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Ung thw ndi tiét than kinh nguyén phat tai gan: Bao cao
mot truwong hgp hiém gap duwoc chan doan sau phau thuat

Primary hepatic neuroendocrine carcinoma: A rare case
report diagnosed after hepatectomy

Phan Hai Thanh Bénh vién Trung wong Hué
Tém tat

Ung thu bi€éu m6 noi tiét than kinh nguyén phat tai gan rat hiém gap va triéu
ching lam sang, hinh anh khong dién hinh. Vi vay, khé phan biét véi cac khéi u gan
khac nhu ung thu bi€u mo té bao gan, ung thu bi€u md dudng méat va cac tén thuong
gan khu trd khac. Ching t6i bdo cdo mot trudng hop bénh nhan nit, 66 tudi, phat hién
khoéi u & gan qua siéu am bung khi kham téng quat vi ly do gay sat, an khéng ngon
miéng. Bénh nhan dugc phau thuat cat gan trung tdm lay toan b khéi u. K&t qua mo
bénh hoc va héa md mién dich 1a ung thu bi€u m6 ndi tiét than kinh. Tam soét toan
than khong tim thady tén thuong tai cac co quan khac. Truong hgp nay cho thdy chan
doan ung thu bi€u mé than kinh nbi ti€t nguyén phat tai gan la mot thach thic, doi
hdi phan biét vGi cac khéi gan khac va loai trir u than kinh & vi tri khac di can téi gan.

Tir khéa: Ung thu, than kinh ndi tiét, gan, phau thuat, mé bénh hoc.

Summary

Primary hepatic neuroendocrine carcinoma is an extremely rare tumor and
difficult to differenciate with other hepatic tumors, such as cholangiocarcinoma,
hepatocellular carcinoma and other focal hepatic lesions, based on diagnostic
imaging results. A 66-year-old woman was referred for evaluation of hepatic mass
discovered on incidentally abdominal ultrasound. The findings from computed
tomography led to a diagnosis of hepatocellular carcinoma while magnetic resonance
imaging results suggested of fibrolamellar hepatocellular carcinoma or focal nodular
hyperplasia. A central hepatectomy was performed and the tumor was completely
removed. Pathology diagnosed a malignant neoplasm of unknown type and
immunohistochemistry confirmed a grade 2 neuroendocrine tumor. Non-hepatic
original lesions were not found. This case highlights that the diagnosis of primary
hepatic neuroendocrine carcinoma stills a challenge which needs to distinguish from
other focal liver lesions, as well as, differentiate from a secondary metastatic
neuroendocrine tumor.
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1. bat van dé Cac khéi u noi tiét than kinh
(neuroendocrine  carcinomas-NECs) la
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nhiing khoi u hiém gap phat sinh tu cac té
bao cua hé théng ndi tiét than kinh. Ching
thuong phéat sinh chd yéu & duong h6 hap
(30%) va duong tiéu hda (50%) [1]. Xuat
hién u nodi tiét than kinh tai gan chu yéu do
suy di can tlr cac khoi u khac dén. Tuy
nhién, ung thu biéu mod nbi tiét than kinh
nguyén phat tai gan (primary hepatic
neuroendocrine carcinoma-PHNEC), dugc
mo ta lan dau tién bdi Edmondson vao
nam 1958 [2], la rat hiém gap, chi c6 dudi
200 trudng hgp dugc bao cdo trong y van
cho dén nam 2020 [3] va chidng dugc coi la
mot thach thirc doi véi chan doan do thuc
té thi€u cac dac diém chan doan X-quang
riéng biét dan dén dé nham véi cac tén
thuong gan khac. Chung t6i bdo cao mot
truong hop bénh nhan nir 66 tudi, phat
hién PHNEC sau phau thuat cat gan tai
Bénh vién Trung uong Hué va tom tat y
van vé bénh ly nay.

2. Truong hop lam sang

Bénh nhan nir 66 tudi, tién st khéng cé
gl dac biét da dén kham bénh tai mot
trung tam y té€ huyén vi sat 2 can trong
vong mét thang kem mét moi, chan an.
Bé&nh nhan dugc kham bung, kham vung
gan khong so thay u nhung cé dau nhe khi
an, ngoai ra khéng co triéu chiing gi khac.
Siéu am bung phat hién khoi u I6n & gan
nén bénh nhan dugc chuyén tuyén trén
Bénh vién Trung uong Hué.

