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A CASE REPORT OF GASTRIC PLEXIFORM FIBROMYXOMA
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ABSTRACT

Background: Plexiform fibromyxoma is a rare mesenchymal tumor of the stomach that was first
included in the World Health Organization classification of digestive system tumors in 2010. The
tumor commonly occurs in the gastric antrum and pylorus and is frequently misdiagnosed as
gastrointestinal stromal tumor (GIST) because of its nonspecific clinical, endoscopic, and
radiologic features.

Case presentation: A 66-year-old woman was admitted to the hospital with upper gastrointestinal
bleeding and persistent dull abdominal pain. Upper gastrointestinal endoscopy revealed a
polypoid lesion causing pyloric stenosis. The patient underwent distal gastrectomy.
Histopathological examination demonstrated a tumor composed of spindle to oval cells
proliferating in a myxoid stroma with a plexiform growth pattern, prominent capillary vascular, and
involving the muscularis propria. Immunohistochemical staining showed that the tumor cells were
positive for SMA and negative for CD117, DOG1, CD34, S100, and Desmin. The morphologic and
immunophenotypic findings were consistent with plexiform fibromyxoma of the stomach. Thisis a
rare pathological entity with clinical and radiologic features that may mimic other gastric
mesenchymal tumors, particularly GIST.

Conclusion: Through this case, we emphasize the important role of histopathology and
immunohistochemistry in the definitive diagnosis, differential diagnosis, and appropriate
management of gastric mesenchymal tumors.
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TOM TAT

Bdicanh: U nhay X0 dang dam r8i (Plexiform fibromyxoma) & mot u trung mo hiém gap clia da day,
du’o’c T6 chirc Y tE Thé gldl dua vao phan loai u hé tiéu héa tr nam 2010. U thu’o’ng Xuat hién & hang

—mon viva dé bi chdn doan nham véi u mé dém dudng tiéu héa (GIST) do biéu hién [Am sang, noi
soi va hinh anh hoc khéng dac hiéu.

Ca lam sang: Chung t6i bao céo trudng hgp bénh nhan nir 66 tudi nhap vién vi xuét huyét tiéu hoa
trén va dau bung &mi. Noi soi da day ghi nhan tén thuong dang sui gay hep lbng mon vi. Bénh nhan
dugc phau thuat cat ban phan dudida day M6 bénh hoc sau phau thuatcho thay kh&i u gom cac té
bao hinh thoi dén bau duc tang sinh trén nén mo6 dém nhay, sap xep dang dam roi, giau mao mach
va phat trién xen ké l&p co. K&t qua héa mé mién dich ghi nhan t& bao u duong tinh véi SMA va am
tinh v&i CD117, DOG1, CD34, S100 va Desmin. Ket hop dac diém hinh thai hoc va héa mé mién
dich phu hop vGi chén doan u nhay xo dang dam réi ¢ da day Pay la mot thuc thé bénh ly hiém gap
véi dac diém 1am sang va hinh anh hoc d& nham l&n véi cac u trung mé khac, dac biét 1a GIST.

Keg luén: Qua trudng hgp nay, ching téi nhan manh vai tro quan trong ctia mo bénh hoc va héa mo
mién dich trong chan doan xac dinh, chan doan phan biét cling nhu dinh hudng diéu tri phu hgp déi

véi céc khadi u trung moé cuia da day.

Ttr khéa: U nhay xo dang dam réi, u moé dém dudng tiéu hoa, u trung meé.

1. DAT VAN BE

U nhay xad dang dam roi (Plexiform fibromyxoma - PF) la
mot loai u trung mo hiém gép clia da day, dugc Takahashi
va cong sy mo ta lan dau tién vao ndm 2007 [1]. DEn nam
2010, T6 chic Y t& Thé gigi (WHO) chinh thirc dua thuc
thé& nay vao bang phan loai cac khéi u hé tiéu héa nhu mot
loai u trung mé lanh tinh riéng biét clia da day. Theo phan
loai WHO nam 2019, PF dugc xép vao nhém u trung mo
biét héa nguyén bao sgi cd véi dac diém mé hoc va kiéu
hinh mién dich dac trung [2].

PF la mot bénh ly rat hiém gép, s6 lugng trudng hop dugc
béo céo trén thé gidi con han ché. Cac nghién cltu tong
quan cho thay u c6 thé gép & nhiéu lra tudi, dao dong tir
tré em dén ngudi cao tudi, tuy nhién thudng gép & ngudi
trwdng thanh trung nién [3]. Khong co sy khac biét ro rét
Ve gidi tinh.

