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TOM TAT

Sarcoma nguyén bao xo co viém dang biéu mé (epithelioid inflammatory myofibroblastic sarcoma - EIMS) la mét
bién thé rat hiém gap cda u nguyén bao xo co viém, cé hinh thai déc trung trén mé bénh hoc (MBH), béc 16 ALK &
mang nhéan trén héa mé mién dich (HMMD) va cé téi sdp xép gen ALK. Chiing t6i bao céo mét truong hop EIMS gép
& tré ni¥ 8 tudi. Bénh nhén cé u & canh bang quang, dwoc mé cét tron u. V&i chan doan gidi phau bénh Ia EIMS, bénh
nhan duoc diéu tri bé tro bang thudc khang ALK. P4y 1a trirong hop EIMS dau tién & Viét Nam ghi nhan & tré em. Do
u hiém gép va cé tién trién nhanh, ac tinh, cac nha léam sang va gidi phdu bénh (GPB) rat can thiét ndm ré vé dic diém
l&am sang, hinh thai va sinh hoc phan tir cia bénh.

Ttr khéa: Sarcoma nguyén bao xo co viém dang biéu mé, ALK, tré em.

ABSTRACT
EPITHELIOID INFLAMMATORY MYOFIBROBLASTIC SARCOMA: A PEDIATRIC CASE REPORT AND REVIEW
OF LITERATURE

Thieu Manh Cuong’, Nguyen Dinh Le?, Le Thi Thu Thuy’®, Nguyen Thi Huong*

Epithelioid inflammatory myofibroblastic sarcoma (EIMS), known as a scarce variant of the inflammatory
myofibroblastic tumor (IMT), is characterized by distinctive morphology, nuclear membrane staining of ALK, and ALK
gene fusion. Herein, we present a rare case of EIMS, appearing as an abdominal mass of an 8-year-old girl. The
mass was next to the bladder and was indicated to be removed by surgery. With the pathological diagnosis of EIMS,
the patient received adjuvant treatment with ALK inhibitor. To the best of our knowledge, the case is potentially the
first instance of EIMS in a Vietnamese child. Given the rarity and aggressive clinical course of EIMS, clinicians’ and
pathologists’ familiarity with its clinicopathological and molecular characteristics can be crucial for diagnosis.

Keywords: Epithelioid inflammatory myofibroblastic sarcoma, ALK, child.

I. PAT VAN PE Enriquez 1an d4u tién mo ta mot bién thé méi cua

U nguyén bao xo co viém (IMT) 1a tin san m6  IMT, bién thé nay dugc dat tén 1a EIMS [2]. Phan
dém dic trung boi cac té bao nguyén bao xo co va  loai u ciia T chirc Y t& Thé gigi (WHO) coi day 1a
xam nhap viém, ndi troi 1a tuong bao. U ¢ thé tai  mot bién thé can duogc luu ¥, do tién trién 4c tinh hon
phat nhung hiém khi di can. Téi sip xép ALK gip  hén so véi IMT thong thuong. Hdi ctru y van chi tiét
trong 50% sb trudng hop [1]. Nam 2011, Marifio-  cho thay chi c6 56 trudng hop EIMS duogc béo cdo
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cho dén nay. Chan doan xac dinh EIMS hoan toan
do nha GPB quyét dinh, do vy y van thé gidi da
phan tap trung vao van dé chan doan trén MBH.
Phdu thuat dong vai tro quan trong trong diéu tri da
md thirc va thude trc ché ALK - crizotinib cho thdy
hiéu qua rat kha quan [3] [4]. Trong bai viét nay,
chung t6i bao cdo mét truong hgp EIMS ¢ tré em,
trong d6 di sau vao van dé chan doan EIMS trén vi
thé cling nhu ban luén thém vé dic diém lam sang,
co ché bénh sinh, diéu tri va tién trién cta bénh.
II. BAO CAO TRUONG HQP

Tré nit, 08 tudi, dén kham va nhap vién vi dau
bung ving quanh rén. Tré dau bung 4m i dd 02
thang nay. Kham 1am sang thdy c6 khéi ranh gi6i
khong rd, mat d6 hoi chic & ngay dudi rén. Siéu
am 6 bung thiy ving tiéu khung bén trai c6 khoi
giam am, bo thuy mui kich thudc 41 x 38 x 32 mm.
Chup cit 16p vi tinh da 1at cat (MSCT) ving bung
- tiéu khung thay ngay trén trai bang quang c6 khoi
td chure dic, ranh gidi kha ro, kich thudc 46 x 34 x

29 mm, khong thay thanh phan md va véi hoa, sau
tiém khdi ngdm thudc kha manh. Cac xét nghiém
khac trong gidi han binh thuong, chua phat hién di
can. Bénh nhan duge chi dinh mé cét bo u. Két qua
GPB sau md nhu sau:

Vé dai thé, bénh pham phau thuat kich thudc 5 x
4 x 3 cm, ¢6 vo mong nhin, chia thily. Dién cit qua
khong thudn nhat, tring vang bong xen 1an nhiing
ving nau mém.