Tai Bénh vién Trung uong Hué, bénh
nhan dugc thuc hién cac xét nghiém va
tham do chan doéan sau:

Sinh héa mau: AST 79,0 (binh thudng <
37) U/L; ALT 41,0 (binh thuong < 40) U/L;
AFP 5,50 (binh thuong: 0,89 - 8,78) ng/mL;
CEA 3,87 (binh thuong < 5) ng/mL. Xét
nghiém mién dich: HbsAg va HCV Ab am
tinh. Siéu &m 6 bung: Cau tric héi &m
déng nhat, mat gan phang, bd gan déu,
kich thudc binh thuong. Ha phan thuy 4 - 8
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c6 khoéi gidm am, b kém déu, gidi han ro,
kich thuéc 85 x 60mm, cé hiéu Ung khai.
Hé thong tinh mach trén gan va tinh mach
clra chua phat hién bat thuong. (Két luan:
U gan chua ré ban chat). Chup X-quang
l6ng nguc chua thay bat thuong. No6i soi da
day: Viém do than vi da day, HP am tinh.
N6i soi dai trang: Binh thuong. Chup cat
I6p vi tinh (Hinh 1) cho thay gan ha phan
thuy 4 - 8 cé khéi gidam ty trong khéng
dong nhat, bo khong déu, gidi han ro, kich
thudc 79 x 65 x 75mm, ngadm thudéc manh
thi déong mach, cé vo bao, trung tam khoéng
ngam thuoc, thai thuoc thi tinh mach va thi
muoén. phan gan con lai dong nhat va
khong cé dau hiéu xo gan. Khong thay bat
thuong cac co quan khac con lai trong 6
bung.

Hinh 1. Chup cat 16p vi tinh cho thady khéi
gidm ty trong khong dong nhat, bd khong
déu, gidi han ré, ngam thuéc manh thi déng
mach, thai thuéc thi
tinh mach va thi muén. Chan doan theo doi
ung thu bi€u mo té bao gan.

Chup céng hudéng tir gan (Hinh 2): Kich
thudéc gan binh thuong, bo con déu. Khéi
choan cho kich thuéc 16n & ha phan thuy 4
- 8, kich thu6c 85 x 65 x 65mm, tang tin
hiéu trén T2W, han ché khuéch tadn, ngdm
thuoc thi ddng mach, tinh mach va thi
muon nhung ngam kém hon nhu md gan
xung quanh. Trung tdam khéi u cé seo tang
tin hiéu trén T2W, khoéng han ché khuéch
tdn, chua thay ngam thudc ré sau 300
gidy, c6 vo bao ré. Ngoai ra con c6 6
thuong tén vé tinh cd tin hiéu tuong tu.
Khéng thay huyét khéi tinh mach cla. Két
qua cOng hudng tir xac dinh tén thuong ac
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tinh nhung chua ré loai (khéng nghi dén
ung thu bi€u mo té bao gan).

Hinh 2. Hinh dnh khéi u trén cdng hudng tir
cho thay mét tén thuong ac tinh khu trd gan
phai nhung chua xac dinh dugc ban chat khoi

nhitng ddm té bao gan c6 nhan Ién, kiém
tinh, xép hén don
va xam lan m6 gan. Chan doan gidi phau
bénh: T€ bao &c tinh khoéng ro loai.

VGi chdn doan truéc mé la u gan ha
phan thuy 4 - 8 (theo ddi ung thu bi€u mo
té bao gan gan), bénh nhan dugc chi dinh
phau thuat cat gan trung tam.

Tém tat phau thuat: © phdc mac sach,
chua thay di can. Gan tron lang, mat do
mém, khéi u gan I6n nam & ha phan thuy 4
- 8. Tién hanh |ay toan b6 khéi u bang ky
thuat cat gan trung tam (cat gan ha phéan
thuy 4 - 5 - 8).

N\

Hinh 4. Cat gan trung tam (kh6i u mau
trang-xam)

Bénh phadm dugc gui xét nghiém giai
phau bénh (Hinh 5).