PF chl y&u gép & hang vi va mén vi da day, véi biéu hién
ldm sang khéng dac hiéu nhu dau bung, xuat huyét tiéu
hoa, thiéu mau hoac hep mén vi [3]. Hinh &nh noi soi va
chan doan hinh 4nh thudng ggi y GIST nén dé dan dén
chan doan nham trudc mé [4].

Vé md bénh hoc, PF c6 dac trung bdi cdu tric phat trién
dang dam r6i véi céc té bao hinh thoi lanh tinh nam trong
nén moé dém nhay gidu mao mach. Héa mé mién dich
thudng duong tinh véi SMA va am tinh véi CD117, DOG1,
CD34, S100 [5].

Hién nay, PF dugc xem a mot tén thuong lanh tinh véi
tién lwong thuan loi. Phau thuat cat bo hoan toan khéi u
& phuong phap diéu tri chl yéu [4]. Cho dén nay chua
ghinhan truong hop di can xa hoac tlrvong lién quan truc
ti€p dén PF trongy van. Tuy nhién, do bénh hiém gép nén
hiéu biét vé dac diém lam sang, m6 bénh hoc va sinh hoc
phan tir chia loai u nay van con han ché.

*Tac gia lién hé

Tai Viét Nam, s6 lugng bdo cdo vé PF con rat it, dac biét
la cac trudng hop cé mo ta day du vé dac diém giai phau
bénh va héa mdé mién dich. Vivay, ching tdi bao cdo mot
trudng hdp u nhay xo dang dam réi da day nham gép phan
cung cap thém dif liéu vé dac diém lam sang, mé bénh
hoc va chan doan phan biét clia thuc thé bénh ly hiém
gap nay.

2. CALAM SANG

Bé&nh nhan nt, 66 tudi, nhap vién vi xuat huyét tiéu hoa
kém dau bung am i vung thugng vi kéo dai. Kham lam
sang khoéng ghi nhan khai b4t thuong viing bung hodc ddu
hiéu viém phuc mac. Xét nghiém cho théy thi€u mau murc
do vira do xuét huyét tiéu hda, cac xét nghiém sinh hoa
khac trong gigi han binh thuong. Noi soi da day ghi nhan
tai ving mon vi c6 t8n thuang dang khdi sui nho cao, bé
mat sung huyé’t, gay hep long mon vi khién éng soi khé di
qua; da day con & dong mot it thire an va dich, gagi y tinh
trang ban tac mén vi. Chup cat ldp vitinh 6 bung ghinhan
xuét phat tir thanh mon vi c6 khéi tén thuong choan chd
dam doé mo6é mém, (6i vao trong long rudt, gay hep long
mén vi; khdi tén thuong bg khong déu, gidi han rd, kich
thudc 34x35x35mm, bat thudc tuong

phan manh khéng déng nhat, khéng thay thAm nhiém mé&
xung quanh, khéng thay hach phi dai k& can. Sinh thiét
nhiéu manh tai tén thuong, két qua giai phau bénh chi ghi
nhan moé hatviém mon vi (granulation tissue), chwa dd co
s@xac dinh ban chat tén thuong. BEnh nhan dugc diéu tri
néi khoa 6n dinh tinh trang xuat huyét tiéu héa.

Bénh nhan c6 tén thuong rd trén ndi soi va chup cat l6p
kém lam sang c6 triéu chirng ban tic do hep mén vi tuy
nhién két qua sinh thiét trudc mé khéng xac dinh dugc
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ban chat tén thuong, héi chan théng nhét chi dinh phau
thuét cat ban phan dudi da day nham diéu tri dong thai
xac dinh chan doan.

T6n thu'ong nhé cao dang sui & viing mén vij,
bé mat sung huyét
Hinh 1. Hinh anh noi soi da day

Sau phau thuat, dai thé ghi nhan ving mén vi ghi nhan
khéi u kich thudc L6n nhat 3,5cm, dang choi chan rong,
mat cat mau ndu hong, hai dai.
V| thé cho thay khéi u gom nhiéu nét tang sinh dang dam
r8i, ranh gidi khéng rd vdi l&p niém mac va ldp co da day.
T€ bao u hinh thoi dén bau duc, chat nhiém sac min, bao
tuong wa toan nhe trén nén md dém nhay néi bat, giau
mach méau dang mao mach. Nhan chia hiém gép, khéng
th8y bat thudng nhan rd. Cac té bao u phat trién dang nét
dan xen vao l&p co tron thanh da day.

.

