TAP CHi Y HOC VIET NAM TAP 545 - THANG 12 - SO 3 - 2024

bénh nhan hemophilia A cao han hemophilia B.
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DANH GIA PAC PIEM LAM SANG, XET NGHIEM VA DPIEU TRI
MOT SO BENH TANG SINH TUY AC TINH THE BCR-ABL AM TiNH
TAI BENH VIEN HO’U NGHI PA KHOA NGHE AN

TOM TAT

Muc tleu banh gia két qua diéu tri bugc dau va
mot sO yeu to lién quan dén két qua diéu tri bénh
tang tiéu cau tién phat (ET), da hong cau nguyén phat
(PV), xd tuy nguyén phat (PMF). Doi tugng va
phucng phap: Can thiép lam sang khéng dbi ching
trén 49 bénh nhan [An dau dugc chan doan ET, PV,
PMF trong thoi gian 01/2023 dén 06/2024 tai Benh
vién Hitu nghi da khoa Nghe An. Céac bénh nhan thoa
man nghién ciu dugc ti€n hanh chan doan theo
huéng dan chan doan BO Y t&, tiéu chuén chan doan
WHO 2008. 49 bénh nhan dufdc diéu tri theo phac do
“Hu‘dng dan chan doan va diéu tri mot s6 bénh Iy
Huyét hoc” - nam 2022. Nhom nghlen cltu s& danh gia
hiéu qua diéu tri khi ra vién va sau 03 thang diéu tri.
Két qua: Tudi trung binh nhém nghlen ctu Ia
65,51+12,7; Ti 1& Nam/N&t =1,3/1.PMF cb d6 tudi
trung binh 75 67+12,78 cao hon nhém ET, PV. Triéu
chirng roGi Ioan vi tuan hoan gap nhiéu & nhém PV, ET
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lan lugt 84%, 38,9%. Tinh trang tdc mach chu yéu
gdp tac déng mach (nhdi mau ndo, nhdi mau cd tim)
gap 6 nhém ET, PV chiém 33,3%, 24%. Lach to gdp &
ca 3 nhom bénh, nhdm PMF chud yéu lach to d6 III, 1V.
Ty 1€ dot bién JAK2V617F & 3 nhdm PMF, PV, ET lan
lugt la 100%; 92%; 83,3%. ET,PV 100% c6 dap (ng
diéu tri tan cong. Sau 03 thang cd gia tri trung binh
PLT 499 G/I 8 nhom bénh ET. PV sau 03 thang diéu tri
co Hgb trung binh 149¢/1. Két luan: biéu tri PV,ET
déu cé dap Lrng diéu tri v&é mat huyét hoc ngay khi
diéu tri tdn cong va dan dan on dinh sau 03 thang.
Nhom PMF hién nay hiéu qua diéu tri con chua cao khi
100% phu thudc truyén mau

T khoa: ba hong cau nguyén phat, Tang ti€u
cau tién phat, Xd tuy nguyén phat, JAK2V617F

SUMMARY
EVALUATION OF CLINICAL FEATURES,
LABORATORY FINDINGS, AND TREATMENT
OF SOME BCR-ABL-NEGATIVE
MYELOPROLIFERATIVE NEOPLASMS AT

