Bai giang y khoa 2018 - Nhi - Huyét hoc

- Bénh Hb: dot bién lam thay ddi céu triic polypeptid ctia globin

- Thalassemia: giam hay khéng tong hop duoc 1 hodc vai chudi globin

- Tén luu di truyén Hb thai (HPFH: Hereditary Persistance of Foetal Hb)

THALASSEMIA
o Giam hpaflc khong tong hop HbA - |[MCHC & MCH = nhugc sac va h/cau nhé
©  San xuat khong du + Sinh hong cau khong hiéu qua + Tan huyet —> Thi¢u mau
o ftan huyet - 1 nhu céu cta chtrc ning thuc bao - ting sinh céc thyc bao~> Gan lach to
o Bu trir thiéu mau bang cach tao mau ngoai tiy ¢ gan, lach - Gan lach to
o 1Tdéng hop hong cau~tiry xwong dan rong & vo xwong so mong > vé mat
Thalassaemia

Gene p

Gene B+ - gidm tong hop

Gene p° — khéng thé tong hop

Thé lim sang

[ Thalassemia o Thalassemia

B thalassemia major (ning) = thé dong hop = | Phinhau thai --/-- + Hb Bart (4y)

bénh Cooley: p° p° HbH (4f) /-«

p thalassemia intermedia (thé trung gian): B~ B, | Theé silent carrier a-/un

fe pe Thé 4n o-/o- , —/aa

p thalassemuia trait (thé 4n)

Hb Constant Spring chudi a kéo dai

HbE: D6t bién P gene

Truyén miu thuong xuyén, TC rim 16 Truyén mau it hon
Phén tich dién di huyét sic to
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CLS

Hb giam, RBC gidam nang, MCV MCH MCHC giam (HC nho, HC bia, manh v&, HC

nhan) Reticulocyte count tang

Xquang loang xuong, xuong s¢ c6 bo ban chai
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CP phan biét

- Thiéu mau thi€u sat

- Thiéu mau do viém nhiém man: Fe/HT thap, Ferritin binh thudng hodc ting

- Thiéu mau nguyén bao sat: Ty d6 nhudém Perl

- Nhiém doc chi: thudng thiéu sit kém theo, dinh lwong chi/mau 1

- Bach huyét man: Juvenile CML (thiéu mau, lach to, tiéu ciu, HbF nhe)

DPiéu tri:

1. Truyén mau 10-15ml/kg (néu nhiéu s€ qua tai tudn hoan), truyén nhiéu phai cho loi tiéu
1 tai HCL di€u ché tir 250ml mau toan phan -> 125ml HCL

1 tai

350ml

175ml HCL

Chi dinh bénh nhan thalassemia truyén méu lan dau khi:
” Tiéu chuin 1am sang: Cham phat trién, bién dang mat, gan lach to, xam da

” Tiéu chuan can l1am sang: Hb < 7g/dL (sau khi loai trir nguyén nhan khac nhu thiéu

sat kém nhiém tring)

Y Xét nghiém chan doan xac dinh thalassemia thé ning.

Y Chi dinh truyén mau thuonkg qui khi Het < 25% hay Hb < 8g/dL.

¥ Khoang cach truyén mau khoang 4 - 6 :cuﬁn tay theo mirc d¢ tan huyét cta bénh
nhan, duy tri Hb & ngudng >10.5 g/dL sau truyén (chap nhan 9g/dL)

2. Thai sit

Khi ferritin mau > 1000ng/ml, hay sau truyén mau 10-20 1an.

-CCD tuong d6i:nhidm
tring

- Thai st ciing c6 thé thai
ludn cac nguyén tb khac, co
thé anh hudng dén thinh luc,
thi luc

-TD phu: |BC, dau khép,
dau bung, 1 men gan

Deferiosamin Deferipron Deferasirox
Chi dinh - >3t - >10t (>6t) - 22t
- Truyén dudi da - Ubng 3N - Ubng 1 1an/N
- Truyén tm (ning)
Uu diém Gié thanh ré Thai Fe & tim t6t An toan
it TD phy
Ubng 1 1an/N
Nhuoc di€ém | -Phai NV dé truyén -Phai uong du 3 li€u (quén) Maic

Liéu ding

25-40mg/kg/ngay x SN/w
Truyén 8-12h

25mg/kg x 3I/N

Ubng 1 UN

3. Cit lach khi c6 chi dinh
Lach to qua rén (d6 IV)
Truyén HCL >250ml/kg/nam méi duy tri Hb & ngudng an toan (Hb>9-10g/dL) HOAC:

Thoi gian gitra hai 14n truyén < 2 tuin, hay khdi luong truyén ting 150% so véi trudc day.

Tré trén 6 tudi (dé giam nguy co nhiém tring).

+ Chich ngira, CTM 6n, khong RL chirc ning co quan

4. Chung ngua
Viém gan siéu vi B, Streptococcus pneumonia, Nesseria meningitidis, nhit 1a ching Streptococcus
pneumonia can thyuc hién tir 2-4 tudn trude cit lach va lap lai sau mdi 5 nam.

5. Bién chung
Cat lach

- Huyét khoi (tiéu cau >800K/ml): aspirin 3-5mg/kg/ngay
- NT nang: Penicillin dén 15t hodc 3-5 nam sau



Huyét tan tao mau ngoai ty -> bién dang xwong, gan lach to, giy xwong bénh Iy

Suy yéu tim

- Udong st gan, than, tuy, sinh duc
Tang dong -> huyet khoi, tang ap DPMP

Luuy:
Case BN nhép vién vi thiéu mau + gan lach khong to, khong vang mat, khong bién dang xuong ->

CTM HC nhé nhuge sit -> TMTS hoic c6 kém trait/TB

TC MCV HC bia | Manh v&
TMTS 1 1l
Thalassemia +L 1 + +

Giam Ferritin: <12 ug/L tré <St
<15 ug/L tré 5-12t

Fe2+ hép thu & ta trang

Hb, Hct, ph&t mau ngoai bién

¥ v
He nhd nhuorc sic He to déng sdc
v_ v
Fertitin, Sat HT ‘ Hc ding sic dang bao
| \lf Thiéu B12,
Ferritin giam, Ferritin tang Ferritin BT, s Thiéu axit folic,
s&t HT giam sAt HT giam sit HT BT hay HC luoi Bénh gan
tdng Suy giap
[ | | Thi&u mdu Fanconi’s
- Suy tay
Thigu s&t Bé&nh ly man Thalassemia hay
Bénh Hb Gidm ‘ Tang ‘
T!ﬂeu Tau giam Tan huyét M"'at mau
san xuat cap
| I
Tay dd Coombs’ test

