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SARCOM MANG KHO'P NGUYEN PHAT O’ MANG NGOAI TIM:
BAO CAO MOT TRUO'NG HO'P HIEM GAP VA HOI C(’U Y VAN

Ngé Thi Tuyét Hanh'23, Pham Vin Tén!, Diép DPinh Puoc?,

TOM TAT

Sarcom mang khdp ¢ mang ngoai tim la tru‘dng
hop bénh rat hiém gip, chan doan va diéu tri con
nhleu khé khan, tién lugng bénh kém. Chung t0| bao
cado mot trudng hgp nam g|d| 32 tudi, nhdp vién vi
t|nh trang kho thd khi gang SLI’C keo da| 3 thang Siéu
am tim, chup cat I6p vi t|nh va cong hudng tu‘ Iong
nguc phat hién khdi u mang ngoai tim, chén ep nang
that phai, nhi trdi va cac tinh mach ph0| hai bén lam
hep dudng thoat that phai, nghi ngd xam lan mat
trude cd tim that phai. Bénh nhan dudc phau thuat cat
mot phan u, g|a| phéng chén ép derng thoat that
pha| Két qua gidi phau bénh sau cung la sarcom
mang khdp thé don dang. Sau phau thuét, bénh nhan
dugc diéu tri hoa tri, theo ddi sau 5 thang cho thay cai
thién vé triéu chlfrng ldm sang va khong thay dau hiéu
tai hep clia duGng thoat that phai.

Tir khoa: Sarcom mang khép, u mang ngoai tim.

SUMMARY

PRIMARY PERICARDIAL SYNOVIAL

SARCOMA: A RARE CASE REPORT AND

LITERATURE REVIEW

Pericardial synovinal sarcoma is a very rare
disease that is difficult to diagnose and treat, and has
a poor prognosis. We report a case of a 32-year-old
man admitted to the hospital with exertional dyspnea
for 3 months. Echocardiography, = computed
tomography, and chest magnetic resonance imaging
revealed a pericardial tumor causing severe
compression of the right ventricle, left atrium, and
bilateral pulmonary veins, and narrowing the right
ventricular outflow tract, with suspected invasion
anterior to the right ventricular myocardium. The
patient underwent partial resection of the tumor,
which released the compression of the right ventricular
outflow tract. The final pathological result was
monophasic synovinal sarcoma. After surgery, the
patient received chemotherapy, and follow-up after 5
months showed an improvement in clinical symptoms
with no signs of the right ventricular outflow tract
stenosis returning.

Keywords: Synovial sarcoma, pericardial tumor.
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ti 1€ khoang 0,001-0,007%), bao gébm ca u lanh
tinh va ac tinh. Trong nhdm u &c tinh mang
ngoai tim, u trung bi€u md la thudng gép nhét,
ngoai ra con c6 sarcém, lymphom va u ngoai bi
than kinh nguyén thuy®?, Sarcom mang khdp la
mot trong nhiéu loai u ac tinh hiém gap & mang
ngoai tim. Bénh nhan thudng co nhiing tri€u
chirng 1am sang khong dac hiéu®4, phan Ién
trudng hop cd hoi chiing chén ép tim, khao sat
bang cac ky thudt chdn doan hinh anh cho thiy
khoi u & mang ngoai tim. Hau hét cac trudng
hgp sarcom mang khdp co chuyen doan tu’dng
hd gilta nhiém s&c thé X va nhiém sic thé s6 18,
day 1a mot ddc diém sinh hoc phan tir git? vai tro
quan trong trong sinh bénh hoc va gilp xac dinh
chén doan. Hién tai, van chua cé phac do diéu tri
hiéu qua vi u hiém gdp va do ac tinh cao, phau
thudt cdt u 13 phuong phap diéu tri dugc ap
dung cho da s6 bénh nhéan, héa -xa tri sau mé
dudc xem xét cho nhing trudng hdp u con sot
lai sau phau thuat hoac tai phat.