(T S

Hinh 5. K& bén
bao &c tinh. A: 100x; B: 400x: U gdbm nhiing
dadm té bao bi€u mod cé nhan 1én, kiém tinh,
nhan quéi xam lan md gan. Két luan u ac tinh
chua rd loai

Két quad héa mo6 mién dich: Cac té bao
u duong tinh véi cdc dau an Chromogranin,
CKAE1/3, Ki67 (duong tinh 20%), CD56
(123C3) va Synaptophysin, am tinh véi dau
an AFP, Hepartl va Vimentin (Hinh 6, Hinh
7). Két luan chd@n dodn md bénh hoc: Hinh
anh md bénh hoc va héa mé mién dich phu
hop véi ung thu bi€u mo than kinh noi tiét
do 2 theo phan loai ctia Té chic Y té Thé
giéi nam 2017.
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duong tinh
vGi Chromogranin (A), CKAE1/3 (B), Ki67 (C),
CD56 (D) va Synaptophysin (E)

......

Hinh 7. Hod m6 mién dich cho két qua am
tinh véi AFP (A), Hepartl (B) and Vimentin
(C)

Sau phau thuat, bénh nhan tién trién
tot, khéng xay ra bi€n ching gi. Bénh nhéan
ra vién va dugc theo doi véi tinh trang
chung tét, tang can tré lai nhu trudc, sinh
hoat binh thuong.

3. Ban luan

Ung thu biéu moé ndi ti€t than kinh
(neuroendocrine carcinomas-NECs) cé ngudn
gbc tur cac té bao ngoai bi than kinh phan bo

92

khap co thé. NECs & duong tiéu hda chiém
54,5 - 75%, nhung hiém gap nguyén phat tai
gan, khodng 0,3% tat ca cac truong hgp NECs
[1]. Vé mat l1am sang, PHNEC thuong phat
trién chdm va chi biéu hién bénh ré rang &
giai doan tién trién [3], [6]. Trong hau hét
cac truong hgp, u nay dugc phat hién tinh
cO do chidng thuong xuat hién dudi dang
kh6éi & gan tham lang. Chi khodng 6,8%
bénh nhan PHNEC cé hoi ching “carcinoid”
kinh dién nhu doé da, tiéu chay va dau bung
[1]. Bi€u hién ctia PHNEC c6 thé trai ngugc
véi NECs di can gan-thuong lién quan dén
héi ching “carcinoid” kinh dién. PHNEC
thuong dugc phat hién dua vao cac triéu
chiéng lién quan vai khéi anh huéng téi gan
va cac co quan lan can, nhu chudéng bung,
dau bung mo ho, vang da hodc so thay
khéi & ving ha sudn phai, gay sat can, tiéu
chdy. Dau bung la triéu ching thuong gap
nhat (khoang 65% cac truong hgp duogc
bao cdo cé triéu chiing nay) [6], [7]. Trong
nghién clu clda Quarter va cong su & 124
truong hop PHNEC, thay két qua tudi trung
binh IGc chdn doan la 51,9 va khéng cé su
khac biét gilra hai giéi (50,8% phu nir va
49,2% nam qgidi) [1]. BEnh nhan cuda chung
toi la nir gidi, 66 tudi, co triéu chiing lam
sang khong dac hiéu nhu sat can, an
khong ngon miéng, mét mai; véi mot khoi
u duy nhat dugc phat hién & gan phai.
Chan doan PHNEC la mot qua trinh tiép
dién bat dau tu giai doan trudc phau thuat
dén sau phau thuat, bao gom theo doi lau
dai dé loai trir cac khéi u nguyén phat
ngoai gan [1, 5, 8]. V& mat chan doan hinh
anh, PHNEC thuong bi chdn doan nham la
ung thu biéu moé té bao gan hodc ung thu
duong mat. Cac dau hiéu hinh anh cua
PHNEC rat da dang, véi mét s6 tén thuong
bi€u hién & dang dac hoac dang nang, ranh
gi6éi ro hoac khdéng [9]. Nghién clu
cla Wang va cbng su cho thay tat ca cac
ton thuong ngam thudc dang ké & thi dong
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mach do chidng cé nguon cap mau phong
phd t&r dong mach gan [10]. Ung thu biéu
mo té bao gan c6 dac diém dién hinh la
ngam thuéc manh thi ddng mach va thai
thuéc nhanh thi tinh mach, diéu nay dé
gdy nham lan cho chadn doan NECs nguyén
phat. M6t s6 nghién ctu chi ra rang c6 thé
chd@n doan PHNEC trudc phau thuat bang
sinh thiét kim nhung dé chinh xac khéng
dd cao [11]. Hién nay van chua rd rang vé
gia tri cda sinh thiét gan, do dé danh gia
md hoc va hdéa mé mién dich sau phau
thuat la phuong phap thiét yéu dé chan
doan xac dinh. Trong trudng hgp bénh
nhan clda ching toéi, sinh thiét da dugc thuc
hién va cho két qua ung thu biéu mob té
bao gan. Mac du vay, sinh thiét cling déng
gép cho chi dinh phau thuat. Cac dac diém
chdn doadn hinh anh gilta NECs nguyén
phat va di can tuong doi giéng nhau [12].
Hon nira, cac dac diém mod bénh hoc cla
PHNEC rat khé phan biét véi cac u di can
gan. Do dd, can kiém tra ky luéng dé€ loai
trr NECs ngoai gan. Cac phuong phap nay
bao gom chup cat I16p vi tinh, cong hudng
tlr, xa hinh somatostatin, chup cat |6p phat
Xa positron, noi soi da day, dai trang, phé
quan va phau thuat tham do dé tranh bd
sot khoi u nhé ngoai gan nguyén phat [13].
Doi khi, can theo doéi ldu dai sau phau
thuét dé chan doan xac dinh PHNEC.

