoéa tri. Mic du ¢6 vé véi khoi u bat ky
phau thuat duong nhu 1a sy lya chon dau
tién, triét dé nhat b::ing viéc cit bo toan bd
khéi u v6i dién cit da xa bao dam khong
con khéi u. Tuy nhién dbi voi DT, nhiéu
bao céo cho thiy rang su séng con duong
nhu khéng dugce cai thién bang phiu thuét
béi ty 16 tai phat sau khi cit bo rt cao tir
30% - 40% va con co6 16% nguy co phat
trién DT m&i trong mudi nim sau khi cét
b dai tryc trang va thuong xuét hién trong
vong tir mot dén ba nim sau phau thuat,
d6 1a con chua ké cac bat lgi vé sire khoe
do phiu thuit gy ra nhu tinh trang roi
loan tiéu hoéa, hoi chung rudt ngén 6 thé
di kém véi cit bo khdi u 16n hodc nhiéu u
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[5],[7]. Vi kha nang tai phat cao nén mot
sO tac gia khuyén bénh nhan DT véi triéu
chung nhe nén dugc gitt dudi sy giam
sat. P6i voi khoi u trong 6 bung, viée st
dung xa tri van con han ché vi nguy co ton
thuong rudt [5]. Thudc diéu tri toan than
khong gay doc té bao, chang han nhu thude
chéng viém khong steroid (indomethacin)
va thubc chong tic nhan gen (tamoxifen,
progesterone) da dugc chung minh 1a c6
lgi cho bénh nhan DT, véi vi¢c giam kich
thudc khdi u va tridu chimg so v6i bénh
nhan khong duoc diéu tri [2],[7],[8].

Déi véi tinh trang da polip dai truc
trang, d3 c6 nhiéu hudng dan vé viéc tam
soat som & do tudi 18 — 20 tudi & nhom
ngudi c6 nguy co cao, cling nhu quan 1y
bang cach cit bo thuong xuyén cac polip
trong duong rudt tir 6 tudi 30 tudi trd di
[4]. Nhung thuc su diéu nay rat kho thuc
hién dic bi¢t vdi tinh trang c6 qua nhiéu
Polip trong duodng rudt, véi thuc trang y
té cu thé viéc phau thuat cit toan bd khu
vuc rudt c¢o Polip, tham chi 1a cit bo toan
bo dai truc trang ddi khi cling 1a mét lua
chon phu hop. Du cho viéc tao lai su luu
thong rudt nhiéu khi gay ra nhitng rdi loan
tiéu hoa nghiém trong 1au dai dén stc khoe
va chat luong sdng cua ngudi bénh. Bénh
nhan cta chung t6i da duoc lua chon phau
thuat loai bo khéi u dong thoi véi cét bo
toan bo dai truc trang ngay sat dudi nhitng
polip cudi ciing cta truc trang va mé thong
hdi trang. Nhin chung, trong nam dau theo

ddi chung toi thay két qua kha tich cyuc du
viéc mang mo thong rudt vinh vién 1a hau
qua rat nang né dbi vai sirc khoe ciia bénh
nhan, doi hoi bénh nhéan phai tudn thi ché
dd dinh dudng chuyén biét va viéc v€ sinh
bat tién trong sinh hoat.

4. KET LUAN

Cac khbi u Desmoid dic biét 1a
cac khéi u Desmoid trong 6 bung 13 nhiing
khéi u lanh tinh rit hiém gip c6 mbi lién
quan mat thiét voi hoi chimg da polip
tuyén gia dinh (FAP). Mic du cac khdi u
Desmoid 1a u lanh, khéng c6 nguy co di
can, tuy nhién ching thudong thé hién phat
trién xAm lan manh mé& cac ciu trac lién
ké va co ty 18 tai phat tai chd cao sau khi
cdt bo. Chién lugc diéu tri nén dugc bét
dau bang quan sat, st dung NSAID va/
hodc thubc chdng ndi tiét td tac nhan (vi
du: tamoxifen) dbi voi cac u khong triéu
chiig. Phau thuat nén dugc lua chon cudi
cung giai quyét khdi u ¢ triéu ching hoic
d3 gy bién chung. Viéc theo ddi diéu tri
sau md 1a diéu rat can thiét.
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