Hematology



GRESTA]

Pediatric Thrombosis
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Pediatric Thrombosis

ANIWNT %a‘[ﬁmﬁqa

nn:ﬁlmﬁa@qm"'ﬂulﬁﬂ Lﬁuma:ﬁ'wuvlﬁﬂamifu‘tuﬂgﬁgﬁu Lﬁaomﬂﬁmiw”@umms@LLmjﬂazl
szﬂz?m’]@1ﬁﬁifuuazmsmn?ﬁaﬁsmaﬁaaﬂﬁ'ﬂ'@msﬁu&iuﬂwLLaz‘nﬂﬁ'ﬁfu mm@lmaamazﬁlmﬁa@
gaau iiaaniianuAaUndvainiinaaaiian (Endothelial damage) 1w nisldasauniivage
daa msdadelunszusidon mslwenafitinge wiennaz antiphospholipids szuulnaliuwion
U9 eRaUn@ (Venous stasis) % mbasilantduiaiuiu ﬂﬂ?zﬁﬁLﬁ@Lﬁﬂ@]“ﬂqu\‘llﬂﬂ %38
MMM TR UazAIzAaaudse2139n31nd (Hypercoagulable state) 7 ANEUAGNINUINTTN

(inherited thrombophilia) LLﬂZLﬁ@]ﬁ]’mmm@lnm%ﬁ/\‘i (acquired thrombophilia)
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A a -~ o [
Eﬂﬂ']W‘YI 1 &1 L‘I/W!?lﬂ\'iﬂ']')$ﬂ&lLﬂﬂﬂq&](ﬂ%‘lﬂlﬂﬂ

Virchow’s Triad

Post-operative states
Casting/splinting
Leukostasis-
syndrome(AML)
Dehydration

Venous stasis

7 -
Endothelial damage ‘. Hypercoagulable state

Central venous catheter
Sepsis
Trauma
Antiphospholipids
Chemotherapy/toxins
Hyperhomocysteinemia

Inherited Thrombophilia
Acquired Thrombophilia

ﬁaaawqﬁwuma:ﬁluLﬁa@q@@"‘u"l@‘fﬂas 2 329818 Ad LANLINLAG Waz Jo3n LanuIniinaziiaa
Lfﬁ‘m@iamﬂﬁ@mazﬁg&ﬁq@ guAnynidszanas 0.51 daldnuIniia 10,000 At HasanTEaUBaIaI
NWNIIUTINIVDILRDA LT antithrombin (AT), protein C LLaz protein S ﬁ@‘lh LLazizilJilJﬂ’ﬁa:mEl&;&l
\a@ (Fibrinolytic activity) ﬁﬁwmﬂﬁiﬂ&iawysrﬁ Ha931n3=auwad Plasminogen lwdaadiniil
Alna) waz BwazaFuRaaLEn ﬁuﬂ%i:@”umadﬁmimﬂ%@lwﬁamﬁa T TUITWL LB asand
v'.malmazﬁmL&%&ﬂﬁLﬁ@ﬁ&lLﬁa@q@@]”u"lﬁdwﬁu Bl miguq‘ﬁ%i mstanTss madthnsndaiudu
wianzdau wazmasudszmusguiuiia”

daspaussuiivhliiianazil saulng) 3988z 90-95 tiaanlsn waa Aziiedunondad
Lﬁmﬂ’;'mlﬁm@iaﬂmﬁ@?{uLﬁa@q@@?’um

ﬂaﬁ'&:ﬁsadammﬁmma:éuLﬁaﬂqﬂéfuﬁLa':]%mwé'a (Acquired risk factors)

Central venous catheters m3lasoaindilunaaaiioadududasvianivnlmifianaziu
\Rangaduludn Imwud%ﬂumm@;maamnﬁ@?{wLﬁa@q@@”ﬂmﬁmnﬂLﬁ@ﬁﬁaﬂaz 90 LazNINNIN
sapaz 60 lwidnle ﬁhu’LuQ’lmgmfuwmﬁﬂﬁamz 2 i@infiinnnzAuiieagaauitduinninime
ﬁmnm?}mgoﬁauﬁwmaumm%aulumm&'ﬁwﬁ%m'gx post- thrombotic syndrome AzaNLEan
q@@“’uﬁwﬂmﬁﬂLLﬁmﬁ@ﬁnwuﬁmuuum 84379M18 (upper venous system) TautdaaunsnIzangl
fvala wienaaaidaasnlng (superior vena cava) azvhldiinsuazaauin Sadunizunindaud
TUUTS mlgmumuwdinmiasaiiaasfisuaziia (umbilical venous catheters) fANNFUWWEAL
mmﬁ@ﬁﬁLﬁa@q@@”uluma@Lﬁa@@ﬁ’wlﬁtyjluﬁaaﬁaa (inferior vena cava) Uaznaaaldandfiay (portal
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vein) lagwuinanusuwuinuszoznaflaaoain I@Uiammﬁ@?{mﬁa@q@@”uﬁmﬁuﬁummw:
afldaaaIuwn

