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TOM TAT

M& dau: Sarcoma hoat dich nguyén phét & phéi la mét khéi u cuc ky hiém. Nguyén nhan va bénh sinh
clia sarcomas phéi khéng duoc hiéu ré. Chan doan xéac dinh doi héi phéi két néi chi tiét cac triéu ching l1am
sang, hinh dnh X quang, nhuém héa mé mién djch va cé thé la céc ky thuét di truyén phan ti.

Bdo cdo ca bénh: Bénh nhén nam, 46 tudi, bénh khodng 5 ngay véi ho khan, khé thé va dau nguc (P).
Hinh &nh hoc: ¢6 tran dich mang phéi (P) va xep phéi (P). Buoc dét éng dan lwu phéi (P) va sau dé la phéu
thuét phéi (P) cét bé buéu. Khéi u phéi (P) lién quan téi mang phdi (P), mang ngoai tim va xadm lén trung
that. Chan doén xac dinh véi nhuém héa mé mién dich céc ddu &n dac hiéu duong tinh: PanCK, CD5/6,
CD99, Bcl-2, Calretinin, WT-1, Podoplanin.

Két luan: Sarcom hoat dich nguyén phét & phéi la bénh ly &c tinh c6 ngudn géc trung mé & phdi, rat
hiém ga&p. Bénh cénh dién tién nhanh, cé lién quan t&i nhu mé phdi, mang phéi hay mang tim, hach ving
hay cac mé lan cén. Viéc chan doan xéc dinh bdi nhuém héa mé mién dich.

Ttr khéa: Sarcom hoat dich nguyén phét & phéi; Héa mé mién dich; Két hop gen SYT-SSX.

ABSTRACT
A CASE OF VERY RARE TUMOR IN THORAX
PRIMARY PULMONARY SYNOVIAL SARCOMA: CASE REPORT
Nguyen Son Lam’, Vu Thi Hieu’

Background: Primary synovial sarcoma of lung is an extremely rare tumor. The etiology and
pathogenesis of sarcomas lung are not well understood. A definitive diagnosis requires detailed connecting
clinical symptoms, radiological imaging, immunohistochemical staining and may be molecular genetics
techniques.

Case Report: A male patient, 46 years old, history disease about 5 days with dry cough, dyspnea and
right chest pain. Image manifestations: right pleural effusion and lung collapse. He had been taken the right
pleural drainage and then the right lung surgery to remove the tumor. Right lung tumors are associated with
right pleura, pericardium and mediastinal invasions. The diagnosis is confirmed with immunohistochemical
staining of positive specific markers: PanCK, CD 5/6, CD99, Bcl-2, Calretinin, WT-1, Podoplanin.
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Conclusions: Primary Pulmonary Synovial Sarcom is a mesenchymal malignant disease in the lungs,

very rare. The disease progresses rapidly, involving the parenchyma of the lungs, pleura, or pericardium,

the lymph nodes or nearby tissues. The diagnosis have determined by immunohistochemistry.

Key word: Primary Pulmonary Synovial Sarcoma; Immunohistochemistry; SSX SYT-SSX Fusion Gene.

I. PHAN MO DPAU

Sarcom hoat dich nguyén phat ¢ phdi (Primary
Pulmonary Synovial Sarcoma: PPSS) 1a bénh Iy rat
hiém gip ¢ phdi. Thong ké trén thé gidi ti 1¢ chiém
khoang 0,1 — 0,5% cac budu 4c tinh ctia ph6i. Nam
1947, Vién nghién ctu bénh hoc quan lyc Hoa Ky
(AFIP) trinh bay loat ca 1am sang dau tién vé sarcom
hoat dich, mot nhém 32 tdn thuong da duoc goi la
Synoviomata. Hi¢én tai, sarcom hoat dich chiém
khoang 7% - 10% cuia tit cd cic sarcom mo mém.
Trong mot s6 truong hop bat thudng, sarcom hoat
dich c6 thé phat sinh trong thanh ngyc, trung that,
tim, phoi, hodc mang phoi. Chan doan bang cac ky
thuat cao v6i hoa mdé mién dich, kinh hién vi dién
tir va phan tich gen té bao hoc. Phuong thirc diéu tri
chinh 1a phiu thuat tiép theo 14 hoa tri. Ngay ca véi
phau thuat cit bo rong va diéu trj hoa tri sau phau
thuat, bénh van co ti 1¢ cao tai phat va di can [1],
[31, [7], [9], [11]. Tai BV.Pham Ngoc Thach, day
la ca 1am sang tha hai dugc phat hién trong hon 25
nim qua. Viéc md ta vé ca bénh lam sang bénh 1y
nay nham hiéu ré hon va rat kinh nghiém trong chan
doan, diéu trj va theo ddi cho mot bénh 1y hiém gap

& phoi.

