THONG BAO TRUONG HOP BENH HIEM: SARCOMA CO VAN THE
NANG BIEU HIEN BON THUAN O BUONG TRUNG

TOM TAT

Sarcoma co van biéu hién budng triing & nguoi
truéng thanh rat hiém gdp. Chung téi théng bao mét
trvong hop bénh nhén ni 45 tudi, sarcoma co van
thé nang biéu hién budng triing c¢é lan tran bénh ra
toan bé 6 phic mac. Cho t6i nay, y véan chi ghi lai 2
trwong hop. Tién luwong cla loai ung thw nay rat xau
va protocol chudn diéu tri cin bénh ndy con chuwa
thdng nhat, hdu hét céc bénh nhén trong y van déu tir
vong trong vong hai nam ké tir khi chdn doén. Bénh
nhan ndy da duoc phéu thudt hai lan, diéu tri hoé
chét bé tro va tlr vong tai thoi diém 15 thang sau
chén doan.

SUMMARY

The primary rhabdomyosarcomas of the ovary in
the adults are extremly rare, particularly the pure
rhabdomyosarcoma. We reported one cas of pure
rhabdomyosarcoma of the ovary in adult, 45 years-
old, female with whole abdominal spread disease. So
far the total of 2 cases in the literature. The
prognostic is very poor and the treatment is
controversial now, most of patients reported in the
literature died within 2 years of diagnostic. Our patient
was undertaken twice operations, adjuvant
chemotherapy and die 15 months after her diagnosis.
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DAT VAN BE

Sarcoma co van la mét loai ung thw thwdng gap &
tré em va it gap & ngudi trwdng thanh.Sarcoma co
van biéu hién & budng tring lai con hiém hon nira,
d&c biét loai sarcoma co' van don thuan nguyén phat
tlr budng trirng. K& tr ndm 1850 dén nay y van chi
ghi lai 12 trwong hop sarcoma co van biéu hién
budng tring, trong d6 10 trudng hop la tré em, 2
trwong hop con lai & ngwoi trwdng thanh [1]. Vi li do
dé chung t6i bao cdo mét trwong hop sarcoma co
van don thuan nguyén phéat tlr budng trirng & mét
phu ntr 45 tudi, da lan tran toan bd 6 bung

Trwong hop lam sang:

Bénh nhan ni, 45 tudi dwoc cap ctru 1an dAu tién
& bénh vién tuyén dwoi véi chan doan 14 u budng
trirng xodn, da dwoc phau thuat cdt u budng tring

TRINH LE HUY, LE VAN QUANG
Bénh vién Dai hoc Y Ha Néi

tréi, k&t quad gidi phau bénh khéng rd. Sau md 3
thang, bénh nhan dén bénh vién trwdng dai hoc Y Ha
ndi vé&i tinh trang céng ttre bung, khdm Iam sang thay
c6 khéi Ion viing tiéu khung kich thudc trén 10 cm va
nhiéu dich ascites. Khéng c6 hach ngoai vi. Trén
phim chup cét I&p vi tinh & bung cé khéi u I&n chiém
toan bd vung tiéu khung, chén ép va xam lan cac té
chirc xung quanh. Chua c6 di cin gan. Chup cét lop
16ng nguc khong thay tdn thuong, khong théy tran
dich, khéng thay hach trung théat. Tuy dd va sinh thiét
tuy xwong khoéng co bét thwong. Xa hinh xwong
khéng thay tén thwong. V&i nhitng thong tin tir tién
st, bénh s, kham 1am sang va phim chup cét I&p
chung t6i (Khoa Ung bwéu va Cham séc giam nhe,
bénh vién Pai hoc Y Ha Noi) déu nghi t&i chan doan
ung thw budng trirng lan réng.

Hinh anh chup cét I&p 6 bung clia bénh nhan.

