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PAC PIEM LAM SANG, XET NGHIEM CUA BENH NHAN
PAI HUYET SAC TO KICH PHAT BAN DEM
TAI VIEN HUYET HQOC TRUYEN MAU TW

Nguyén Thi Thao!, Phan Quang Hoa!, Bach Quéc Khanh?!

TOM TAT

Muc tiéu: Mo ta dic diém lam sang, xét
nghiém ctia bénh Pai huyét sic t6 kich phat ban
dém (Nocturnal Paroxysmal Hemoglobin - PNH)
tai Vién Huyét hoc-Truyén mau TW giai doan
2010-2020.

P6i twong va phwong phap nghién ciru:
116 bénh nhan chan doan xac dinh PNH diéu tri
tai Vién Huyét th-Truyén mau TW tor nam
2010-2020.

Két qua: Trieu chang Iam sang phd bién
nhat: thiéu mau (92,2%), mét moi (88,8%), vang
da (36,2%), tiéu sim (50,8 %). Huyét khdi chi
chiém 4,3%. 41,4% (48/116) bénh nhan PNH c6
tién st bénh mau truée do, trong d6 STX
(41,7%); rdi loan sinh tay (25%) thiéu mau thiéu
sat (8,3%).Thiéu mau gip & cac muc do: thiéu
mau nhe (39,7%), thiéu mau vira (38,8%), thiéu
méu nang (21,6%). Pa s cac bénh nhan cé thiéu
mau hong cau to (66,4%); 7,8% BN c6 thiéu
méu hdng cau nho. Bénh nhan PNH ¢6 dién co ty
I tan mau, thiéu sit nhiéu hon nhom PNH ton
thwong tay. 100% bénh nhan duoc chan doan
bang Flowcytometry. Xét nghiém CD55, CD59
trén bach cau thiéu hut cao hon hdng cau. Thiéu
hut CD55, CD59 trén hong cau phé bién 20-60%,
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Thiéu hut trén bach cau gip & cac mic do trong
d6 pho bién nhat 1a thiéu hut cao >80%.Thiéu hut
CD55, CD59 bach cau don doc gap cha yéu &
nhom PNH ton thuong tay (15/20 BN chiém
75%).

Két luan: DBac diém 1am sang cua bénh nhan
PNH chu yéu 1a mét moi va thiéu mau, tiéu sam,
c4c triéu chung veé réi loan truong luc co tron va
huyét khéi it gap. Pac diém xét nghiém cua bénh
nhan PNH chu yéu Ia thiéu méau tan méu. Bénh
nhan c6 biéu hién tan méau va thiéu sit nhiéu hon
nhom PNH c6 dién. Dic diém thiéu hut CD55,
CD59 trén bach cau hat cao hon hong cau. Thiéu
hut CD55, CD59 bach cau don doc gap chu yéu
& nhém PNH ton thuong tuy.

SUMMARY
CLINICAL AND TESTING
CHARACTERISTICS OF PNH
PATIENTS TREATED IN NATIONAL
INSTITUTE OF HEMATOLOGY AND
BLOOD TRANSFUTION

Objective: To describe clinical and
laboratory  characteristics of nocturnal
paroxysmal hemoglobin (PNH) at the National
Institute of Hematology and Blood Transfusion,
2010-2020.

Subjects and research methods: 116
patients diagnosed with PNH identified treatment
at the National Institute of Hematology and
Blood Transfusion from 2010-2020.

Results: The most common clinical
symptoms: anemia (92.2%), fatigue (88.8%),
jaundice  (36.2%), dark urine (50.8%).
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Thrombosis accounts for only 4.3%. 41.4%
(48/116) of PNH patients had a history of blood
disease before, of which AA (41.7%); MDS
(25%) iron-deficiency anemia (8.3%), with mild
anemia (39.7%), moderate anemia (38.8%),
severe anemia (21.6%). The majority of patients
had macrocytic anemia (66.4%); 7.8% of patients
have microcytic anemia. The rate of hemolysis
and iron deficiency in patients with classical
PNH is higher than that of PNH group with bone
marrow disorder. CD55, CD59 on leukocytes are
more deficient than red blood cells. Deficiency
on red blood cells is common 20-60%, on
Neutrophil is common > 80%. CD55 , CD59
difficency alone is mainly found in PNH group
with bone marrow disorder.

