BAO CAO CA BENH X0 GAN MAT TIEN PHAT
(PRIMARY BILIARY CHOLANGITIS)
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Muc tieu: xac dinh mot truong hop duoc chéan doan x4c dinh xo gan mat tién phat nho sinh thiét
gan, c6 hinh anh giai phiu bénh diéu tri tai khoa Viém gan Bénh vién Bénh Nhiét di Trung wong.
Poi twong va phu“O’ng phdp mo ta mot bénh nhan nit 71 tudi co ting men gan va & mat dai dé“ing
nhiéu dot, da diéu tri nhiéu lan benh khong cai thién da dugc sinh thiét gan va lam g1a1 phau
bénh. Két qua: benh nhan nir 71 tudi, bénh nhan vao vién trong tinh trang da cung mac mat vang
dam, thé trang gay, khong c6 xuét huyét, khong sdt, khong co hach ngoai vi bat thuong, di tam
soat loai trir cac can nguyén viém gan vi rat thuong gap ¢ Viét Nam (viém gan A, B, C, E, EBV,
CMV) va cac marker viém gan tu mién (ANA, DsDNA, LKM1, LC1, ASGPR, pANCA,
cANCA) c6 thé lam dugc déu cho két qua am tinh. Cac xét nghiém ALP: 467,3 UI/L, AMA: 93,2
AU/ml. Bénh nhan c6 chi dinh chup MRI dung hinh duong mat cho két qua khong co tdc mat co
gi6i, sinh thiét c6 két qua giai phau bénh hinh anh dién hinh PBC. Kéf ludn: xo gan mat tién phat
1a bénh 1y duong mat duoc chan doan kha nhiéu trén thé gidi. Tuy nhién, ty 1& nay ¢ Viét Nam
hién con rat thap, néu bénh nhan xo gan mat tién phét duoc phat hién som, chi dinh ghép gan diing
thoi diém thi tién lugng song sau 5 ndim > 80%. Vi vay, trong nhing truong hop bénh nhan c6
tang enzyme gan va, hodc vang da & mat dai dang cin c6 su phdi hop chit ché giira bac si lam
sang, chan doan hinh anh va giai phau bénh dé chuan doan bénh sém va diéu tri kip thoi cho

nguoi bénh.

Twr khéa: xo gan mat tién phat, vang da @ mat, AMA.

PAT VAN DPE

Xd gan mat tién phat (Primary Biliary Cholangitis -
PBC hoac Primary Biliary Cirrhosis) la mgt bénh & mat man
tinh cd thé tién trién kéo dai trong nhiéu thap ky. Téc do
tién trién rat khac nhau gilta cac bénh nhantl, Trong
khodng muai nam gan day, nhg cac phuong tién ky thuat,
nhiéu bénh nhan da dugc chan doan va diéu tri PBC trong
giai doan s6m!2. Do cac yéu t6 thay d6i v& mat méi truting
va diéu kién song cac nghién ctru cho thdy ty Ié PBC dang
ngay cang gia tang. Viéc phét hién chan doan sém trong
giai doan dau cla bénh s& gilp tang ty Ié dap Ung diéu
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tri cling nhu tang chat lugng cudc s6ng ctia bénh nhan4,
Do tinh chét ndng clia bénh va d&c diém tién trién 4m
tham, chan doan bénh dé bi bo sét. Hién tai, Viét Nam
chua cd nghién clftu nao chi tiét vé xd gan mat tién phat.
Do d6 nhan mét trudng hdp chan doan xac dinh dugc
bénh, chlng t6i xin trinh bay triéu chimng lam sang, hinh
anh trén MRI dudng mat va két qua giai phau bénh &
bénh nhan xo gan mét tién phat d& dua ra mot huéng
chan doan mdi trén nhém bénh nhén cd tdng enzyme gan
va, hodc vang da dai dang khdng rd can nguyén.
POI TUONG VA PHUONG PHAP: MG t3 mot bénh nhan
ni 71 tudi cd tdng men gan va (' mét dai d3ng nhiéu dat,
da diéu tri nhiéu [an bénh khong cai thién da dugc sinh
thiét gan va 1am giai phau bénh.
BAO CAO CA BENH
Bénh nhan ni* 71 tudi da vé huu, tién st c6 udng
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rugu, so lugng khong nhiéu, dirng 20 nam nay, da di
kham nhiéu naoi, chua tirng phat hién cd viém gan vi rdt
trudc day. Trong thai gian 2 ndm trd lai day, bénh nhan
dugc chdn doan xd gan khdng rd c&n nguyén, miic
AST/ALT ludn giao dong >100UL/I, Bilirubin TP 95 -
105umol/I, marker viém gan vi rit (HBsAg, HBVDNA, anti
HCV, HAV IgM, HEV IgM, CMV IgM, EBV IgM, PCR EBV)
am tinh, cic xét nghiém tu' mién (ANA, DsDNA, LKM1,
LC1, ASGPR, pANCA, cANCA) am tinh, siéu am khong phat
hién bat thuGng, khong co gidn duGng mat trong va ngoai
gan, da loai trlr cac can nguyén tan mau, vang da trudc
gan va vang da sau gan. Xét thdy bénh nhan cd tang men
gan va Bilirubin dai dang, ALP: 4673UI/l, AMA:
93,2AU/ml. Nghi ngG bénh nhan bi PBC, ching tdi quyét
dinh gui chuyén gia CDHA chup MRI dudng mat va hoi
chan véi BS giai phau bénh cho két qua nhu sau:

