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Ung thu bao hoat dich mang phoi nguyén phat véi biéu
hién khoi u trung that trén bén phai: Bao cao truwong hop
lam sang

Primary pulmonary synovial sarcoma presenting with a mass in the

right upper mediastinum: A case report

Cung Vin Coéng

Tom tat

Sarcoma hoat dich (Synovial Sarcoma-SS) dai dién cho mét tap hogp nhéd duy nhat clia sarcoma mo
mém (Soft tissue sarcomas- STS) va chiém 5-10% téng s STS. Sarcoma hoat dich mang phéi nguyén phét
(Primary Pulmonary Synovial Sarcoma - PPSS) la mét thuic thé cuc ky hi€ém gap, dac biét 1a 8 nhom tré em va
thanh thi€u nién. Do su hiém gap & vi tri nay va su phat sinh cac bién déi vé mé bénh hoc (MBH) nén viéc
chdn doan PPSS luén 1a mét thach thic lam sang. Tuong tu nhu cac STS khac, chan doan SS thudng két hop
cla bénh st, kham lam sang, chup cong hudng tu, sinh thiét dudi hudng dan cét I6p vi tinh, MBH, héa mé
mién dich (HMMD) va sinh hoc phan tu. Cat bo rdng khéi u van la tiéu chuan dé diéu tri dut diém can bénh
cling Vi tia xa bd trg dugc st dung cho céc tén thuang I16n hon. Van con nhiéu tranh céi xung quanh vai trd
clia héa tri liéu trong diéu tri SS. Ngay nay, khi su hi€u biét vé cac dac diém phan ti va mién dich cda SS phat
trién, mot s6 liéu phap diéu tri hé thong tiém nang da dugc dé xuat. Chang téi gidi thiéu ca bénh PPSS hiém
gap dén kham va diéu tri tai Bénh vién Phéi Trung uang vdi thé hién khéi u trung that c6 day du cac tiéu chi
chan doén va diéu tri dé cac dong nghiép cing tham khéo.

Turkhod: Sarcoma md mém, sarcoma hoat dich, sarcoma hoat dich mang phéi nguyén phat.

Summary

Synovial sarcoma (SS) represents a unique subset of soft tissue sarcomas (STS) and accounts for 5-
10% of total STS. Primary Pulmonary Synovial Sarcoma (PPSS) is an extremely rare entity, especially in
children and adolescents. Because of the rarity of this site and the generation of histopathological
changes, the diagnosis of PPSS has always been a clinical challenge. Similar to other STS, the diagnosis of
SS is often a combination of history, physical examination, magnetic resonance imaging, computed
tomography-guided biopsy, histopathology, immunohistochemistry, and molecular biology. Extensive
resection of the tumor remains the standard for definitive treatment of the disease, with adjuvant
radiation used for larger lesions. There is still much controversy surrounding the role of chemotherapy in
the treatment of SS. Today, as the understanding of the molecular and immunological features of SS
develops, several potential systemic therapies have been proposed. We introduce a rare case of PPSS to
the National Lung Hospital for examination and treatment with a mediastinal tumor presenting all the
diagnostic and treatment criteria for colleagues' reference.
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1.Pat van dé

Sarcoma hoat dich (SS) la nhiing khéi u moé
mém &c tinh hiém gap, thudng bat nguén tu moé
mém canh khdp cua chi trén va chi dudi. Bénh
thudng gap & nhiing ngudi trudng thanh, tré tudi va
trung nién khong c6 khuynh hudéng gidi tinh. SS
dugc coi la sarcoma vi ching c6 su chuyén doan
nhiém sac thé dac hiéu cda sarcoma. SS khong phat
sinh tir t€ bao hoat dich ma phat sinh tir té bao
trung mdé da nang, trdi qua qua trinh biét héa dé
giéng mo hoat dich trén kinh hién vi [1].

Sarcoma hoat dich mang phéi nguyén phat
(PPSS) la mét loai phu cda SS, nd thuang phat sinh
tur thanh nguc, phdi, tim va trung that. PPSS chiém
0,1-0,5% cua tat ca cac khdi u ac tinh phdi nguyén
phat. Thuat nglr PPSS dugc mo ta lan dau tién bai
Essary va cong su lién quan dén nhimng khoé khan
trong viéc xac dinh nguén goc giadi phau chinh xac
cta khéi u tir phéi hodc mang phéi. PPSS la mot khéi
u ac tinh manh véi tién lugng xau va ty 1& séng sot
sau 1 nam la 55%. Bénh nhan thuong cé cac triéu
chiing lién quan dén cac co quan lan can, cac triéu
chiing bao gobm khé thg, ho, dau nguc va dau lung
hodc vai [2, 3].

