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Coagulation Disorders in Children
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NA. UAzfn@IAII9IzAL serum protein WINTIAUFITI 9 NJ/AR. BIVITWUNAUNTN
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1. RADNIINNNUANTTN 20 - 30 -

A 9 & \ A o
2. \faqeanlunauiharwalnguazifansanluds 40 — 60 20 — 30
(W% 3 -5 )
3. HIAAUWIALRNAILNUARN 1T% WIAa Laa 80 — 100 40 - 50
anway, LRensanluaNed, Taanzduibon, nadn (W% 7-10 %)

21913, 818, aIBZEIAL LaZNAWLAE iliopsoas

4. Waauwmalng 1w /aeTe wIaraasNad 80 — 100 40 - 50
(W% 1 -2
fUan#)
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Hereditary factor V deficiency
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unaaas Xa 1w cofactor &msUNTIUABY prothrombinldidu thrombin Azidaaaanluns
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2INIUALAINTUAAI ( clinical manifestation)
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msnanalsa (diagnosis)

WU PT uar APTT darsninindnélasd TT niiiaasfilinaudaiandaniy

1aszauuna@as V activity
NN33N¥T (management)

MInEYTenaudamsIALnaLAasnNawns (replacement therapy) luszozidounai

a ) & & A @
LNNITAU LLWﬂL@]85 \Y L‘Wﬂ‘ﬁﬁ!@ﬂ’]ﬂ’]ilﬂa@ﬂaﬂ ﬂizﬂaumﬂ

1. FFP (fresh frozen plasma) lfidunanlunissnsudefidyniiiensean Tudaguiu

glaunaimas V wWudu (F V concentrate)

2. i:@”uslumﬁ'ﬂmlmﬁawqmiunnnﬁamamﬁﬂﬁamm:muﬂmamwﬁu 25% lag

NI FFP 15-20 Wa./AN. @1u@ly 10 a./nn. nn 12 54 las9

Hereditary factor VIl deficiency
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mizwiasunainas VIl udiudie woldlddesfigd@nisal 1 devszany 500,000
A Ntnenaauluy autosomal recessive trait I@Uﬂ@;wﬁllﬂu homozygous 3zdla1n1slianaan
AaUn@uas heterozygous 3z laifiannns I@ﬂﬁuﬁmuqu wa@as Vil agjuuiﬂﬂﬂﬁmﬂﬁ 13
ﬁﬂ’]%‘ﬂi:é}’uﬂ’liﬁ’m’mmu tissue factor nanedu uwWaL@as Vil a (active form) ﬁdﬁ]zﬂizé}’u

uWai@as X/ IX ausa
2INTLAaEaINILEAS ( clinical manifestation)
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‘LuﬂqwmmmmammLms:mmiﬂLLiﬂm@ Fagnansawuladszunn® 16% vad
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U dl Qs aa Qs v A U -5 d‘ 1 o =\ Aa A =1 a
p‘phmwvl,mumsaummmmavlmumﬁﬂmwvl,wmmzawwm:Laﬂmcﬂmawﬂmuwmimaawaa

o o ' { 4 & X %

ANV mmuluﬂquﬁuammmnﬁaiwuﬁaaihUﬁiz@u uwataas VIEC Uszunos 5-10%
ox ~ A \ S A A @ A L A \
dihoaralianisifonsan 1o Wl \Hanaaninnrasnawiy wialidonnsla udasa

WUl PT nenanindné

msInaaalia (diagnosis)
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WU PT Jareanindn@adden laad TT uaz APTT Und  nsdnaasanubwandad

aAuMIITEALUNAL@as VIl activity

N3N (Management)

myshendsznaudisnmsliiunaiaasnaunis (replacement therapy) luszezifsunais
a @ & A A A oA @ A A oA o
LNNIzAULNALADT VI Lwa%q@a’m’maa@aaﬂﬂiaLwaﬂa\‘mua’m’maa@aaﬂﬂsaLwaﬂadﬂu

