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Bleeding Disorders:
from Primary to Tertiary Care
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2InsldeneaninUnfAnsoLaenaeanite (bleeding disorder) LﬁuﬂﬁgmﬁéﬂﬂmadwwLﬁﬂmwmwé
Ieslngeinisuazenisuansuoadonsanfinunidlévateasns 1dun audenean (petechiae), 31187
(ecchymosis), laaaALaN (epistaxis), laanoantute (hemarthrosis), Bemoonlunduiie (muscular bleed-
ing), 91dsududenan wazaregaszdudondn Salausndudesenitennisdnanntuinainainy
Aaunfianzd (local bleeding) Wu wnafinszimizenms wiaiinananuRaunfvesnalnnisiuiieon
(hemostasis)"? lgun anuAnUnivewilasnden, AnuRnUnRvesUSunanasnsvmtnfiveananden
uazanuAnunAvestiademsuisfveadendifiaunainlsamaiugnssy wu lsasluilide videlsadu 4 in
Fumends wu lseldidensen feiuummdnsdnusyiegnanden avessmeiinsuin wazdmsiana
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NA9NNBUNUAUIULINAIN 24 T2lus, Tdeanailrauiuunnnin 15 wi wag/vsawdannianlnatag
wnnImilassiedUnv weluseTRuseinReuluisungiuiuinndt 7 Ju, Tauden wieseuldeu
deudeusenimn 2 13l
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=3 % I a al Gl VYo wa @ v
Aausivan ndurlinguusannaziivsyifdonsanias (spontaneous hemorrhage) n3alasuaUfimnianiies
Aldensanunasuaionn dndurdaguussiosasiidonsanianiznaldiundunsi, n1sudn vse
nseeuiiy Wy Tuseifdensanniaigasiouarnensinluionisnusniin vielunamedn vilvanda

Amensesulamesavanu (factor XIll deficiency) wienmgnsoslnusluiau (afibrinogenemia)

AWAUINEDABDN MINTLEADDN IUALALIIDIT 19NN b LELIRDNISNTENUNTEWAN WU USH
d16n, Tunth, Ao Wudu tidansanluszuumanuaims, Jaanzduwden waz USunauwsadoniaanuinnii

ANNTULIWRINGUNTIETLATU Asvasdedn fUhelilgywidenseninund

Usgiandnlusin windilgyuidensnuinnainisiidinausedlasuldeanalny wieilidensen
AEUFINITHIFAUILNINNTT 24 F21ue Tesamiendunsidndn Wy N1sYaY (circumcision), NSHNSR

foumeuda uarn1sneuily uansindtheinaeiidynidenseniauni

Use¥Rsuusemusiuein taseruisineiafinailiindadenimidifiiaund (platelet
dysfunction) @ wealwdu (aspirin), non-steroid anti-inflammatory drugs (NSAIDs) g1U1sfinenaiing
Vilinsudeivesdeniaund wu warfarin, g1dunsudeivendeangulung (non-vitamin K antagonist
oral anticoagulants, NOACs) wsen1side1ufiruzidunaruunelininnniznsednfue (vitamin K

deficiency)

U5 IRL5AUSEI19IUNNLSATIBNANNELADADBNTINATY WU 1SARUISBSY (chronic liver disease),

1salni3e59 (chronic kidney disease) #3alsauiiaidaiieanu (collagen vascular disease)

UseThveso1nisdu q MAnswdunsiidensendaund Wy wnwuiidenssninunfsmiuld,
umitindan, feuiinevseinug, denan, mde vseuinnszan tielifndalsauzSadindenunviadeundu

(acute leukemia)