Duwong tinh

Bién di Hb

binh thudmg —

bat thudng

TM tén huyét do
mién dich

Thalassemia
Bénh Hb

Sirc bén héng ciu
KSTST

G6PD

Cay mau

HUS, DIC

Péng nudc téu




KTKHC: sau truyén mu thi tiéu x4 xi, vang da dot cip,

phan sim Thiéu mau

<135
<9.5
<105
<11
<115

* Hemoglobine (Hgb)

Hct 34% tré so sinh du thang
28% tré 2-6 thang

33% 6 thang — 2 tudi
33% 2-6 tudi

34% 6-12 tuoi

< 12g/dl (Het <36%) & nl
< 13g/dl (Het <39%) & nam

LAM SANG

CLS

- Thiéu mau cap:da xanh, niém nhot, kho thé khi gang
suc, tim dap nhanh, choang vang, u tai, hoa mit, suy
nhuoc.
- Thiéu méau man :
+ Nhip tim nhanh, huyét ap thap, 4m thdi tim thu
co ning; thiéu mau ning kéo dai: thit trai to, suy
tim trai dan dan dén suy tim tian bo
+ Ho hap: thé nhanh nong
+ Than kinh: thiéu oxy nao: chdéng mat, nhirc dau, lur

dur, buon ngu

- S0 lwong HC, Hb, Hct giam
- Chi s6 HC c6 hoic khong thay dbi

+ MCV (thé tich trung binh HC) = Het/HC
(Bt =82-98 fl )

+ MCH ( luwong Hb trung binh HC) =
Hgb/HC (Bt= 28- 32 po)

+ MCHC ( ndng d6 Hb trung binh HC ) =
Hgb/Hct (Bt =320-360g/l)

Thanh mach

T . W
‘ Giam chit lugng TC ‘ ‘ Giam so lugng TC ‘ Bém sinh
J J \I’ _I:| :emop}}-ll%:l:a ;
1. Chén thong 1. Bdm sinh 1.TW ; H:::zph;l:: C
2. NMC, SXH (Bernard-Soulier) 2.NB : P
3. MD: HSP, 2. Mic phai “ |
\"as;cu!itis (Aspirin, NSAIDs) / N\ —
4. Thiéu Vit C / N\ Mic phai
/ N\ 1. Giam tong hop
/ \_ | 2. Ting tiéu thy
/ \
/ \
¥ Y]
I.TW 2.NB
- Bam sinh: - Mién dich

- Mic phai

($ Wiskott Aldrich)

(ITP, thuoe, NT,
bénh hé Ihémg)

- Tang huy

(thude, ching ngira)
- Tang tiéu thu

(cg lach, DIC)

- Tang bit giit (lich
to)




TIEP CAN XUAT HUYET

1. C6 xuat huyét khdng?

Khong mét dudi ap luc Thay d6i mau theo thoi gian: Do tuoi -> sam -> tim -> xanh ->
nau -> vang

Xuéat huyét dang nao

3. Xuit huyét do cam mau ban dau hay dong mau huyét trong?
4. Muc d6 xuat huyét

(6 thé khong phu hop véi s6 lugng tiéu cau, dic biét trong XH giam TC man

- Tré <3th > Tang thém 1 d6 ning so voi biéu hién LS
5. Nguyén nhan

HEMOPHYLIA

Hemophili A Gen Iin trén nst X, lam thiéu hut yéu t6 VIII bam sinh din dén khong thé chuyén
prothrombin thanh thrombin, fibrinogen thanh fibrin lam chay mau kéo dai.

Hemophilia A : do thiéu yéu t6 VIII

Hemophilia B (IX)

Hemophilia C (XI)

Triéu chwng lam sang
1. Xudt huyét khép:khép cd chan, khop gbi, khdp hang.
D@ bi viém khép mian va cimg khop, 5 giai doan ctia xudt huyét khép:
1) Sung mé mém quanh khép, khong bi tén thwong xuwong
2) Lodng xuong sém & dau xwong
3) Khdp bi bién doi, c6 nang dudi sun, xwong banh che bi cimg
4) Hep cac khe khép va sun bi pha hiy
5) Khop bi xo hda cung.

2. Xudt huyét da dang mang bam c6 nhén (tu mau), xuat huyét thuong cham va dé tai
phét .

3. Xudt huyét néi tang :xuat huyét tiéu héa, tiét niéu , ndo.
Chin do4n xic dinh

1. Xuat huyét da dang mang bam c6 nhéan (tu mau), xuat huyét thuong cham va dé tai
phat .
Xuat huyét noi tang :xuit huyét tidu hoa, tiét niéu , nio.
Tién can: Cé4 nhan: hay chay méau kéo dai, xuat huyét tai phat .
Gia dinh: c¢6 anh em trai rudt , anh em trai ho bén ngoai bi Xuét
huyét, chay mau lau cam (do gen lin di truyén NST X)
CLS

N

w



aPTT (TCK) dai - PT (TQ) va tiéu cau binh huong.
TCK gian bi¢t: giup phan loai Hemophilia.
Dinh lwong VIII giam ( Hemophilia A), néu IX giam (Hemophilia B).

