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A case report of ectopic Choroid Plexus Papilloma in the
cerebellopontine angle and literature review
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SUMMARY

Choroid plexus papillomas (CPPs) are uncommon intracranial benign tumors classified as World Health Organization (WHO)
grade I malignancies and account for 0.4%-1% of all intracranial tumors. In adults, CPPs typically present in the fourth ventricle whereas
in children they are identified in lateral ventricle. CPPs arising from extraventricular locations are extremely rare and challenging to
diagnose. We report a case of a 41-year-old male with complaint of occipital headache of few weeks duration with occasional visual
decreasing. Magnetic resonance imaging revealed a lesion occupying in the left cerebellopontine (CP) angle. Patient underwent surgery
with partial tumor resection. Histology showed a tumor composed of papillae lined by cuboidal to columnar epithelium with clear
nuclei. The cells showed immuno-reactivity for CK7, glial fibrillary acidic protein (GFAP) whereas immuno-negativity for thyroid
transcription factor-1 (TTF-1). The final diagnosis was affirmed ectopic Choroid plexus papilloma. Patient has been continuing to

undergo Gamma radiosurgery and to follow up by clinical presentation and MRI imaging.
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I. DAT VAN PE

U nha dam réi mach mac (Choroid plexus papillomas
-CPPs) la u lanh tinh dwgc phan loai grade1 theo bang
phan loai ctia Té chirc Y té Thé gi¢i (WHO Grade 1),
dwoc cap nhat theo phan loai WHO CNS 5 (2021) la U
dam réi mach mac/ U nhG dam réi mach mac/Phan loai
WHO CNS5 grade 1[1,15]. Loai u nay c6 thé dwoc phat
hién & tat ca cac nhém tudi mac du tan suét phat hién
cao hon & tré véi do tudi trung binh 3.5 tudi luc duwoc
chan doan[5]. U nht dam rdi mach mac la u ndo nguyén
phat phat trién tr t& bao biéu mé dam réi mach mac. O
tré em, khdi u thwéng phat trién & trén 1&u trong dé ndo
that bén Ia vi tri thwdng gap nhat. Ngworc lai, ndo that IV
Ia vi tri thwdng gap u nhu dam rdi mach mac & nguoi lon.
U nhG dam ré6i mach mac ngoai nao that cuc ky hiém va
moét sb vi tri dwoc bao céo trong y van bao gdm trong
nhu mé ndo, ving trén yén, tiy séng, ré than kinh cuing

* Khoa CPHA - Bénh vién PKQT Vinmec Da Ning

[3,4,7,8,9,10,11]. Phau thuat c&t bo toan bo la bién phap
diéu trj triét dé, tranh tai phat [5,6,7]. Chung tdi béo céo
trwong hop u nha dam rdi mach mac dwoc phat hién &
géc cau tiéu ndo.

Il. BAO CAO TRUONG HQP

Bénh nhan nam 41 tudi tién si¢ khde manh, dén
kham vai triéu chirng dau dau ving cham va thinh thodng
bi gidm thi lwc khoang vai tudn trwdc khi vao vién. Hinh
anh cong hwdng tr so ndo trwdc va sau tiém Gadolinium
tinh mach cho thay khéi gi&i han rd, b& kha déu, kich
thwdc # 35x32x29mm, gidm nhe tin hiéu khéng déng
nhat trén T1w, tang nhe trén T2w, FLAIR, SWAN, 3D
CUBE, khéng han ché khuéch tan, ngadm thubc dbi quang
tr manh khong déng nhét sau tiém, choan chdé & géc
cau tiéu nao trai (Hinh 1.A-1). Khéi chén ddy hanh nao va
nao that IV sang phai (Hinh 1A,B), day day than kinh tién
dinh (day VIII) trai 1&n trén ra trwdc (1.A,D,G) va day ban
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cau tiéu nao trai lén trén, gay phu cudng tiéu nao trén trai
(1.C,E). Khéng thay gian hé théng néo that hay néo ung
thay. Khong cé khdi bat thworng khac. Bénh nhan dwoc
chan doan u goéc cau tiéu ndo trai, kha ndng u bao day
than kinh (Schwannoma) VIII.