NGHE AN FRIENDSHIP GENERAL HOSPITAL

Objective: To evaluate the initial treatment
outcomes and some factors related to the treatment
outcomes of essential thrombocythemia (ET),
polycythemia vera (PV), and primary myelofibrosis
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(PMF). Subjects and Methods: A non-controlled
clinical intervention was conducted on 49 patients who
were newly diagnosed with ET, PV, or PMF between
January 2023 and June 2024 at Nghe An Friendship
General Hospital. The patients who met the research
criteria were diagnosed according to the Ministry of
Health's diagnostic guidelines and the 2008 WHO
diagnostic criteria. All 49 patients were treated based
on the 2022 "Guidelines for the Diagnosis and
Treatment of Some Hematologic Diseases". The
research team assessed treatment effectiveness upon
hospital discharge and after three months of
treatment. Results: The average age of the study
group was 65.51 + 12.7 years; the male-to-female
ratio was 1.3/1. PMF patients had a higher average
age (75.67 £ 12.78 years) compared to those with ET
and PV. Microcirculatory disorder symptoms were
more common in the PV and ET groups, at 84% and
38.9%, respectively. Arterial thrombosis (such as
cerebral infarction and myocardial infarction) was
primarily found in the ET and PV groups, accounting
for 33.3% and 24%, respectively. Splenomegaly was
present in all three disease groups, with PMF patients
predominantly having grade III and IV splenomegaly.
The JAK2V617F mutation rate in the PMF, PV, and ET
groups was 100%, 92%, and 83.3%, respectively.
Both ET and PV groups had 100% response to
induction therapy. After three months, the average
platelet count (PLT) in the ET group was 499 G/I,
while the PV group had an average hemoglobin (Hgb)
level of 149 g/l after three months of treatment.
Conclusion: Treatment for PV and ET showed
hematological response during induction therapy, with
gradual stabilization after three months. In contrast,
the treatment effectiveness for the PMF group remains
low, with 100% of patients still dependent on blood
transfusions. Keywords: Polycythemia vera, Essential
thrombocythemia, Primary myelofibrosis, JAK2V617F.

I. DAT VAN DE

Khai niém cac bénh tang sinh tly ac tinh
kinh dién khéng c6 t6 hop gen BCR/ABL la mét
nhém tén thuong &c tinh vé huyét hoc khdng
dong nhat bao gom: da héng cau nguyén phat
(polycythemia vera — PV), tdng tiéu cau tién phat
(essential thrombocythemia — ET) va xd tay
nguyén phat (primary myelofibrosis — PMF)!.
Nhdm bénh nay c6 dic diém 1a khdng xuét hién
dot bién t6 hdp gene BCR/ABL trong khi dé lai
xudt hién ty Ié cao dot bién gen JAK2 V617F véi
dién bién cd thé téng sinh mot hodc nhidu dong
t&€ bdo mau, kém theo lach to. Tién trién cla
nhom bénh ta“mg sinh tay ac tinh mang tinh chat
man tinh nhiéu n&m, c6 thé tién tdi chuyén
thanh bénh ly ac tinh cdp tinh. DGi vGi bénh tang
ti€u cau va da hdng cau nguyén phat ddc trung
bgi tang sinh manh dong ti€u cau hodc hdng
cau, ngudi bénh cé nguy cd cao bién cerng
huyét khéi, co thé dan tdi glam thai gian ciing
nhu chat lugng cubc s6ng cta bénh nhan. Trong
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khi d6, bénh xo tay lai bi€u hién 1dm sang da
dang va nang né hon: triéu ching toan than,
lach to, giam cac dong té bao mau, sinh mau
ngoai tdy va nguy cd tién trién thanh 16 x& mi
cap trong vong mét dén vai nam. Ngudi ta da
tim ra rdng trong cac bénh tang sinh tdy ac tinh
(Myeloproliferative neoplasms — MPN) ¢6 dién thi
dét bién JAK2 V617F la bién c8 phan tir phd bién
nhat xuat hién & hon 95% bénh nhan mac bénh
PV va 50-60% bénh nhan véi ET hoac PMF2,
Ngay nay cung vdi su tién bo khong nglring cla
linh vuc di truyén - sinh hoc phéan tlr, cac dot
bién md&i cua cac gen gay bénh MPN ti€p tuc
dugc tim ra va phat huy vai trd quan trong trong
chan doan, tién lugng va diéu tri: JAK2 exon 12,
CALR, MPL va m6t s6 gen khac.

VGi mong muén dua ra dugc goc nhin day
dd nhdt cd thé vé dic diém 1dm sang, xét
ngh|em thuc tién diéu tri cac bénh tang sinh tuy
ac tinh, trén cg s@ dé gop phan nang cao nang
luc chan doan, cai thién chat lugng diéu tri bénh
nhan, ching t6i thuc hién dé tai nay.