Conclusion: The clinical features of PNH
patients are mainly fatigue and anemia,
symptoms of smooth muscle dystonia and
thrombosis  are  uncommon.  Laboratory
characteristics of PNH patients are mainly
hemolytic anemia. The patient in classical PNH
group have hemolysis anemia and iron deficiency
than the other. Deficiency characteristics CD55,
CD59 on granulocytes is higher than red blood
cells. Deficiency of CD55, CD59 leukocytes
alone is found mainly in the PNH group with
marrow disorder

I. DAT VAN DE

PNH 1a mdt bénh ly huyét hoc hiém gap,
tan suat gap tai My khoang 1,3 ca bénh/ 1
triéu dan sdé/nam. Pac trung cua bénh 1a bénh
do dot bién gen PIG-A trén NST X, lam cho
giam hoic khong san xuit dwoc GPI 1a cac
protein ¢ vai trd gan cac protein gan mang,
gdy ra cic co ché bénh PNH. Bénh c6 bicu
hién 1am sang cia tinh trang pha hiy hong
cau va giai phong huyét sic td vao nudc tiéu
vao ban dém véi triéu ching dién hinh gdm
¢6 thiu mau tan mau man tinh, huyét khéi

va c6 thé kém theo tinh trang ton thuong tiy
xuong, suy thin va ting ap dong mach
ph6i*?*4. Nghién ctru tai Viét Nam vé bénh
PNH con rat han ché. Vi vy ching t6i thuc
hién nghién ctru nay nhim muc tiéu : M6 ta
dic diém 1am sang va xét nghiém cua bénh
bai huyét sdc td kich phat ban dém tai Vién
Huyét hoc-Truyén mau TW giai doan 2010-
2020.

II. DOl TUQNG VA PHU'O'NG PHAP NGHIEN CU'U

2.1. Poi twgng nghién ciru

2.1.1. Tiéu chudn chgn bénh nhan

116 bénh nhan dugc chan doan xéac dinh
Pai huyét sic td kich phat ban dém, diéu tri
tai Vién Huyét hoc TM-TW tir nam 2010 -
2020. Chan doan dwa vao tiéu chuan cua
ICCS nam 2010 va Charler Parker 2005 23,

2.1.2. Tiéu chudn chdn dodn PNH

a. Lam sang

- Thiéu mau, vang da, tiéu sim;

- Giam chtic nang tuy xuwong: Suy tay
xuong, Rdi loan sinh tay;

- Céc triéu chiing khéc: Khé nuét, dau
bung, giam truong luc co tron, huyét khi...

b. Xét nghiém

- Giam té bao mau (Thiéu mau, giam tiéu
cau, giam bach cau)

-Tan mau trong long mach (ting LDH,
Tang Bil gian tiép)

- Pém té& bao dong chiy (Flow
cytometry):

+ Thiéu hut CD55 va CD59 & cac hong
cau ngoai vi.

+ Thiéu hut CD55 va CD59 & cac bach
cau hat.

c. Chan dodn xdac dinh:

- Dya vao 1am sang va can lam sang

- Flowcytometry: (Tiéu chuan theo
CharlerParker 2005 va ICCS 2010)%3
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C6 it nhat hai loai protein gan véi GPI
(CD55, CD59) bi mét hoic giam trén mang
ctia hong cau va/hoic bach cau hat.

d. Chdn dodn thé bénh (Charler Parker
2005, 2016)34

- PNH ¢ dién: C6 bang chang rd cua
tan mau trong 1ong mach (ting hong cau
ludi, ting Bilirubin gian tiép, ting LDH,
giam Haptoglobulin) nhung khong cé bang
ching cua tén thuong tiy xuong. Tay sinh
mau binh thuong hoac tang sinh lanh tinh
dong hong cau.

INl. KET QUA NGHIEN cU'U
3.1. Pic diém bénh nhan nghién ciru
3.1.1. Pdc diém tudi, gidi
Bdng 3.1: Diic diém vé tudi, gidi

- PNH két hop ton thwong tiy xwong:
Bénh nhan ¢ bang ching tan mau & 1am
sang va xét nghiém nhung khéng thuong
xuyén. Tay xuong cé ton thwong, suy tay
xuong hoic rdi loan sinh tay.

