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Malignant perivascular epithelioid cell tumor arising in
the mesentery: A case report
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SUMMARY

We report a rare case of primary malignant PEComa arising in the mesentery. A 35-year-old male patient with medical history
of papillary thyroid carcinoma and chronic hepatitis B virus infection, presented with periumbilical abdominal pain. Upon physical
and imaging exploration, a mesenteric mass was detected. The patient underwent tumor resection surgery. Thirteen months post-
surgery, the disease recurred in multiple mesenteric masses leading to bowel obstruction complication. The tumor's characteristics,
including its precise location, size, invasive nature, and metastatic lesions were fully documented on CT-scan/MRI reports. The
patient subsequently had a second surgery to remove the extensively invasive obstructive lesion and to restore gastrointestinal
continuity. Histopathological analysis confirmed the diagnosis of primary malignant PEComa of the mesentery.

PEComas is more common in women than men and typically occurs between the ages of 45 and 55. These tumors originate
from perivascular cells and can develop in various locations throughout the body. The clinical symptoms and laboratory findings
of PEComa are nonspecific, and there are are no typical imaging patterns to identify them. PEComa is definitively diagnosed
by histopathology, which demonstrates a tumor with differentiation features of both smooth muscle and melanocytic cells. The
malignant behavior of PEComa is determined by the presence of invasion, metastasis on clinical examination as well as high-
risk histologic features. For localized PEComas, the most effective treatment is radical tumor resection surgery. In the case of
locally advanced or metastatic disease, where radical surgery is no longer feasible, targeted therapies with mTOR inhibitors are
effective and have been incorporated into current treatment guidelines. Further researches are needed to elucidate the pathogenesis
of PEComa and develop novel therapeutic strategies.

Key words: perivascular epithelioid cell tumor, malignant perivascular epithelioid cell tumor of mesentery.

I. DAT VAN BE té bao sang myomelanocytic da) va PEComa khéng xac
dinh cu thé (NOS). Pa phan PEComa lanh tinh, tuy nhién

U té bao quanh mach (PEComa) dai dién cho mét A e ’ X
mdt sO lwong nho biéu hién tinh chat ac tinh véi ty 1€ u ac

ho cac khéi u trung mé it gép va méi dwoc xac dinh, phat

sinh tr cac t& bao quanh mach mau [1-2]. Ho PEComa tinh dwoc chan doan trén toan thé gi¢i wéce tinh 12 0,12 —

0,24 trén mot triéu dan [2-3]. PEComa thudng dwoc chan
doan & ni¥ trong do tudi 45 — 55 tudi [1] Cho dén nay, chi
cé mot sb lwong han ché cac trwong hop PEComa ac

bao gébm cac thwc thé cu thé nhw: u mach co mé than
va ngoai than (AML), u co m& mach biéu mé (EAMLs -
Epithelioid Angiomyolipoma), khéi u dwdng té bao sang
(CCST) cua phdi va khdi u dwéng ngoai phdi nguyén
phat (PEST), u co tron mach bach huyét (LAM), khéi u té
bao sang myomelanocytic (CCMT) cla day chang liém/
day chang tron, PEComa da nguyén phat (CCCMT-u co

tinh nguyén phat tai mac treo dwoc bao cao trong cac tai
liéu tiéng Anh [3-5]. PEComa &c tinh nguyén phat tai mac
treo thwdng biéu hién cac triéu chirng khéng dac hiéu,
gay kho khan cho viéc sém chan doan xac dinh bénh

* Bénh vien TWQOD 108

** Bénh vien Bénh Nhiét doi Trung wong
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[2-5]. O’ bao cao nay, ching toi trinh bay triéu chirng Iam
sang, chan doan hinh anh, mo bénh hoc — héa mé mién
dich cia mét bénh nhan u t& bao quanh mach ac tinh
nguyén phat tai mac treo dwoc kham va chan doan tai
bénh vién TWQD 108.

Il. GIOI THIEU CA BENH

Bénh nhan nam, 35 tudi, c6 tién s ung thw tuyén
giap thé nha da phau thuat va diéu tri 1-131, nhiém virus
viém gan B.

