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Muc tieu

1. Tiép can va x& tri ban dau 1 bénh nhan cé6 RLBM
2. Biét nguyén tac chan doan hemophilia
3. Biét tw van di truyén hemophilia
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Tinh hudng 1
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Tinh hudng 2

« Bé trai N, 10 Tudi, hemophilia thé khéng ré A/B, mirc do. Gay xwong cang
chan gio 3,
» Tré dau it, cang chan GAY khéng di l1éch, ko swng ; chwa dinh lwong yéu to
8. TQ13"TCK 44" FIB 2G/L, hb 13 g/dl
2/ xtr tri?
A. Truyén plasma khan
B. Truyén két tha lanh khan
C. Lam thém xét nghiém chan doan loai hemophilia, mc dd
D. Theo dbi, néu XH dién tién mi xu tri
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Tinh hudng 3
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Tinh hudng 4

1 ca hemophilia — XH n&o, nhap vién trong déem. TCK 78", TCK”
hén hop 38”; 2 bs trwc bat dong y kién.

4/ Ban theo y kién nao

 A. Lam yeu td 8,9 khan, du tru plasma; néu hemophilia A, TMC yt8
dam dac, néu hemophllla B truyén plasma

» B. Truyén plasma la dd cam mau, ko thé xn yt 8,9 trong dém, mai
lam XN

BENH VIEN NHI DONG 2
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Tinh hudng 5

Bé trai 13 tudi, viem mang ndo mu, tu mu dwoi mang cwng CNDM nhap vién
binh thwdng. Sau 17 ngay Ks ( TM) hét sot, dap ng BT, an udng kém, sut 3kg :
TCK 47”, TQ 18”, FIB 4 G/DL Tién can binh thwéng

4/ C6 nght hemophilia khong

A. co
B. khdng
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Tinh hudng 6
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DICH TE HOC

* Hemophilia
* Yéu t6 VIIl 1/10.000
* Yéu t6 IX 60.000

* ROi loan cam mau ban dau ( CB kho)
 Von willebrand 1%
 Réi loan tiéu cau 1-2%
» C4c rdi loan ddng mau hiém gap
- Thiéu yt VIl 1/500.000
e Thiéu fibrinogen, yt II, V, X, XI, Xl 1/1.000.000
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SINH BENH HOC

THO'I GIAN BAN HUY CAC YEU TO PONG MAU

YEUTO TEN THO'I GIAN NONG PO GIA TRI
BAN HUY HUYETTUONG  NGUONG
Factors Common name half-life (h) concentration (nM) (units/dL)
I Fibrinogen 90 8800 200-400°
I Prothrombin® 60 1400 50-150
111 Tissue thromboplastin N/A 0
A Proaccelerin, labile factor 12-36 20 20120
VII Proconvertin,’ stable factor 6-8 10 50-150
VIII Antihemophilic factor 8-12 0.7 50-150
IX Christmas factor’ 12-24 90 50-150
X Stuart factor” 32-58 170 50-150
XI Plasma thromboplastin 48-72 30 50-150
antecedent

XII Hageman factor 48-52 375 50-150
X111 Fibrin-stabilizing factor 72-120 70 50-150
High-molecular- Fitzgerald factor 136 6000 —

weight

kininogen
Prekallikrein Fletcher factor N/A 450 —

“Vitamin K-dependent.
‘Inmeg /dL.




SINH BENH HOC

YEU TO THIEU NONG PO CAM MAU

FIBRINOGEN 1g/l
Yéu to V 15-25 %
Yéu to VI 10-20%
Yéu td VIII 25-30%
Yéu tO IX 15-30%
Yéu tO X 10-20%
% Yéu tO X| 10-20%

 Yéu t8 XIl 3-5%

[Row tRidn whut cRink ndi wha Cla ban



SINH LY DONG CAM MAU

Major Components of Hemostasis
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YEU TO THANH MACH Co {nad\
[ gidi phéng chét hoa hoc

(ADP,thromboxane A2,
Ca2+, yéu t6 tiéu cau)

mo ké thanh mach

YEU TO TIEU CAU
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TF+VIl

CON DUDNG NGOAI SINH Fibnn
(khong hoa tan)

Chii thich: - PL: Phospholipid (yéu t6 3 aéu cdu)
- TF: Yéu t6 16 chic
- HMWK: Kininogen mong luong phdn ntcao
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Hinh 1: Con duwong dong mau



Tiep can roi loan déng mau

Panh gia ban dau:
*Dang xuat huyéet khéng ?
« Xuat huyét bat thwong khdéng ?
e Chay mau mii > 15 phut
« XH sau nhd rang kéo dai > 24h/can truyén mau
« Kinh nguyét > 7 ngay/ mat > 80ml/ngay ...