II. DOl TUQNG VA PHUONG PHAP NGHIEN CU'U

2.1. Boi tugng nghién ciru. 49 bénh nhan
vao diéu tri [an dau tai Bénh vién Hiftu nghi da
khoa Nghé An tUr thang 07/2020 dén thang
07/2024

Tiéu chuén lua chon: Trén 16 tudi;

Chan doan lan dau, chua dugc diéu tri trudc
khi tham gia nghién ciu;

Pugc chan doan mot trong ba bénh: ting
ti€u cau tién phat, da hong cau nguyén phat, xd
tay nguyen phat theo tai liéu “Hudng dan chan
dodn va diéu tri mot s& bénh ly huyét hoc” va T
chlrc Y t€ Thé gidi (WHO) nam 2008.

biéu tri theo phac d6 da dugc BO Y t€ ban
hanh trong tai liéu “Hudng dan chan doan va
diéu tri mot s6 bénh ly Huyét hoc” - ndm 2022;

Xét nghiém dot bi€én gene BCR/ABL am t|'nh

Tu nguyén tham gia vao nghién clu.

Tiéu chuén loai trir

- Di ting v&i thanh phan thudc diéu tri.

- Khong tuan thu phac do diéu tri.

2.2. Phuong phap nghién ciru

- Thiét ké nghién ciu: Can thiép lam
sang khong déi ching.

- Thoi gian va dia diém nghién ciu

+ Thdgi gian: tur thang 01/2023 dén thang
06/2024

+ Dia diém ‘nghién cru: Nghién clu dugc thuc
hién tai Bénh vién Hitu nghi da khoa Nghé An

- €& m3u: c3 mau thuan tién,

Tiéu chuén s’ dung trong nghién curu

- Tiéu chudn chan doan PV, ET, PMF theo
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WHO 2008:

- Phan nhdém nguy co ET theo diém IPSET —
thrombosis sira doi

- Phan nhém nguy cd PMF theo diém DIPSS

- Tiéu chudn dap (g diéu tri PV theo ELN 2011

- Tiéu chudn dap (g diéu tri ET theo ELN 2011

2.3. Xtr li va phan tich s6 liéu: Cac dir liéu
dugc thu thap va ma hda bang phan mém Excel,
XU ly théng ké bang phan mém SPSS phién ban
22.0. Cac thuat toan thong ké dugc st dung: tinh
ty |, trung binh, trung vi, min, max, so sanh ty l€,
tinh phuong sai, kifm dinh phi tham s6...dé mé ta
céc dic diém 14m sang, xét nghiém, dét bién gen,
dap Ung vdi diéu tri va lién quan véi mot so dac
diém sinh hoc ctia bénh nhan.
Ill. KET QUA NGHIEN cU'U

Badng 1. Phén bé” bénh nhdn theo tudi
va gioi

, o, Nam Nir |Chung
Nhom tuoi n| % |n|% |n|%
< 40 1(138|11(43]2|41
40 - 49 1138]2187|3]|61
50 - 59 519,22 |8,7| 7 |14,3
60 - 69 8 [30,7|12(52,1|20 40,8
> 70 11 (42,5| 6 |26,2|17 (34,7
TONg 26 | 100 |{23]100(49 (100
X 66,31 | 64,61 | 65,51
Tuoitrung binh | 41 1°93 | 1372 | +12.7
P tudi trung binh
nam va nlt 0,895

Nhdn xét: Nam qidi tap trung chd yéu &
nhém tudi 60-69 (30,7%) va >70 tudi (42,5%).
Nt phan I6n thuéc nhém 60-69 tudi (52,1%),
tiép theo 1a nhdm >70 tudi (26,2%). Tudi trung
binh cia nam (66,31 + 11,93) va nir (64,61 +
13,72) kha tugng dong, vdi su’ khac biét khong
¢d y nghia théng ké (P = 0,895 > 0,05).

Bang 2. Mot so' triéu chung lam sang o
cdc thé bénh

ET PV PMF
Triéu chirng (n=18)|(n=25)|(n=6)
n{% | n |%|n| %
RGi loan vi tuan hoan (té
tay chan, dé va dau dau| 7 |38,9| 21 |84(0| 0
chi...)
NgUra 0/ 0[4][16]0] 0
Pau xuong 0| 0| 0|0 |4/66,6
Nhiém trung 0| 0| 0]0]|4]66,6
. , Nam 0] 0] 0)0]2333
Thi€u mau " &5 37,8 0 | 0 |4]66.6
Xuat huyét 211,11 0 | 0 |5/83,3
Lach to 4122,21 1 | 4 |6[/100
Tién s huy&t khéi (nhoi
mau ndo, nhoi mau cg 61333 6 |24/10] 0

tim, huyét khai tinh

mach sau chi dudi...)