2.2. Phwong phap nghién ciu

2.2.1. Thiét ké nghién cru

- Phuong phap nghién cau: Nghién cuu
md ta cat ngang, hoi ciru va tién ctu.

2.2.2. Cac bworc tién hanh nghién criu:

- Thu thap céc chi sb vé 1am sang va can
lam sang tai thoi diém lan dau bénh nhan
Vao vién

n Tudi trung binh

Nam N

116 41,4 + 15,7 [13-83]

n = 65 (56%) n = 51 (44%)

Tudi trung binh cua cac bénh nhan khé tré 41,4+15,7, tap trung nhém tudi 30-50 tuoi
(chiém 44,8 % 52/116 BN); nam chiém 56%, nit chiém 44%.

3.2. Pic diém 1am sang

3.2.1. Pdc diém phan nhém bénh nhan nghién ciu
Bdng 3.2: Phan nhdém bénh nhén nghién ciu

Chin doan tity xuong SL | Tylé% Nhom PNH SL | Tylé%
Ty sinh mau binh thudng 19 16,4 .
) Co dién 73 62,9
Tuy tang sinh phan ung 54 46,6
R4i loan sinh ty 13 11,2 8
ol 10a uy T(?n thuong 43 371
Suy tay xuong 30 25,9 tuy xuong
Tong 116 | 100 % 116 | 100 %

Nhom PNH/c6 dién chiém da sb 73/116 BN chiém 62,9%. Nhoém PNH/ ton thuong tuy

43/116 BN chiém 37,1%
3.2.2. Cdc ddc diém lam sang

Bdang 3.3: Céc trigu chang 1&m sang luc vao vién

TCLS S6 lwong (n=116 BN) Ty 18 (%)

Mét moi 103 88,8
Thiéu mau 107 92,2
Tiéu sam 59 50,8
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TCLS S6 lwgng (=116 BN) Ty 1€ (%)

Vang da 42 36,2
Xuit huyét 30 25,8
Huyét khéi 4 3.4
Kho nubt 4 3.4
Khé the 5 43
Dau bung 6 5,1
Sot 6 5,1

CAc triéu ching 1am sang chu yéu thiéu mau (92,2%), mét moi (88,8%),vang da (36,2%),
tiéu do (50,8%). Céc triéu chung it gip khac nhu dau bung (5,1%), kh6 nuét (3,4%), sot
(5,1%), huyét khéi chi chiém 3,4%.

Bdng 3.4: M6 td cac bénh nhan c6 huyét khai

Thiéu hut Thiéu hut CD e b Ko 1t Ke
BN SN PNH CDS5, CD5§ BC | 55 CD5§ HC Vi tri huyet khoi
Nam | 1992 | c¢b dién 91%-71% 53%-49% HK tinh mach chi trén
Nam | 1964 | cb dién 94%-83% 0%-0% HK xoang tinh mach doc
trén (ndo)
Nam | 1962 | co dién 95%-91% 30%-43% HK nhu md ndo
Nam | 1977 | ¢b dién 98%-85% 47%-39% HK nhu mé ndo

Cac bénh nhan huyét khdi c6 trong nghién ctiru chu yéu 1a bénh nhan nam, PNH cé dién
va c6 thiéu hyt CD55, CD59 >70% trén bé mat BC. 3/4 bénh nhan cé huyét khéi nio.
Bdng 3.5: So sanh TCLS hai nhém tén thwong tity va cé dién

TCLS Ton thwong tiy (43 BN) Co dién (73 BN)
SL Ty 18 % SL Ty 16 % P

Thiéu mau 39 90,7 68 93,1 0,632
Mét moi 40 93 63 86,3 0,215
Tiéu sim 14 32,5 45 61,6 0,007
Vang da 12 27,9 30 41,1 0,094
Xuit huyét 26 60,5 4 5,5 0,002
Huyét khdi 0 0 4 5,5 0,002
Pau bung 2 4,6 4 5,5 0,606
Khé nuét 1 2,3 3 41 0,708
Kho tho 2 4,6 3 41 0,606
Sot 2 4,6 4 5,5 0,606