A. Khéi u gbm nhiéu nét tang sinh dang dam réi (mdi tén
xanh) phat trién xen ké trong [6p co’ da day (mdi tén den)
(nhuém H&E, 100x);

B. M6 u giau mach mau dang mao mach (mdi tén vang,
nhuém H&E, 200x)

Hinh 2. Hinh anh vi thé

Nhuém héa mé mién dich cho thay t& bao u duong tinh
véi SMA; am tinh véi CD117, DOG1, CD34, S100 va
Desmin.

Céc té bao u duong tinh (bdt mau vang nau)
véi SMA (HMMD,200x)

Hinh 3. Hinh anh héa mé mién dich
K&t hop dac diém hinh thai hoc va héa mé mién dich,
chén doan xac dinh la u nhay xa dang dam rdi.
Sau phéu thuat, bénh nhan hoi phuc thuén lgi, khdng ghi
nhén bién ching sau md va dugc xuét vién trong tinh trang
6n dinh. B&nh nhan dugc theo ddi dinh ky tai thoi diém 01
thang, 03 thang va 06 thang sau phau thuat Tai lan téi kham
sau 06 thang, bénh nhan toan trang &n, ndi soi ghi nhan
miéng ndi khéng hep, hai quai ndi thong t6t, khéng ghinhan
d4u hiéu tai phat tai chd hodc t8n thuong mdi.

4. THAO LUAN

u nh‘ély x0 dang dam rdi la mot loai u trung mo hiém gap
cliada day, dugc T8 chirc Y t& Thé gidi cong nhan nhu mét
thuc the riéng biét trong phan loai u hé tiéu hda. Tinh den
nay, s6 luong trudng hop dugc béo céo trén thé gldl van
con han ché, do dé hiéu biét vé déc diém sinh hoc va dién

tién ty nhién ctia kh&i u nay van chua day da. Mac du co
ché bénh sinh cua PF van chua dugc lam sang to hoan
toan, mot s6 nghién cltu gan day da ghi nhan cac bat
thudng di truyén lién quan dén con dudng tin hiéu
Hedgehog, dac biétla swhgp nhatgen MALAT1-GLI1 hodc
tang biéu hién GLI1 & mot sé truong hop. Nhirng bién ddi
nay dugc cho la cd vai trd thic day tang sinh nguyén bao
sgi co va hinh thanh nén mo6 dém nhay dac trung clia PF.
Tuy nhién, céc bat thudng nay chi dugc ghi nhan @ mot ty
& nhé truong hop va chua dugce ap dung thuong quy trong
thu'c hanh chan doan.

Theo cac nghién clu téng quan, PF thudng gap nhat &
vung hang vi — mon vi, chiém khoang 70-80% s6 trudong
hgp [3]. Triéu chirng ldm sang cla PF thuong khong dac
hiéu va phu thuéc vao kich thudc cling nhu vi tri ctia khai
u. C4c biéu hién thudng gap bao gobm dau viing thugng vi,
day bung, budn ndn, nén, xuat huyét tiéu héa, thi€u mau
va sut can. Mot s6 trudng hgp dugc phat hién tinh cd qua
ndisoitiéu hda hodc cdc phuangtién chdn doéan hinh anh
khi khdo sat vi nhitng ly do khac. Khi kh8i u phat trién &
vung hang vi — mon vi vdi kich thudc l6n, ngudi bénh cé
thé xuat hién hdi chirng hep mén vi vdi biéu hién nén sau
an, chan an va & dong thirc an trong da day [6]. Do biéu
hién ldm sang, ndi soi va hinh anh hoc khéng dac hiéu, PF
thudng bi chan doan nham véi cac u dudi niém khac cua
da day, dac biét la u m6 dém duong tiéu hda (GIST), u co
tran hodc u vo bao than kinh. Trong trudng hop clia ching
toi, khéi u xuat hién tai ving mon vi va gay hep long mon
Vi, phl hgp véi vi tri thuong gap da dugec mé ta trongy van.
Bé&nh nhan nhép viénvi dau bung ami, xuat huyét tiéu héa
trén k&m thiéu mau. Noi soi da day ghi nhan tén thuong
dang sui vung mon vi gay hep long mon viva & dong thic
&n trong da day, tuong (rng véi biéu hién ban tdc mén vido
khéi u. Pdc diém lam sang nay phl hgp vdi cac bao céo
trudc day vé PF viing hang vi—mén viva cling cho thay sy
kho khan trong chan doan trudc mé do céc biéu hién lam
sang va ndi soi khéng dac hiéu.