Trén phim X-quang nguc, PPSS c6 thé xuat hién
dudi dang mét khéi ¢ 16ng nguc véi dudng bo rod
rang hodc khéng, dua trén mang phéi hodac md gan
hoan toan l6ng nguc lién quan, cé hoac khong kém
theo tran dich mang phéi. Chup cit I6p vi tinh c6
can quang thudng thay nhat la mot khoi I6n, bam
sat mang phdi, dudng bd rd, ngdm can quang
khéng déng nhat. Trong khdi 6 thé cé hoai tu, xuat
huyét va thay déi dang nang thé hién bang nhiing
vung khong/ngam thuéc can quang kém. Véi hoa
trong khéi va xuat hién hach 1én vung lan can la
nhing phat hién khéng phé bién [4].

Chup PET/CT dugc thuc hién dé loai trir SS
nguyén phét ngoai 16ng nguc va muc dich chan
doén giai doan, l1ap ké hoach diéu tri va danh gia
dap ung diéu tri. K&t qua PET thudng cho thay su gia
tang khu trd cha FDG-18 trong tén thuong ma
khong co bat thudng hach &c tinh trung that [4, 51.

Hinh anh cong huédng (CHT) tu tang cudng
Gadolinium uu viét han CLVT trong viéc xac dinh
pham vi thdm nhiém clia khéi u va chiing minh cac

nét dang mé mém, cac thanh phan nang chia dich
ctia khéi u. CHT cling c6 thé mé ta khéi u cé cudng
do tin hiéu hén hop véi cac khu vuc chiém uu thé
cla dong tin hiéu dén thanh nguc trén ca hai xung
T1W va T2W. Sy hién dién clia cac vung cé cudng do
tin hiéu TIW va T2W cao phu hgp véi xuat huyét
trong khi cac vung cé cudng do tin hiéu T1W thap
va T2W cao tuong Ung vdi hoai ti. Cuong do tin hiéu
khéng déng nhat ctia tén thuong trén hinh anh T2W
(tin hiéu cao, trung binh va thap) dan dén céi goi la
"dau hiéu bd ba" va n6é dugc thdy trong 36%
sarcoma hoat dich mé mém. Khéi u thudng cho thay
su tang cuong tin hiéu manh trén xung T1 sau
gadolinium [4].

Chéan doan phan biét ciia PPSS bao gébm ung thu
phéi nguyén phat, di can dén nguc, u xc don déc cla
mang phdi, u trung biéu mé &c tinh, u vo boc than
kinh &c tinh, u mach mau va cac sarcoma phdi nguyén
phat khac. Hinh dnh don thuadn khong thé phan biét
dugc cac loai phu clia sarcoma, do dé méi tuong quan
vé md bénh hoc két hop HMMD 1a can thiét dé chan
doén xac dinh cac thuc thé nay [1, 41.

Vé mat mé hoc, khéi u c6 thé phat sinh tur 2 loai
té€ bao: Té bao biéu mé va té bao hinh thoi giéng
nhu nguyén bao sgi. Dua vao nguén goc té bao,
khdi u c6 thé dugc phan thanh 4 loai phu khac nhau:
Hai pha, mot pha sgi, mét pha biéu mé va u kém
biét hoa [4].

Khéng c6 phuang phap diéu tri tiéu chudn vang
déi véi PPSS, mét phuong phap diéu tri da mé thic
bao gém phau thuat cat bd dé kiém soat cuc bo, sau
do la hoa tri hodc xa tri thudng dugc khuyén khich.
Sarcoma hoat dich cho thay ty & dap (ng 50% vdGi
ifosfamide va doxorubicin. Theo doéi chat ché sau
diéu tri la bat budc vi ching thudng tai phat [4, 5].

2. Truong hop lam sang

Bénh nhan (BN) nii, 44 tudi, bénh vién chuyén
khoa phdi tuyén tinh chuyén dén Bénh vién Phoi
Trung uong véi chdn doan theo déi u trung that.