So sanh dic diém 1am sang cta hai nhém PNH c6 dién va ton thuong tiy khong co su
khéc biét c6 y nghia thong ké vé cac triéu chiing phd bién nhu mét moi, thiéu méu, vang da.
C6 2 triéu chiing khac biét ¢6 ¥ nghia thong ké 1a triéu ching xuat huyét chiém cha yéu ¢
nhom PNH ton thuong tity (26/43 bénh nhan chiém 60,5%) va triéu chirng tiéu sim, huyét
khéi chiém cha yéu & nhém PNH cb dién.
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Biéu dé 3.1: Tién si bgnh mau
C6 48/116 (41,4%) bénh nhan c6 tién sir bénh mau trude khi dugc chan doan PNH. Cac
bénh mau trudc d6 chiém nhiéu nhat Ia suy tay xuong (20/116 BN chiém 41,7%),
3.3. Cac dic diém can l1am sang
3.3.1. Pgc diém thiéu mau
Bdng 3.6: Cac mic dé thidu mau

Chi so6 Hb (g/l) Mirc d9 S6 hrong Ty 1é %
<60 Thiéu mau rat ning 25 21,6
60-80 Thiéu méau ning 45 38,8
> 80 Thiéu mau vira 46 39,7
Tong 116 100

Mtc do thiéu mau gap ¢ ca ba mirc d6 thiéu méu nhe, vira, nang. Thiéu mau nhe chiém
39,7%, thiéu méu vira chiém 38,8%, thiéu mau nang chiém 21,6%. Cha yéu gap thiéu mau
hong cau to 77/116 BN chiém 66,4%.

Béng 3.7: Diic diém kich thwéc hang cau

Kich thwéc hong cau MCV (fL) S6 lwong Ty I¢
Hong cau nho <85 9 7.8
Hong cau binh thudng 85-95 30 25,9
Hong cau to > 95 77 66,4
Tong 116 100
3.3.2 Dic diém tan mau
Bing 3.8: Pdc diém xét nghiém Bilirubin gian tiép
Ton thwong tiy Co dién Tong p
Khong ting 20 12 32
Bilirubin GT 46,5 % 16,4% 27,6%
Tang Bilirubin GT 532’3% 83%% 72?3% 0,001
Téng 43 73 116
100% 100% 100%
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Xét nghiém Billirubin gian tiép, 84/116 BN ting Bilirubin gian tiép chiém 72,4%. Trong
nhém PNH cé dién c6 61/73 BN chiém 83,6% co ting Bilirubin gian tiép. Trong nhom tén
thuong tuy ¢ 23/43 BN chiém 53,5% c6 tang Bilurubin gian tiép. Hién tugng tan mau xay ra
& nhém PNH ¢6 dién nhiéu hon, su khéc biét c6 ¥ nghia théng ké (p < 0,05).
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Biéu dé 3.2: Péc diém xét nghiém LDH
Nhom PNH t6n thuong tiy cac muc d6 ting LDH cao nhit & nhom ting dudi 1000 U/L.
Riéng nhém PNH c6 dién, mirc d6 ting LDH da sé déu & mic cao >3000 U/L (49/73 BN
chiém 67,1%). Su khac biét vé cac muc do tang LDH 1a c6 y nghia thdng ké (p < 0,05).
3.3.3. Pdc diém xét nghiém CD55, CD59
Bdng 3.9: Pdc diém thiéu hut CD55,CD59 Bach cdu

Ty Ié thiéu hut S6 lrong Ty 18 %
< 20% 9 12,7
21-40% 14 19,7
41-60% 14 19,7
61-80% 14 19,7
> 80% 20 28,2
Tong 71 100%
Bdng 3.10: Pic diém thiéu hut CD55,CD59 Héng cdu
Ty Ié thiéu hut S6 lrong Ty 18 %
<20% 52 448
21-40% 31 26,7
41-60% 24 20,7
61-80% 6 5,2
>80% 3 2,6
Tong 116 100.0
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Sy thiéu hut phan 16n CD 55, 59 (>80%)
trén bé mat BC chiém ty Ié cao nhat 28,2%
(20/71 BN), sb lugng bénh nhan thiéu hut
<20% thip nhit (9/71 BN chiém 12,7%). Su
thiéu hut phé bién & trén bé mit BC phan bd
rong tir 20% dén >80%. Nguoc lai biéu hién
CD55, CD59 trén bé mat hong cau lai co ty