Trén vi thé, t6n thuong u giau té bao, mot sb ving
van con thay cac té bao hinh thoi sip xép 16n xon
hoac thanh bo ngén, xam nhap nhiéu té bao viém,
nhét 1a twong bao. Pay 1a hinh anh MBH dién hinh
ctia IMT. Chiém phan 16n u 1a cac té bao kich thudc
16n, hinh tron hoac dang biéu md, v6i nhan mé, hat
nhan 13, bao tuong rong. Cac té bao u dimg don 1¢,
nhu troi ndi trén nén mé dém nhdy, xen 13n véi cac
té bao viém, ndi trdi 1 bach cau da nhan trung tinh.
Khéng thiy hoai tir, chi s6 nhan chia 13 5 nhan chia
trén 10 vi truong dd phong dai 16n.

Hinh 1: MSCT vung bung - tiéu khung
Mit phang ngang (bén trai) va dimg ngang (bén phai) thay khdi & trén trai bang quang (mili tén trang).
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-

Hinh 2: Hinh anh MBH cua truong hop bénh. Nhuém hematoxylin - eosin. A. Mot s6 viing u thay té bao
hinh thoi dtng 16n x6n hodc thanh bo ngin (d6 phong dai x100). B. Xam nhap cac té bao viém don nhan,
nbi bat 1a twong bao (x400). C. Pa phan u gdm cac té bao ding don 1¢, nhu tréi ndi trén md dém dang nhiy
(x100). D, E. Té bao u chu yéu ¢6 hinh tron, oval hodc dang biéu md, bao twong rong, nhan 16n, hat nhan
13 (x400). F. Dién phau thuat (ving danh ddu myc xanh) con u (x100).

Nhuém HMMD thiy té bao u duong tinh lan toa v6i SMA, duong tinh manh va lan téa véi desmin.
ALK duong tinh, boc 16 & mang nhan va dang chdm & bao twong (nuclear membrane and cytoplasmic dot-
like pattern). Cac dau 4n CKAEI/AE3, S100, myogenin, MYODI1 4m tinh, c6 chimg duong ngoai. Chi s6
Ki-67 1a 10%.
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Hinh 3: Nhuém HMMD véi mot s dau én.
Té bao u duong tinh manh, lan toa véi SMA (A) va desmin (B). S-100 4m tinh (C) (d6 phong dai x100).
ALK bdc 16 & mang nhan va dang chim trong bao tuong (D, x 400).
Két luan chan doan: Hinh anh MBH va HMMD phu hop véi sarcoma nguyén bio xo co viém dang biéu
mo (epithelioid inflammatory myofibroblastic sarcoma). Dién phau thuat con u.
Sau md bénh nhan toan trang on dinh, vét mo kho. Bénh nhan duoc hdi chan, diéu tri bd tro béng
crizotinib, tuy nhién gia dinh tir chdi diéu tri tiép sau 2 chu ky do kho khan tai chinh. Bénh nhan khong

quay lai tai kham theo hen.

II1. BAN LUAN

EIMS 12 m6t bién thé hiém gip cua IMT. Bién thé
nay dugc Marino-Enriquez goi tén 1an dau vao nim
2011 sau mot thoi gian theo ddi va nhan thiy tién
trién cia no ac tinh hon so vdi IMT thong thuong
[2]. Tir @6 dén nay, y van ghi nhan 56 trudng hop
EIMS [5]. Tudi méc bénh trung binh 1a 31,6 tudi,
bénh nhan nho tudi nhit timg ghi nhéan 1a 4 thang
tudi, 16n nhit 1a 76 tudi [5]. Nghién ctru ban dau
ctia Marino-Enriquez va cong sy cho rang nit gioi
mic bénh nhu trudng hop cua ching t6i 1a cuc ki
hiém gip, vi trong s6 11 truong hop nghién ctru, chi
c¢6 duy nhét 1 truong hop 1a nit [2]. Pén nam 2023,
tong hop dir lidu cua 56 truong hop bénh, ngudi ta
thdy rang ti 16 nam/nir méc bénh 1a 2/1 [5]. Theo y
van, u chu yéu gip & 6 bung - tiéu khung. U & ngoai
6 bung rat hiém gip, da co cac bao cio vé EIMS
gip 6 phdi, mang ngoai tim, ndo, m6é mém dudi da