Hinh 1: X-quang phoi thang cé hinh anh TDMP

II. GIOI THIEU CA BENH

2.1. Bénh 4n 1am sang

= Phan hanh chanh:

- Ho va tén BN: PHAN THANH T.; Nam; 46
tudi, nghé nghiép: Piéu dudng

- Ngay nhap vién: 30/07/2018 — Ngay ra vién:
20/09/2018

- Ly do nhap vién: Tran dich mang phdi (P)

- Bénh su: khoang 5 ngay véi khé tho, ho khan
va dau nguc (P).

- Kham 1am sang luc nhép vién:

= Bénh nhan tinh téo, tiép xuc tot.

= Can niang: 50 kg - Chiéu cao: 165 cm

= Mach: 100 lan/ph — HA 110/70 mmHg — Nhiét
d6: 37°C — Nhip thé: 21 lan/ph

= Sp0,: 96% - Chi s6 Karnoffsky: 60%.

= Kham: hoi ching 3 giam phoi (P)

2.2. C4n lam sang

= Bach cau méu ting nhe (12.800/uL) wu thé
neutrophil (8.400/uL); Glucose/mau: 7,3 mmol/L.

= Siéu 4m: tran dich mang phdi (P) lugng nhiéu

= X-quang phoi thang: tran dich mang phdi (P) +
Xep phoi (P) va dugc dan luu mang phbi (P).

= CT-Scan: (Ngay 02/08/2018 & 30/09/2018)
TDMP (P) lugng nhiéu giy xep phdi (P)

——

(P) kém day mang phoi va xep phéi CT-Scan

¢6 hinh anh TDMP (P) + Xep phoi (P)
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Noi soi mang phdi (ngdy 30/07/2018): Khoang
mang phdi chirc nhidu dich mau do, hat duge 1600 ml
dich. Mang phdi thanh ddy, c6 nhiéu tén thuong
mau trang, ldy nhiéu mau mo gii giai phau bénh,
d6t cam mau. Két qua giai phau bénh: Viém kinh
nién xo hoa mang phdi.

= Phiu thudt phdi ho: (10/09/2018). Tham sat
khoang mang phéi nhiéu gia mac. Thuy dudi phoi
viém dong dic c6 khdi u xam 1an thily trén va mang
ngoai tim. Cat khong dién hinh thiy dudi, lam sach
khoang mang phoi, khéng boc vo vi bi xuat huyét
nhiéu va phdi khong din nd dugc. Két qua giai phau
bénh: (1) Carcinom tuyén grade III, xdm lan vao
mang phi(2) Budu soi co tron & phoi.

= Két qua nhuom hoéa mdé mien dich: Sarcom

hoat dich nguyén phat & phdi.

III. MO TA CHAN DPOAN GIAI PHAU
BENH

3.1. Nhuém Hematoxylin-Eosin

Mo phdi bi xdm 14n boi rt nhiéu té bao dang
trung mo c6 dang thon dai, hinh thoi, nhan dam
mau, bao tuong sang, xép quanh mach mau, tao
dang hoa hdng, da sé xép song song, d6i chd cudn
lai v6i nhau, d6i chd c6 hoai tir va c6 phan bao. Rai
ric c6 cac té bao dang biéu mo: hinh tron hay bau

duc, nhén sang, xep thanh cac cum tron.