Bénh su: BN c6 tién st dau va diéu tri viém loét da
day da nhiéu nam. Khoang 1 thang trudc khi vao vién
BN xuat hién ho, c6 dom nhiéu, dau tdc nguc, khong
sot, khong kho tha, khong gay sut can. BN dén kham
tai bénh vién chuyén khoa tuyén tinh, dugc chup cat
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I6p vi tinh nguc, chdn doan u trung that, sau d6 dugc
chuyén dén Bénh vién Phéi Trung uong.

Kham ldc vao: BN tinh, tiép xuc tot, khéng khé
thé, da niém mac hong nhat, hach ngoai vi khéng
to. Nghe phé&i RRPN hai bén rd, khong thay rale bénh
ly; nghe tim nhip déu, khéng thay tiéng tim bénh ly;
mach: 90 lan/phut; huyét ap: 120/85mmHg; nhiét
do: 37°C. Kham hé co-xuang-khdp: khéng thay bat
thudng; than-tiét niéu: Binh thuong; Tai-mi-hong,
Rang-ham-mat: Khéng thady bat thuong, kham hé
than kinh van dong: Khong thay bat thudng.

Cac xét mau (CTM; SHM; dong mau co ban; khi
mau): Cac chi s6 trong giéi han binh thudng; Cac
marker viém (CRP, PCT): Trong giGi han binh thudng.

Cac xét nghiém vé lao (AFB dom truc tiép; Gene
Xpert MTB; nuéi cdy MGIT): Am tinh.

Siéu am tim, siéu am 6 bung, do chiic nang ho
hap: Khéng thay bat thudng.

Bénh nhan dugc chup phim X-quang nguc qui
udc, hinh anh va két qua chi tiét dugc thé hién trong
Hinh 1.

Hinh 1. X-quang nguc thang khi BN vao méi vao vién

Cot s6ng nguc veo phai; xuat hién n6t ma, bs
trong chim trong trung that, dudng b& ngoai 16i vao
trudng phdi phai, tran nhan, dudng kinh trén - duéi
# 25mm (mai tén). Két luan: Theo déi u trung that
(mi tén).

Bénh nhan dugc chup cat I16p vi tinh nguc bang
may cat I6p 64 day. K&t qua chi tiét thé hién trong
Hinh 2 va 3.
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Hinh 2. Hinh anh u trung that trén CT nguc clra s6
trung that axial (A, B), coronal (C), sagital (D) va ctra s6
phéi axial (E) qua vi tri cé u trudc tiém can quang

Xuat hién nét cé ty trong m6é mém, kich thudc
28 x 21 X 23mm, bam sat mat trudc-bén cot séng
nguc D3-D4 va thanh sau khi quan, dudng bd ngoai
tron nhan (cac mai tén vang).

Hinh 3. Hinh dnh u trung that CT nguc clra s6 trung
that axial (A), coronal (B), sagital (C) qua vi tri c6 u sau
tiém can quang

Khoi bat thudng bam bd trudc-phai cot song
D3-D4, thanh sau khi quan, c6 vdé ngdm can quang
manh, viing 16i it ngam thuéc (cdc mai tén vang).

Két ludn cta CLVT nguc: U tang trén trung that,
theo déi u than kinh. Can chidn doan phan biét
budu gidp chim trong trung that.

Bénh nhan da dugc siéu am tuyén giap, két qua
khong thay bat thuong.

Bénh nhan dugc héi chan, chi dinh chup cong
hudng tur cot song lung da dugc thuc hién. Chi tiét
hinh anh CHT dugc m6 ta tai Hinh 4.
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Hinh 4. Hinh anh cong hudng tir cét séng lung
(luu 'y cdc mai tén)

A (TTW): Khéi u bam sat cot s6ng, tin hiéu thap;
B (T2 Stir coronal): Khéi tang tin hiéu manh dang
dich song khong d6ng nhat tin hiéu trong khéi; C
(T2 Stir sagittal-phdéng to): Khéi tang tin hiéu; trong
c6 cdu trdc nhiéu kén; D (T1W sau tiém, coronal):
Khoi ngam déi quang ti manh song bén trong tén
tai nhiéu 6 ngdm thudc kém.

Két ludn CHT: Khéi bat thuong tang trung that
trén, xu thé tin hiéu dich, ngdm déi quang khéng
déu sau tiém, khong dién hinh clia dang u than kinh.