UsyiRaseaundd msauUsyindensaninunivesnuluaseuasuiedislunisitdadelsadanaen
ENINUINTTY WU Usediniseide, n1saeuily, eneaniaundniuiiang q wazdseiAnisaniden
VRIAEAYAS weanINUUNMISINUTEIRATeUATIStEInTavenanvaen1sAUNenURdlsANINTUENTIN Wi

lsmgluilidedneneanaiugnssuuuudnuugaeguulasiulel X (x-linked recessive) LinlsAlmg{yney e
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lauszinsdulsaamzaiduiediennsan dwiuindadiiduainldfionisifenseniinund uenant

lsadeneaniemeiugnssuiosas 70 wihnuilausyinlsaidonsanirglunseuasd ndeuay 30 LAAN
nsnaneiugluivestu (novel mutation) laglifivszTAluasaunsiunneu dlsareuiaduusud (von
Willebrand disease, vWD) Tsailanananniaiugnssusuuduauuueslalyy (autosomal dominant) 1uls

£ v

S AINIREA kil
Y v Y

See

J
NISONSOYS1I0NY
1139971939 EegNazBEaNsEuLiiaNd Ay lunIma I UeInIzFensaninUnd Lavals
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n1snsvsnalnsaynegvaziBenludUisiiniiidendialva minasianudn lulwssaynd
vaeRRenTHnUNAVaLNAEeTY anvnvadioneaniiasiinainauRaUnARnEININNIINIEIEERBRN

J1g

N13NTIVNWULVDARDABDNUTIAHIMITI N1IATINNUIALTOABBNEWA (petechiae) YA 1-2 1.
\nannideneantanivilaannaonidontdaeian (capillary bleeding) LLazﬂﬁm’aﬁmmﬁg%ﬁamummmﬁﬂ
3 3y (ecchymosis) MusnaialdRomdsdiuun fhiinnenuRnunfivewdoaondenviandmdon wuls
Wsinaundndenanas (thrombocytopenia) Wagnsviuveanandeninun@ (platelet dysfunction)
éfm%"uéﬂaaﬁﬁLﬁamaaﬂﬁmﬂﬂamﬂmazwiaa{]ﬁamsu%«?fmauﬁaﬂ (coagulopathy) agnuidensani
Ruilsvunnlng (large deep ecchymosis), wuleudenldfmilstuan (hematoma), fidensonlunduile
(muscular bleeding) y5odlldenaantude uaﬂmaﬁmﬂmiaﬁ]wué’ﬂwmsﬂwﬁqﬁma (loose skin), 508G
Juliaun® (abnormal scars) sauduiideviain (joint laxity) Anddsewdiodeineai (collagen vascular
disease) 1 Ehlers-Danlos syndrome #1ART1anUanwMzveIianideniasinUnd (telangiectasias)
vianesumte Tngsumisinutes Taun T@au, Tunth, wen wavan Dudu awfndalsalungy hereditary
hemorrhagic telangiectasia 1 Osler-Weber-Rendu disease mﬂ‘W‘Ué’ﬂ‘wmzﬁugu%umﬂimwﬁﬁmﬁ?

waraLlnniea@nadng, nakiane saunuilonnisulnvieanarUinde aevinliandelsa Henoch-Schénlein

purpura (HSP)

NInTIATTUUYesiadlazdaundes mnasianugUledreniimasdasiuiuduinule uwagd

yaideneanmus astindalsausisaviineng 9 wu ussadadenradeundunielsausiiewesmautivios

NIRTIIMANURaUNAvessNNeEusnidalarAuRaUNAveINTEgNUALTe 813Ye Al awe
osnmedenseninUnd wu manTianuanuReunfivesiallavisensegn radius vewuu sauduindnidon

s vlsiAndalse thrombocytopenia with absent radius syndrome (TAR syndrome) %38 Fanconi anemia
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1o dwiuduaelsadluflifevsiinguuss enanmanuinwurdauIlkazAnluuisesi (chronic arthropathy)
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Complete blood count (CBC) Liegdnuiuindaien ﬁauﬁgﬂmi@mﬁaﬂé‘am, gﬂi'wal,ﬁmﬁamlm,
dindonun, JUsuaznsinduatninden n1sgadlesidendzaiusnidedelsaunsein wu wu atypical
lymphocyte Lﬁw‘ﬁﬂuﬁﬂ’gaﬁﬁmiam%yab%’a, wundndenfindansuazunsyaties (large pale stained
platelet) sufudndenvnviindlodluiiadiuiy (eosinophilia) Tulsa acquired platelet dysfunction with

eosinophilia (APDE) wagwulnasideniivuinlve) (giant platelet) lulsa Bemard-Soulier syndrome