« M(rc d6? &nh hwdng huyét déng ?
Vi tri : da, niem, khop, ndOi tang, nao 20
* Kh&i phat : va cham, tw nhién, sau phau thuat...

BENH VIEN NHI DONG 2
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Tién can

a. Ban than:

« Xuat huyét

« dung thudc anh hwéng déng mau
b. Gia dinh:

‘me rong kinh, bang huyét, say thai, sanh non, thai chét lwu ...

*bénh mau kho dong

S/ -Y BENH VIEN NHI DONG 2
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Phan biét nhom nguyén nhan XH??

Vi tri xuat Thanh mach Tiéu cau Pong mau huyét
huyét twong

' (++) va cham ty nhién (+++) tw nhién (+_) va cham
w Khéng co xuat huyét (+++) tw nhién (+ ) va cham

Khép Khéng xuat huyét Khoéng xuat huyét (+++) tw nhién

NOi tang Khéng xuat huyét (++) tw nhién (++) va cham

BENH VIEN NHI DONG 2
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Bénh nhan co triéu chirng, tién can xuat huyét

Khong

PT, aPTT binh
thuong

- Giam chat lugng tiéu
cau

- Bat thudng thanh
mach

- Thiéu yéu ta XllI, XI

- Von-willebrand

- Hemophila thé nhe

bat thuéng
SO lrgng tiéu cau giam Co
Giam san xudt Tang pha hay Khac:
- Di truyén: Wiskott- - Giam tiéu cau mién - Cudng lach
Aldrich, suy tiy bam dich: Xuat huyét giam Bo
- H -~ - - . o~ o ng
sinh: Fanconi, tiéu cau mién dich cap
Schwachman- va man, Lupus, hoi
Diamond.... chirng Evan...

- Tai tdy: Suy ty mac
phai, thi€u mau bat san,
bach cau cap, MDS, xo
tay...

- Dinh dudng: thiéu

vitamin B12, folate, sat..

- Nhiém trung

- Nhiém trung, nhiém
virus: HIV, viém gan
B,C..

- RGi loan huyét khdi vi
mach: hdi chirng Ure
huyét, TTP, HELLP

-Tim bam sinh
-Vonwillebrand type IIb




Thir tw DD 1ay XN

BE .

APTT kéo dai don thuan

Co

- LAy mau @ vi tri khac
[catheter truyén Heparin

- R4t lai mau kiém tra sau
(khi ngung Heparin

- Hoac xét nghiém cac chat
[trung hoa Heparin

Nghi ngo do Heparin

APTT hon hop

Khong

'\

APTT u 10 phut

Khong rit ngan RUt ngan
hoan toan hoan toan
Xét nghiém Thiéu yéu td
LA (VHI, 1X, X1, X1 ),
thiéu vitamin K
- iz

Lupus

anticoagulatio

Khang thé chdng cac yéu
t0 dong mau

Khong rat ngan RUt ngin

hoan toan hoan toan
Thiéu
Prekallikrein




Thir tv DD 4y

XN

PT kéo dai don thuan

| s

- Ldy mau O vi tri khac
catheter truyén Heparin

- RGt lai mau kiém tra sau
fkhi ngung Heparin

- Hodc xét nghiém cac chat
ftrung hoa Heparin

Nghi ng&r do Heparin Khéng
I
PT hén hop
I
|
Khong rat ngan RGt ngan
hoan toan hoan toan
Xét nghiém Thiéu Vitamin K, bénh

LA

gan hay dung wafarin
=>dinh luvgng yéu té I,
Vv, Vi

Lupus

Khang thé chdng cac yéu

anticoagulation t& déng mau I, V, VII, X




BE .

APTT va PT kéo dai

Fibrinogen giam

Co

DIC, bénh
gan...

khong

Kiém tra APTT,PT vdi tac nhan trung hoa Heparin

|

Khéng rat ngan

APTT, PT hon hop

Khéng rat ngan RGt ngdn hoan
mot hodc ca hai toan

|

Lupus anticoagulation

Thiéu yéu to I,

V, X, Fibrinogen

co

|

Khong

1

Lupus anticoagulation

Khang thé khang yéu td dong mau, can xét
nehiém chuvén biét hon




HEMOPHILIA
Tien can :
« XH kho cam, XH dwéi da mang
. iﬁH :[Jt,l’ nhién; sau chan thwong, phau
uat.