Bénh nhan da dugc siéu am tuyén giap, két qua
cho thay kich thudc va cau trdc tuyén giap hoan
toan binh thudng.

Bénh nhan dugc hoi chén lién khoa, két luan cla
hoi chan: U trung that, kho dinh loai, can STXTN duéi
huéng dan CLVT dé c6 két qua chan doan xac dinh.
Tha thuat STXTN da duoc tién hanh. Chi tiét dugc
thé hién trong Hinh 5.

|
Hinh 5. Sinh thiét XTN duéi huéng dan CLVT
(BN nam sap) bang kim 18G. A: kim ST tring dich; B:
sau ST khong c6 bién chiing TKMP

Bénh phdm sinh thi€t gobm 4 manh, gui lam
GPB, nudi cdy t8 chic va bao quan du trit lam
HMMD ciing nhu XN sinh hoc phan ti tim dét bién
gene (néu can).

Két qua GPB: Manh sinh thiét dang vach kém
biéu mo pha vach kén loai lat det. Thanh kén la moé
lién két xo, xam nhap thé bao viém 1 nhan c6 ving
con sot lai mod tuyén Gc lanh tinh. Két luan: Tén
thuong véach kén xo hod.

Nhu vay, mac du da co két qua GPB song van
chua c6 két qua ban chat u cu thé.

Cudc héi chan tiép theo da dugc tién hanh. Quyét
dinh phau thuat ndi soi cat u da duoc dua ra va cudc
mé da dugc tién hanh. Chi tiét qua trinh mé duoc thé
hién trong bién ban phau thuat nhu sau: Rach da 3cm
khoang lién sudn 4 bén phai, boc 16 phéi quan sat
thay khéi u nam & dinh phdi, khu vuc trung that sau,
ngay sau TMC trén chui ra tif nén c¢6, canh bén khi
quan va thuc quan, mét phan dinh vao thanh nguc
sau than dét song. Tién hanh phau tich giai phéng
khoi u bang dao Ligasure, khoi u cé cudng phia trén
dinh vao thanh nguc sau. Tién hanh cat cudng, lay ra
khéi u cé KT #30 x 30mm. Cam mau ky, thr phai kin,
dat 1 sonde dan luu KMP, déng thanh nguc.

Toan bd bénh pham sau mé dugc gli khoa GPB
dé lam cac XN theo qui dinh sau mé.

Két qua GPB bénh phdm sau mé:

Pai thé: Khéi u c6 kich thudc 3cm, c6 vo xo
mong, mat d6 chac, mau trang nga.

Vi thé&: Manh sinh thét |a mé phdi va mé u; mé u
chl yéu la cac té bao hinh thoi, nhan nhé déu, ding
thanh tiing dam hodc rai rac trén nén mé dém nhay.
Két luan: U té bao hinh thoi huéng dén u xa (Fibroma).
Dé nghi nhuém HMMD xac dinh ban chat u.

Chi tiét hinh anh GPB bénh pham sau mé dugc
thé hién tai Hinh 6.
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Hinh 6. Hinh anh u vi thé trén tiéu ban nhuém HE.
HE (Vk x 40): T€ bao hinh thoi (MGi tén cam),
mo dém nhay (MUi tén xanh)
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Bénh pham da duoc tién hanh nhuém HMMD.
Két qua chi tiét nhu sau: Cac té bao u duong tinh vai
cac dau an TLE1, Vimentine, BCI2; Am tinh vdi cac dau
an STAT6, EMA, Desmin, Calponin, CD99, SMA, dac
diém boc 16 héa md mién dich nay phu hop véi
sarcoma bao hoat dich, minh hoa & hinh dudi day
(Hinh 7).
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Hinh 7. Hinh anh vi thé u nhuém Héa mé mién dich
(HMMD x 40). A. Vimentine, B. BCI2, C. TLE1, D. STAT6

Chdn dodn xdc dinh cua trudng hop bénh:
Sarcoma hoat dich mang phdi nguyén phat (Primary
Pulmonary Synovial Sarcoma - PPSS).

Sau phau thuat BN dugc ra vién, stic khoé én
dinh va dugc hen quay lai bénh vién sau 1 thang dé
xem xét hod tri ti€p tuc.