Phau thuat céng pha u dwoc tién hanh nhwng
khong lay duoc téi da tdn thuong vi u quéa I&n va
dinh vao thanh bung, ruét non va td chic trude
xwong cuing. Ngoai ra, con nhidu nhan di can rai rac
& phic mac va mac ndi Ién. Toan bd t& cung, hai
phan phu, mac ndi I&én dwgc ct bd va cac nhan di
can duoc bop nat l&y hét. Mot doan rudt non phai cét
bd vi khéng thé bao tdn. Mét phan khéi u dinh vao
thanh bung phia trwéc bang quang va moét phan &
trwéc xwong clng phai dé lai vi nguy co chdy mau
cao. Sau phau thuat bénh nhan phuc hdi tét va két
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qua gidi phau bénh 1a sarcoma co' van thé nang biéu
hién & budng trirng. Nhw vay chan doan hau phau 1a
Sarcoma co’ van thé nang biéu hién & budng tring,
giai doan FIGO IlIC. Bay la mét thé mé bénh hoc rat
hiém. Chang t6i da hoi chan lai tiéu ban nhiéu 1an, két
qua van dwoc khang dinh & sarcom co van thé nang
don thuan. Vi d6i khi sarcoma co van thé nang tai
budng trirng 1a tdn thuong di can t&r co quan khac,
nén chang toi da lam lai cac xét nghiém chan doan
hinh anh (chup cdng hudng tir toan than) nham loai
trv & nguyén phat, nhwng khong phat hién tén
thwong khac. Bénh nhan tlep tuc dwoc diéu tri hoa
chét voi Vincristine, Doxorubicin (do tai thdi diém nay
khong co sén Dactinomycin D) va
Cyclophosphamide. Sau 6 dot, bénh nhan dung nap
thuéc tét, tdn thwong con lai trén phim bang 50% so
vGi thoi diém treae diéu tri. Phau thuat second-look
sau dé da lay duoc toi da tdn thwong con sot lai.
Bénh nhan khong con chi dinh tia xa vi tia xa toan &
bung & mét ki thuat khé nhidu bién chirng ngay ca &
nhirng co s& hién dai. Do vay, bénh nhan duoc tiép
tuc diéu tri hoa chat véi Vincristine, Dactinomycine D
va Cyclophosphamide, dw tinh d&n hét 40 tuan. Tuy
nhién bénh nhan da t& vong tai thdi diém 15 thang
sau chan doan vi bénh tién trién.

BAN LUAN

Sarcoma co' van la mét bénh hiém gap ¢ ngucyl
16N, cwe ki hiém gdp khi bidu hién & budng trirng va
con hiém gép hon niva khi bidu hién nguyén phat don
thuan & buéng trirng. Théng thuong, sarcom co' van
la mét phan cta khéi u trung bi, u quai buong trirng
hodc u té& bao Sertoli- -Leydig. Do do, d& chan doan
sarcom co’ van don thuan phai cét nhiéu tiéu ban. Dai
khi sarcoma co' van thé nang & budng trieng lai & tén
thwong di cdn. Vi vay, chan doan Iam sang trudc
phau thuat phai cht y tim va loai triv tdn thwong
nguyén phat.

Trong lich st y hoc, sarcoma co van don thuan
bidu hién & budng trirng dwoc mo ta 1an dau tién vao
nam 1850 bé&i Virchow. Cho té&i nay, c6 thém 11
trwrng hop niva trén toan thé gidi dwoc ghi nhan [1].

Sarcoma co' van hay gdp & tré em, trong sb 12
bénh nhan trong y van thi cé t&i 10 la tré em, tr 18
thang t&i 17 tudi. S6 con lai 1& bénh biéu hién &
nguwoi tredng thanh [1]

Thoi trwdc sarcoma co van dwoc chan doan dwa
vao hinh tha hoc té bao, do la khi xuét hién cac té
bao dai, hinh thoi, gidu nguyén sinh chét, trong bao
twong xudt hién cac van chéo (sau khi nhudm
Giemsa), sé& khong tim thay cac té bao co c6 van
chéo biét héa trong trwéng hop sarcoma co' van thé
bao thai. Ngay nay, dé& chan doan sarcoma co van
ngwoi ta nhudm hod md mién dich, bao twong té bao
u dwong tinh manh véi Desmin (99%), cac prétein
dac hiéu co khac nhuw: actin, myogenin va myoglobin
duong tinh yéu hon, I1an luot 1&: 95%, 95% va 78%
[2]. Myogenin thuong hay biéu hién & thé nang hon
thé bao thai va la mét yéu t tién lwong xau doc lap.
Mot sb cac dau an khac gilp chdn doan phan biét, vi

dy: CD99 (MIC-2), mét dau &n nhay cam cho céac u
Ewing, cac sarcoma co' van cé thé dwong tinh (trong
15% cac trwdng hgp) nhung phan ¢ng thudng yéu
va cuc bo.