(a) (b)

Hinh 2: Nhuom HE': cac té bdo buéu hinh thoi, thon dai, xé'p quanh cac mach mdu

va co ¢ hogi tir va co phan bao (a) & (b)

3.2. Nhuém héa mé mién dich

CK7 (-), Surfactant (-), NSE (-), P63 (-), TTF-1 (-), Vimentin (+), Myosin (-), Desmin (-), Pancytokeratin
(+), CD99 (+), CK 5/6 (+), Bcl-2 (+), S-100 (-), Calretinin (+) Podoplanin (+), WT-1 (+)

Bcl-2 (+)Calretinin (+) CD99 (+)EMA (+)

CK 5/6 (+)

Pancytokeratin (+) Podoplanin (+)

WT-1 (+)

Hinh 3: Nhuém héa mé mién dich (+) véi nhiéu dau dn:
Pancytokeratin, CK 5/6, CD99, Podoplanin, Calretinin, Vimentin, W1-1 ...
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IV. HOI CUU Y VAN

4.1. Pinh nghia

Sarcom hoat dich & phéi la mot loai sarcom khac
v6i cac sarcom phan mém, vdi su ting sinh cua cac
té bao trung mo va biéu md. Bénh gy nén do su
chuyén vi cua gen tX:18 trén nhiém sac thé sd 11
[2], 41, [6], [9], [12].

4.2. Cac tir ngir lién quan: [1], [3], [10], [11]

- Sarcom té bao hoat dich (Synovial Cell Sarcoma)

- U hoat dich ac tinh (Malignant Synovioma)

- Sarcom nguyén bao hoat dich (Synovioblastic
Sarcoma)

- Sarcom hoat dich phdi-mang phdi (Pleuropul-
monary Synovial Sarcoma)

- Sarcon hoat dich nguyén phat & phdi (Primary
Pulmonary Synovial Sarcoma)

4.3. Dich t& hoc: Bénh xay ra da s6 & nguoi 16n,

4.7. Vi tri: U thuong ¢ ngoai bién, c6 gidi han
13, mém. Poi khi ¢6 x4m 14n thanh ngyuc hodc trung
that. it khi xdm 1an cdy khi phé quan hay tao u noi
phé quan [1], [2], [5], [12].

tudi trung binh khoang 42, khong c6 khac biét vé ti
1€ bénh giira gidi tinh [4], [8].

4.4. Bénh cin: Bénh xuat ngudn tir cic té bao
gbc da ning c6 kha ning biét hoa thanh cac thanh
phan trung md hay biéu moé [2], [4], [5], [8], [10].

4.5. Cac biéu hién 1am sang: Gidng nhu cac
bénh 1y ho hap khac, bénh nhan c6 céc triéu chimng
nhu: kho thé, dau nguc, ho, ho ra mau, sut ky...Cac
triéu ching nay phu thudc vao vi tri gidi phau cua
budu [1], [4], [5]. [6]. [7]. [8]. [10], [11].

4.6. Dau hiéu hinh anh hoc: Hinh anh hoc voi
X quang phdi va CT-Scan: Tran dich mang phoi,
khdi u dong nhat va bd déu, c6 thé c6 voi hoa, xam
lan mang phéi, xam lan thanh nguc, thoai hoa tai
nang. Tran dich mang phdi thuong xay ra & mot bén.
C6 thé thay duoc hinh anh di can & hach ving, hach
di can xa, di can xuong, gan, da...

Hinh 4: Hinh dnh khoi u khéng dong
nhdt, cé noi calci héa va cé kém tran dich
mang phoi (Nguon: Hiroaki Satoh et.al.;
Recurrent pulmonary synovial sarcoma
effectively treated with amrubicin: A
case report;, Experimental & Therapeutic
Medecine 9: 1947-1949, 2015)

4.8. Hinh anh dai thé: Khoi u co gioi han 19,
mém, thuong co cac 6 hoai tir, xuét huyét va tao nang.
Puong kinh trung binh 7,5 cm (0,6 - 17 cm). U c6 gidi
han 18, nhung khong c6 vé bao [1], [5], [9], [10], [11].