* Bénh ly twong tw anh em trai rudt hoac
nam “ho ngoai’

Kham lam sang Can lam sang :

Xuét huyét : khop(70%), * TCKkeo dai, PT binh thwong
m®& mém, mii, miéng, * TCK h6n hgp rit ngan

nao, tieu hoa * Dinh lwong yéu to VI, IX

. Dlm lwong khang dong lwu

BENH VIEN NHI DONG 2™
TRAw thrggf,«. WhUt CAl nqél uha Cda ban




PHAN LOAI

«N&* mang gen bé&nh: nong do yéu to VIII, IX 20-50%
« XH tiy mirc d6 yéu to thiéu

« N&* hemophilia A: hiém, do thira hwéng gen bénh tir cha +me /
HC Turner

o ") BENH VIEN NHI DONG 2
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PHAN DO HEMOPHILIA

MUC DO NANG BENH CANH XUAT HUYET

Nang ( yéu t6 < 1%) -S&m trong 1 ndm dau
-Tw nhién ( XH Nnao, ndi tang)
-24-48 dot XH/ nam

Trung binh ( yéu t6 < 1-5%) -Biét di (>2 tubi)
-Sau chan thwong, tha thuat
-4-6 dot XH/ nam

Nhe ( yéu td 5-40%) -Tudi thiéu nién, nguwdi I&n
-Chay mau sau phau thuat /chan thwong nang
-Hiém khi xuat huyét

BENH VIEN NHI DONG 2
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TRIEU CHU'NG LAM SANG
XUAT HUYET HE THAN KINH TRUNG UONG

Tan suat 2.6% -13.8%
* Nguy co tw vong 30%, di chirng 50%

BENH VIEN NHI DONG 2
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CHAN POAN

* Tinh co xet nghiém
» C6 tién can gia dinh
« TMH , RHM |lam tha thuat] chay mau kéo dai,
» Chay mau sau phau thuéat
» Chan thwong ko twong xirng XH
» Khéi phat sém
« Khéi phat tré ?
« Bilan chuan bi md , thu thuat

BENH VIEN NHI DONG 2
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HEMOPHILIA

Chan doan phan biét

 Bénh Von Willebrand

« Cac nguyén nhan gay TCK kéo dai khac

» Thiéu yéu to XI, XII

« Khang ddng Iwu hanh chong yéu to VIl (IX) mac phai
« Khang thé khang phospholipid

BENH VIEN NHI DONG 2
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HEMOPHILIA

Diéu tri: BU lwong yéu to ddng mau bi thiéu cang sém cang tot

Bu 1 dv yt dong NOng do can thiét dé cam

Yéuto |T1/2 (gi® .
/2 (gio) mau/kg sé tang (%) |mau (%)

VIl 8-12 2 40

IX 18-24 1 30

BENH VIEN NHI DONG 2
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DIEU TRI HEMOPHILIA

HEMOPHILIA A

Can nang (kg) x Ngwong yéu to can dat (%) x 0,5.

Ché pham: két tia lanh, yéu t6 VIII déng khd

* Th&i gian ban huy 8-12¢g

«Nong dd cam mau: yéu to VIII 30%,

» Trong phau thuat I&n, chan thwong nang : yéu td VIII 100%

N0 -) BENH VIEN NHI DONG 2
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DIEU TRI HEMOPHILIA
Két tua lanh (Cryoprecipitate) KTL dwoc diéu ché tir HT twoi déng lanh

« Tinh chat: Yéu to VIII (>80dv), Von Willebrand, fibrinogen
(>150mg), XIII

- Thé tich 10-20 ml

Lwuy:

» C6 thé ko phu hop ABO.

* Dung ngay sau ra déng; khong nén doéng lanh Iai.
» Sau ra déng, néu lwu trir t° 2-6°C trong 6 gidy

» Sau ra doéng vé 37o0C I Truyén vao BN/ 4 gid

BENH VIEN NHI DONG 2
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DIEU TRI HEMOPHILIA

Yéu to VIl déng khé (Factor VIl concentrate)
Duoc dleu ché tir huyét twong, két tda lanh hodc phwong
phap tdng hop (Recombinant)
* Th&i gian ban hay 12 gi&
*TTM
* Dung dich sau pha dung trong 3 gio
« TOc dd truyén toi da l1a 10 mL/phat

N0 -) BENH VIEN NHI DONG 2
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PIEU TRI HEMOPHILIA

Vi tri xuat huyét Nong d6 Thoi gian diéu tri (ngay)
yéu tO can
nang (%)