3.Ban luan

PPSS la mét tap hap nhé giai phau kha hiém cla
SS, dugc cho la phat sinh tr mé trung moé da nang
nhiéu hon la té bao hoat dich vi ching xay ra &
nhiing noi nhu mang phéi, nai khéng ton tai cau
trdc hoat dich va cé thé cho thdy su biét hoa biéu
mo, do dé thuat ngl SS sir dung trong thuc thé nay
sé o thé gay thdc méc néu khoéng c¢6 su giai thich rd
cla cac nha GPB. SS khdng phat sinh tir té bao hoat
dich ma phat sinh tir té bao trung mé da nédng, trai
qua qua trinh biét héa dé gidng mé hoat dich trén
kinh hién vi. Ngoai ra, dé khang dinh PPSS céan
khang dinh chac chdn khéng cé khéi u SS ngoai
l6ng nguc vi SS ¢6 xu hudng di can trong 16ng nguc,
d3c bigt 1a dén phéi [1]
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Xu Y va céng sy (CS) da bao cdo mét trudng hop
BN PPSS 14 tuéi c6 khéi PPSS phéi phai, c6 tran dich
mang pho6i do mau ri ra tir khéi u. Hinh anh chup
CLVT c6 tiém can quang va CHT c6 d6i quang cho
thay cdu trdc khéi vung dinh phéi phai tueng tu nhu
ca bénh chung t6i da bdo cdo. Bénh nhan da duoc
phau thuat, khéi u cé kich thudc: 5,5cm X 4,5cm x
3cm. Cac mét cat chu yéu cho thay bé ngoai u cé vé
mém, mau xam do. M6 bénh hoc khéi u cho thay
xuat huyét va hoai t& ma khéng xam lan cac hach
bach huyét. Hinh anh nhuém HE cho thay mat do té
bao cao, ty I1& nhan chia cao. Phan tich héa moé mién
dich cho thay béc 16 duong tinh véi dau an BCl2,
CD99, cytokeratin (CK) va vimentin, va béc 16 duong
tinh dac hiéu véi EMA, va TLE1. Ba c6 bang ching vé
chi s6 phan bao cao [Ki-67 (MIB-1)] trong khoang
40% té bao. Cac té bao u am tinh va&i CD34, protein
S100, desmin, a-SMA, chromogranin A, ALK va WT-1.
Khé&i u am tinh véi chuyén vit (X; 18) (p11:q11) bang
cach st dung phan tich lai huynh quang tai ché
(FISH). Theo phan tich hinh thai hoc va héa mé mién
dich, khéi u dugc chdn doan la SS hai pha. Bénh
nhan dugc xuat vién 1 tuan sau khi phau thuat cat
b6 ma khéng co bién chiing, va diéu tri hda chat bo
trg da dugc tién hanh & 1 bénh vién chuyén khoa
ung budu khac. Hién tai, bénh nhan 1am sang tét sau
phau thuat 6 thang, khéng cé dau hiéu bénh tai
phat [1].

PPSS c6 thé thodi trién tu phat theo thoi gian.
Katsurada N va CS da bao cdo ca bénh PPSS & mot
ngudi dan 6ng 39 tudi da dugc tién hanh sinh thiét
huéng dan bang siéu am hai lan, nhung khéng cé
chan doan xac dinh nao dugc dua ra. Theo déi CT
sau 8 thang sau lan sinh thiét th hai cho thay tén
thuong ngay cang ma& rong. Sinh thiét lan tha ba, va
kiém tra MBH cho thdy su tang sinh clia cac té bao
khéi u ac tinh hinh thoi. Chup CT nguc va bung cho
thay khéng c6 bang chiing vé di can xa. Phau thuat
cat bo khéi u bang phuong phap cét bo hinh chém
thluy trén bén trai. Khoi u cé kich thudc 7,3 x 3,6 X
2,6cm va xuat phat ti mang phdi néi tang. Giai phau
bénh cho thay su tdng sinh day dac cla cac té bao
hinh thoi khong dién hinh va hoat déng phan bao
cao. Vé mat héa mé mién dich, khéi u duong tinh
véi CD99, BCI1 va EMA. Phan tich nhiém sic thé X
(SYT - SSX1) bang phan Ung chudi polymerase cla



TAP CHI Y DUOC LAM SANG 108

Tap 17 - $6 7/2022 DOL:....