Ié thiéu hut thap 1a cha yéu, chiém cao nhat
la thiéu hut <20% (55/116 BN) chiém
44,8%, cac muc do thiéu hut nhiéu >60% rat
it, thiéu hut 60-80% c6 6/116 BN chiém
5,2%. Thiéu hut >80% chi ¢ 3/116 BN chiém
2,6%. Su thiéu hut CD55, CD59 trén bé mat
HC phd bién tir 20% dén 60%.

Bdng 3.11: Dic diém xét nghiém CD55, CD59 theo nhom

x Nhom PNH 2
Thieu hut CD 2 ; - Tong p
Co dién Ton thuong tay
33 12 45
CD55, CD59 HC
73,3% 26,7% 100%
5 15 20
CD55, CD59 BC 0,001
25,0% 75,0% 100%
. 35 16 51
CD55, CD59 HC va HC
68,6% 31,4% 100%
Tong 73 43 116

Nhom ton thuong tay hay gap su thiéu hut CD55, CD59 trén bé mat BC don doc, 15/20
BN chiém 75%. Sy khéc biét c6 ¥ nghia théng ké (p < 0,05).

IV. BAN LUAN

4.1. Pic diém 1am sang

Cac dic diém 1am sang cua hai nhom
PNH cb dién va ton thuong tay khéng cé su
khéac biét c6 y nghia thong ké vé cac triéu
chang phé bién nhu mét moi, thiéu mau,
vang da. CO 2 triéu chung khac biét co y
nghia thong k& Ia triéu chung xuat huyét
chiém chu yéu & nhém PNH ton thuong tiry
(26/43 bénh nhan chiém 60,5%) va triéu
chang tiéu sdm, huyét khdi chiém chi yéu &
nhom PNH ¢6 dién. Nhu vay cac triéu chung
vé tan mau thé hién ré & nhém PNH cé dién.
Chi c6 nhdm PNH t6n thuong tily méi ¢ cac
triéu chung xuit huyét (do giam sé luong
tiéu cau) nén sy khac biét vé triéu ching nay
la c6 ¥ nghia thong ke, con lai céc triéu
chang vé mét moi, thiéu mau, vang da, ciing
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nhu kho thé, khé nudt, dau bung... 1a céc
biéu hién vé rbi loan truong luyc co tron
khong co khac biét gitra hai nhdm phén loai.
B4n bénh nhan c6 huyét khdi trong nghién
cliu cua chung toi déu khéng bi tir vong, chi
c6 2 bénh nhan di chiing nhe vé than kinh do
huyét khéi ndo, didu d6 cho thiy ty 18 tir
vong do huyét khdi caa bénh nhan tai Viét
Nam thip hon nhiéu cac nghién ctu & trén
thé gisi. Ty 1& huyét khbi nghién ciru PNH
nguoi Anh 39%, Phéap 30,7%, My 31,8%,
ngudi Nhat c6 ty 18 huyét khoi 4,3%8°101L,
Ty 1 huyét khéi trong nghién cau ching toi
gan giong nguoi Nhat, d6 c6 thé 1a do dic
diém chang toc chau A co ty 1& huyét khéi
thap hon hoic bénh nhan di bi tir vong & cac
chuyén khoa khac nhu than kinh, tim mach,
tiéu hoa... khong kip chuyén dén chuyén
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khoa huyét hoc cua ching téi. Trong nghién
cliru 48/116 (41,4%) bénh nhan cé tién sir
bénh mau trude khi dwoc chan doan PNH.
Cac bénh mau trude d6 chiém nhiéu nhit 1a
suy tay xwong (20/116 BN chiém 41,7%), rdi
loan sinh tay (12/116 bénh nhan chiém 25%),
4/116 bénh nhan (chiém 8,3%) di duoc chan
doan thiéu mau thiéu sat tai dién. Nhiéu tac
gia ciing dd khing dinh c6 méi lién quan rat
chat ché gitta STX va PNH, RLST va
PNH%87 do d6 cac bénh nhan cé tién si bénh
RLSTva STX la phu hop vai lich sir dién tién
cua bénh PNH va day ciling 1a mét goi y canh
b4o cac nha 1am sang nén thuong xuyén kiém
tra biéu hién cua bénh PNH & trén nhém
bénh nhan STX, RLST, xét nghiém flow
cytometry khao sat su thiéu hut cua cac GPI-
AP it nhat mdi nam 1-2 1an?3°. Diéu nay
cling phu hgp véi cac nghién ciu khac ¢ trén
thé giéi, bénh nhan PNH c6 tién sit STX
trude d6 & nghién cau cua Anh la 39%°; My
la 29%8; Phap 13 30%° va Nhat Ban 13
37,8%, ty 1é nghlen ctru cta ching tdi gan
gidng Vvé6i quan thé nguoi Anh va nguoi
Nhat, tién sat STX chiém 41,7%.