Bénh st: Tlr thang 8/2021 bénh nhan biéu hién dau
bung viing quanh rén, kham phat hién u mac treo, duoc
diéu tri phau thuat cat u. K&t qua mé bénh hoc va nhuém
héa md mién dich phu hop véi u té bao dang biéu moé
quanh mach (PEComa). Sau phau thuat bénh nhan theo
doi dinh ky, tinh trang bénh on dinh. Tt thang 9/2022 bénh
nhan biéu hién dau bung ving quanh rén véi tinh chét
quén tirng con. Thang 10/2022 bénh nhan biéu hién tic

ruét, cé chi dinh phau thuat, gidi quyét nguyén nhan gay
tac rudt. Trong quéa trinh phau thuat phat hién nhiéu khoi
tén thwong & mac treo khdng cé kha nang cat bé hoan
toan; trong d6 c6 mot khdi phat trién tir mac treo hdi trang
dwong kinh khodng 8cm xam lan gay téc héi trang, mét
khéi phat trién tr trwc trang 1/3 trén kich thwéc khoang
5cm xam lan thanh bung. Tién hanh phau thuat cat doan
héi trang chira khéi u, nbi hdi trang — hdi trang kiéu tan —
tan; cat u cung trwc trang 1/3 trén hinh chém. Sau phau
thuat bénh nhan tai kham xét chi dinh diéu tri tiép.

Kham lic vao: tinh, tiép xtc tbt; thé trang tét; tinh
trang toan than ECOG = 0 diém; da, niém mac héng, khéng
phu, khdng xuét huyét dwéi da; hach ¢b, nach, ben khong
s¢ thay; bung mém, khéng cé diém dau khu tri; kham cac
co quan tudn hoan, hd hap, than — tiét niéu — sinh duc,
than kinh, co xwong khép, tai mii hong, rang ham mat,
mat, noi tiét khong phat hién dau hiéu bat thuong.

Xét nghiém:

Huyét hoc

Sinh héa - Mién dich

Sé lwong héng cau: 4,33 T/L
Glucose: 5,07 mmol/L

Protein: 73,5 g/L

Huyét sac t6: 135 g/L

Ure: 3,0 mmol/L

Albumin: 46,3 g/L

Hematocrite: 0,419 L/L

Creatinin: 75 ymol/L

Na+: 139,9 mmol/L

Sé lwong bach cau: 5,82 G/L

AST: 15,8 U/L

K+: 3,9 mmol/L

Ty & bach cau hat: 77,1%

ALT: 17,3 U/L

HBsAg: Dwong tinh

Sé lwong tiéu cau: 215 G/L

Bilirubin toan phan: 11,9 umol/L

Anti-HCV: am tinh

Chup cét 16)p vi tinh (CLVT) ngwc: Khéng phat hién
bt thwong.

Chup CLVT bung (Hinh 1): Ghi nhan tai thoi diém
tai phat sau phau thuat thdy nhiéu khéi ndm trong mac
treo vung hd chau trai, ha vi, man swon phai; khéi Ién
nhét vi tri hd chau trai xuét phat tr mac treo hdi trang,
dwéng kinh 9cm; khéi vi tri man swon phai cé ranh gidi

khéng rd véi nhu md gan phan thuy sau; cac khéi tdn
thwong gidm ty trong trwdc tiém, sau tiém ngdm thubc
khoéng ddng nhét, trung tAm co phan hoai tir khéng ngdm
thudc. Ddng thdi ghi nhan mét sé hach & bung vi tri bé
mach chau hai bén va doc déng mach chu bung, kich
thwdc I6n nhat 26x22mm.
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Hinh 1. A, B, C: Cac khdi tén thwong nam trong mac treo viing hé chau trai, ha vi, man swon phai, ngam
thudc khong déng nhat sau tiém, trung tam c6 phan hoai tir khong ngam thudc. D, E: Hach canh déng mach
cha bung va bé mach chau phai.

Chup codng hwédng tlr bung (Hinh 2): Ghi nhan tai thoi co, khéi déng tin hiéu trén T1W va tang tin hiéu trén T2W,

diém tai phat sau phau thuat thay khdi Ién nhat vitrihd chau  han ché khuéch tan trén DWI/ADC; sau tiém ngdm thubc
trai xuét phat tlr mac treo héi trang, dwéong kinh 9cm; so véi manh, trung tam c6 phan hoai t& khéng ngam thuéc.