Dai Binh thuwdng Dai Thiéu VIII

Dai Dai Binh thwong  Thiéu IX

Dai Binh thwdng Binh thwéng  Thiéu XI
bic diém RLCMBD RLPMHT
Khéi phat Ty nhién hay chén thuong Thudng sau chan thuong
Dang XH Cham, vét, mang bam méau Tu mau, mang bam 1én
Vi tri XH Da, niém mac, hiém noi tang Khop, co, noi tang
Céch cAim miu Chén gon gac Truyén YTPM

Phan bién luan thém trén LS: Sau khi phan biét 2 nhém TM-TC va DPMHT (XH khép, XH

trong co gitip goi y nhidu RLDMHT), ta ko nghi XH do RLDMHT mic phai vi thuong bénh

biéu hién toan than, ngoai triéu chung XH:

* Thiéu vit K (cac YTPM I, VII, JX, X phu thugc): gap & Tré 2w-6m (bénh cinh XH
ndo-mang ndo mudn) Tré bi kém hap thu Tré sir dung KS lau dai

* Suy chirc nang gan

* DIC

* Khang dong luvu hanh (lupus)

Bam sinh Mic phai

- Hemophilia AB C: tan suat cao,
tién can gia dinh, xuat huyét
khép > lam TPTTBM, aPTT, PT,
TS, dinh lugng VIII

- Mon willerbrand: NST thuong, gen
troi, tién can gia dinh + ban than,
XH da niém, XHK (vira DMBD
vira DMHT) - TS, PT, aPTT,
dinh lugng VW

- [Thiéu fibrinogen: hiém gip, phat
hién tir sém, tién can sach > loai

- Thicu Vit K: KS kéo dai (rl vi
khuan dg ruot - giam hap thu->
dinh Iuvgng, an dam ntn?)

- Suy chire nang gan: hc suy tb gan

-DIC: s6t + NT + suy gan than

- Khang déng Iuu hanh: lupus




Trong nhém RLDMHT di truyén gdm Hemophilie A, B, C, thiéu fibrinogen,
Von Willerbrand thi: ) .

* Hemophilie A va B thuong gdp nhat = nghi nhieu .

* Hemophilie C (bénh Rosenthal): thiéu yéu to XI, di truyén theo NST thuong,
kiéu 1an, gap & 2 gi6i

« Bénh Hageman: thiéu yéu t6 XII

« Bénh von Willerbrand: di truyén theo NST thudng, kiéu troi, gap ¢ 2 gidi,
thudng gip XH da niém, chay mau ty nhién tai amidan hay XH hau phau, sau nhd
rang.

« Thiéu fibrinogen bam sinh: gdy chay mau trdm trong do fibrinogen <0.1g/L

1. BENH SU
- Xuét huyét
o Khai phat (chin thuong hay ty nhién)
o Vitri: KHOP, da, buéu mau, XHTH
o Dang xuat huyét: chdm, mang, mau bam
o Dién tién
o Xuét huyét ndi chua (ndo, trung that, tiéu hoa, 6 bung, tiéu mau)
- phén biét xuat huyét (Bang phan biét 11)
XH khép trong hemophilia # VIEM KHOP
- DAu hiéu nt nhiém doc
- Phat ban trong bénh tu mién
- Thuong gap: VKDT (nhiéu khép), lupus (hong ban), Henoch (ban da)
- Dénh gid mutc do xuat huyét lan nay?

Mire do Lim sding Hoat tinh YTBM
Nhe Xuit huyét sau chin thuong, phiu thut, ton thuong 5-15%
khop hodc mo mém

Trung binh Xuat huyet sau chan thurong nhe, khéng xuit huyét tu 1 - 5%
nhién, co thé xudt hu}'ét khop hodc mo mém

Ning Xudt huyét tir nhién, xuat huyét khap, mé mém, nio, =1%
chay mau sau cit bao quy dau...

- Co khang thé khang VIII luvu hanh khdng? = dé phong
- Hoi chimg thiéu méu trén 1am sang: da xanh, niém nhat, mach nhanh nhe kho bit,
tim dap nhanh
2. TIEN SU
- Tién can hemophilia:
Thé
Mirc d6 : dua theo ndng do YTDM # phan d¢ 1am sang
Phiéu hemophilia
Tmyép ché phém bao lau roi
Lan gan nhat truyen bao nhiéu don vi
Bién chiing truyén
- Tién cin chay mau kéo dai: sau chin thuong, nho ring

O o0 O o0 o O



3. KHAM

Bién chung khép: nang duéi sun, cing xwong banh che, bién dang khép - Xuat huyét
ndi tang

Dung thudc: aspirin, NSAIDs

Chiing ngira HBV, viém gan = rldm niing thém

Gia dinh: bén ngoai: cau, anh em rudt

- Dau hiéu thiéu mau

- Xuat huyét khop: tai phat & khop da ting bi
- Bién dang kh6p : do vong chi, giéi han van dong, teo co
4. CHAN POAN PAY DU:
Xuit huyét khép GOI T/P / hemophilia A/B mirc 30 NANG
5. CLS

Téng phan tich té bao mau: thiéu mau?? Tiéu cau??
Bilan déng mau: TS, TQ, TCK, TCK hon hgp (aPTT)
Dinh luong yéu t6 VIIL, dinh luong khang thé luu hanh trong mau
Siéu am khép/ bung: BC xuat huyét
Gia tri SA khép:
Day bao hoat dich
» +/- huy hoai sun khop
> Ton thuong sun chém
» Vo6i hoa hep khe khép
> Phan biét: dich khdp voi xuat huyét (XH c6 hdi am)

Chan doan ton thuong khép t6t nhat (Khi chua c6 ton thuong xuat huyét or viém bao hoat dich)

MRI (dit tién, it lam)

Bién chung nang: hu khép, hu gdi = thay khop gdi, khép hang

BC xuét hién chit irc ché

CTM PT/APTT
| |
PMNB
v = =y— =1 v v
| GIAM TC SL TC BINH THU'ONG |< ------ PT binh thwérng | |PT binh thwdng PT kéo dai PT kéo dai
¥ T ¥ ¥ PTT binh thwong I aPTT kéo dai PTT binh thwong| | aPTT kéo dai
TGLON] IO bR [TGIR0I PAG | 1€ KET: SIM Thigu Xl IThiéu Will, 1%, 1 Thiu VI r\?#CH
ITP THUONG | [Giam CNTC | [WAD type 28 s R S
Bernald | | Suy tay {Glanzmann) | [vWD type TC G!am u2' I i >f” I Thicu vitamin K .“OZUY gan
Soulier Suy tiy VD antiplasmin IKhang donglupus Thieu ll, ¥, X,
WD type mauTC Bkt thuimg Hemaophilia mang Heparin fibrinogen
28 | Leukemia| | thanh mach gen | wDtme 2N || Thibu vitamin K

Tiéucau PT APTT TT Fifrinogen FDP

XHGTC + di, |t [T £
Hemophilia L D A 1L
von Willerbrand 1 R D NS il
DIC N ik T 1 i
Bénh gan A I L, |t L
Warfarin L T 7T DA 8 in
Truyén mau SLI1&én | ha il T 4 T