1. BAO CAO CA

Bénh nhan nam, 32 tudi dén kham vi kho thé
khi gang stic kéo dai 3 thang. Bénh nhan khéng
co triéu chL'rng c6 nang, thuc thé hodc tién sur
bénh Iy néi bat nao khac. K& qua chén doan
hinh &nh phat hién ton thu‘dng choan chd lan
rong trong khoang mang ngoai tim bao quanh
cac mach mau I8n, cac budng tim va len 16i giita
cac ngach mang tim, bé day I6n nhat #57mm.
Thanh phan cha yéu la dich dac giau protein
phan nhiéu vach va dich mau, moét phan mé hoai
tr, mét phan md dac. Phan md dac nadm ap sat
vGi thugng tdm mac cla ca bon budng tim. Khoi
u I8n chén ép nang that phai, nhi trai va cac tinh
mach phdi hai bén, lam hep ndng dudng thoat
that phai, nghi ngd xam lan mat trudc cg tim
that phai. Ngoai ra, mot phan thuy dudi phdi trai
bi xep nghi do chén ép. Dua vao cac dic diém
hinh anh hoc, tén thudng dugc nghi nhiéu 13
sarcom mach mau hodc u mach bach huyét.
Khong co bat ky bang ching nao clia khdi u th
phat dugc tim thdy qua danh gia bénh s, tham
khdm 1&m sang va hinh anh hoc. Vi khéng thé
cat u hoan toan va nguy cg dét tur, bénh nhan
dudc tién hanh phau thudt cdt mot phan u, gidi
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phong chén ép dudng thoat that phai.

Hinh 1: CT Scan: Hinh (A): 76n thuong choan
cho trung thét truoc — mang ngoa/ tim, dém doé
hén hap, bét thubc kém, chén ép mot phdn that
phai, hep duong thodt that phai. Hinh (B): Tén
thuong gidi han kém ré vdi co vang budng téng
that phai, bao quanh déng mach chu doan Ién,
thén déng mach phdi, chén ép/xam I5n gdy hep

tinh mach Phoi trén trai
Trong phau thudt ghi nhan khdi u khoang
mang ngoai tim bao quanh va dinh vé&i cac mach
mau Ién, cac bu<“)ng tim va len 16i gilra cac ngach
mang tim, m6 u bd, cb nhiéu mach mau tang
sinh. Sinh thié€t lanh xac nhan chan doan sarcém.

Pénh gid dai thé ghi nhdn mau md kich thudc

#15x5x2cm, cd tdn thuong kich thudc

#5x4x2cm, mat cat mau trang xam dén trang

vang, mat d mém. Md u cé déc diém vi thé gdm

cac té€ bao hinh thoi xép thanh bd theo nhiéu
hudng khac nhau, cac vung giau té bao xen ké

VGi vtlng mat do t€ bao thap, chat nén nhay. Té

bao u c6 nhan hinh thoi Luang déi dong dang,
mang nhan déu, chat nhiém sic bong, hat nhan
khong rd, bao tudgng lugng vira, nhat mau va ai
toan, rat nhi'éu phan bao. Mot s6 vung u biét hoa
kém vdi t&€ bao u c6 nhan khdng dién hinh rd va
mat do phan bao cao, hon 6 phan bao/mm?. Két
gua héa md mien dich t€ bao u duadng tinh lan
tda vGi dau an BCL2 va khu trd v@i ddu an CD99,
dong thdi am tinh véi cac dau an SMA, S100,
CD34 va EMA. Két hop bi€éu hién héa mé mien
dich va hinh anh vi thé, chan doan sarcdm mang
khdp la phi hgp nhdt véi cac déc diém trén.
Tong hgp dif liéu Iam sang, hinh anh hoc va giai
phau bénh, chdn doan xac dinh sau cung
sarcom mang khdp nguyén phat cila mang ngoai
tim.

Sau phau thudt, bénh nhan dugc chi dinh
héa tri hd trg theo phac d6 MAI (Mesna,
Ifosfamide, Doxorub|cm) Sau 3 chu ky, khéi u
dap Lrng mot phan va bénh nhan ti€p tuc dugc
tu van dé diéu tri du 6 chu ky. Sau phau thuat 5
thang, triéu chirng kho thé dugc cai thién mot
phan va khéng ghi nhan dau hiéu tai hep dudng
thoat that phai.
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Hinh 2: Hinh anh tén thuong vi thé: Hinh A, B
(H&E x40): Khdi u gém cac vung giau té bao xen
k€ vdi vung chat nén nhéy it té bao. Hinh C, D
(H&E x100): Cac té bao u hinh thoi tuong doi
dong déu, xép thanh bo theo nhiéu /n/d’ng khac
nhau. H/nh E, F (H&E x400).: Té bao u co chit
nhiém séc bong, hat nhén khdéng ré, bao tuong
luong vua, &i toan va rat nhiéu phan bao