Vé mat dai thé&, PHNEC la khoi cé ranh
gigi rd, mau vang xam, thudng cé vung
nang héa hoac nhiéu vung chdy mau, kich
thudc tir 3,2 dén 18 cm (trung binh: 8,6 +
5,7cm) [14]. Hinh &nh vi thé trén H.E
(Hematoxylin-Eosin) thdy md u tao cau tric
6, dang bé hoac héon hgp, nhung ching
khéng dac hiéu cho NECs. NSE,
chromogranin A va Synaptophysin la cac
dau hiéu héa md mién dich cé do nhay cao
dé chan doan NECs. Truong hgp cla ching
téi, m6 u duong tinh véi Chromogranin,

CKAE1/3, Ki67 (duong tinh 20%), CD56 va
Synaptophysin.

Chua c6 huéng dan diéu tri cho PHNEC,
nhung phau thuéat cat bd khéi u (nhu phau
thuat hinh chém hoac phau thuat cat thuy
gan) la lua chon diéu tri uu tién [15].
PHNEC c6 thé phau thudt cat bd khoang
70% va ty 1& s6ng 5 nam sau phau thuat
cat gan 1a 78% [1]. Nghién clu gan day
cho thay muc do cta bénh va phuong phap
phau thuét khoéng anh hudng dén ty |é
song [14]. Nhiing bénh nhan bénh & giai
doan tién trién, cé nhiéu phuong thic diéu
tri cham séc giam nhe khac nhau nhu dung
5-FU toan than, nut déng mach gan, liéu
phap octreotide. Tuy nhién, d{t liéu vé cac
phuong thdc nay con han ché. Hién nay,
ghép gan dugc dé xudat la mét lya chon
diéu tri & nhitng bénh nhén tén thuong da
0 hoac suy gidm chic nang gan [16].

4. Két luan

Chan doan ung thu biéu md ndi tiét
than kinh nguyén phat tai gan van la moét
thach thic vi bénh rat hiém. Chung kho
phan biét véi cac khéi u gan khac nhu ung
thu bi€u mé té bao gan va ung thu duong
mat... néu chi dua vao triéu ching lam
sang va chan doan hinh anh. Chdn doan
xac dinh ung thu bi€u mo ndi tiét than kinh
nguyén phat tai gan can phéi hgp lam
sang, xét nghiém, tham do hinh anh, giai
phau bénh va c6 thé dugc xac dinh sau khi
phau thuat trong cac truong hop kho.
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