7. PIEU TRI
biéu trji sém, tranh di chirng _
Nhap vién ngay khi c6 chin thuong, chuin bi phau thuét.
DT triéu chimg = cung cip ytdm, giam dau (para — khdng ding aspirin + NSAIDs)
o RICE:

Rest: nghi ngoi, han ché van dong

Ice: chuom lanh dé giam dau va cAm mau

Compression: bang ép

Elevation: bdi hoan yt dm thiéu

o Giam, phong ngira cic yéu t6 nguy co XH

— Phat phiéu bénh
~ Tu vén di truyén
— Chich ngtra VGB
~ Tranh va cham, han ché choi thé thao (ning)
— Tréanh uéng NSAIDs, aspirin, tiém bap
- Nghi ngoi, han ché van dong, vs rang miéng tdt

-VLTL

Hemophili A : dung két tiia lanh, Hemofil M (KT don clon chira thuan VIII )
Thoi gian ban huy VIIL: 8-12 gio. (dang tai to hop: tgbh nhu tu nhién/kéo dai)
Truyén 1 Ul/kg — VIII ting 2%
o dung CFC (c6 dac);

= twnhién

*  t4i t6 hop: tAc dung kéo dai (8 - 12h, gdp rwdi tw nhién) thoi gian ban hay 18h

- Luong VIII cAn bia = CN.(VIllcd —VIIlbn ). 0,5

Hemophili B:

- YT IX: T1/2 = 24h

- liéu 1Ul/kg IX nang ndng d6 IX 1én 1% - lap lai liéu sau 24h

- - Plasma tuoi dong lanh 10-20ml/kg/24h

- - Dung IX déng kho: chi dinh xuat huyét nguy kich khdng dép tng

Nong do Liéu lwong VIII Liéu lwong IX
YTDM cin dat | 11U ting 2% 11U tang 1%
XH trong co 30-40% 20 Ul/kg liéu duy nhat
XH khép 40% VLTL sau 2-5d

1 lidu: 20UT/kg ; néu sau 12h
con sung — 10Ul/kg/12h 2-

5d
XH co thdt lwng chiu 60-80%
XH khép hang
Ti€u mau dai thé 60 - 80%

XHTH




XH niém mac miéng 60 -70%
XH nio, 6 bung, trung that | 80 - 100% 40-50 Ul/kg yéu t6
XH vong mac VIII/kg/mdi 12h trong 48h
Nho ring 20 UI VIIVkg/N trudc nho | can nang
ring 30-60p---sau nhd truyén | 80%, duy tri
thém 10U1/kg sau PT la 30%
Phau thuit trudce pt 50Ulkg trude pt
30p
Sau pt 25UT/kg mbi 8-12h
(48h)
N3-7 duy tri YT VIII 50%

Thanh phdn Dl cac Du cac yt VIII, VIII
yt dm dm fibrinogen

Nong do 0,5 1 3 25
VI (Ul/ml)

KET TUA LANH
KTL tao boi do tan cham huyet twong tuoi dong lanh ¢ 4 d6 C trong 10-24 h = Sau d6 dugc quay ly tam
lay phan khong hoa tan

DT : hemo A, DIC (SXH, NTH), XH ning do giam fibrinogen (suy gan), thiéu fibrinogen (di truyén, RL
fibrin), bénh VW

Chtra yéu t6 VIII( 3 IU/ml), VWF, fibrinogen, XIII, nhung khong c6 yéu té XI va IX Bét loi:
v" Nong do yéu to dong mau ¢ mai tai thi khac nhau va khong kiém soat dugc.
v' L&y nhiém virus.

HUYET TUONG TUOI PONG LANH : ¢6 hau hét cic YT dm
o Ré

o Bio quan ti -25 °

o Nhiéu YTDM, HQ DT k cao

0 Di tmg: s6t, mé day > tam ngung +ha sét > p/ing giam - truyén cham
o Nguy co bénh truyén nhiém

- Chi dinh:
o Hemo A/B
o RLDM thiéu vit K
o DIC: PT vaaPTT dai
o VII bam sinh
Hemo chua rd A/B (kq chua vé) — khong tién sit GD
XH nang (ndo, vong mac)
- Nguy co thét bai khi truyén KTL, HTTDL: tiéu méau dai thé, XH co psoas, XH vi tri nguy
hiém, XH noi....

YT CO PAC
- Nbng d6 YTDM cao



- Itdiung . N
- It bénh truyén nhi€ém/phan tmg cheo
- Mac vl

8. DU PHONG YT CO PAC (tw nhién/tai td hop)
- Murc d6 ndng (<1%)
- Tumg XH khép 1 lan >1t
- Tung XH nang, XH de doa tinh mang
- XH khop lap lai lién tuc — 3 thang

HA du phong 10 — 20 1U/kg

- Dy phong yéu té ty nhién 3 lan/tuan >> dy phong suét doi >> giam xudng 3 lan/nam.
- Dy phong yéu té tai t6 hop 2 lan/tuan

HB du phong 10 — 20 1U/Kkg

- Dy phong yéu t6 tu nhién 2 lan/tuan

- Dy phong yéu t6 tai to hop 1 lan/tuan

NGHI NGO CO CHAT UC CHE

Khang thé chdng lai yéu t6 dong mau do truyén mau nhiéu lan. Tao ra tir cic chat CFC, KTL, huyét
twong twoi. Lam gidm hiéu qua.