enzym phién ma ngugc cho thdy sarcoma chuyén vi
va sarcoma hoat dich dugc phét hién. Do d6, chan
doan la sarcoma hoat dich mang phéi nguyén phat
da dugc xac nhan. Hai nam sau cudc phau thuat dau
tién, chup CT cho thdy mot nét nhd nam sat trung
that & vling Uc trén bén trai. Khéi u dan dan to én va
6 nam sau cudc phau thuat ban dau, viéc cat bd sun
chém (cat phan phdi hinh chém) ctia thuy trén bén
trai da dugc thuc hién tra lai cho thay khéi u co kich
thudc 2,7 x 2,2 x 0,9cm phat sinh t& mang phdi
tang. Kiém tra MBH cho thdy su ting sinh té bao
hinh thoi. Phat hién tuong thich véi sy tai phat cla
sacoma bao hoat dich. Ba nam sau cuéc phau thuat
thu hai, bénh nhan bi dau lung bén trdi va chup CT
cho thdy mét nét tiép giap vai trung that & vung Uc
dudi bén trai. Khéi u thodi trién tu nhién sau 1 thang
va gan nhu bién mat sau 3 thang va khéng c6 dau
hiéu tai phat sau 1 nam theo doéi. Phan ban luan tac
gia cho rang c6 thé do dién tién cia chdy mau trong
u tao nén hién tugng nay [2]

PPSS xay ra & tré em la cuc ky hiém. Pal M va CS
da bdo cdo 1 ca bénh nhi dugc chan doan PPSS
bang GPB va HMMD sau phau thuat khoi u trung
that sau bén trai vai tran dich mang phéi bén trai.
Bao cdo MBH khang dinh né Ia mot sarcoma hoat
dich hai pha v&i su xam lan clia nang tai cac vi tri [3].

Panigrahi MK va CS da tién hanh hoi ctu 28
truong hgp SS. Két luan ctia NC cho thay SS la mét
kh&i u trung mé ac tinh véi su biét hda bi€éu mo khac
nhau, anh hudng dén hau hét ngusi truéng thanh
tré tudi va c6 thé phat sinh & bat ky vi tri giai phau
nao cla co thé. SS nguyén phat trong 16ng nguc la
rat hiém, chiém < 0,5% téng s6 cac khdi u phéi.
Théng thudng, né phat sinh tir phéi, sau dé la mang
phdi va trung that. SS & phéi (PPSS) anh hudng dén
ca hai gigi nhu nhau ma khong ¢é uu tién cho bat ky
bén 16ng nguc nao. Hinh thai GPB, dac tinh nhuém
HMMD, ddc diém di truyén té bao va chién lugc
quan ly cia PPSS tuong ty nhu SS cla mé mém. Vé
mat mé hoc, cé hailoai SS chinh: Ban pha va hai pha
vGi dac diém phan biét kém & ca hai loai. Hau hét BN
c6 biéu hién khéi 16n trong 16ng nguc c6 hodac
khéng c6 tran dich mang phdi hai bén. Xam lan
xuong hodc u tuyén trung that la rat hiém. SS dugc
dac trung bdi su chuyén doan nhiém séc thé tao ra
gen dung hgp SS18-SSX trong han 90% trudng hgp.

Viéc xac dinh gene dung hgp nay van la tiéu chuan
vang dé chan doan vdi su hién dién cia mé hoc va
ki€u mién dich nhat quan. Diéu tri da phuong thuc
bao gom cat bo rong, hda tri va xa tri la phuong
phap diéu tri chinh. SS tuong d6i nhay cam véi hoa
chat va phac d6 dua trén ifosfamide cho thay kha
nang song sot dugc cai thién & BN di can. N6i chung,
SS dugc coi la khéi u bac cao vdi tién lugng xau. Cac
liéu phap maGi nham vao gen gay ung thu, vac xin
peptide c6 ngudn goc tir SS18-SSX, thu thé yéu to
tang truéng biéu bi va yéu té tang trudng ndi mod
mach mau la hy vong trong tuong lai & SS [5].

Jiang AG va CS da bao cdo 1 trudng hgp PPSS &
trung that trén bén trai. Khoi u I6n c6 chén ép DM
phdi cuing bén. Bénh nhan dugc chan doan xac dinh
la sarcoma hoat dich phéi nguyén phat sau khi phan
tich MBH va HHMD cuia cac mau sinh thiét thu dugc
qua ndi soi 16ng nguc. Bénh nhan da t& vong sau 3
thang ké tu khi phat hién bénh mac du dugc hoa -
xa tri dong thaoi. Tac gid cho rang nguyén nhan tryc
ti€p gdy ti vong cho BN nay dé chinh la khoi PPSS
da xam lan truc tiép vao trung that, mach mau [6].