Bénh nhan dwoc phau thuat cat bd/sinh thiét khéi u
mot phan nhd. Mé bénh hoc cho thdy mau mé dwoc cu
tao cac cAu tric dang nhu 16t béi t& bao vudng don, nhan
té bao sang, c6 hat nhan. Xét nghiém héa mé mién dich

cho két qué dwong tinh déi véi CK7(1+), GFAP(+), am
tinh déi v&i TTF-1. Chan doan cubi cung: U nha dam rdi
mach mac & géc cau tiéu ndo trai. Tuy nhién, khéng phat
hién cac thuwong tén twong tw & vi tri khac, ké ca trong hé
thdng ndo that va tdy séng. Vi vay, chan doan cubi cung
dwoc xac dinh 13 u nhu dam rdi mach mac lac ché & goc
cau tidu ndo trai. Sau d6 bénh nhan duwoc tién hanh xa
phau bang dao Gamma nhiéu dot va theo dbi sat vé 1am
sang, hinh thai khdi u trén hinh anh MRI.

G.3D CUBE

H.DWI

.TIW C+

Hinh 1. Hinh &nh khéi gi¢i han ré, bo kha déu, gidm nhe tin hiéu khéng dong nhét trén T1w (A), tdng nhe trén T2w(D),
FLAIR(E), SWAN (F), 3D CUBE (G), khéng han ché khuéch tan(H), ngadm thuéc déi quang tir manh khéng déng nhét sau
tiém(l) & goc cau tiéu néo tréi. Khéi chén day hanh ndo va ndo that IV sang phai (Hinh 1A,B), day day than kinh tién dinh
(day VIII) tréi 1én trén ra truée (1.A,D,G) va day ban céu tiéu néo tréi 1én trén, gdy phu cudng tiéu néo trén tréi (1.C,E).
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Hinh 2. Hinh anh CLVT khdi choan chd gi¢i han rd, da cung, ting ty trong tw nhién & géc cau tiéu nao trai
(Hinh chup sau phau thuat béc 1 phan u).

ll. BAN LUAN VA TRA ClPU Y VAN

U nha dam rdi mach mac 1a loai u lanh tinh xuét
phat tlr 1a thwong bi than kinh 16t mang néo that, do d6
vi tri u thwong gap & dam réi mach mac n&o that bén (&
tré em) va nao that IV (& ngudi Ion). Vi tri u nha dam rdi
mach mac ngoai ndo thét |a rat hiém gap, ké ca & tré em
I&n ngudi 16N, bao gbm vi tri trén yén, trong nhu mé néo,
hé sau, bé day, tiy séng va viing cung cut[4,8]. Trong
10 nam tlr 2002-2015, sb ca u nhu dam réi mach mac vi
tri géc cau tiéu ndo tra ctru dwoc la 1 ca trong tdng sb
8 bao c&o u nhu dam réi mach mac gap & céc vj tri bat
thwong [8] va cé 5 béo cdo nhac dén trong cac nghién
clru bénh nhan tir 3 tuan tudi — 62 tudi tr nam 2005 dén
2015[8], dac biét cé 5 ca vi tri géc cu tiéu nado trong seri
10 ca bénh nhan u nhd dam rdi mach mac ngoai nao
that[14]. V& mét hinh &nh hoc, khéi gi¢i han ré, da thuy,
tang nhe ty trong tw nhién trén hinh anh cat I&p vi tinh,
giam tin hiéu khéng déng nhat trén T1w, tang khong ddng
nhét trén T2w, FLAIR, SWAN, 3D CUBE, khéng han ché
khuéch tan, ngdm thudc manh sau tiém déi quang ti tinh
mach. Dac diém hinh anh nhuw vay chong lap kha nhiéu
véi dac diém hinh anh cla cac khdi u viing géc cau tiéu
nao nhw u bao day VI, u mang n&o, u dwéi mang ndi
tdy. Do d6 can can trong dwa ra chan doan phan biét khi
nghi ng®& u nht dam réi mach mac dé tranh chan doan
nham. U day than kinh 1a loai thwéng gap nhat & géc
cau tidu nao, thwong gap véi hinh anh giam tin hiéu trén
T1w, hoai tr, tao nang trong u. DAu hiéu goi y u mang
n&o bao gdm khéi hinh bau duc, day mang cirng rong véi
dau duéi mang ndo. Khéi ngdm thubc cang manh, khoéng