HA ti 1é xuAt hién chat t&c ché 20 -30 %. HB xuit hién & 10 - 15%

Thoi gian tiép xdc yéu té ddng mau cang lau >> cang dé xuit hién chit rc ché (truyén mau 5 - 7 ngay)

Mirc d nang (<1%)
LS k kiém sodt:XH sau diéu tri nhiéu ngay k kiém sodt (5N)

Tién can chan dodn Hemo cé chat ke ché
TC GD
. BN ¢ ving mién, dén téc cé chat vrc ché

> aPTT hdn hop : tron=> 1 2h 37°%C :
- Ngan lai: k c6 chat trc ché
- Dai ra: ¢6 chat trc ché = dinh Iugng chét tre ché:

U"P.‘-U!\J!—‘

o Cao: >=5DV bethesda > du diéu tri YTCD vAn XH - dung chét bac cau di tai tao :
prothrombin, VII tai to hop, fibrin
o Thap : Tang li€u Ién 100 [U/kg, sau d6 duy tri 20 IU/kg/h

- Piéu tri loai bo chat wc ché

o HA dung yéu té dong mau liéu cao 100 1U/kg 3 lan cach ngay >> sau d6 dung uc ché
mién dich

o HB ding yéu t6 dong mau liéu cao 100 1U/kg mdi 2 h >> sau d6 dung @c ché mién dich



THIEU MAU THIEU SAT

1. Tri s6 binh thudng
Nhu cau Fe 1mg/ngay dé thai 0.4mg & nuéc tiéu va 0.6mg theo mat
Tré dang 16n: 1.5-2mg/ngay
Day thi: bmg/ngay
So sinh Trén 2 th 6th >2T

Fe
ug% | 180 120 60 100

Ferritin: 13-300 ng/ml

2. Nguyén nhan

Nguvén nhan Yéu to nguyeén nhin

1. Giam dw trur Sanh non, sanh d61, sanh ba : xuat hién som san
sanh

2. Thiéu cung cap tir thitc | Thwong xay ra & tré nhii nhi vi dw tri¥ Fe coa me cho

an chi sd dén khoang thang t3.t4 tré di cén va thang t2

dv tre de non

3. Roi loan hap thu Tiéu chay man, héi ching kém hap thu

4. Thicu transferin Bam sinh, mac phai nhie HCTH

5. Roi loan phan phoi Viém man

6. Thiéu}-‘it C Giam hu}v 1_i|jng Fe tir mo

7. Mat sat XHTHrira
K5T duong rudt
& loét xudt huyét, polyp v, tri

3. Lamsang
a. Triéu ching TK (lién quan dén thiéu Fe & cac men catalae, peroxydase, MAO): quiy khoc, vat
va, chan an, ngu it, hoat dong cham , kém minh man, chong mit, hay quén,nhirc dau, utai
b. Triéu chirng van dong (giam Fe co): giam truong luc co, cham phat trién van dong
Triéu ching thiéu mau (giam tong hop hemoglobin): da xanh, niém nhot, 1ong ban
tay nhot hodc rat nhot, tim nhanh, ¢4 &m thoi tdm thu co ning
d. Triéu chimg thiéu dinh dudng: miéng kho do, ludi lang, toc rung, mong tay chan bién dang,
dep
4. CLS

CTM: thiéu mau HC nhé nhugc sic
Xét nghiém thicu sat:

Ferritin ng/ml Fe ng% Transferrin mau | Hé s bédo hoa Hinh dang HC
(bth 100) 115 g% 330 (Fe/ht/transferrin) 35

Bao |<20 360 30

dong

Tiém | <20 < 60 >390 15

an




Toan | <20 <60 >410 10 nho nhuoc
phat sac

Puong rudt( soi phan tré >2 tudi), phan Gng viém

5. Tim nguyén nhan: KST CHAN DOAN PHAN B IET:
e Thiéu sit do giam cung cap: tir me, tir giai doan so sinh, nha nhi, dn dim, suy dinh dudng
e Thiéu sat do giam hap thu: hoi ching kém hap thu, viém tuy mén, hoi ching rut ngin, an udng
céc chit can tré hap thu, canh tranh sit (tra, dat cat),...
e Thiéu sit do réi loan chuyén héa: thiéu méau nguyén bao sit, rdi loan cac dong chuyén
hoa sat, khong c6 transferrin bam sinh, ngo doc chi

= Basophil ting/ chi trong mu/ protoporphyrine (FEP) trong nudc tiéu (sin xudt hem bt
o Maét sit kéo dai: polyp tai miii hong- tiéu héa- sinh duc, viém loét da day ta trang- dai trang-
truc trang, xuat huyét do cac bénh ly giam tiéu cau- tan huyét kéo dai, tai di tai lai, giun méc. ..

6. Diéu tri
Nguyén tic:
«  Chdng viém khi ¢6 bang ching
»  Diéu trj KST
« Busit
. Truyén mau khi Hb <4g/dl hay tré thiéu mau nang kém r6i loan tri giac, nhip thd,
mach ngoai bién nhe, suy tim. Liéu 3ml/kg HCL trong 4h.
. Bu sit:
a.Ché do an giau thuc pham chira sat, giam thuc phadm lam can trd hap thu sit nhu sita bo, tra.
b. Udng vién sit: ) ) )
- Vo co: Siro Ferlin (sat sulfate ) 30mg/5ml, hitu co (sat fructose, sat gluconate)
- Vién Fe folic chira 18mg sit nguyén t6
- Venofer chtra 20mg/5ml
Céch dung: udng sau an 2 -3h, sir dung 3 thang (ferritin trd vé bt) hay thém 1 thang sau khi Hb tro vé bt
Liél,,lt Ferlin 30mg/5ml
Thi€u mau nhe, T : 3mg Fe co ban/kg/ngay
Thiéu mau nang: 4 — 6 mg/kg/ngay
Vitamin C : 500mg/ngay
Thém acid folic 1mg uéng moi ngay (do téng hop Hb ciing cAn acid folic nén cho thém)
c. Fe truyén TM: str dung khi TM nang, kho uéng thudc, nén, ko dap ung sat uéng
Liéu :
Fe (mg )= CN(Hb can dat —Hb BN)x0,24 + Fe dv trir
Trong d6: Hb can dat 130g/1, Fe du trir 1a 15mg/kg
Céch dung: pha v&i Nacl 0,9%, test thude, ko ding qua 0,1mg/kg/liéu
. Diéu tri nguyén nhan: Dinh dudng theo lira tudi

S6 giun: tré > 24th, chua sb giun > 6™, Mebendazol 0,1g: ngay 2 1an mdi lan 1 vién trong 3 ngay



e Diép tng sau diéu tri:
Cai thién sé'm nhét 1a ddu hiéu vé than kinh co (qudy khéc, kém tap trung, ngl sau)
12 — 24h: tré an uong dugc do phuc hoi men
36h — 48h: dap ung tily, HC non tang sinh
48h -72h: HC luéi ting , cao nhat ngay
7 ngay: Hb tang
1 — 3 thang: tai lap du trir Fe