A.BCL2 B.BCL2
C.CD99 D.CD99
E.CD34 F.EMA
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G.SMA H.5100
Hinh 3: Két qua nhudém hoa mé mién djch: Hinh
(A), (B): T€ bao u duong tinh lan toa vdi ddu an
BCL2, d6 phdng dai x100 va x400. Hinh (C), (D):

T€ bao u duong tinh khu tri vdi déu én CD99,
do phong dai x400. Hinh (E), (F), (G), (H): Té
bao u dm tinh vdi cdc dau én héa mé mién dich
SMA, 5100, CD34 va EMA, dé phong dai x400.
IV. BAN LUAN

Sarcom mang khdp la mét khGi u mé6 mém
ac tinh hiém gap. Trong phan loai nam 2020 cla
td chic Y t& Thé gidi, thuc thé nay thudc phén
nhém u phan mém khdng rd biét hod. U cd thé
gép G bat ky d6 tudi nao vdi ty Ié bang nhau & 2
gidi. Phan I6n cac trudng hdp u xay ra 6 mo
mém sau quanh khép chi®®), tuy nhién u c6 thé
gap & cac vi tri giai phau khac nhu than minh,
dau, co. Mang tim la vi tri giai phau rat hiém gap
cla sarcébm mang khdp. Trong cac ca lam sang u
tai mang ngoai tim dudc bao cao, ghi nhan dugdc
cac déc diém chan doan hinh anh bao gém béng
tim to trén X quang nguc, tran dich mang ngoai
tim va khéi tén thuong quanh mang tim trén siéu
am tim. CT-Scan va MRI nguc gilp xac dinh vi tri
u, danh gid su’ xam nhap tai chd cia mé u vao
o tim va di can xa®,

Tuong tu sarcom mang khdp & cac vi tri
khac, sarcom mang khdp nguyén phat mang
ngoai tim c6 2 ki€u hinh md hoc chinh: don dang
va hai thanh phan. Khong co su' khac biét dang
k& vé biéu hién héa mé mién dich va dic diém
sinh hoc phan t& gilta sarcom mang khdp
nguyén phat & tim va cac vi tri khac®>?. Dac

trung ki€u hinh md hoc don dang gém céc té

bao hinh thoi kich terdc tudng doi nho va dong
dang, nhan tang sic, chat nhiém sic dang hat
min, khong r6 hat nhan va ti Ié nhan/bao tuong
rat cao®. Pién hinh, cac t& bao u nay xép thanh
bé gidu té bao, cb thé di kém ving hyalin héa
hodc thay d6i nhay®. Mot s& ving u cd thé cb

dic diém biét hoa kém nhu tdng s8 lugng té

bao, nhan khéng dién hinh rd va cé hon 6 phan
bao/mm®), Trong trudng hgdp ching t6i bao cao,
tiéu ban nhudm hematoxylin va eosin cho thay
cac dic diém vi th€ phu hop vdi sarcdm mang
khdp kiéu mé hoc don dang véi nhitng viing biét
hda kém. Tuy nhién kiéu hinh md nay khdng dic

hiéu, vi tri u trong trudng hgp bao cao rat hiém
gap. Nhiéu loai u t€ bao hinh thoi ac tinh khac co6
thé cé dic diém vi gdm cac t&€ bao hinh thoi,
tugng d6i dong dang, mat dé phan bao cao can
chadn doan phén biét nhu: sarcom cd tron,
sarcom sdi, u vo bao than kinh Nngoai Vi ac tinh, u
trung biéu mé ac tinh. Vi vay sy b6 trg cla cac
xét nghiém hdéa md mién dich 13 rat can thiét dé
xac dinh chan doan.

Sarcom mang khdp dudng tinh khéng dac
hiéu v&i nhiéu dau an héa m6é mien dich bao
gom pancytokeratin, CK5/6, BCL2, calretinin,
WT-1, CD99, Vimentin, EMA, SMA, CD56, TLE...
M{c d6 bi€u hién keratin thudng yéu va/hodc
khu trd. Trong trudng hgp cua ching t6i, mo u
duang tinh lan tda véi dau an BCL2 va khu tru
vGi ddu &n CD99 la mdt d3c diém phu hgp V6i
sarcdm mang khdp. Mdc dd biéu hién EMA cua
sarcom mang khdp mang tinh khu trd va thay
déi, ty 18 duong tinh ghi nhan trong mét s6
nghién cttu khodng 29-100%®@?), vi vdy mo u am
tinh véi EMA khdng gilp loai trlr chan doan.
SarcOm cd tran, u vo bao than kinh ngoai vi ac
tinh va u trung biéu md &c tinh 13 nhitng chan
doan phan biét, ba thuc thé nay duong tinh [an
lugt véi SMA va S100, EMA. Vi vay biéu hién 4m
tinh cla mo u véi 3 ddu an trén gidp loai trir cac
chan doan phan biét trén.