Khop 1-2

Co psoas: Khéi dau 1-2

Duy tri Dén khi cam mau
Nio, tuy Khéi dau 1-3

Duy tri C6 thé 14-21
Tiéu héa Khéi dau 1

Duy tri DPén khi cam mau
Tiet niéu-sinh duc: Khéi dau 1

Duy tri Dén khi cam mau

? 'md.u thidw whu (‘:ﬂiuﬂ Q01 wha cda ba




PIEU TRI HEMOPHILIA

Vi tri xuat huyét

Sau phuc mac:

Thanh sau hong

Rang,mui hong

Phau thuat

Khéi dau

Duy tri
Khoi dau

Duy tri

NOng do yéu to VIII
can nang lén(%)

Th&i gian diéu tri
(ngay)

1

it nhat 7-10 ngay
1

Pén khi cAm mau
Pén khi cAm mau

1
Vét thworng lanh
(7-14)




DIEU TRI HEMOPHILIA

Diéu tri & bénh nhén cé khang déng luu hanh

« TAM SOAT KHANG DONG LU'U HANH: TCK hdén hop khéng
rut ngan
- Low responder (Bethesda Unit <5):St dung yt VIII & nang hoat
tinh > 30%
* High responder
« Xuat huyét nhe: st dung yéu to Vlla
« Xuat huyét nang:

« Néu <5 BU — St dung yéu td VIII dé nang hoat tinh 1&én 30% hodc cao
hon

« Néu >5 BU — str dung yéu t6 Vlla

“(S®-) BENH VIEN NHI DONG 2
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DIEU TRI HEMOPHILIA
HEMOPHILIA B

« Toc d6 truyén : theo kha nang dung nap 10- 20ml/kg/ 24 gidy

« Pap rng v&i truyén yéu to IX kém hon tién doan do yt IX

nhanh chéng bi hap thu vao ndi mé mach mau tai noi tiém

ON®-) BENH VIEN NHI DONG 2
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DIEU TRI HEMOPHILIA

HEMOPHILIA B
« S dung huyét twong twong ddng lanh hodc yéu t6 IX déng khé (ko san co)
« Thoi gian ban huy 18-24g
« 1 don vi yéu t6 IX gitp nAng ndng dd yéu t6 IX co thé 1én dwoc 1%

1 Can nang (kg) x ngwong yt IX (%) x 1.

e "} BENH VIEN NHI DONG 2
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HEMOPHILIA

eDieu tri ho tro :

R: REST Nghi ngoi
I: ICE Chwom da

C: COMPRESS Bang ép
E: ELEVATE Pé cao vi tri ton thwonc

BENH VIEN NHI DONG 2
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HEMOPHILIA

e Djéu tri ho tro : Giam dau ( tranh ibuprofen)
e Djéu tri ho tro’ : cam mau

* Tranexamic acid (Transamln)Dxuat huyét niém mac.
 TM : 10mg/kg/lan x 3-4 lan

« Liéu udng: 20-25mg/kg (toi da: 1.5 g) x 3 lan/ngay
* Adrenaline

BENH VIEN NHI DONG 2
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HEMOPHILIA

Phong ngtra giao duc strc khoe:
- Giai thich bénh , di truyén
« Cap s6 bénh Hemophilia , hoc chan doan
» Bao bé&nh cho nhan vién y té khi nhap vién
» Tranh hoat ddng thé Iwc manh, (thé thao canh tranh).
« Chung ngwra VGSV B.

BENH VIEN NHI DONG 2
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HEMOPHILIA

6. Phong ngtra giao duc swrc khoe:
« Hwéng dan cham soc ban dau khi chay mau:
+ Rang: ngam nwoc da.
+ MUi: ngbi cui ngwaoi ra truorc,
+bit chat canh mii hai bén, thd miéng / 10 phut, ko nam hay ngtra dau
ra sau.
+ Khop, co: RICE.

« Nhap vién ngay khi : XH trong co, khép, niém mac khéng tw cam.
e Tw van di truyén

BENH VIEN NHI DONG 2
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Két luan

1. Chan doan RLDM

e Loai trir sai sb
« CD(+) = tién can+ bénh s+ LS+ twong rng XN

2. TCK, TQ kéo dai muon xac dinh thiéu yt déng maul TCK, TQ
hon hop rut ngan

3.Hemophila
« XH nang [1 rd chan doan + BT s&m+ liéu cao yt déng mau
* C6 thé an toan PT c6 chuan b

BENH VIEN NHI DONG 2
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