V& ndi soi, PF thudng biéu hién dudi dang khéi dudi niém
mac co loét hodc sung huyét bé mat. Hinh anh nay rat
kho phén biét véi GIST. Trong trudng hop hién tai, chan
doan ldm sang ban dau cling hudng dén u té bao hinh
thoi mén vi [7]. Trén chup cat |&p vi tinh, PF thudng biéu
hién dudi dang khéi u thanh da day gidi han r6, mat do
th&p hoac déng nhat do nén mé dém giau chéat nhéy, co
thé tdng quang nhe sau tiém thudc can quang. Tuy nhién,
céc dac diém nay khéng dac hiéu va thudng chong lap vdi
GIST hoéc céac khai utrung moé khac. Siéu Am ndi soi (EUS)
thudng ghi nhan tén thuong xuét phattlrldp co hodc dudi
niém vdi cau tric giam am khong dong nhat. Mac du EUS
ket hop sinh thiét kim nho cé the hé tro chan doan trudc
mé, ty L& cha&n doan chinh xac van con han ché do mau
md nhoé khéng phan éanh day du cdu tric phat trién dang
dam réi dac trung ctia PF.

Dac diém md bénh hoc cua PF tuong déi dién hinh véi
cau truc phat trién da nét dang dam ré8i, cac nét u dan
xen va xam nhap trong thanh da day [7,8]. Té bao u chu
yeu l& cac té€ bao hinh thoi hodc hinh bau duc, nhan tuong
déi dong déu, chat nhiém sac min, it di dang va hlem gap
hinh anh phan bao. Céac té€ bao nay nam trong nén mo
dém nhay ndi bat, giau chat nhay niém va hé théng mao
mach phong phu, tao nén hinh anh vi thé dac trung cla
PF. Bé mat ton thuong cd thé ghi nhan hién tugng pht mé
dém va tang sinh mach mau, dé gdy nham lan vdi cac tén
thuong xo viém téng sinh dang mo hat trong viém loét,
dan dén bd sét chan dodan tir budc dau dac biét vdi cac
manh sinh thiét nhd. Theo qéc trudng hcjp dugc bdo céo
hién nay, chan doan trén mau sinh thiét nhoé gay ra nhiéu
thach thic, phan l6n dugc chan doan trén bénh ph&m
phau thuét hoac c4t tén thuong qua ndi soi do mau sinh
thiét trude mé thudng khéng di dé nhan dién day dd dac
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diém mé hoc dang dam réi (plexiform) va nén xa nhay dac
trung. Tuong ty vdi cac trudng hop da dugc bao cao, ca
bénh clia ching t6i trén manh sinh thiét t6n thuong chi
quan sat thdy tang sinh cac mao mach xen ké té bao hinh
thoi mat do thap trén nén t6 churc viém loét, thi€u hinh anh
nén xd nhay va cau tric phat trién dang dam rdi dan dén
kho6 nhan dién chan doén khi ti€p can ban dau. Trén bénh
pham phau thuat, hinh &nh toan bé khéi u dugc quan sat,
gdm cac té bao hinh thoi dén bau duc tang sinh trén nén
mo dém nhay, sdp x&p dang dam rdi, giau mao mach va
xam l&n tao céc 6 xen ké trong lGp ca thanh da day. Tuy
nhién, khéng ghi nhan hoai tir u, khéng thay di dang nhan
rd va hoat dong phan bao rat thdp. Hinh anh vi thé nay phu
hgp hoan toan véi cac mé ta kinh dién cia PF trong y van.