7. Phong bénh:

PN mang thai : uéng Fe + a.folic ( 60mg Fe + 0.25mg a.folic) trong 3 thang(1vién/ngay). Tré du
thang, du can:bu me va dugc an sdém va thang thur 4
Tré dé non, nhe can:vitamin E 10 -20 mg/ngay trong thang dau, thang thir 2 udng siro Fe
20mg/kg/ngay

THIEU ACID FOLIC
l. Chuyén héa va chirc niing
- Vitamin tan trong nudc, phan bd khap co thé, dic biét & gan.
- Luong acid folic trong co thé khoang: 6-20mg
- Thiéu acid folic lam cham sy phan chia té bao gay thiéu mau (cac HC non k
chuyén thinh HC truong thanh de _HCto)
- Thuc an la nguon cung cap a.folic cho co thé.
Il.  Nguyén nhin giy thiéu a.folic
- Thiéu dinh dudng
- Hap thu kém: tiéu chay, lao rudt..ding thude (st rét, ung thu)
- Nhu cau ting: tré non thang, sot rét. ..
I1l. LamsangvaCLS
Ls
- Thiéu méau
- Triéu chung tiéu hoa: chan an, budn nén, tiéu chay....
- R&i loan than kinh: mét moi, run tay, ting truong luc co
Cls
- Mau ngoai bién: thiéu mau hong cau to, hong cau khong déu
MCV>100fl
- Tay do: nhiéu nguyén hong cau khong 16
- A folic mau: huyét thanh giam<3ug/ml, folat hong cau giam <100
Hg/ml,
V. Diéu tri
A folic 5mg/ngay, udng dén hét thiéu mau
Xem xét diéu tri phoi hop sit (thiéu a.folic thudng phdi hop thiéu Fe)



THIEU B12

l. Chuyén héa va chirc ning

Phén b chu yéu gan , than
Thiéu B12 1am cham phan chia té bao gay thiéu mau
Vit 12 ¢ nhiéu trong thit/trimg/sita, it ¢6 trong rau

. Nguyén nhén thiéu b12

111.Triéu chirng
Ls:

CLS

IV. Diéu tri

Bénh biemer nguyén phat: khang thé chong yéu t6 noi tai da déy—>kém hap thu??

Kém hap thu:ton thg da day- rudt, dung thudc
Dinh dudng
Tang nhu cau

Thiéu mau
Chan an, buon noén, an k tiéu
Mat cam gidc ndng sau, phan xa gan xuong, cam gidc kién bo & da

Mau ngoai biér}: hé{lg cau to. Binh sic, k déu, HC ludi giam,
nguyén HC khong 16
Tuy d6:giau TB, nhiéu nguyén HC

Cyanocobamin 25-100 pg/ml tiém bap cach ngay



l. Dn

XUAT HUYET GIAM TIEU CAU

Khi s6 luong tiéu cau <150k/mm3 (150-400K)

C6 thé phat hién ngéu nhién khi xn méau hay c6 triéu chimg xuat huyét da niém

Giam SX ¢ tiy Tang pha hay tc Lach to Truyén mau+|
chat luong TC
- Suy tiy, bach huyét cap, bat |- Xuat huyét giam tiéu cau | Tang pha hay Luong mau
san tay: thiéu mau,giam 3 mién dich: tc khoe, 1an - Sung huyét: 16n " nong do
dong dau, tudi 2-5t, k sét, gan tang ap tm ctra | TC |
- {rc ché tuy: tc dung lach k to, khong ghi nhan | - Tang san: Gidam cn: do
thudc:ung thu cac dot NT tai phat TMTH thude. ...
- xam l4n: biéu hién hc can - Ting tiéu thy tiéu cau: - Thiéu mau-tao
ung DIC, van tim nhan tao.. mau ngoai tay
PAC PIEM ROI LOAN PONG MAU ROI LOAN THANH MACH
VATC
Xuat huyét diém (petechia) Hiém Thuong gap

Xuat huyét mang (ecchymose)
Xuét huyét sau co (hematoma)
Xuat huyét khép (hemathrosis)
Xuat huyét cham

Chay mau tir vét cit nong

Gidi

Tién st gia dinh

Pho bién: Lén, don doc
Dic diém troi

bic diém troi

Pho bién

it

> 80% di truyén nam

Pho bién

Phé bién: Nho, nhiéu

Hiém
Hiém

Hiém

Kéo dai va ning

Thuong gap nix

Hiém




Xét nghiém budc dau:Cong thirc mau, phét mau ngoai vi
+Thoi gian mau chay (TS), mau dong (TC)
bong mau toan bo (PT, APPT, fibrinogen), = TT
- Xét nghiém ti€p theo: D0 tap trung ti€u cau
PFA -100 (Platalet function analyser)
TCK hon hop
Dinh luong cac yéu to dong mau
Xét nghiém chan doan VWD

[ En G o= Eo [ =

Trén I&m sang
XH : XH tai chd hay toan than. XH & da, niém mac dudi dang petechiae hay mang bam
— thuong la do cac RLDM ban dau, muc do: nhe - TB - nang
o yt thue dé‘iy: sau CT, té nga, xuat huyét tu nhién, sau 1 dot nhiém trung, bénh
gan than, ty mién, dung thudc
o tim dau hiéu cta bién chimg (néu c6): 6i, dau dau, chong mit, niém nhat
o TC xuét huyét: ¢6 TC hay lan dau
Panh gid mac d6 mat mau

XHGTC:

Ls
o Ca?2 gidi, moi lra tudi

XH da dang chim, mang bam

o XH niém mac nhu chay mau miii, chay mau ring, tiéu méau, rong kinh (hiém gay
XH nao, XH noi)

O

Cls:
o CTM: giam TC, cac dong con lai bth- phét mau: hinh dang cac tb bth/TC 16n
o Khao sat CN dong mau: bth- TS kéo dai (TS: ks chirc ning thanh mach, tiéu cau) o
Tuay d6: dé nghi chi khi: bénh dién tién cAp tinh nang khong dap ung véi didu
tri/kéo dai>3thag/bénh man tinh

<20k Nang Thiéu mau, tut HA tu thé, shock
- truyén mau, dich boi hoan+thd oxy
- Prednisone 10-30mg/kg/N TMC (30-60p)

20-30k | Th
30-100k | Nhe
Theo thoi gian:

- Chan doan lan dau (k ghi XHGTC cip): 1am sang dién tién nhanh, ram ro-
tuong ung véi s.lugng TC

-  Man tjnh:>12th - khong tuong tng véi s.luong TC

- Dai dang: 3 tuan — 12 thang

Chan doan: XHGTC do? Mirc d6? Theo thoi gi

Piéu tri: theo phac d6
Tiéu chuan nhjp vién:
1. XHGTC méi phat hién ¢ xuat huyét niém mac.