Nhan xét: -Triéu ching rGi loan vi tudn
hoan gap chu yéu 6 nhém bénh PV 84%.

- Triéu chi’ng nglra sau tdm nudc @m chi
gap G 4/25 nhom bénh PV.

- Triéu chirng dau xuang chi gap & 4/6 bénh
nhan nhom PMF.

_- Tai thoi diém chan doéan bénh tinh trang
nhiém trung gap & nhdom bénh PMF 4/6 bénh nhan.

- Tinh trang thi€u mau gap 100% & nhdém
bénh PMF. Khong gap bénh nhan thi€u mau &
nhém bénh PV,

- 2/18 trudng hdp cd xuat huyét & nhém ET.
Bén canh d6 nhom PMF la 5/6.

- Bi€u hién lach to gdp & t&t ca bénh nhan
PMF 6/6 trong khi & nhom PV chi gdap 1/25
trudng hap.

- Tinh trang huyét khGi gap & 2 nhdm bénh
PV, ET lan lugt (24%; 33,3%). Khdng bat gap &
nhém PMF.

bap img SLTC

1000
800

Sau 3 th
—FET 902 12 199
PV 165 142 366
—ET PV
Biéu db 1: Pap irng diéu tri vé sé° trung
binh luong tiéu ciu PV, ET
Nhén xét: S6 lucng tiéu cdu & nhom ET, PV
c6 dap Ung vdi diéu tri tan cong dau tién, cd xu
hudéng 6n dinh sau 03 thang.

bBap ung SLBC

Imurde D1
—ET 18.21 9.8
PV 16.02 10.3 9.03

Ra vign

—EI1 PV
Biéu db 2: S6 luong bach ciu trung binh
liuc d nhom bénh ET, PV
Nhdn xét: SO lugng trung binh bach cdu
giam vé binh thudng 03 thang diéu tri & nhom
ET, PV

bap img Hgb
190
200 160
3 149
150 14 125

100

Imrde DT Ra vién
—EI 134 125 121
PV 190 160 149

—ET PV
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Biéu dé 3: Nong dé trung binh Hgb & nhom
bénh ET, PV
Nhén xét: Nong do trung binh Hgb giam
dan va vé muc binh thudng sau 03 thang diéu tri.

30 20
35 - 6 5

PV | 20 9 ET |,
15 17 1
. s [=
: 5

03 thang Ra vién thang
sau DT sau DT
Diép img ) 17 Dap tmg
hoan toan hoan toan
= Pap mg

mot phan

Ra vién

6

W Dap img

16
mot phan

bap vmg hoan toan DPap tmg hoan toan

¥ Dép img mét phan
Biéu dé 4: Pap ing diéu tri nhém ET, PV
Nhéan xét: 100% bénh nhan ET, PV déu cd
dap Ung vdi diéu tri (dap i’ng mét phan + dap
('ng hoan toan) vé mat huyét hoc. PUHT nhém
ET,PV sau 03 thang lan lugt la 50%, 68%.

IV. BAN LUAN

Pic diém chung. Theo két qua nghién cliu
clia ching t6i ¢4 dd tudi trung binh chung la
65,51 tudi, theo tirng nhém bénh ET,PV,PMF Ia
60,17 tudi, 66,92 tudi, 75,67 tudi. Co thé nhan
thdy du két qua cia nhém nghién clru ching toi
c6 dd tudi trung binh cao hon so véi cac nghién
cliu cia My nhung lai kha tuong dong vdi cac
nghién cltu trén bénh nhan chau A. Tac gid Yudi
Zhang va cac cong su vao nam 2022 trén hon
850 bénh nhan da chi ra rang trung vi tudi cua
hon 850 bénh nhan mac rdi loan/téng sinh tuy
ac tinh la 56 tudi [24]. DIt liéu clia chudng trinh
Giam sat, Dich te hoc va Két qua cudi cung
(SEER- Surveillance, Epidemiology and End
Results ) cta Vién Ung thu Qudc gia, udc tinh
pham vi cao 13 khoang 20.000 ngudi mac MPN
moi ndm va cd khodng 295.000 ngudi s6ng
chung véi MPN tai Hoa Ky MPN thudng dugc
chan doan sau 50 tudi, hdu hét bénh nhan & do
tudi 60 va 70. Tuy nhién, cé nhiing tru’dng hgp
MPN hi€m gdp & nerng bénh nhéan tré tudi’.