Hoéa mé mién dich cé vaitrd ddc biét quan trong trong chan
doan xac dinh va chan doan phan biét PF vdi cac u trung
mé khéac clia da day. PF thudng biéu hién duong tinh vdi
SMAvavimentin, phan anh sy biét héa theo huéng nguyén
bao sgi co, trong khi &m tinh véi CD117, DOG1 va CD34
[7]. Trong ca bénh cua chung téi, t€ bao u duang tinh vdi
SMAva amtinhvéiCD117, DOG1, CD34, S100 va Desmin,
phu hop véi ki€u hinh mién dich dién hinh ctia PF. Kiéu hinh
mién dich nay dac biét co6 gia tri trong viéc phan biét vai
GIST - loai u trung mod thudng gép nhat cua da day. Khac
V@i PF, da s6 GIST biéu hién duong tinh manh véi CD117 va
DOG1, dong thoi thuong mang dot bién KIT hoac PDGFRA.
Trén thyc hanh lAm sang, PF rat dé bi chan dodn nham vdi
GIST do vi tri thudng gap & hang vi — mén vi va biéu hién
dudi niém mac tuong tu nhau trén ndi soi va chan doan
hinh &nh. Do dé, viéc danh gid mé bénh hoc két hop hoa
m6 mién dich la budc quyét dinh dé tranh chan doan saiva
han ché céc diéu tri khdng can thiét nhu diéu tri dich béng
imatinib [4]. Theo Miettinen va cong sy, PF la mét thyc thé
mé hoc riéng biét véi ddc diém tang sinh dang dam réi va
tién lugng lanh tinh, khac biét ro véi GIST ca vé hinh thai
hoc va kiéu hinh mién dich [5]. Viéc nhan dién chinh xac
thuc thé nay cé y nghia quan trong nham tranh chan doan
nham va han ché cac can thiép diéu tri khéng can thiét.
Ngoai GIST, PF con can dugc chan doéan phan biétvéinhiéu
u trung mo khac clia da day nhu U co tron, u vo bao than
kinh, u nguyén bao xo co viém va bénh sgi [9]. U vé bao
than kinh thudng cé cdu tric té bao hinh thoi kem tham
nhiém lympho va duong tinh manh véi S100. Trong trudng
hgp cua ching t6i, s @m tinh cia S100 gitp loai trir u vé
bao than kinh. U ca tron thuong duong tinh véi Desmin va
SMA, tuy nhién PF thugng &m tinh véi Desmin hoéc chibiéu
hién khu trd yéu, gitup dinh hudng chan doan phan biét[9].
Hién nay, cit bd hoan toan khéi u van la phuong phap diéu
tri dugc lwa chon déi véi PF. Tuy thudc vao kich thudc, vi
tri va mirc do xam &n cua tén thuong, c6 thé ap dung cat
hinh chém da day, cat ban phan da day hoac phau thuat
ndi soi. P8i vdi cac tdn thuong nho, khu trd & ldp dudi niém
va chua xam lan sau, mot sé bao céo gan day cho thdy cac
ky thuat ndi soi can thiép nhu cat tach dudi niém mac qua
ndi soi c6 thé dugc ap dung an toan vdi két qua diéu tri kha
quan. Tuy nhién, do PF 1 t8n thuong hiém gap, s6 luong
trudng hop diéu tri bang néi soi con han ché va can thém
cac nghién cliu véi thai gian theo déi dai han dé danh gia
hiéu qua lau dai.

Tién lugng clia PF nhin chung rat thuén lgi. Cho dén nay,
chua cé bang chiing v‘é: kha nang di can hoac chuyén dang
ac tinh. Tai phat tai cho rat hi€ém gap va chi yéu lién quan
dén viéc cat bo chua hoan toan khéi u. Trong trudng hop
clia chung t6i, b&nh nhan dugc diéu tri bang phau thuat
cat ban phan dudi da day, hdi phuc t6t sau mé va chua ghi
nhén tai phat sau 06 thang theo déi. Mac du nguy ca tai
phat thap, ngudi bénh van nén dugc theo déi dinh ky bang
ndi soi hodc cat Ldp vi tinh & bung dé phat hién sém céc
truong hgp hi€ém gap co tai phat tai cho.
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5. KET LUAN

U nhay xo dang dam réi (plexiform fibromyxoma) la mt u
trung mé hiém gap clia da day, dé bi chdn doan nham véi
céac u trung md khac do biéu hién lam sang, ndi soi va hinh
anh hoc khéng dac hiéu. Trudng hgp nay minh hoa nhitng
kho kh&n trong chan doan trudc mé va goi y rang mo bénh
hoc két hop véi hdéa mé mién dich, d&c biét kiéu hinh SMA
duongtinh, CD117va DOG1 amtinh, cdy nghia quantrong
trong chdn dodn xac dinh va chan doan phan biét véi cac u
trung mo khéac ctia da day. Mac du chi dya trén mot truong
hap, bao cdo nay gép phan bé sung thém dir liéu vé u nhay
x0 dang dadm réi trongy van. Viéc tich Ly thém céc bdo céo
cabénhvanghién clfu véi cd mau lén hon sé giup lam sang
td hon dac diém lam sang, mé bénh hoc, gia tri chdn doan
va tién luong cuia thuc thé hiém gap nay.

PAO PUC NGHIEN CUU

Bénh nhan da dugc giai thich va déng y bang van ban cho
viéc cong bd cac théng tin ld&m sang va hinh anh phuc vu
muc dich bao cédo khoa hoc. Moi théng tin nhan dang ca
nhan da dugc loai bd nhdm bdo ddm quyén riéng tu'va tinh
bao mat ciia bénh nhan.
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