ddng nhét nguy co chyén dang 4c tinh (carcinoma) cang
cao.

Ngoai cac dau hiéu dién hinh ctia u nhd dam réi
mach mac, khdi bAu duc ho&c tron, tang nhe tin hiéu trén
T1w, T2w hoadc tang nhe trén T1w, tang/gidm nhe trén
T2w, ng&dm thudc it, khéng gay nao ting thdy ciing cé thé
la d4u hiéu hinh anh khéng dién hinh cGa u nha dam réi
mach mac ngoai ndo that. Hiéu day da cac dac tinh nay
cho phép dua ra chan doan cén trong hon trwéc phau
thuat va cac chan doan phan biét, nhdm giam thiéu sai
sot.

Viéc chan doan xac dinh cudi cing tat yéu phai dwa
vao md bénh hoc vé&i mau moé dwoc ciu tao cac ciu truc
dang nhu 16t béi té bao vuéng don, nhan té bao sang,
c6 hat nhan khéng nguyén phén; va xét nghiém héa mdé
mién dich cho két qua dwong tinh di véi CK7, vimentin,
S-100 protein, synaptophysin, GFAP(+), am tinh dbi voi
CK-20, EMA, CEA, TTF-1[7,8,14].

U nht dam réi mach mac chiém chwa dén 1% khéi
u ndo, va la u c6 ngudn gbc tir tm thwong bi than kinh
hiém gép thudng dwoc chan doan & tré em véi hon 70%
trvong hop dwoc chan doan trwdc 2 tudi, d tudi chan
doan trung binh — 3.5 tudi[1,5,7]. Hau hét khéi u & nao
that bén bén trai (tré em) va ndo that IV (nguoi I6n) voi
triéu chirng 1am sang téng ap luc ndi so dan dén nao Gng
thdy nhw dau dau, budn nén kém nén hodc khoéng, quay
khoc, cham phat trién tinh than, dau to [5,7]

V&i u dam rdi mach mac dién hinh, chan doan hinh
anh dwgc chi dinh & bénh nhan cé triéu chirng 1am sang
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nghi ng& tang ap lwc ndi so/ndo ung thdy hodc u ndi
s0[5,7]. Néu thép chwa déng, siéu am qua thop cé thé
phat hién khdi héi am bén trong ndo that. Hinh anh CT c6
thé phat hién khéi dong/tang nhe ty trong trong n&o that
kém gi&n n&o that/ndo Gng thay, 25% khéi u c6 thé cé voi
hoa 14m tAm kém gidn ddong mach dam rdi mach mac.
Hinh anh MRI cho thay khéi gi¢i han rd, déu, da thuy
gidm tin hiéu trén T1w, tang trén T2w, cé thé cé flowvoid
va giau mach, ngdm thuéc manh sau tiém.

Phau thuat cit bo toan bo khéi u 13 k§ thuat hang dau
& bénh nhan cé triéu chirng 1am sang, véi sw tién bod vé
hinh anh y hoc, huéng phau thuat, vi phau va héi stre tich
cwe sau md, ty 1& triét can hoan toan tiém can 100%. Tuy
nhién, ty 1& t& vong quanh mé & tré Ién dén 12% do khéi
u giau mach, chdy mau 6 at 1a mét van dé Ién. Nut mach
tién phau hoac tiém xo ndi u qua da nham gidm nguy co
chay mau da dwoc bao cao. Xa phau l1a mét Iwa chon thay
thé & nhirng bénh nhan khéng thé phau thuat[5].