Hinh 2. Tén thwong déng tin hiéu vé&i co trén T1W (hinh A), ting tin hiéu so v&i co’ trén T2W (hinh B), han ché
khuéch tan trén DWI/ADC (hinh C, D), ngdm thuéc manh sau tiém va trung tam cé phan hoai tir khong ngadm
thuéc (hinh E, F).
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Két qua mo6 bénh hoc: Hinh anh mé u phat trién
tham nhiém mé lién két xo m& phia ngoai vi; cac té bao
u nhan I&n, tdng sdc, méo mé, ty 1& nhan/bao twong cao,
sap xép tao thanh ciu tric dam, dao, cé vung goi y cau
tric tuyén nhan I&n, hat nhan rd, méo mé, bao twong
réng sang, c6 mot sé té bao bao twong cé sac to; té bao

u sap xép tao thanh dam, dao, cé vung hoai tir xen lan

cac mach mau méng. Mé u dwoc nhudm hoéa méd mién
dich cho két qua dwong tinh dau 4n HMB45; am tinh v&i
cac ddu 4n RCC, CD10, CD117, CD56, Chromogranin A,
Cytokeratin ae, SMA, CD31, ERG.

Hinh 3. Hinh anh mé bénh hoc vi thé nhuém H.E (hinh A) va nhuém héa mé mién dich dwong tinh
v&i ddu 4n HMB-45 (hinh B)

Bénh nhan dwoc hdi chin da chuyén khoa, nhan
dinh chan doan: u t& bao quanh mach ac tinh nguyén
phat tai mac treo tai phat da 6 tai mac treo. Chung téi
quyét dinh diéu tri nhdm dich everolimus. Danh gié tai thoi
diém sau diéu tri 21 thang (thang 7/2024) bénh én dinh
va bénh nhan dwoc tiép tuc diéu tri duy tri everolimus.

IIl. BAN LUAN
1. Vé dic diém tién stv, dich té

Do tudi chan doan PEComa phd bién nhét trong
khoang 45 - 55 tudi va phd bién hon & gi¢inir [1]. PEComa
c6 thé phat sinh don 1& hodc trong bénh canh cta Bénh
X0 clng cu (Tuberous sclerosis complex - TSC) — mét hoi
chirng di truyén gay ra bi tén thwong cac gen TSC-1 va
TSC-2 cla t& bao dong mam. Hoi chirng nay dwoc dac
trwng bdi sy phat trién cta cac khéi u PEComa va cac
khéi u khac nhu u co van & tim, u mé thira (hamartoma)
cling vé&i cac rdi loan cla hé than kinh trung wong bao
gdm dong kinh, tw ky va khuyét tat tri tué & nhiéu muc
d6 khac nhau [2-3]. V& dich t&, bénh nhan cta chung toi
c6 sy khac biét khi 1a nam gi¢i & dd tudi tré hon (35 tudi)
Vi tién st bénh ctia bénh nhan cé ung thu tuyén giap

thé nhu da phau thuat va diéu tri 1-131, cé nhiém virus
viém gan B.

PEComa c6 thé phat sinh tir nhiéu vi tri khac nhau,
v&i khoang 40% khdi u cé ngudn gbc tr cb tir cung [5],
ngoai ra con c6 thé gap & gan, than, éng tiéu hda, dworng
mat, phic mac, khoang sau phdc mac, da, xwong, nén
so, tim, mang ngoai tim, tuyén tién liét, budng tring,
khoang miii, bang quang, va phéi [1-7]. PEComa phat
sinh tlr mac treo nhw trudng hop chung toi rat hiém gap
véi mot sé it cac trwong hop dwoc bao cdo trén y van
[3-6].