2. Lam sang xuat huyét ning hay nguy kich.
3. XHGTC kéo dai > 3 thang can nhp vién lam xét nghiém tuy do.
4. XHGTC can chan doan tim nguyén nhan th phat.

5. XHGTC can can thiép thu thuat xAm I4n c6 kha ning xuit huyét hay
phau thuat va TC < 50.000/mm3.

Piéu tri diic hiéu: prednisone 2mg/kg/ngay trong 14 ngay-xh mirc do TB
Ning: Methylprednisolon 30mg/kg/ TM cham 1 1an hoidc immunoglobulin
0,8 g/kg/TTM mot lan (1ap lai sau 24-48h néu con xh)
Truyén tiéu cau: can han ché do bi khang thé pha hity rat nhanh va doi
song tiéu cau ngan, chi dinh khi:
- Tiéu cu < 10.000/mm3 va c6 xuét huyét 1am sang ning.
- Tiéu cau < 50.000/mm3 kém xuét huyét ning de doa tinh mang hay can phiu
thuat hodc thu thuat xam 14n
DT hd tro:
Bv da day
Calci
Fe liéu dy phong
Chich ngtra cho tre sd cor

CCD: vk song giam doc lyc/xem xét chich :dung liéu thap, ngung
thudc>2w

®)
@)
@)
©)

Truyén hong ciu ling: khi c6 thiéu méau, Het < 25%. Luong 10 - 15 ml/kg
Yéu to tién lwgng XHGTC co thé thanh dai d?mg, man tinh

- Trélon>10t

- Nu

- TC xay ra tir tir lac CD lan dau (nhay hay k nhay: DT thir xem d4p Gmg dé 1an sau khi
can s& DT)

- XHGTC dai dang

- XH lai sau khi giam liéu



HQI CHUNG THUC BAO MAU
- Sét dai ding kéo dai
- Phat ban, gan lach hach to, I dur
- Thé nhanh , nhi nhanh
Chén dodn so' b & hoi chiing thuc bao mau: nhiém trang huyét / theo ddi he thyuc bao mau
Chan doan phan biét:
1. Thalassemie + nhiém trang huyét
2. Bénh mau 4c tinh + nhidm trung huyét
3. rdi loan chuyén hoa + nhiém trang huyét
4. sbtrét ...
cac xét nghiém:
1. nhidm trang huyét, choc do that lung, test nhanh HIV, duong huyét
2. ferritin, triglyceride, LDH, albumin
3. TPTTBM : giam 3 dong hoac 2/3 dong, men gan tang, PT tamg
( khang sinh cephalosporin Il1: chon cefotaxim, khdng dung ceftriaxone vi anh huéng gan)
4. CRP tang
5. Tuay dd néu khdng bat thuong thi diéu tri nhiém trang huyét, néu bat thuong thi tim
nguyén nhan:
Dot bién gen dé xac dinh HC TBM thé 2, 3, 4, 5 (1 chwa xé4c dinh duoc do gen nao)
IgM, A, G, chinh xac thi dung A/G
Viém gan B, C, CMV, EBV
Siéu &m, xquang, néu can thi CT
chuan chan doan 5/8 theo phac do
Diéu tri theo phac d6 néu co bang ching HC TBM tién phat (nhung ko can lam hét cac
nguyén nhan thir phat), diéu tri theo do nang
e Céc dau hiéu nang: sét nhiéu, lir dir, an udng kém du di duge danh khang sinh rong, réi
loan d6ng mau nang. Néi chung la khong dap tng diéu tri. Can 1am sang: huyét hoc sinh
hoa ngay cang xau: men gan, bilirubin, ferritin ting hon trudc ( Ferritin dao dong 1400),
thrombin, ... cang giam
e Thu phat Is chwa ning thi chua can diéu tri
e Tién phat chwa nang thi diéu tri nhidm trang huyét
e Thir phat nang thi can nhic diéu tri
e Dung Cephalosporin 111, IVlg, desamethasone
e Tac dung phu cepha: ton thuong than mé k& (THA), e ché MD, teo nio ...
Cac diu hiéu tién phat:
1. Xét nghiém dot bién gen
2. Tién can gia dinh
3. Bénh dai dang hoic tai phat
Thi phat do EBV: tang NEU, u vom, lymphoma. Dung thudc ? khang CD20
Nguyén nhan tiang ferritin:

Ti

D>
e C oo T

1. Viém 5. Truyén mau

2. Bong $ TBM: ferritin > 10k, cac
3. DPa chin thuong] nguyén nhan khac hiém

4. Phau thuat



SOT XUAT HUYET DENGUE

TC nhéap vién:

1. SXHD nang
2. BNco:
e DAu hiéu canh bao
e Bénh ly kém theo: du can, nhii nhi
e Hoan canh xa héi dac biét: khong c6 ngudi cham, ngudi nha xin nhap vién ...
Pidu tri
- TC: T>39°C: ha nhiét, lau mat, Paracetamol 10-15 mg/kg/lan mbi 4-6 gior (max 60)
- Bu dich som bﬁng dwong uéng: Oresol, nudc soi dé ngudi, nudce trai cay (dua, cam,
chanh)
Dan do

- Chéam séc tai nha: an, uéng, ha’sét, ’ ’
- Kham lai ngay khi: 6i nhicu, hét sf)t’ nhung qir, mét, tay chan lanh, xuat huyét
- Kham lai theo hen: moi ngay cho dén khi hét sot lién tuc > 48 gio (>N7)

Diu tré ning
- Hét sot nhung dwr, mét, but rat, quéy, lanh tim tay chan, va md hoi, mach quay nhanh nhe
- Oinhiéu
- DPau bung
- Xuét huyét: chay mau miii, chan rang, 6i mau, tiéu mau

CLS
HCT tang, TC giam
NS1, IgM
Chi dinh truyén dich: Khong udng dugc, non nhiéu (dau mat nuée), lir dir, Het ting cao
Phu luc 4: TRUYEN DICH TRONG SXHD
CO DAU HIEU CANH BAO

TTM ban diu: LR, NS 6-7 mikg/gle X 1-3g

LR, NS 5 mi/kg/glé X1-2 I8
CPT

LR, NS 3 mi/kg/gle X 1-2 gl&.