21MNILRANBDNINNNTNWINRADNNIIAN 9 Uaznaveae

1. FFP lfidunanlumssnsileidywudeasan lasdaslwluswa 20 wa/nn. dadan 10
i . L & A o
NA/NN. NN 6 T LHadan unaleeT VIl & halflife 2-4 . winiu Dadnazwy
Twiawanfa volume overload LHhasanazilimsiausaslaunwiasanuan uelu
1190398191 FFP 1%Wuy continuous infusion Mlaan 4 7. N UNDA 0916 13489270
uwWaraas VIl lils labile factor GH9dn9ny uwWataas Vil
2. recombinant factor Vlla (rF Va concentrate) 1°1uﬂ%’guyuﬁ recombinant factor Vila 14l
U@ 20-30 WAN/NNNN 6 TH. Wu 7 T4 FUszEnTawmgslumihmnnfensan
° Y [ ' & A = AA v Ay o o A
R IIn 1 8a%IN meﬁmLLwamnmmmd’sﬂﬂummwEﬂ’aUmamnmuaamﬂ
A Ad o, A o & @ o e oA @ A
volume overload malumm‘ngﬂ:}yummﬁnmumaa"[mumimmmwaLmﬂaw,aa@luauaa
aan MW rFVila mmmmuquﬂavlnmsﬁmLﬁa@VL@TLfluazmﬁ a:ﬁ’mlﬁgﬂmﬁmm
Annsauastasniminsuuudszdudszaaariniu e lsfanuaisdinsdiso gy

Huseqly
Hereditary factor Xlll deficiency

= A . A XY v A o 11
L‘]J%Iiﬂl,aa(ﬂaaﬂﬁ']ﬂ%EJ@E]']TIV]W‘]JVL@%@U ﬁﬁ]?ﬂu“iqﬂﬁquﬂ'llﬂﬂﬂizw']m 200 31y

= wa 6 a

I@UN@‘U@]HW?M 1 lumwéﬁuﬂu ﬁﬂ?iﬁ?ﬂﬂ@@ﬂ?dW%gﬂiiNLLUU autosomal recessive I@U

q

naufiidu heterozygote azlaififynfanean lasdduniaruqu™ subunit A aguulaslulaw

8
q
dn 6 dubu subunit B aguuiﬂﬂwisﬁugjﬁ 1 AU

21N1TUAaEAINILUAAS ( clinical manifestation)

g . _— = a A >3 A
aNZLANIEVD hereditary F Xl deficiency @an13dlaaadanINNLNIAARILREAD
(umbilical stump bleeding) anadliiansanluauas ialbadan (soft tissue) LN@ pseudotumor

(hemorrhagic cyst) wummﬁaqmﬂ@slvl,limmmmq fInUINNZIRaNan Wnaziialie
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a

Qs =S t:gl v v v 1 U
VL@IE?Jﬂ’ﬁﬂiZY]Uﬂ‘iZLLYm uaﬂmmaa@aanluawaasmm@"l,@l,aa (Wﬂ‘l@]%aﬂﬂ’l’] 25% maagﬂ’m)

L] (% % o

MR ana 0N IAINIAANU LU NLANUAIERRIHIAANINNTT ATHILVAILNRIZTINTA

Aa . A & o \ A
Uné (poor wound healing) Tiduanumusianizdnatninitivadlsa

nsnanalsa (diagnosis)

v
o o

LNUINANITATIINANTAINTWD IR VaILRea PT, APTT, TT agjl"l,ummsﬁﬂﬂa AINUR

qz o s s

INagaudIaTsau F Xl a1eunannIIasaig  cross-linked fibrin 1% 5M urea ©#3an3Ia

S

6

un3duiingan (weak organic acid) lasazwuin ANtRealuawld F Xl deficiency a2

™)

gangalagITIasmenaudnfazazansluasacaiuadnainasann 24 ou. lduaa 1Sen ang

nagauin urea solubility test
NNIINBN (management)

149970 uWateas Xl 4 half-life 8-12 % WazIzaUNYINlALRaaULTIAGAINTHaY

NNRES 5% MRsawalumstasnuiiansen 9uusinIinaunuels cryoprecipitate 1

v
a o o vt

|
u

13 o Aa A v et [
W/ WRN 5 NN. ‘Ylﬂ 1-2 ’Uan LLazﬂaaﬂumim@Laa@aaﬂluauaﬂ@ﬂlv& nﬂ 4-6 §UAR

v 9

NaBLATIVTING half life aIuNALATE19 9 uazshavaidiulsznavvadfioandasltlnlya

Lﬁaﬂaaﬂdﬂwq@mmlﬁiawﬁﬂ ANTLaLA LAl N 2

{ 1 1 . 6 1
A1519% 2 andsznavvadtdonuazal half-life 289 uNALADTAS 9

Factor Half-life Product

FVIII 8 hours FVIII Concentrates
FIX 12-24 hours FIX Concentrates
FXI 52 hours Fresh Frozen Plasma
FVII 3-6 hours Fresh Frozen Plasma
FX 40 hours Fresh Frozen Plasma
FV 12-36 hours Fresh Frozen Plasma
Fll 72 hours Fresh Frozen Plasma

Fibrinogen 48-96 hours Cryoprecipitate

FXII 8-12 days Cryoprecipitate
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