2. Vé triéu chirng 1am sang va xét nghiém

Tai thoi diém chan doan, bénh nhan cta chung
tdi bidu hién 1am sang véi triéu chirng dau bung ving
quanh rén. 13 thang sau phau thuat cét u mac treo ban
dau, bénh nhan biéu hién tac rudt do u tai phat nhidu
khéi & mac treo va phuc mac, trong dé c¢é mot khéi phat
trién tlr mac treo héi trang xam l4n gay tac héi trang, mot
khéi phat trién tlr trwec trang 1/3 trén xam I&n thanh bung.
Ngoai ra trén cac phwong tién chan doan hinh anh con
phat hién khéi viing ha swén phai xam 14n thuy gan phai.
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Khoang 20% trwdng hop PEComa dwoc chan doan
tinh c& trén cac phwong tién chan doan hinh anh. Cac
triéu chirng lam sang thuong gap cia PEComa tai mac
treo dau bung va khé chiu tai viing cé khéi u, gay sut can;
kham lam sang cé thé s& thay khéi u [1-3]. PEComa ac
tinh thwong tai phat trong vong 6 — 22 thang sau phau
thuat cat u ban dau vai dac diém xam lan va/hoac di can
xa [6], [8], [9]. Tai phat sau phau thuat cit bd PEComa
mac treo &c tinh thwdng tai vi tri giwd'ng phau thuat va tai
phat mac treo.5 Vi tri di can xa hay gap nhéat cia PEComa
nguyén phat tai mac treo 1a di c&n gan, ngoai ra cé thé di
can dén phéi, khoang ngoai phiic mac, hé than kinh trung
wong, hach bach huyét [3-6].

Cac xét nghiém cbéng thirc mau, chlrc nang gan,
than, dién giai ca bénh nhan trong gi¢i han binh thuwdng.
Céc tai liéu hién tai cling chwa mé ta cac bat thuong vé
xét nghiém céng thirc mau, chic nang gan, than, dién
giai & bénh nhan PEComa nguyén phat tai mac treo [3-6].

3. Vé dac diém hinh anh

Céc d&c diém hinh anh ctia PEComa &c tinh khéng
dac hiéu va khong thé phan biét duwoc véi cac khdi u lanh
tinh khi khéng cé hinh anh xam 1an co quan 1an can hoéc
di can. Tuy nhién, cac phwong tién chan doan hinh anh
nhw CLVT, CHT c6 gia tri cao gitip phat hién vj tri khéi u,
kich thwéc, tinh chat xam 14n mé xung quanh va céc tén
thwong di can [10]. PEComa &c tinh thwdng ¢6 hinh anh
giébng v&i mot sb loai khdi u &c tinh khac va chan doan
phan biét phu thudc vao co quan xuét phat. Trén thuc té,
khong c6 khdi u PEComa nao dwoc chan doan tin cay
trén hinh anh va giai phau bénh 1a bat budc trong tat ca
cac trwong hop [11].

Vi tri phd bién ctia cac khdi u PEComa &c tinh 13 tir
cung, ngoai ra con co than, cac mé mém sau phic mac,
dwong tiét niéu; hiém gap hon tai gan, tii mat, mac treo,
tuy va mé mém & vi tri khac. Vi déc diém hinh anh trén
CLVT/CHT la céac khéi té chirc, ti trong/tin hiéu thwerng
thap hon co 1an can. C6 thé gap xuét huyét; it gap voi
hod. Sau tiém thubc can quang/can tw, ton thwong ngdm
thubc manh véi hinh thai khéng ddng nhat phd bién hon
la ddng nhét va hay cé cac vung hoai t& khéng ngadm
thudc. Sy hién dién clia mé& dai thé/vi thé trong PEComa