K&t qua MRI dudng mét: gan bién ddi hinh théi, phu
dai HPT I va gan trdi, nhu mo gan tho, bd gan khong déu,
khong thay bat thudng nhu mo gan, dudng mat trong va
ngoai gan khdng gian. Pay la dau hiéu quan trong dé
chan doan phan biét vi viém xa tiéu dutng mét tién phat
(Primary sclerosing cholangitis - PSC) sé& cé hinh anh hep
va gidn 6ng mat trong va ngoai gan.

T

1.
\

Trén phudong dién giadi phau bénh, bénh nhan dugc
sinh thiét gan 02 mau 18G dai 1,2 cm va 1,5 cm, trong doé
€6 15 khoang ctra c6 hinh anh téng sinh dudng mat phan
(ng trong d6 06 khoang clra c6 ton thuong mat dudng
mét gian ti€u thly (ductopenia). Cac khoang cla tang
sinh x0, tao hinh anh cac dai xo chia cit cac bé t& bao
gan, kém xam nhap nhiéu lympho bao gay ton thuong
viém pha hay dudng mat. Nhu md gan vung quanh
khodng ctra cé hinh anh & mat trong t€ bao gan va cac vi
quan méat, kém tn thuong thodi hda t& bao do ( méat. Rai
rdc mdt s6 vung c6 ton thuong hoai t&r mdi gdm kém hoai
tr 6 trong ti€u thuy gan.
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Hinh anh ton thuong & mét trong té bao gan va
vi quan mirc d6 nang kém xo hoéa khoang cira va
xam nhap lympho bao

Hinh anh viém giau lympho bao pha hiy dudng
mét gay ton thuong méat dudng mat (ductopenia)

BAN LUAN

Xd gan mat tién phat (PBC) dugc mo ta dau tién bdi
Roll va ¢s vao nam 1983 dua trén mot nghién ctru hoi clru
quan sat trén 280 bénh nhan dugc theo ddi trong 19
ndmel, Nghién cltu nhan thdy cac yéu t6 nhu tudi, biliru-
bin huyét thanh, gan to, xd hda gan tién trién hodc xg
gan la nhitng yéu t6 doc lap tién lugng nang bénh. Tuy
nhién vai tro cla sinh thiét gan trong nghién clfru nay con
chua thuc su’ dudc chu trong. Nam 1985, Christensen va
cs b3t dau dua sinh thiét gan vao tiéu chudn chan
doan[6]. Trén lam sang nghi dén PBC trong cac trudng
hgp * mat man tinh sau khi da loai trir cac can nguyén
khéc, nghi nhiéu dén hon & nit gi6i tudi trung nién kém
theo tang ALP khong giai thich dugcl”). Hiép hdi gan mat
Hoa Ky da dua ra tiéu chuén chan doan khi cé 2 trong 3
tiéu chi sau: (1) Bang chiing (' mat véi ALP tang, (2) AMA
duong tinh hodc su c6 mét cla cac tu khang thé khéc



(sp100 hodc gp210) néu AMA am tinh, (3) Bang chiing
md hoc clia ton thuong viém pha hiy dudng mét gian tiéu
thly khdng mu. Vi nhitng trung hop dién hinh thi sinh
thiét gan khong that su’ can thiét cho chdn doan nhung sé
gdp phan chan doén giai doan bénh dé tién Iugng nguy co
tlr vongt,

MOt trong nhitng khé khdn trong phat hién s6m bénh
PBC la do ty Ié bénh nhan khong cd triéu chimg lam sang
trong giai doan nay kha cao. Nhiéu nghién clu tai cac
nudc phat trién nhu Anh, Bac My, Thuy Dién cho thay
trong cac bénh nhan da dugdc chan doan bénh (du chua
€6 triéu chirng lam sang) chi cd 36 - 89% trudng hdp tién
trién c6 triéu chitng trong qud trinh theo ddi trung binh tir
4,5 dén 17,8 ndm va thdi gian tir khi dugc chan doan dén
khi xudt hién triéu chirng tir 2 dén 4,2 naml®°, Trong
trudng hop bénh nhan khdng dugc chan doén, khong diéu
tri acid ursodeoycholic (UDCA), bénh nhan cé théi gian
s6ng s6t rit ngdn dang k&. Ty I séng sau 10 n&m cla
bénh nhan khong triéu chiing dao dong 50 - 70% trong
khi thdi gian s6ng trung binh clia nhém bénh nhan cd triéu
chiing dao dong tr 5 - 8 ndm (dugc tinh tir thdi diém khdi
dau triéu chiing lam sang)io41],