Hinh 5: Nhuom D2-40 (+) va TLEI (+)
(Nguén: Mare Hinterberger et.al.,
Modern Pathology (2007) 20, 248-255
va Wai Chin Foo et.al. Am J Clin Pathol
2011;135:839-844)
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4.9. Hinh anh vi thé: Da s6 1a loai té bao trung
moé: hinh thoi, thon dai, xép song song hay cudn lai
v6i nhau, véi nhan tron nhd, ting sdc, bao tuong
sang, nhiéu phan bao bat thuong (2 - > 20 phan
bao/2mm?). Céc té bao biéu mo thuong xép thanh
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cum hay thanh day, ché tiét nhay hay tao nha. Nhiéu
vung thoai hoa nhdy, héa soi, hoai tir, xuat huyét,
calci hoa. Té bao hoc (FNA phdi hay dich mang
phdi): c6 thé tim thiy té bao ac tinh dang trung
mé céac té bao hinh thoi, nhan ddm mau [3, 8, 10].
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Nhudm héa mé mién dich dwong tinh véi nhiu diu
an: Pancytokeratin, CK7, CK 5/6, EMA, Vimentin,
CD99, Bcl-2, S-100, SMA (Smooth Muscle Actin,
CDS56, Calretin. Ani-Podoplanin Antibody (D2-40)
va TLE1 1a mdt ddu 4n méi c6 d6 dic hiéu cao [1],
[4]. 51, [6]. [7]. [8] [10]. [11].

4.10. Cac xét nghiém chan doian bénh hoc
phan tir khac: Xét nghiém nhudém lai ghép mién
dich huynh quang FISH, RealTimePCR trén mau
mo dé xac dinh cac gen: SS18-SSX1 va SS18-SSX2
(Chuyén vi gen X;18-p11, q11). Xét nghiém mRNA
trong mau (Circulating MicroRNA-92b-3p): theo
doi dap tng diéu tri [1], [5], [8], [11].

4.11. Diéu tri: Phau tri: cit rong, boc vé mang
phoi va cit mang ngoai tim néu c6 xam 1an va nao
hach vung. Hoéa tri: véi Adriamycine, Amrubicin,
Cisplatin + Praxitaxel. Xa tri: vung [2], [7], [9], [10].

4.12. Tién lwong: Song con toan bo: trén 5 nim
# 28%. Ti 1€ tai phat va di can xa cao > 60% sau 2
nam. Khoang 44% sb bénh nhan bj tir vong trong 5
nam dau cta bénh [2], [5], [11].

V. BAN LUAN

Sarcom hoat dich & phdi 1a mot bénh 1y rat hiém
gap. Pay la mdt loai bénh 1y co nhiéu kho khan trong
chan doan, diéu tri va theo ddi bénh. V& chan doan
lam sang va hinh anh hoc: cac biéu hién cua ca bénh
nay tai BV.Pham Ngoc Thach déu khong c6 triéu

chimg dic hidu. Chi cho thiy goi y day 1a bénh Iy 4c
tinh & phoi. Vé chan doan giai phiu bénh: hinh anh
ban dau vé té bao hoc va sinh thiét lanh dé& nghi dén
loai carcinom tuyén kém biét hoa t& bao hinh thoi
(Spindle Cell Carcinoma) hay carcinom dang sarcom
(Sarcomatoid Carcinoma). Tuy nhién, khi hdi ctru
lai 1am sang, hinh anh hoc, dién tién cudc mo, ching
t6i hudng téi bénh 1y sarcom co thé 1a loai sarcom
phdi-mang phdi (Pleuropulmonary Sarcoma) hay
U nguyén bao phdi-mang phdi (Pleuropulmonary
Blastoma). Sau khi nhuém héa moé mién dich véi
cac dau an dic hiéu hon (CK 5/6, Calretinin, WT-1,
Podoplanin, EMA, Pancytokeratin...) Nhiéu chan
doan phan biét can duoc dé cap toi trude khi dua
ra chan doan sau cung: sarcom hoat dich & phoi:
Carcinom dang sarcom, sarcom co tron, sarcom
dong mach phéi, budu té bao bao soi than kinh 4c

tinh, budu trung mac ac tinh, sarcom soi.

VL. KET LUAN

Sarcom hoat dich nguyén phat ¢ phodi 1a bénh Iy
ac tinh c6 ngudn gdc trung mo & phoi, rat hiém gap.
Bénh canh dién tién nhanh, ¢6 lién quan toi nhu mo
phoi, mang phéi hay mang tim, hach ving hay cac
mé lan can. Viéc chan doan can nghi tdi va xac dinh
bai nhudém hda moé mién dich véi nhitng diu 4n dac
hiéu nhu: PanCK, CK 5/6, Calretinin, WT-1, CD99,
Bcl-2, Podoplanin.
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