4c tinh twong tw nhw nhidu khéi u chira mé 4ac tinh khéac,
vi du nhw liposarcoma va thuwéng khé dé phan biét cac
khéi u nay trén hinh &nh vé&i nhau [10]. Siéu am thudng la
phwong thirc ddu tay trong buéc dau tiép can bénh nhan
tuy nhién khdng mang lai nhiéu théng tin. Biéu hién trén
siéu am clia PEComa 4c tinh thuong la cac khéi u cé gidi
han ré, gidm am khong ddng nhét véi cac ving dich hda
hoai t&r thuwdng thay & khéi u kich thuéc Ion. Méc du day
Ia tdn thwong bét thuéc kha manh trén CLVT/CHT, nhung
chi mot sb it co ghi nhan duwoc tin hiéu mach trén siéu
am Doppler mau [10]. Cac bao céo trwdc day cho thay
vi tri tai phat sau phau thuat ctia cac khéi u PEComa ac
tinh thuwdng gap nam tai giwdng phau thuat [10-11]. Xét
vé thr phat, phdi dwoc ghi nhan 1a co quan hay gap th
phat dau tién va phd bién nhét cla cac khdi u PEComa
néi chung, véi cac tbn thwong thweng biéu hién dudi
dang da nét dac phan bé ngau nhién hai phdi, khéng ghi
nhan cac nét dang hang hay xuét huyét." Riéng vé&i cac
khéi u lién quan dén than va mac treo, co quan di cin dau
tién thwong 1a gan, con cac khéi u lién quan dén tuyén
thwong than va mé mém sau phuic mac hay gép di cin
dau tién dén phic mac. Dac biét, rat it gap thir phat tai
hach bach huyét, xwong, nao va co [10-11]. Trén hinh
anh CLVT/CHT, cac tén thwong di can ctia PEComa ac
tinh khong mang tinh dac hiéu véi dac diém thwong gap
l& ngdm thuéc khéng déng nhét trén thi déng mach va cé
phan thai thuéc & thi tinh mach clra va thi muén [10-11].

PEComa dudng tiéu héa nhin chung it gap, dwoc
bao cao nhiéu nhét tai dai trang; nguyén phat tr mac
treo rat hiém. Theo hiéu biét clia chuing t6i, cho dén nay
m&i co 15 trwong hop PEComa nguyén phat tai mac
treo dworc mo ta trong tai liéu y van tiéng Anh [3-6]. Cac
trwong hop ghi nhan trwdc day déu cho thdy do la cac
tdn thwong ac tinh véi bidu hién hinh anh 1a cac khoi
I&n (>4cm), khéng ghi nhan thanh phan m&; tén thwong
giau mach, ngdm thudc manh khéng déng nhét sau tiém;
hay gap xuét huyét hoai t&r; c6 thé thay xam I&n mach
mau, 6ng tiéu hoa lan can; mét vai trwdng hop ghi nhan
bat thwdng hach bach huyét, di cin phuc mac [3-6]. Vé
mat hinh anh, PEComa ac tinh nguyén phat tai mac treo
khéng cho théy sw dac hiéu va kho phan biét véi cac
khéi u &c tinh khac cung vi tri nhw leiomyosarcoma, u mé
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s@i ac tinh, liposarcoma, tdn thwong di can tr noi khac
ho&c u mdé dém duong tiéu héa (GIST) trong tinh hudng
¢ xam lan thanh éng tiéu héa lan can.**Bénh nhan cla
chung t6i dwoc chup CLVT va CHT 6 bung tai thoi diém
tai phat sau phau thuat ghi nhan nhiéu khéi tén thuwong
xuét phat tr mac treo vung hé chau trai, ha vi va man
swon trai. Tén thwong mang cac dac diém cé phan twong
ddng véi ghi nhan tlr y van nhw: Trudc tiém, trén CLVT
tbn thwong gidm ty trong; trén CHT, so véi co, tén thuong
ddng tin hiéu trén T1W, tang tin hiéu trén T2W, han ché
khuéch tan trén DWI/ADC. Sau tiém thudc can quang/ddi
quang tt, tén thwong ngdm thudc khéng ddng nhét, trung
tam c6 phan hoai t&r khong ngadm thubc. Dong thoi cling
ghi nhan mét s hach bach huyét bat thwong lan can.