Sarcoma hoat dich trung that nguyén phat
khéng 16 chiém hoan toan nlta bén phai. Abu-Zaid A
va CS da bao cao trudng hgp BN nit 37 tudi vao vién
vGi mot khéi u khéng 16 chiém hét 16ng nguc phai.
Cac xét nghiém MBH va HMMD sau d6 nhg sinh
thiét 16i khoi u da khang dinh PPSS loai TB hinh thoi
2 pha. Tac gia cho rang mac du PPSS hiém gdp song
van dé chan doan phan biét khédng nén bd qua
trong nhiing trudng hgp tuong tu [7].

Viéc xam lan dén cac co quan lan can cta khoi
PPSS cling da dugc Cabuk D va CS bao céo. Truong
hap BN nam, 69 tudi dugc chan doan SS phéi biéu
hién véi mot tén thuang hang loat xam 1an vao thuy
trén va gilta bén phai, kéo dai dén trung that va
thanh nguc ma khong ¢é hach I6n trung that. Sau
khi cat sinh thiét, phau thuat cat bé da dugc thuc
hién. Chan doéan cudi cung la SS (kiéu hai pha) dua
trén cac phat hién MBH va HMMD. Khéng ¢6 huéng
dan diéu tri t6i uu do su hiém gdp cla cac khéi u
nay. Ban luan dua ra clia tac gia la can c6 su ly giai vé
viéc viéc khéng cé hach 16n khu vuc mac du trong
tinh trang bénh ly 4c tinh da xam lan trung that [8].

PPSS gdp & tré em thudng rat hiém va di can
nao lai cang vé cung hiém. Chirmade PC va CS da
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bado cdo trudng hop clia mét cau bé 11 tudi ¢ biéu
hién vé hé hap, s6t va ho trong 20 ngay. Hinh anh X-
quang ban dau la ap xe phdi. Tuy nhién, trén nghién
ctu md bénh hoc, héa mé mién dich va sinh hoc
phan t&r dugc chan doén la sarcoma hoat dich. Sau
mot tuan dda tré xuat hién céac triéu ching than
kinh co giat va gidm truong luc cta 2 chi dudi. Chup
CLVT va CHT goi y dén di cdn ndo. Bédo cdo chi ra
rang do su hiém gap PPSS nguyén phat phdi & tré
em nén viéc phat hién 1am sang van con la mot
thach thuc. Chdn doan cham tré thudng gap vi cac
triéu ching hd hap che 1ap. PPSS nguyén phat la
mot khoi u hiém gdp va dugc biét la thudng khong
di can dén nao. Mac du hiém gap song PPSS nguyén
phat nén dugc coi la mot su khac biét quan trong
gira cac khéi u nguyén phat phoi & tré em do kha
nang chira khoi néu dugc phat hién sém [9].

Ca bénh bao cdo la 1 truong hop kha dac biét vé
mo bénh hoc, hinh anh céc té bao hinh thoi qua san
goi y té bao xa hon, nhung su boc 16 héa md mién
dich véi viéc duong tinh véi dau an TLE 1 giap
khang dinh 1a PPSS. Viéc chan doan trudng hgp nay
can loai trir tén thuong nguyén phat tai cac co quan
khac va c6 sy phu hgp gilta mé bénh hoc va su boc
|6 hda m6 mién dich.

4.Két luan

PPSS la thuc thé hiém gap, nam trong nhom SS
thudc sarcoma m6 mém (STS). PPSS khéng phat sinh
tu té bao hoat dich ma phat sinh ti t€ bao trung mé,
trdi qua qua trinh biét héa tré nén giébng mé hoat
dich trén kinh hién vi. Viéc phat hién sém PPSS la vo
cung quan trong vi co lién quan tryc ti€p dén két
qua diéu tri. Chan doan xac dinh dua vao gidi phau
bénh va h6a m6 mién dich. Phau thuat tiét can phoi
hop hoa xa tri déng thai giai doan khu trd sé dem lai
két qua diéu tri tét dep cho nguai bénh.
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