Bleeding time (BT) vhlusiefasduindianuinunfiveiasniionnsoinanidon wuei BT azenaiile
a A = o A ° s A a a Y] v | .
fUsnandadenivsenmsvihuvestndaieaiaung Tulagduenalinisds platelet function analyzer
(PFA-100/200) a781un15m5793LA5189iN T2 UIUNITIUEATINATUIUT N8I NNEALEDALNUNITASID BT
Wesnnilanuly (eway 94.9) uazanudunie (Seeaz 88.8) Mind1® uarlildYuiuguijin (operator
dependent) widloulu BT Inggnaiilé (cut-off closure time; CT) w83 collagen; Col/Epinephrin; EPI 1A
170 Ju1# %138 Col/adenosine diphosphate; ADP 111031 150 3u1¥l fiadniliauiauniivesnisiniznguniuy

< A
VBINAANLADA

Coagulogram llusenasduninznsestiadonisudssnveadon (coagulation defect) Useneumie

AsmsI9naselUll

1. Activated partial thromboplastin time (aPTT) iﬁmsaanﬂaswiawamﬂmma%ﬁaqﬂu intrinsic
waz common pathway A1UNE 30.3-39 Fu1’ A1 aPTT AgUn@aseau factor VIl winAumnse

1NnNIN588aY 25-30

2. Prothrombin time (PT) T¥ns33n13znsesvasunnnaseglu extrinsic way common pathway

ATUNRA 10.1-13.2 U7 %138 INR (international normalized ratio) Hoenin 1.3°

3. Thrombin time (TT) Tons19nMznseamsonisimvtniiaunfveslnuiluau (hypofibrino-

9

genemia) AIUAR 9-11 Fu1il’ d13AU fibrinogen $1A11 100 WN./A8. #IBNITINRUINVD

fibrinogen UNW304 (dysfibrinogenemia) a¥wu31 19 TT, PT wag aPTT 819n71Unf

msdUodunenlsn
WenugUlenilnnzidenseniaund arsviiniTitadeusnlsaiieianve Lavdainsiamiaies

UfiAnsiiedudunsitade lnvanunsautslssinvvaanneiionseninunilavaawuy Ae
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1. ugnauauguesnzidenssninundfiiiunuwniidavseifintuniends lneadeussin,
Aa g wa o Ao A |

srggnaNBuly warUseinlunsauasiniidenoandne
2. BENANUAMURAUNAYDINA INVBINISTNULEERA LneTlsNuavidunmauandlumIsIan 1

2.1 nalnmsiandenusugi (primary hemostatic defect) WuauRaunfveaenidenyse

WNaALEn

2.2 nalnmsinudenyfend (secondary hemostatic defect) \uanuiinunfivesdade

@ @ A
NTUINIVDILEDA

A15199 1 AShennNIzdeneandesuANLRaUNAvRINabnnTILEen

Primary hemostatic defect Secondary hemostatic defect
AMURAUNG viaenldenuazINAnLdon Padensudsiveadon
o L aa a o A o & o & A Y =
AMunlsitaanoen Havla ey nauile, Tude, WelBatudn
91NTUARS adendn 9 vun 1-3 u. Wonoanldtmistudn (hematoma),
(petechiae), INTEHIU \doneontunauile (muscular bleeding),
(small ecchymosis) \Honvonlute

A o A % Yo o o

nanfilaenoen UM nanlasusunTIEraIETIlL
1 = v =l ]