Chuyen doan terng hd giita nhiém s&c thé
s6 18 va nhiém sic thé X 1a déc diém sinh hoc
phan tr dac trung cua sarcom mang khdp, ty 1&
khoang 95% cac trudng hgpt®, Dot bién nhlem
sac thé nay lién quan dén gen SS18 tren nhiém
séc thé s& 18 va gen SSX trén nhiém séc thé X.
Hau qua cla dot bién dan dén su dung hdp gen
SYT va SSX, day la gen dung hgp sinh ung, ma
hda cac yé’u t6 thic ddy phién ma. Trong trudng
hgp cla ching toi bénh nhan chua dugc thuc
hién cac xét nghiém sinh hoc phan t&r dé xac
dinh dot bién, tuy nhién trong nhirng trudng hgp
khd, md hoc va héa mdé mién dich khéng du dé
thiét 1ap chan dodn, viéc thuc hién xét nghiém
sinh hoc phéan tir cé gié tri chdn doan cao.

SarcOm mang khdp & mang tim co tién lurgng
kém, ddc biét trong nhirng trudng hop khong thé
phau thuat cit bo u hoan toan. S& cong trinh
nghién ctu vé tién lugng rat han ché do s6 ca
bénh it. Trong mot nghién clfu cua tac gia Chul
Hwan Kim va cong su vGi ¢ mau géom 24 bénh
nhan sarcom nguyén phat 6 mang tim, trong dé
c6 3 trudng hgp sarcom mang khdp, ghi nhan
chi 22,7% bénh nhan dugc cat u hoan toan vdi
ria phau thuat khong té€ bao u. Mac du dugc diéu
tri nhung thdi gian s6ng trung binh cla bénh
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nhan trong nghién clru trén 1a 25 thangY. Hién
tai chua ¢ mot phac dd cu thé cho cac trudng
sarcom mang khdp nguyén phat ¢ mang tim do
sO lugng ca bénh it va dién ti€n nhanh, d6 ac
tinh cao®. Phan I6n bénh nhan trong cac trudng
hop bao cdo ca dugc phiu thut cit bd u két
hgp diéu tri hda tri, xa tri néu u con sot lai sau
phau thuat hodc tai phat.

V. KET LUAN

Ching t6i bdo cdo moét ca sarcbm mang
khdp nguyén phat ¢ mang ngoai tim. Trudng
hap bénh kho va hiém gap néy cung cdp thém
nguon tu liéu tham khao cho cac bac si lam sang
va giai phau bénh trong thuc hanh chin doan va
diéu tri cac bénh ly u cia mang ngoai tim. Cac
xét nghiém hdéa mé mién dich va sinh hoc phan
t&r cling gilr vai trd quan trong trong viéc xac
dinh chan doan nhitng trerng hap bénh kho va
hiém nhu trén. Cac nha giai phau bénh can xem
xét k¥ nhitng chadn doan phan biét, st dung cac
xét nghlem bo trg hgp Iy, nham dua két luan
chinh xac, hd trg bac si Iam sang Iwa chon
phuang phap diéu tri pht hgp cho bénh nhan.
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nang hoc tap, phat trién céc ky nang xa hdi va dé lai
nhlrng hau qua hét stic ndng né dén tam sinh ly cla
tré. Viéc xac dinh sém tinh trang maét thinh luc, hiéu
rd dugc cac dac dlem Iam sang va can thlep s6m s& 13
chia khéa thanh cong cla tré trong giao ti€p, toi da
hoa su phat trién cla tre Muc tiéu: Xac dinh ti Ié va
cac yéu to nguy co, cac bat terdng trén hinh anh hoc
lién quan dén nghe kém ti€p nhan-than kinh cac muirc
dd cla tré da dugc chan doén tai Bénh vién Nhi Pong
1. Phuang phap nghién clru: M6 ta hang loat ca.
Két qua: Ti I& nghe kém néng dén sau chiém da s&