Pic diém 1am sang va can lam sang. Réi
loan vi tudn hoan la biéu hlen kha thuGng gap
khi thdm khdm & nhém bénh ting sinh tuy, biéu
hién cla bénh co nhiéu cd ché xay ra xung
quanh nhng n0| troi bai tinh trang tang do
quanh clia mau dan dén céc tinh trang giam tudi
mau t& chirc vi tudn hoan, tdc mach, ting tiét
histamin.. Dua theo két qué bang 3.5 cho thay
biu hién nay thudng gdp & nhdm bénh nhén
PV, ET (84%; 38,9%). Theo nghién c(fu cla tac
gia Van Genderen va cOng su’ nam 1999 cho két
qua biéu hién réi loan vi tudn hoan & 15/175
bénh nhan ET*.

m Dap tmg mot phan
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Theo két qua nghién cltu bang 3.5 va 3.6
nghién cfu cta chang t6i cho thay tinh trang
huyét khGi xay ra & nhom bénh nhan ET,PV
(33%; 24,6%) khong ghi nhan trudng hgp nao
trong nhom PMF xay ra tinh trang huyét khai.
Tinh trang huyét khoi gap chu yéu 6 dong mach
(nh6i mau ndo 32,7%, nhdi mau cd tim 19,1%,
nhoi mau lach 5,5%). K&t qua nghién ciu trén
nhém bénh nhan tang sinh tuy ac tinh cla tac
gia E Hachulla cho thay tinh trang huyét khoi xay
ra & nhom bénh nhan ET,PV [an lugt 43% va
24% gap cha yéu tinh trang huyét khéi dong
mach mau I6n va vira, dac biét la dong mach
nao, dong mach chi, ddong mach vanh va dong
mach tiéu héa®.

T€ bao mau ngoai vi Hgb ctia clia cdc nhém
bénh ET, PV, PMF la 134,78; 190,12; 81,83 so
sanh vdi cac tac gia khac nhu Yap® trung vi Hgb
G ET, PV, PMF la 130,8; 178,6; 98,6. Tac gia
Szuber’ trung vi Hgb ET,PV, PMF lan lugt 136;
179; 102. Trung vi sO lugng Bach cau trong
nghién ctu cta ching téi [an lugt & ba thé bénh
ET, PV, PMF la 18,21; 16,02; 26,89. So sanh vdi
nghién cu cua Yap [22] & ET,PV, PMF 13,36
G/L; 16,61 G/L; 22,37 G/L. Trung vi s lugng
Tiéu cdu theo bang 3.9 trong nghién clu cla
ching t6i 8 nhom bénh ET, PV, PMF cd gia tri [an
lugt 902; 465; 311. So sanh vdéi cac két qua
nghién clfu clia Yap gia tri trung vi s lugng tiéu
cau ET,PV, PMF 1032G/L; 539G/L; 350G/L. Tac
gia Szuber’ c6 két qua trung vi tiéu ciu & nhdm
ET,PV,PMF [an lugt la 876G/L; 467G/L; 229G/L.

Dot bién gene JAK2V617 trong la mét tiéu
chudn chinh trong chdn doan nhém bénh ting
sinh tuy ac tinh. Trong nghién cru cta ching toi
tai bang 3.14 cho két qua ghi nhan dot bi€n
gene JAK2V617 & 100% bénh nhan PMF, 92% &
nhém PV va 83,3% & nhém bénh nhan ET. Cac
nghién ctu khac trén thé gidi nhu clia tac gia E
Joanna Baxter ndm 2005 cho két qua Mot dot
bién diém don (Val617Phe) da dugc xac dinh
trong JAK2 & 71 (97%) trong s6 73 bénh nhéan
mac bénh da hdng cau nguyen phat, 29 (57%)
trong s8 51 bénh nhdn mac bénh ti€u cau
nguyén phat va tam (50%) trong s6 16 bénh
nhan mac bénh xa tay v6 cand.