NINOUAUDIRDNITNA BRLVELVINT Wonlunen

wa

Alhewsazseniinnzdenseniaunfarldsunisnsrmnaiesufifnmsdewunmunzauwasdnlu

FuegiivanuRaunfinalnnisiuden wazanmafiduld duandluwaugin 1

1. fUhefiasdedndiannuiaunfvesnalnnisinanaenugani aslasun1sngin CBC lngginuiuves

nénden SuguuaLaznsdonfndveundnidensiume tnsutadu 2 nqu fie

Ao o < A o I oA
1.1 nauniAUUNAALaDAAT LUIdu 2 ngu Av

q

| aa o < A ° I = . . [ ! A & A
nquiiiduILnanRons1ag1uAe) (isolated thrombocytopenia) Ll naulsafindniien
FA131NN13YNYIANY WU immune thrombocytopenic purpura (ITP) vi3engulsaiinainnisasiaaintunsegn

lAtipeas WU TAR syndrome

nauifiswudadensamalsviin (pancytopenia) fininannisasadadentulunsygn

anas wu lsalanszgnie (aplastic anemia), fwadinUnAunsneglulunszgn wu usisadadenunideundu

Wsailnsihaeveafindentnsuazindaiden Wy a1y disseminated intravascular coagulation (DIC)
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Wensramaiesujuinisdesulunsaeinguilia 919dein1sdinsrannaieauufnig
A a A A o aa o £ o Aa =
WisAsierglunisudunisitany tnedunulsn/n1enani
aa o <

' M a o a wa a o 1A
1.2 ﬂ’sjil‘l/lﬁﬁ]’]u’?lumamaaﬂﬂﬂm ﬂ’]imi’m%’m%@flUQUMﬂ’ﬁMﬂ’)i‘V]’W]’eJ Ae BT

v
va o '

fma BT emniund Wiilnfenguidinisvihauvenndadeninund fuhefiiiusy iasaus
o1ty swfuilvseififensaniislunseunsd vibiAndslungulse hereditary platelet dysfunction
\9u Bernard-Soulier syndrome agnuindndendisiufuruinvesndndenvuinlugninund, 15a
Glanzmann’s thrombasthenia $1uundnidonuazauavesnandentnd udiinsisveundaidend

Haun@d Lielnlan1sitdadeiiiuueu Asawin platelet function test LLLAM

v
Yo a

dwa BT Und liidndslsalunguiifienufinUnfivesaendon wuldviaiiduuuarude wu

Ehlers-Danlos syndrome waztAndunievad wu lsaantadnida (scurvy) NAAINNITNIDIINTUT

a

2. dUhenasdeindanuiiaunfivanalnnisinudennfegll (secondary hemostatic defect)

u

[

AISLI5UNIAI9 coagulogram ¥4 aPTT, PT uag TT nswusmudaunfoenilu 4 nau Aail

2.1 aPTT #1798141fe2 (isolated prolonged aPTT) wululsagluidids (hemophilia),
lsmeawdaduusun, anedalidunudennawesule (acquired autoantibody against factor VIW) %38

n3lasuen heparin isnAuly

2.2 PT 971198141A81 (isolated prolonged PT) wuluamegnsasindualuszezsuusn (early
vitamin K deficiency), lsavauanesidauariiia (congenital factor VIl deficiency) waani1siasusn

coumarin ¥1nuiull

2.3 aPTT waz PT m’;ﬁ'@@j (prolonged aPTT and PT) wululsavaunawmesaitu common
pathway WU congenital factor II, V, X deficiency wienngnselsafifinisviaurawmesvanevin wu lsa
FuBeds uavnmznserinfiuelumsn (idiopathic vitamin K deficiency in infancy; IVKDI) #38i38071
acquired prothombin complex deficiency (APCD) laenuainisidensanitelumsnetytiosnin 2 weu

v [y <

aPTT uag PT e13vieg Sauiuinamdenst wuluaig DIC gUieunesiedl TT enndiundde

Y

2.4 aPTT, PT was TT 8ﬂ3Vgﬂ§l”J wulunz dysfibrinogenemia, hypofibrinogenemia tag

afibrinogenemia

[

° 9 Y aa o . . . Y o v a wa A a &
dmsunmstudunisitiadelsa (definite diagnosis) A¢Aaedin1snIIMWIBIURURNSLTIEY Fadl
- ANIATITEAU factor VIl ey X clotting activity Tusenidnislsadluiideiewasd muaiau