4. Vé dac diém giai phau bénh

T chirc khéi u ctia PEComa thwérng bao gdm hén
hop clia mach mau, té bao u va mé mé. Cac té bao u la
biéu m6 hodc thoi dwoc sdp xép thanh cac dai, t& hoac
xody, biéu hién cac diu hiéu biét hoa cla ca té bao co
tron va t& bao hic té [1], [9]. Cac t& bao biéu mé xuét hién
v&i té bao chat sang va hat min. Cac t& bao u hinh thoi
thwong dwoc sép xép thanh bo va xuét hién dudi dang té
bao chat &i toan v&i sy thoai héa khéng bao khac nhau.
Trong nhudém héa md mién dich, cac biéu hién cua té
bao hac tb gdm c6: HMB-45, Melan A/Mart1, yéu t6 phién
ma MITF biéu hién hat nhan, S100 biéu hién nhan va té
bao chét; cac biéu hién cla té bao co tron gébm: desmin;
SMA,; caldesmon. Ngoai ra, PEComa cling nhuém mau
dwong tinh v&i vimentin, CD-31 va CD-34. Xét nghiém
mo bénh hoc két hgp nhudém héa mé mién dich gitp chan
doan xac dinh PEComa [1], [8].

Do tinh hiém gap ctia PEComa nén van chuwa thé
xac dinh day du cac tiéu chi &c tinh cta chang trén mé
bénh hoc. Nam 2005, Folpe va cong sy da mo ta 6 dac
diém mé hoc cho thdy nguy co cao: 1) kich thuwéc khbi
u > 5 cm, 2) phat trién tham nhiém, 3) 6 md hoc cao, 4)
ty 1& phan bao cao (chi sd phan bao > 1/50 HPF), 5) hoai
tlr va 6) xam ldn mach mau. PEComa nhd (kich thuéc <
5 cm) khong co bat ky dac diém nao trong sb 6 didc diém
nguy co cao rat cé thé 1a lanh tinh, PEComa lén (kich
thwéc = 5 cm) khong cé bat ky dac diém nao khac thi co

tiém nang ac tinh khdng chac chén; PEComa c6 tir 2 dac
diém nguy co cao tré 1én nén dwoc coi la ac tinh [2], [9].

Bénh nhan cla chung t6i cé hinh &nh mé bénh hoc
phu hop v&i dac diém cliia PEComa va cé 4 dic diém
nguy co cao la kich thwéc khdi u Ién, phat trién tham
nhiém mo lién két xo m& phia ngoai vi, d moé hoc cao
va ¢6 cac vung hoai tlr, phi hop véi tinh chét &c tinh trén
mo bénh hoc.

5. Vé diéu tri

Phau thuat triét can 1a phwong phap diéu tri hiéu
qué nhét cho PEComa giai doan tai ché. Hiéu qua cla
cac phwong phéap diéu tri bd tro sau mé nhw hoéa tri, xa
tri con chwa dwoc chirng minh va hién tai khéng dwoc
khuyén céo trong cac hwéng dan diéu tri [1], [2], [12].
Dbi voi cac bénh nhan PEComa giai doan di can hoac
xam |an rong tai chd, khéng con kha nang phau thuat triét
can thi cé tién lwong xau hon. Ddi véi cac bénh nhan
nay, phau thuat dwoc chi dinh trong truéng hop bénh
nhan xuét hién bién chirng nhw tac rudt, chdy mau khoi
u; hoac dé giam nhe triéu chirng do khdi u kich thwéc
I&n, chén ép [1], [2]. Phuong phap diéu tri toan than
duoc khuyén cao cho bénh nhan PEComa giai doan
di c&n hodc xam lan rong tai chd, khong con kha nang
phau thuat triét c&n la cac thudc diéu tri nhdm dich khang
mTOR (albumin-bound sirolimus, sirolimus, everolimus
ho&c temsirolimus). Cac phwong phap diéu tri khac nhw
didu tri hda chéat, xa tri kém hiéu qua & cac bénh nhan
nay [1], [2], [12].

Bénh nhan cla ching téi dwoc phdu thuat cat u
nguyén phat. Sau khi bénh tai phat bién chirng tac ruét,
bénh nhan dwoc phdu thuat cat khéi u tai phat xam
I&4n, phuc hdi lwu théng tiéu hoa va diéu tri nham dich
everolimus. Hién tai bénh &n dinh sau 21 thang diéu tri.