Antiphospholipid antibodies 1.4 2 Tiia Ao

1. Lupus anticoagulant Gﬁdﬁ’llﬁ'ﬁ prolonged phospholipids-dependent clotting assays L7
aPTT aenidu

2. Anticardiolipin antibodies natn2aINIsiie antiphospholipid antibodies LLaznﬂ’J‘:?{mﬁa@q&]
ausslinTuwiga udigeiinann13fians phospholipids Vl,ﬂv‘hmmﬁaqwﬁhma@lﬁa@ (endotheli-
um) ﬂizi%lﬁLﬁ@ﬂﬁiﬁ%ﬁdﬁ’]iﬁ’]% (antibodies) Tasiniduwiia IgG daandnInizduiniaifes (platelets
activation) TINHITMIEUIINTYNIHBBITN T TUTITITadAan Aa protein C uaz AT vihlwifAa
ﬁlmﬁa@q@@”u wuAMEifanusuRRERUmMsifalsanaeadonauasludn ualiivanuidoide
msnauiun

Autoimmune disease Nﬂ’;ﬂIﬁﬂLLWﬂ&l@mLad (Aut0|mmune dlsease) L% inflammatory bowel
disease W8z Bechet's disease m*nmasmamil,ﬂ@amaa@a@@mawu laglinswnalnnisifien
IVATEIN Mam ¢/T3nsystemic lupus erythromatosus (SLE) 1a31tiaainnsznassenunsudssves
\8aq fa tissue factor pathway inhibitor (TFPI)

Malignancy Iﬁﬂmﬁal,l,a:mﬁ'nm@”’sﬂmmﬁﬁwﬂ'@Lflumm@ﬂﬁl,ﬁ@ma:?{wLﬁa@qm‘i’ulwﬁﬂ
suafinsendualwiinnizit 1w L-asparaginase GaidusndilsnunlsavziSodaionan (acute
lymphoblastic leukemia) lasfinavinld AT aaadvinlwinisasns thrombin AN HONIINUUAINNL
dwnjﬂa o7 lsAnz15974 inherited prothrombotic disorders 30U M3ldagEIwNITHAsALEaAF LAz
Qﬂaﬂﬁaduaumuq dawalﬁﬁiammﬁamazﬁﬁLﬁa@q@ﬁmﬁmfu

Nephrotic syndrome Q’ﬂaUIﬁﬂf:ﬁmmL?ﬂa@iamuﬁ@ma:ﬁmﬁa@q@@m ;jﬂamﬁﬂwumw
Lﬁms‘ﬁﬂ'jﬂu;flmyﬁawuL‘ﬁm%“aﬂa: 28 maa;ﬂ”ﬂw @‘hmei,oﬁ'l,ﬁﬂﬁlwLﬁa@q@@”uﬁwuﬂaal leur naaa
Aaadnila (renal veins) LL@immﬁmﬁlmﬁaﬂqmmluma@Lﬁ'ammavl,@‘f sulnganiiasinelu 3 Wdamu
waamyiiesslsail mm@pﬁ@mﬂﬁmnﬂ'ufmaa coagulation protein L% fibrinogen Waz factor VIII
waeiimaFsanseunisudiavasdaansle lasiamizegnsds AT sawnufinsaasses factor Xl
Uastaufigaasunazit leun NzLRaARKa (hyperviscosity) %38 MISNINFIBENTUUREY Uas
AMzanein