viing ben, tuy nhién mdi vi tri nay chi ghi nhan duy
nhat mot trudng hop [5-8]. Triéu ching tai chd cua
EIMS thuong khong dac hiéu, tuy thudce vao vi tri u.
Véi cac u & 6 bung - tiéu khung, triéu chimg thuong
1a dau bung nhiéu ngay va s thay khdi [9]. Truong
hop sbt nhe va sut cAn nhu bénh nhan cua chung toi
ciing 14 triéu ching toan than trong mot s6 truong
hop y véan ghi nhén [7].

Chén doan EIMS dén thoi diém hién tai van 1a
thach thic 16m, do u rat hiém gap, triéu chimg 1am
sang va hinh thai u trén chan doan hinh anh khong
dic trung. Vai tro ciia bac si GPB mang tinh quyét
dinh. Trén vi thé, khac v6i IMT thong thuong, EIMS
gém céc té bao hinh tron hodc dang biéu md, troi ndi
trén nén mod dém dang nhéy, xam nhap nhiéu bach
cdu da nhan. Té bao u duong tinh vé6i cac ddu 4n
x0 - co, nhu SMA, MSA, calponin, desmin ¢ nhiéu
muc d6 [1]. Nam 2018, Du va cong su chi ra mot sb

78 Y hoc 1dm sang Bénh vién Trung wong Hué - Tap 16, s4 6 - nam 2024



Sarcoma nguyén bao xo co viém dang biéu mo o tré em...

tiéu chudn chan doén trén vi thé nhu sau: 1, Té bao u
hinh tron hoac dang biéu md; 2, M6 dém dang nhﬁy
xam nhap ndi troi té bao viem; 3, HMMD duong
tinh véi ALK & mang nhan hoac quanh nhan; 4,
Té bao u duong tinh véi desmin & bao tuong [9].
Trudng hop cua ching t6i thoa man tat ca cac tidu
chuén trén. Trong 4n ban méi nhat cia WHO vé u
& tré em ra mét thang 11 ndm 2023, chan doan xéc
dinh EIMS ciing dga vao hinh thai MBH kinh dién
nhu trén va sy boc 10 ALK [1]. Tuy nhién, gidng
nhu IMT thong thuong, EIMS c¢6 thé 4m tinh véi
ALK khi nhuom HMMD, nhu ghi nhén ctia Azad va
cong sy nam 2022 [6]. Khi d6, voi hinh thai MBH
nghi ngo, can 1am thém cac xét nghiém sinh hoc
phan tir &é phat hién tai sip xép ALK, nhu lai tai chd
gin huynh quang (FISH), phan tmg tong hop chudi
polymerase sao chép nguoc (RT-PCR) va giai trinh
tu gen thé hé méi (NGS).

Hinh théi té bao tron - dang biéu mé hién dién
trong nhiéu u, khong chi cac u mé mém ac tinh.
Riéng & tré em, can dit ra chan doan phan biét
EIMS vdi cac ton thuong sau: Chan doan loai trir
dau tién can phai nghi dén 1a u lympho té bao 16n
bat thuc san (ALCL). ALCL & tré em hay gip hinh
anh té bao tron da hinh, thuong dwong tinh véi ALK
va SMA. Tuy nhién, ALCL thuong gap ALK duong
tinh & mang bao tuong va by Golgi, con EIMS
thuong gdp ALK duong tinh 6 mang nhan. Thém
nira, desmin khong boc 10 manh va lan toa trong
ALCL. Chén doan thi hai can loai trir 1a sarcoma co
van thé hdc, kiéu hinh dic. Pay la sarcoma hay gip
nhat ¢ tré em, thuong duong tinh manh véi desmin
va ciing dwong tinh v&i ALK trong mét s6 it truong
hop. So v6i EIMS, céc té bao u trong sarcoma co
van thé héc thuong dong dang, bao twong hep,
dung chen chuc khong c6 md dém dang nhdy va
xam nhap bach cau da nhan. Myogenin va MYODI
khong boc 10 & nhan té bao gitip loai trir chan doan
nay. U té bao tron nhé sinh xo ciing 1a chan doan
nén dugc nha GPB nghi dén, v6i do tudi, vi tri u va
triéu chimg 1am sang twong tu EIMS. U nay chu yéu
gip O tré em va thanh nién, ¢ 6 bung - tiéu khung va
duong tinh voi desmin, am tinh véi myogenin khi
nhuém HMMD. Phén biét v6i EIMS chu yéu dua
vao hinh thai t& bao. Plng nhu tén goi, t& bao u la
nhitng t& bao nho, dimg ken dic trén nén mo dém
x0. Mot sarcoma dang biéu mé khac ciing duong