4.2. Pic diém can l1am sang

Bénh nhan PNH c6 biéu hién tan méau ré
nhu tang Bilirubin gian tlep, tang LDH, tang
hong cau 1u0’1 cac dic diém tan méu dién
hinh chii yéu & nhdm PNH ¢6 dién.

Thiéu hyt CD55, CD59 trén bé mat HC
phd bién tir 20% dén 60%. Pic diém thiéu
hut trén bé mat hong cau do bi anh huong boi
qué trinh tan méu (cac hong cau bi thiéu hut
bi v&) va qua trinh truyén mau (quan thé
thiéu hut bi hoa lodng) nén cac nha nghién
ctru ludn néu dic diém cua bénh PNH la lay
thiéu hut trén bé mat bach cau lam can ct tin
cay va chan doan dya vao sy thiéu hut ca trén
hai quan thé té bao hong cau va bach cau. Ty
l¢ thiéu hut CD55, CD59 khi so sanh hai

nhém PNH c6 dién va PNH c6 tén thuong
tay cho thay su thiéu hut trén bé mat HC va
thiéu hut ca HC, BC gap chi yéu & nhom cb
dién. 73,3% BN c6 thiéu hut trén HC va
68,6% thiéu hut trén ca BC va HC. Nhom
tén thuong tuy hay gap su thiéu hut CD55,
CD59 trén bé mit BC don doc, 15/20 BN
chiém 75%. Sy khac biét co y nghia thong ké
(p < 0,05). Piéu nay ciing phu hop véi céc
dic diém 1am sang xét nghiém caa nhém ton
thwong tuy, nhu ty 1& tiéu sim it hon, tan
mau it hon va thiéu hut CD55, CD59 trén
bach ciu cao hon.

V. KET LUAN

Pic diém lam sang caa bénh nhan PNH
chu yéu 1a mét moi va thiéu mau, tiéu sam,
c4c tridu ching vé rdi loan truong lyuc co tron
va huyét khéi it gip, cu thé thiéu mau
(92,2%), mét moi (88,8%), vang da (36,2%),
tiéu sim (50,8 %). Huyét khéi chi chiém
4,3%. 41,4% (48/116) bénh nhan PNH cdé
tién sir bénh mau trude do, trong d6 STX
(41,7%); rdi loan sinh tuy (25%) thiéu mau
thiéu sat (8,3%). Pac diém xét nghiém cua
bénh nhan PNH chi yéu la thiéu mau tan
méu, thiéu mau gap cac muc do, thiéu mau
nhe (39,7%), thiéu méau vira (38,8%), thiéu
mau nang (21,6%). Pa s6 cac bénh nhan cé
thiéu mau hong ciu to (66,4%); 7,8% BN c6
thiéu mau hong cau nho. Bénh nhan co biéu
hién tan mau va thiéu sit nhiéu hon nhom
PNH co6 dién. Dac diém thiéu hut CD55,
CD59 trén bach cau hat cao hon hong cau.
Thiéu hut CD55, CD59 bach cau don doc
gap chu yéu & nhém PNH tén thuong tay.
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