- N1IMTIRTLAV VWF antigen, VWF activity, factor VIl assay Wag multimeric analysis of VWF

TusrefAndalsmpuiaauusun
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- A159599 liver function test Tusnenandalsasu

- MIATIAUSIIUVRN fibrinogen, fibrin degradation products (FDP) #3580 D-dimer lusnedifnis

N1g DIC

- ANSAMTIIN prothrombin induced by vitamin K absence-Il (PIVKA 1) TugSuSonanaun vide

Tiiendiuasne (therapeutic trial) tetslunsitadunmgnsosiniiue

- AR factor Xl activity Tusiefifinngidenseninund Wy denoonluauss WANARSIA

MaieaUURNsUNAYY CBC, BT waw coagulogram

- msnngudumidadulsalunguiugnssuaiunsniilalaen1suaaeunieiugnIsy (genetic

testing) lAuA whole exome sequencing (WES) wag whole genome sequencing (WGS) 1usiu

nuononssnutoodu’ "

a v

U £ o v [ a &
ﬂ?i'ﬁﬂ@’]‘uuﬂUﬁﬂLﬁﬁfﬂaﬂaﬂ’JﬁJ Taguuadu 4 35 Aedl

1. n155nwanizdl (local treatment) laglaniznaiiuiaung Sudindraunaunaliazeinuds
v v e 1 & aday v a v a = v A
neRsIUIALNanIedfiegwitaretn Wuisnlanadun d1lin1sdnvinvesvaendenliliuynvasniion
M%@IuﬂmjﬁﬁlﬁamaﬂmuLﬁaqﬁaﬁﬂﬂu T%l4 adrenalin, gel foam, fibrin glue 3@ tranexamic acid
fdensentutunduiloviedensentude Juusnaisussaumeivunyguindunsonalszaudu asas
15-30 Wil 0 1-2 Galus Livedielviiienvyn

)12—19

2. MSSnENaNALNY (replacement therapy)” " mslwdgiudsenouresdon sudanAmes

¥ilaeng o muamvsvedlsa (Ruandlun1sed 2) Wy
- Cryoprecipitate Tulsaglufideie, lsmsuiaduusun, N1zl fibrinogen AMTaRAUNR

- Fresh frozen plasma (FFP) 14lulsadludlided, coagulopathy aana1g DIC, IVKDI, lsasiu
warmswasudrenanauilulsa thrombotic thrombocytopenic purpura (TTP) %38 hemolytic uremic

syndrome (HUS)
- Platelet concentrate lunsdififindadonssufuamedonsenie
- Factor concentrate oA factor VIl concentrate, prothrombin complex concentrate
(PCC) #3® factor IX complex wag factor IX concentrate Sﬁuﬁ'uiiﬂ‘uadéﬂw
3. NI3INWINIYN

- Antifibrinolytic agents u tranexamic acid I%ﬁmLﬁ@ﬂlﬁﬁuﬂiﬁjlﬁamaﬂﬁlﬁau (mucous

membrane bleeding) uaidemulunsaiyilidonsanlumaiudaanie (hematuria) sze1ainaudon
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A5199 2 NNFININMELEBABBNRAUNRLANISNAMNUMILEILNUTENIUVDNEDN (AALUAIINNLDNANTOINDINUNELEY