tinh manh véi desmin la sarcoma co tron d9 cao
kiéu hinh dang biéu mo, tuy nhién u nay it gip &
tré em, thudng c6 vung hinh thai dién hinh (té bao
thoi tao bd bao twong ua toan manh, nhan hinh xi
ga) va hiém khi duong tinh véi ALK. Mot s6 u mo
mém khéc c6 thé co hinh thai gan gidng EIMS nhur
sarcoma md mat biét hoa, u moé dém da day rudt
(GIST) ciing c6 thé loai trir bang HMMD [5].

Vé co ché bénh sinh, da s6 IMT thong thuong co
tai sip xép gen & doan nhiém sic thé 2p23, gay hop
nhat vung 3’kinase cta gen ALK véi cac gen khac.
Su hop nhat nay dan toi hoat hoa gen kinase sinh
u, gay bdc 10 qua muc ALK kinase. C6 téi hon 15
gen khac nhau hop nhat vi ALK da dugc ghi nhén,
tiy thudc vao gen “dbi tac” ndy ma hoa ma ALK
bdc 16 ¢ nhiing vi tri khac nhau khi nhu¢m HMMD.
Véi EIMS, hop nhat gen ctia ALK v6i RANBP2 va
RRBP1 duoc phat hién nhiéu nhét [1]. RANBP2
1a mot dai phan tir protein & 16 mang nhan, do vay
trén HMMD ALK bdc 16 qud mic & mang nhan.
Con RRBP1 1a mét protein gin véi ribosom, nén
hop nhit gen RRBP1::ALK s& boc 16 HMMD &
bao twong va quanh nhan té bao [5]. Mot s6 gen
d6i tac khac hop nhét véi ALK trong EIMS, nhur
EML4, VCL ciing da dugc phat hién. Truong hop
cua chung t6i, ALK boc 10 ¢ mang nhan va dang
cham & bao tuong, c6 thé dy doan cip gen hop nhat
trong truong hop nay 1a RANBP2::ALK.

Hién nay, do u qua hiém gip, cac nha ung buéu
1am sang vin chua co dong thuan nao vé phac do
diéu tri t6i wu cho EIMS. Phau thuat cit bo u la bién
phap dau tay, v6i 48 bénh nhan dugc phiu thuat trén
tong s6 52 truong hop EIMS thu thap dugc thong tin
vé diéu tri. Trong d6, c6 16 trén 48 truong hop duoc
phau thuat don thuan. Cac truong hop con lai sau
pha:lu thuat dugc chi dinh hoa tri (12 truong hop),
xa tri (1 truong hop), dung thuc khang ALK (13
truong hop) hodc két hop cac phuwong phap diéu
tri sau mo ké trén [5]. Mot b6 bo céo ca bénh cho
théy crizotinib - mét loai thude khang ALK cho két
qua rat htra hen trong diéu tri EIMS [3, 4]. Trong s6
48 trudong hop co thong tin theo doi dién tién bénh,
ti 1¢ tai phat sau phau thuat 1a 89,5%, ti 1& di cin
1a 25%. Co t6i 18 truong hop (37,5%) tr vong do
bénh, trong do 15 trudng hop tir vong trong vong 1
nam sau khi phat hién bénh, 3 truong hop con lai
tor vong trong vong 3 nam [5]. So v&i IMT thong
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thuong, von 14 tn san it khi tai phat va rat hiém khi
di can, rd rang EIMS c6 tién trién 4c tinh hon han,
do d6 day 1a mot bién thé dang luu tam.

Cho dén nay, ngudi ta van chua rd yéu t6 1am
sang - bénh hoc nao cé lién quan dén tién luong
ctia EIMS. Mot s yéu té dugc ghi nhan trong cac
truong hop bénh tién trién nhanh nhu sau: u nim
trong o bung, kich thuéc u 16n, dién phﬁu thuat con
u, va mang hop nhat gen RANBP2::ALK [5].

IV. KET LUAN

EIMS la bién thé méi, con it dwoc biét dén clia
IMT, véi hinh thai t& bao tron hodc dang biéu mo,
md dém dang nhdy va thuong duong tinh véi ALK
& mang nhan. Do u rat hiém gap va tién trién nhanh,
4c tinh, van dé chin doan chinh xé4c trén MBH, véi
su hd trg cia HMMD va sinh hoc phan tu la rat
quan trong.
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