Oral contraceptives/pregnancy mﬂﬁmLﬁ@qwﬁwLﬁ@ﬁﬁmuﬂs:ﬂawamaImsLﬁ]u RIEEY
mmﬁ'mdamnﬁamazﬁuLﬁa@q@ﬁuqa‘fu 4 1Y I@Umww:gﬂaUﬁﬁmmﬁ@ﬂﬂaﬁuﬁﬁﬂﬁﬁ@ﬁu
Lﬁ@@g@@vuvlﬁ\‘iw Wu’i’lqﬂ'ﬂmﬁﬁnnz factor V Leiden mutation L8 Prothrombin 20210A mutation
azﬁmwmﬁmgoﬂdwﬂﬂﬁﬁa 35 111 WAz 16 L¥i1 AUS19L m'mLf,’%immaamuﬁmma:ﬁlwLﬁa@qﬂ@”uﬂ”u
mi@l{‘lﬂi‘iﬁgjﬁfu 5 %N mmql,ﬁ@mﬂmmm%ﬂﬁﬁ Y2@UVBd von Willebrand factor, factor V, factor
VIl uae fibrinogen LANAI% 3284 protein S anas InssudsILIMMsEAANEaalalszaU s
plasminogen activator inhibitor a8 musl,mgﬁﬂt,ﬁmﬁmﬁaﬂq@@”uslu%aamﬁam‘hﬁaq&“n (deep vein
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thrombosis) UazanIAAT LLazﬁIammﬁmﬁlwLﬁa@q@@”uﬁLﬁuLﬁaﬂluﬂa@VL@T (pulmonary embolism)

Infection miﬁm%amwﬁ@Lﬁ'ummLﬁﬁa@iamnﬁ@ma:ﬁmﬁa@aq@@”u 1% M3faLTa varicella
zoster Na LNLAAINNANIFTIRIIAUGD protein S (antiprotein S antibodies) i l#319n821@ protein
S T oianEAinsudidavedealunaaaiioniasienie (disseminated intravascular
coagulation Wa purpura fulminans) uaﬂﬁ]’m‘lfu miam%ma“ﬁvl,a"i (human immunodeficiency virus)

vil#ifia antiphospholipid antibodies N¥lfifaduLianaadnle

v
Q

{ { a 4 o v a a v S
13199 1 13@ 32 Azfitiadnn1grasnyinlnaaNuEalnAn19a1% thrombophilia®

Acute thrombosis

Low protain S

Low protein C

Low antithrombin
Infection

Antiphospholipid antibodies
Inflammation

Elevated factor VIII

Low free protein S

Elevated Lp(a)
Mephrotic syndrome

Low protein C

Low protein 5

Elevated Lpi{a)
Complex congenital heart disease (single ventricle)

Low protain 5

Low protein C

Low antithrombin
Asparaginase (acute lymphoblastic leukaemia)

Low antithrombin
Liver disease

Low protein 5

Low protein C

Low antithrombin
Warfarin therapy

Low protein 3

Low protein G
Heparin therapy

Low antithrombin
Nutritional deficiency

Elevated homocysteines
Pregnancy

Low protein 3
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1wty Ja88z 5-10 Lﬁ@ﬁnﬂﬂ%@”ﬂmdwvuqmmﬁﬁumLL@iﬁ’]Lﬁ@ asAadsnitlmdnid
mazﬁlaJLﬁa@q@m”uﬁmmmqﬁﬂuﬂzﬁﬂLz’%im"l,ajwu ﬁ%@ﬁﬂﬁ:i’amuﬁﬂﬁwLﬁa@q@@”ﬂumam%’a Y
muﬁ@?{wL'ﬁa@q@@”uﬁl,ﬂwgﬂm‘hmeﬁvl,aiﬂﬂa fUszamIuiinIamonsenluataunsd CRIVIETEN
inherited prothrombotic disorders ﬁﬁ‘[aﬂmu’l,my'l,ﬁ@mﬂ mutation V84 factor V gene (factor V Leiden
mutation) 138 prothrombin gene (prothrombin 20210A) mm@ql‘éiu @A M3vessdumsudiaivad
\8a® Aa antithrombin, protein C LLaZ protein S n’l’azﬁﬁ homocysteine &4 (hyperhomocysteinemia)
8z dysfibrinogenemia Immﬂmﬁma:qoifu WU inaeUeasuFseTnne anudadnfouiny
'jﬁL‘ﬁ&meLﬁm@iamﬂﬁ@mazﬁ'wLﬁa@q@]ﬁu wagoaninzAnan g laun enuiadnfvas
plasminogen LLaZ N13V1@ heparin cofactor-2, mmﬁut’fumm lipoprotein (a) Laz factor VI