12,14,17)

daulsznauvadaen Al navdanTiNTY
Packed red cells 10 ua./nn. Hematocrit 3-10%
FFP, FDP 10 wa./nn. Factor 15-20%
Cryoprecipitate 0.2 gﬁm/ﬂﬂ. Factor VIII 15-20%, fibrinogen 80-100 un./Ag.
Platelet concentrate 0.2 gils/nn. \nanden 20,000-40,000/lulAsanS
Factor VIl concentrate 1 gﬁm/ﬂﬂ. factor VII:C 2%
Factor IX concentrate %38 PCC 1 gﬁm/ﬂﬂ. factor IX:C 1%

FFP, fresh frozen plasma; FDP, freeze dry plasma; PCC, prothrombin complex concentrate

aanulumaiulaans dnswiieda lvwuia 10 4n/nn/Ass 0 6 TIlue wazsdnsuuseniu aun 20-25

1N./NN./AS9 Tuae 3-4 A9 81918 5% solution Y8981 tranexamic acid (250 1. JuWINaY 50 1a.) BUNGIABD

Tuay 4 assludeniiionsenludesinvielniunisvirity

- Desmopressin 30 DDAVP (1-deamino-8-D-arginine vasopressin) Iﬂumﬁﬂméjﬂ’mﬁﬁ
Jgymideneandie wu lsrdluilideeviaguusides (Eszduunamesiosas 5-40), lsnrauladuusud
type 1° wagnnwinamdemimthiinund wu lsadu amiglaneifinnzeiidle lsandadenyinnuunnses
U9wlin  DDAVP wiin@adnuasndana (Anuudy 4 lulasnsu/ua.) ivwia 0.3 Tulasnsu/ua. avane
Tudinde 0.9% 15-20 wa. vungeaalsiiAu 20 lilasniy dadwaendendid q lunan 10-15 unil
NABUALBIENAN 30-60 Wft Taedl FVILC, WF uiiuu 3 wh wavesngisenaondenlaenss dilivsy
nalnmseengsiidniau §Uhedlé¥u DDAVP vanenss fis1eun msneuauewoslundmarliu
laifhadausn Fesmgalden 24-72 $2lus neuftazEuliienadedely uanaini DDAVP Ssigviiiunisazany

duden Aslvien antifibrinolysis SauA2Y

- Aendue Yagtulinnsliuamsnusniiaynsie Tee@adindin 1 un. wedesiun1ienses
FnTwalunsn wazdalglusienuininniiug, APCD, warfarin overdose #158519N8ABINISIANTY tnedn

Wndmvserdvaenidensi 1-3 Ju vwediltlumsn 1-2 un., Tludn 2-5 un. uwagluglve) 5-10 un.

- Heparin #38 low molecular weight heparin (LMWH)‘Luma’iﬁQ’ihaﬁmaz DIC Filsineuaues

fian13snw visedideymviaenidenganuaueietesing q
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- Corticosteroid a¢llusieiifidensonsuussannlsn TP aztelivaenidonuioussiu, an
msases)iiduiy, anmsvhansvesindniden Sseanunsaane1nisidensenls vua corticosteroid finng
THoglulagiu? léiun prednisolone wwa 1-2 un./nn/3u unan 10-14 Tu uazAoy 9 anTUIAEIAIIY
nennelu 3 dUanii, prednisolone YU 4 wn./NN./AU WL 7 U UEIABE 9 ANULINEIEI 3B methyl-

prednislone vwa 30 un./nn./Ju Wunan 3 Tu

- Intravenous immunoglobulin (IVIG) #tin non-modified Fc portion lag IVIG aguads Fc por-
tion ¥illsignviianelng reticuloendothelial system wenanil VIG dalinasioniduifuios dusuindaden
VIG anusasiusiuaundnidennielu 24 $aluamdanissneléigindn corticosteroid wiran1ssnuiluszey
817784 IVIG waw corticosteroid Tumsiiunndadenluifiruuansiesii® Wesan VG fisiatuns Fean
Hlunsdlffiefideneensuusuasdidunsefedin wwaves VG TlddRue 0.8-1 nwnn/fu aduden
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