Céac phan nhém mdé bénh hoc cla sarcoma co
van bao gém:

1. Sarcoma co' van thé bao thai

2. Sarcoma boytriod

2. Sarcoma co van thé nang.

3. Sarcoma co van thé kém biét hoa

4. Sarcoma co' van thé khéng biét hoa.

V& mat bién ddi vat chét di truyén, chuyén doan
t(2,13) twong déi phd bién gira cac sarcoma co' van
th& nang va phan rng khuyéch dai chubi sao chép
ngwoc RT-PCR c6 thé dwoc st dung dé& gop phan
chan doan loai sarcoma co’ van nay [8,4].

Vé tién lwgng, 90% s sarcoma co' van t&r vong
trong vong 2 nam sau khi chdn doan [5]. Do vay,
truorng hop ndo séng hon 2 ndm ma khong cé tai
phét thi kha ning dwoc chiva khéi rat cao. Cé khoang
9% sb bénh nhan tai phat mudn (sau 5 nam).
Sarcoma co' van thé bao thai tién lwgng tét hon thé
nang, biéu hién & héc mat tién lwong tét hon cac vi
tri khac, giai doan cang mudn tién lwgng cang xau.
Nhw vay bénh nhan cla ching ti ¢é tién lwong x4u
(intermediate-risk).

V& mét didu tri, sarcoma co van & nguoi I6n
duwoc diéu tri dwa trén nhirng nguyén tic cla didu tri
sarcoma co van & tré em. Trong d6, phau thuat dong
vai tro quan trong, la bién phap diéu tri triét can trong
nhibng trwerng hop khéi u con khu trd va cé kha néng
cat bé hoan toan. Khi khong th& cat bé hoan toan
khéi u, co thé sinh thiét d& lam xét nghiém mo bénh
hoc gitip chon phac dd diéu tri hoa chat hodc diéu tri
tia xa [3]. Phau thuat second-look c6 vai trd chua rd
rang, mac du né cho phép Iéy bd nhung tdn thuong
con s6t lai sau phau thuat dau tién va thu thap béng
chtrng moé bénh hoc vé sy dap &ng cla khéi u véi
didu tri hoa chat hodc tia xa. Nhiéu truerng hop phau
thuat second-look gitip Iva chon phwong phép diéu tri
tiép theo va gilp mét sb trwdng hop dap rng mét
phan tr& thanh dap (ng toan phan sau khi diéu tri
thém. Tuy vay, theo nghién ctru IRS-IV 419, phau
thuat second-look khéng cai thién thdi gian séng
thém. Phau thuat cét khdi di c&n cling chwa chirng té
duwoc kha ndng cai thién thdi gian sbng thém [7].

Tia xa la mét vi khi chinh trong diéu tri sarcoma
co van, giup kiém sodt tai chd trong nhitng trudng
hop u con sot lai sau phau thuat. Théng thudng, tia
xa bat dau khoang sau chu ki thtr 2 hodc thir 3 cla
hoa tri liéu, d& tia xa mudn qua 18 tuan 1am giam hiéu
quad diéu tri [6]. Lidu xa khuyén cdo cho khéi u
nguyen phat tir 55 t¢i 66 Gy [3]. Trong tredng hop cu
thé& cGa ching tdi, bénh lan rong khdp & bung nén
khdéng con chi dinh tia xa.

Hoa chét 12 mot phwong phap diéu tri quan trong
ddi voi sarcoma co van. Trudc kia, cac phvong phap
diéu tri tai chd chi cho ti 1& sbng s6t dwdi 20%, nhung
khi két hop v&i phwong phap didu tri toan than thi ti
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I& séng con tang Ién gin 60% [3]. VAC (vincristine,
dactinomycin va cyclophosphamide) la phéc db
chudn hién nay cho hdu hét cic sarcoma co van.
Nguwdi ta c6 thé thay thé dactinomycin béng
Doxorubincin khi dactinomycin khéng cé sin. Gan
day, mét sé cac nghién ctru dang tim hiéu viéc thém
Irinotecan vao phac db VAC khi diéu tri nhirng trwéng
hop tién lwong xau va rét xau. Nguoc lai, déi voi
nhibng truedng hop tién lwong tét, cé thé didu tri bing
hai thyc“')c VA (vincristine va dactinomycine) [3].

KET LUAN

Sarcoma co’ van don thudn biéu hién & budng
trieng 14 mot loai bénh cuwc ki hiém gap, trong hon
150 nam chi ghi nhan 12 ca trén toan thé gi&i. Bénh
c6 tién lwong xau va chua cé chién lwoc diéu tri hiéu
qua.
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