Trong qua trinh diéu tri, tién trién trén md bénh hoc
rat quan trong dé danh gia giai doan bénh va du doan ty
Ié sdng. Thai gian trung binh dé tién trién xa héa dién
rong (= F3) 1a 2 ndm. Giai doan md hoc tién trién mdi giai
doan trung binh sau 1,5 ndm. Su tién trién cla xd gan
mét bu (cd chudng, xuét huyét tiéu hda do gidn v3 tinh
mach thuc quan hodc bénh ndo gan) trong thai gian theo
ddi 5 nam theo udc tinh la 15% trong nghién clru cong
dong trén 770 bénh nhan & Anh va 25% trong s6 236

bénh nhan & chau Au. Trong nghién citu 256 bénh nhan
(28% da bi xd gan) cd thdi gian sdng trung binh la 5,6
nam, c6 31% bénh nhan bi gian tinh mach thuc quan, ty
I& s8ng sau khi tién trién gidn tinh mach thuc quan trong
3 ndm la 59% va sau khi c6 xuat huyét la 46%!2.,

Vao gifta nhiing ndm 1980, PBC la chi dinh ghép gan
hang dau tai Hoa Ky. Bap Ung sau ghép do PBC dugc ghi
nhan co tién lugng tot hon cac can nguyén khac can ghép
gan. Nghién c(fu cho thay ty Ié song sau 1, 3, 5 va 10 nam
[an lugt 1a 90,2%, 86,7%, 84,4% va 79%. Khoang 20 -
30% bénh nhan sau ghép cé thé cd tién trién tai phat sau
10 nam va khodng 50% tai phat sau 20 nam theo dai.
Thdi gian trung binh tai phat la 3 - 6 ndm. Kha may man
la tinh trang tai phat PBC lai khong anh hudng téi chat
lugng manh ghéplt34),

KET LUAN

Chan doan xéc dinh PBS con g3p nhiéu kh6 khan, can
dinh huéng 1am thém xét nghiém mién dich va giai phau
bénh céc trudng hgp ngusi bénh cd tang enzyme gan va,
hodc tang bilirubin kéo dai khong tim dugc can nguyén.
KHUYEN NGHI

- Viéc chan doan sém PBS rat quan trong sé gilp tu
van bénh nhan vé tién lugng bénh, cling nhu cd thé chuan
bi ghép gan néu tinh trang xd héa tiép tuc tién trién de
doa tinh mang ngugi bénh.

- Can ¢d su phoi hgp chat gilra gilra cac chuyén khoa
lam sang, mién dich, chan doan hinh anh va giai phau
bénh dé cung dinh hudng tim ra c&n nguyén trong cac
truong hop khd xac dinh
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A CASE REPORT OF THE PRIMARY BILIARY CIRRHOSIS DISEASE

Summary

Objective: Identify a diagnosed case of Primary bil-
iary cirrhosis treatment at the National Hospital of Tropi-
cal Diseases. Subjects and methods: Describe a 71 — year
- old female patient with persistent elevations of liver en-
zymes and cholestasis, multiple times of untreated dis-
ease. We use a liver biopsy to diagnose. Results: 71 — year
- old female patient, hospitalized patient in a condition
with dark yellow eye and skin, asthenia, no hemorrhage,
no fever, no abnormal and no peripheral lymph nodes.
Blood tests about viral hepatitis in Vietnam (hepatitis A, B,
C, E, EBV, CMV) and autoimmune hepatitis markers (ANA,
DsDNA, LKM1, LC1, ASGPR, pANCA, cANCA) were both

give negative results. ALP tests: 467.3 Ul / |, AMA:
93.2AU/ml. MRI: no mechanical biliary obstruction, liver
biopsy results of typical PBC image anatomy. Conclusion:
Primary biliary cirrhosis is a common diagnosis of biliary
tract disease in the world. However, this rate in Vietnam
is still very low, if primary biliary cirrhosis patients are de-
tected early, transplantation is indicated. At the right time,
the liver should live after 5 years is > 80%. Therefore, in
cases of patients with persistent elevated liver enzymes
and/or cholestatic jaundice, there is a close coordination
between the clinician, imaging and pathologist for early
diagnosis and treatment. timely for patients.

Key words: primary biliary cirrhosis, cholestatic jaundice, AMA.
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