Hiéu qua diéu tri. Trong két qua nghién
cltu ti 1é bénh nhan dap ’ng hoan toan sau diéu
tri tdn cong dat 33,3% va sau 03 thang diéu tri
dat 50%. Cao_han so v&i két qua nghién cliu cla
tac gia Nguyen Vi Bao Anh khi ty & dap Ung
diéu tri sau 03 thang & nhom bénh nhan ET dat
35,2%. Nghién clftu cla Carobbio cd két qua dat
dap Ung mot phan 58%, 17% bénh nhan khong
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dat dap ing mét phan trd 1én, ggi y tinh trang
khang véi Hydroxyurea.

Trong nghién clru cla ching t6i 100% bénh
nhan ¢ dap Ung vé mat huyét hoc, sau 03
thang diéu tri ty 1€ dat dap ¢’ng hoan toan huyét
hoc la 68%. MOt bao cao diéu tri PV tai Bic do
tac gia Crodel thuc hién (2021) cho thdy: trén
tdng s6 1440 bénh nhan PV, ¢ 60,7% bénh
nhan can diéu tri thudc giam té bao, thudc dugc
sir dung phé bién nhat la Hydroxyurea (72,3%).
Pap Ung diéu tri cta bénh nhan PV tai Bic cho
thay 71,3% bénh nhan duy tri dugc Hct < 0,45
I/I, trong khi 20,3% bénh nhan cé Hct tir 0,45 -
0,48 I/l va 7,8% bénh nhan cdé Hct > 0,49 I/1.

V. KET LUAN

biéu tri PV,ET déu co dap Ung diéu tri vé
mat huyét hoc ngay khi diéu tri tan cong va dan
dan 6n dinh sau 03 thang. Nhém PMF hién nay
hiéu qua diéu tri con chua cao khi 100% phu
thudc truyén mau.
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KIEN THU'C, THAI DO VE DU’ PHONG LOET TY DE CUA PIEU DUONG
BENH VIEN PA KHOA QUOC TE VINMEC TIMES CITY NAM 2024

Ding Minh Quyét!, Tran Quang Huy?, L& Vin Co?,
Lé Thij LAm?, Nguyén Thj Ly?, Nguyén Tién Ha'

TOM TAT

Muc tiéu nghién ciru: “Mo6 ta thuc trang kién
thirc, thai do vé du phong loét ty dé (LTD) cua diéu
duGng (BD) Bénh vién Da khoa Qudc té Vinmec Times
City (BVDKQT VTC) ndm 2024” va "M ta mét s5 yéu
to lién quan dén kién thirc va thai do vé du phong
LTD cta DD BVDKQT VTC". Déi tugng va phuang
phap nghién ciru: nghién cltu mé ta cat ngang dugc
thuc hién trén 149 DD lam viéc tai cac khoa: Hbi suc
tich cuc, Tim mach, NOi, Ung budu, Ngoai khoa cuta
BVDKQT VTC tur thang 01/2024 dén thang 6/2024.
Két qua: DD co kién thic vé du phong LTD & muc
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dat chiém ty 1&é 77,85%. 80,54% DD cd thai do tich
cuc trong viéc du phong LTD. Cac yéu to lién quan
dén kién thic cta DD la dao tao du phong LTD va
khoi lugng cong viéc lién quan dén LTD. Yéu td lién
quan dén thai do cua BD la khdi lugng cong viéc lién
quan dén LTD. Hién chua c6 su khac biét cé y nghia
thdng ké vé ty 1& dat phan kién thlc va thai do tich
cuc gilra cdc nhém khac nhau vé tudi, gigi, tham nién
cong tac, khoa cong tac, trinh d& hoc van va vi tri lam
viéc (p>0,05). Két luan: bD BVDKQT VTC cd ty 1€
kién thirc dat va thai do tich cuc trong van dé phong
ngura LTD kha cao. Dao tao vé du phong LTD co lién
quan dén kién thic dat cta DD trong du phong LTD.
Khdi lugng cong viéc lién quan dén cham soc LTD co
lién quan dén ca ki€n thirc dat va thai d6 tich cuc cla
BD. Can t6 chirc thudng xuyén va lién tuc cac chuang
trinh tap hudn vé du phong LTD, dong thdi khuyén
khich DD trao d6i, chia sé cac kinh nghiém trong cong
viéc cham sdéc ngusi bénh cd nguy cd hodc c6 LTD.
Tur khoa: kién thic, thai do, LTD
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