Nglng truyén dich sau 24- 48 gld.




Soc

LR 15- 20ml/ kg/ g

Cdl thién tot Khéng cdl thién
T R— 5;
3 mikglg Cal thlén tét Khéng cal thién

5 Gladm llI€u CPT 10-20ml/kg/g
C4l thién hon Do CVP

CPT10ml/kgx 1-2

Glim 7,5- 5 i
Ngung dich sau hoic LR 10-7,5mikg GG KCIRUITTY

24-48¢g Ktra Hct, do CVP,

xem xét truyén
Soc SXH nang

mau néu Het gldm
‘ Bom TM LR 20mi/kg/15ph
Cal thién (sInh t6n 6n) Khéng cdl thién (M Khéng cdl thién
nhanh, HA kep) (M=0,HA= 0)

CPT 10mlkg/g, tiép tuc CPT 15-20mi/kg/g

nhw soc SXH tI€p tuc nhu séc SXH e L R

CVP.

Nguy co XH ning:
- Sdc kéo dai, sdc sau
- Suy da co quan, toan chuyén hoa ning
NSAID, khang dong
Bi loét DDTT trudce do
Chan thuong
Truyén HCL 5-10 ml/kg hodc mau tuoi toan phan 10-20 ml/kg:
- Séc khong cai thién du bu du dich
- Hect giam xudng nhanh (>35%)
- XH ndng
Truyén TC



TC < 50 K/mm? + XH niing
TC <5 K/Imm?®

Truyén plasma tuoi, tia lanh: RLDM + XH ning

Suy tang nang
Tén thwong gan/Suy gan cip

Hb tro ho hip, tudn hoan (khong sir dung LR)

Ha duodng huyét, dién giai, toan kiém

RLDM/XHTH: Vit K1 x 3 ngay, Ranitidine, Omeprazole
RLTG/co giat: mannitol 20%, diazepam, |amoniac mau: thut thao
Khéng sinh toan than

Td Ion dd, destrotix, khi mau, amoniac, lactate / 4-6 gio

Thé nio / RLTG/co giat

HO tro ho hép, tuan hoan

Chéng co giat

Chéng phu nio

Ha sot

HO tro gan (néu ton thuong)

Piéu chinh RL nudc, dién giai, toan kiém
Cham séc/dinh dudng

Phuyc hdi chirc ning som

Suy thén cip

Loc mau lién tuc: suy da tang/STC huyét dong khong on dinh
Chay than nhéan tao: huyét dong 6n dinh

+ RLDG, toan kiém khong dap tmg diéu tri noi

+ Qua tai dich khong dép tmg BT nd1

+ HC ure huyét cao

Viém co tim/suy tim: Dopamin, Dobutamin, do CVP

TC xuat vién

Hét sot 2 ngay, tinh
M, HA binh thuong
TC > 50 K/imm?3



CAC XET NGHIEM PONG MAU TRONG HUYET HQC

Thoi gian mau chay (TS: temps de saigenement- BT: bleeding time)
Két qua: Thoi gian mau chay binh thuong 84 phiit. Kéo dai néu 55 pht.
- thanh mach (thiéu vitamin C, viém mao mach di ing...)
- gidm $6 hrc_)*ng/chét luong tiéu cau (bénh XuAt huyét giam tiéu cau, bénh suy nhugc
tiéu cau Glanzmann...).
- néu kéo dai, xem TC/CMT
- BT 150.000 = 400.000/pl, ting néu > 600.000/ pl, giam néu< 100.000/ pl
- Tc giam - tim nn ngoai vi hay TW
o Ngoai vi: gidm tc mién dich, lach to...
o TW: anh hudng sx tir tiy (giam 3 dong)
- Chtrc nang TC: PFA100

Lam tiép PT/Aptt
PT: Thoi gian Prothrombin: VII, X, V, Il.
- Binh thuong: 12 gidy ( co thé tir 11 - 13 gidy)
- Kéo dai néu > chiing 2 gidy
- PT kéo dai c6 thé do thiéu hut cac yéu td dong mau IL, V, VII, X; dung thude khéng
vitamin K

aPTT/TCK : dong mau ndi sinh gém XII, XTI, IX, VIIL, X, V, 11
- Binh thuong: 80'giay ( co thé tir 30 - 35 gidy)
- Kéo dai néu > chung 10 gidy ~ thiéu hut yéu t6 dong mau XII, X1, IX, VIII, X, V, Il hoic
do khang d6ng luu hanh chdng 1 hay nhiéu yéu td
nay.
Lam tiép duong chung: hau nhu BTH
- Binh thuong 12- 15 giay
- TT kéo dai néu > chting 5 gidy
TT bénh /TTching:
- Binh thuong: 0,80- 1,25
- TT kéo dai khi chi s6 nay >1,25: thiéu fibrinogen hoic phan tir fibrinogen bat thudng

Fibrinogen dinh lugong
- Binh thuong : 2= 4g/l
- Giam néu < 1,5 g/l :giam fibrinogen (bdm sinh hodc mic phai), dung thudc tiéu huyét
khdi (liéu phép tiéu fibrin)
- Tiang néu> 6 g/l : viém nhidm, nhdi mau co tim cap, dot quy, phan tng cap tinh.
Tur do6 ta co:



- SLTC: giam

o PT,APTT binh thuong~ XHGTC, Suy tity
PT dai, APTT dai: DIC, NTH,SUY GAN

O

SLTC BTH:

PT, APTT BTH: bénh & von will, rlen TC

PT dai-aptt bth: thiéu VII, vit K, khang déng warfarin

PT bth-aptt dai: hemophilia, bénh von will = dinh lugng VIII, TCK hdn hop
PT dai, aptt dai: xem lai dudng chung (néu bth thi k c6 xay ra TH nay)

O O O T

Tiéucau PT APTT TT Fifrinogen FDP
XHGTC { J I 1
Hemophilia e
von Willerbrand AL
DIC 1
Bénh gan i
Warfarin AL

d

> 2> 2> 2 |
e e T T
= = = = = =
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= = = = = =

Truyén mau SL I&n

TCK hén hop: tron Ui do = u > do lai