Hinh 3. Hinh 4nh mé hoc cho thay u nhi duoc &

céu tao boi cac nhu 16t bang 16p biéu mé tru don |

nhén sang khéng nguyén phén [7]. Nhuém hdéa =
mé mién dich duong kinh véi pancytokeratin
[7], Vimentin, CK, GFAP, S100 [8].

TAI LIEU THAM KHAO

Vé dai thé, khdi u la nhixng khéi mém da thuy mau
hong dé v&, giau mach mau. Nhudém héa mé mién dich
thwong dwong tinh véi cytokeratin, vimentin, podoplanin,
synaptophysin, va protein S-100.[8] [13] GFAP c6 thé
dwong tinh 1&n d@én 20% cac u nha dam réi mach mac va
bénh nhan trén 20 tudi biéu hién dwong tinh nhiéu véi
GFAP va transthyretin hon bénh nhan tré tudi, va khéi u &
nao that IV dwong tinh nhiéu hon véi protein S-100 hon
khéi u nao that bén.[12]

Dé két luan, chan doan nhadm u nhi dam réi mach
mac ngoai ndo that néi chung va u nhd dam ré6i mach
mac géc cau tiéu ndo néi riéng véi cac loai u khac nhw
u day than kinh, u mang ndo, u duéi mang néi tay la
thworng gap. Viéc hiéu rd dau hiéu hinh anh cua tirng loai
u, ddu hiéu hinh anh dién hinh va khéng dién hinh cta u
nhu dam réi mach mac géc cau tidu ndo gitp chan doan
can trong va chan doan phan biét. Chan doan xac dinh
cudi cung dwa vao mé bénh hoc va héa mé mién dich.
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TOM TAT

U nha dam rbi mach mac (CPP) 1a khdi u ndi so lanh tinh hiém gap, duoc phan loai 1a khdi u ac tinh d6 I theo Té chire Y té
Thé gi¢i (WHO) va chiém 0,4% -1% trong tat ca cac khdi u ndi so. O nguoi 16n, u nhti ¢dam réi mach mac dién hinh gip & ndo that
IV trong khi & tré em chung thuong phét trién & ndo that bén. U nhii dam r6i mach mac xuat phat tir cac vi tri ngoai ndo that 1a cuc
ky hiém gap va kho chin doan. Chung t6i béao cdo trudng hop bénh nhan nam 41 tudi bi dau dau ving cham kéo dai vai tudn va
thinh thoang giam thi lyc. Hinh anh cong hudng tir s ndo trudc va sau tiém Gadolinium tinh mach phat hién khbi nam ¢ goc cau
tiéu ndo trai, giam nhe tin hiéu khong ddng nhét trén T1, ting nhe trén T2, FLAIR, SWAN, 3D CUBE, khong han ché khuéch tan,
ngém thudc dbi quang tr manh khong déng nhét sau tiém. Bénh nhan duoc phiu thut boc u moét phin. Mé bénh hoc cho théy mau
mé duge cu tao cac ciu tric dang nhu 16t boi té bao vuong don, nhan té bao sang, c6 hat nhan. Xét nghiém hoa mo mién dich cho
két qua duong tinh dbi véi CK7(1+), GFAP(+), 4m tinh dbi v6i TTF-1. Chan doan cudi cung: U nht dam réi mach mac. Bénh nhan
dugc diéu tri phdi hop xa phdu Gamma sau phau thuat va theo ddi sat 1am sang va hinh anh MRI.

Tir khoa: U dam roi mach mac, u lac cho, ngoai ndo that, goc cau tiéu ndao
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