IV. KET LUAN

PEComa la bénh ly hiém gap, hay gap & ni gi¢i hon
& nam gidi va thwong xay ra & do tudi tir 45 dén 55 tudi.
PEComa phét sinh tir cazc t& bao quanh mach mau, co
thé xuét hién tai nhidu vj tri khac nhau, da s cac khéi u
¢6 ngudn gbc tir t&r cung va rat hiém gap khéi u nguyén
phat tai mac treo. Cac triéu chirng 1am sang clia PEComa
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nguyén phat tai mac treo khéng dac hiéu, hay gap nhéat
la dau bung va kho chiu tai viing cé khéi u, gay sut can;
kham lam sang cé thé s& thay khéi u. Cac phuong tién
chan doan hinh anh gitp phat hién khéi u, tuy nhién lai
khong c6 khudn mau dién hinh gitp xac dinh chan doan.
PEComa dwoc chan doan xac dinh bdng mé bénh hoc
thay tb chirc u gdbm cac té bao biéu mé hoac hinh thoi bidu
hién cac dau hiéu biét hoa clia ca té bao co tron va té bao
hac t6. Tinh chét ac tinh cia PEComa dwoc xac dinh bdi
biéu hién xam I&n, di can trén 1am sang va dac diém nguy

co cao trén md bénh hoc. Phau thuat triét can la phuong
phap diéu tri hiéu qua nht cho PEComa giai doan tai chd.
Déi v&i cac bénh nhan giai doan di can hodc xam Ian réng
tai chd, khdng con kha nang phau thuat triét can, cac thube
didu tri nham dich khang mTOR 13 phwong phap diéu tri
hiéu qua va da dwoc dwa vao cac khuyén céo diéu tri hién
tai. Can tién hanh cac nghién ciru I&n hon dé lam sang té
co ché bénh sinh va phat trién cac chién lwoc diéu tri mai
cho can bénh nay.
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TOM TAT

Chung t6i bdo cao mot ca bénh hiém gap 1a u t& bao quanh mach (perivascular epithelioid cell tumor - PEComa) 4c tinh
nguyén phat tai mac treo. Bénh nhan nam, 35 tudi, c6 tién sir ung thu tuyén gidp thé nhu va nhiém virus viém gan B, biéu hién dau
bung vung quanh r6n, di kham phat hién u mac treo, dugc diéu tri phau thuat cit u. Khdi u tai phat da 6 tai mac treo 13 thang sau
phau thuat 1an dau, bién chimg tic rudt. Hinh anh cit 16p vi tinh/cong huéng tir gitp phat hién vi tri khdi u, kich thude, tinh chat
xam 14n mo xung quanh va céac tén thuong di can. Bénh nhin dwoc phau thuét cit bo khdi ton thuong xam 14n rong gy tic va phuc

héi lru thong tiéu hoa. Két qua mé bénh hoc giup chan doan xac dinh PEComa é4c tinh nguyén phat tai mac treo.

PEComa hay gip & nif giéi hon & nam gi6i va thudng xay ra & do tudi tir 45 dén 55 tudi. PEComa phat sinh tir cac té bao quanh
mach mau, c6 thé xuit hién tai nhidu vi tri khac nhau. Cac triéu chung 1am sang va xét nghiém ctia PEComa khong dac hiéu, d(“mg
thoi khong c6 khudn mau dién hinh trén cac phuong tién chén doan hinh anh. PEComa duoc chin doan xéac dinh béng mo bénh hoc
théy t6 chtre u biéu hién cac dau hiéu biét hoa cua ca té bao co tron va té bao hic tb. Tinh chat 4c tinh cia PEComa dugc x4c dinh
boi biéu hién xdm 14n, di can trén 1am sang va ddc diém nguy co cao trén md bénh hoc. Phiu thuét triét can 1a phuong phap diéu
tri hiéu qua nhét cho PEComa giai doan tai chd. Ddi vé6i cac bénh nhan giai doan xam l4n rong tai chd hodc di cin xa, khong con
kha ning phau thuat triét can, cac thudc diéu tri nhiam dich khang mTOR la phwong phap diéu tri hiéu qua va di dwoc dua vao cac
khuyén céo diéu tri hién tai. Céc nghién ctru 16n hon can duge tién hanh dé 1am sang to co ché bénh sinh va phat trién céc chién

lwge didu tri mdi cho cin bénh nay.

Tir khéa: u té bao quanh mach, u té bao quanh mach dc tinh nguyén phat tai mac treo.
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