Factor V Leiden mutation Lﬂummw@ﬂﬂ@]mawu‘ﬁnﬁwmﬂummmaama amaa@a@@m 7
wuuama@luﬂumm’n ﬂavl,nm'im@amaa@amu \A@aN factor V U122 @a@amswmmimmu
lag protein C (activated protein C resistance) LL@m’nquUvL@uaUluﬂuLLaWiﬂuLLazLamﬂ WflJﬂ’]’Jwan
Lﬁﬂ@@i@ﬁugj\‘m’i’muﬂﬂa 5-10 111 1 heterozygous factor V leiden mutation LLaZLﬁwgﬂﬁuLﬂu 50- 80
i1 1 homozygous factor V leiden mutation 1Aalenalunanalianuasuaze

Prothrombin 20210A mutation LJuauAaUndfwuidusuay 2 589970 factor V Leiden
mutation wu'ld3azaz 2-3 luAnA117 anaNuAaUndmMInuEnITNTaIbu prothrombin ¥l
Lﬁumﬁmﬁ'm@iamil,ﬁ@m'szﬁluLﬁa@q@@”uﬂszmm 3171 Tasna lnifaannmaiadues prothrombin
vnlwiAe thrombin Windw SmsfedudoaAnds Lﬁaaﬁ]’mmwﬂ@ﬂnﬁf‘:ﬁﬂﬁﬁ@mazﬁuLﬁa@q@@m
'*?i'"l,&iguma Badnuaasamlwivglna (211 20-30 Dymnndnluian

Antithrombin (AT) deficiency tIun1N3smMemassaIwmMILdsaazasdan AT 1lu glyco-
protein serine protease inhibitor RI9NAY Lazkil vitamin K-dependent protein V’imﬁwﬁﬂ'mﬁami
YiN9%aY thrombin, factor Xa, 1Xa WLaz Xla quvaﬂ’litﬁwuﬂizmm%ﬂa: 0.2-0.5 N1I¢ homozygous
deficiency anavnlimsnidedinasudluasss %%aﬁm:]ﬁ:ﬁwLﬁa@q@éfugumaﬁﬁwmwﬁgﬁu@imnﬂaa@
‘ﬁlﬁﬂﬂ’i’] neonatal purpura fulminans N13¢ heterozygous deficiency ﬁmmlﬁﬂa@iammﬁ@ma:ﬁ'u
1A899AAUFININANUAG 10 1 MM2=7AT19M 2@ antithrombin wiaiu 2 e Ao

- Type | AT deficiency tJwanudadn@nisUIunm (Quantitative defect) LAAINNTAARS
PoIMIEILa M uianaas AT

- Type Il AT deficiency tIuanuAaun@lunsvinausas AT (Qualitative defect) 1 NS
Un@

Protein C deficiency protein C v vitamin K-dependent plasma glycoprotein LaLD BRI O
NMIUTIAeILRaa N1=Uné protein C azagﬂugﬂmaa inactivated form (inactivated plasma zymogen)
LLazgﬂLﬂﬁlﬂuslﬁa %Jﬂugll activated protein C 1@t thrombomodulin fig$1991n endothelium uas activated
protein C ﬁﬂ%ﬁﬁﬁﬂhﬂ%m‘sﬁﬁmumad factor Va waz factor Vllla e protein S \iJ% co-factor N2
‘ﬁi"mmml’m protein C ﬁmsmma@mowﬁqmmLLfmJ autosomal dominant Lazuladw 2 THa Ao
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- Type | Protein C deficiency (classic type) L‘]‘jum’mﬁ@]ﬂﬂaﬁm‘m‘%”m protein C 8ARJ LA
NINUAARY (Quantitative defect)

- Type Il Protein C deficiency 1J#anuAaUn@ lwn15vinauvad protein C (Qualitative defect)
Tasfi5anas protein C antigen Uné Wwnsiinylastasnin

mJ@lmifuﬂladmim@ heterozygous protein C deficiency W'uvl,maﬂaw 0.2 homozygous N30
compound heterozygous protein ¢ deficiency a¢la1MIuLss dn1ae amaa@a@mmmmm‘iwmﬁ
HIUALINAREA (neonatal purpura fulminans) T,@srcnwm@auLaa@q@@umiumamaa@mua:mamaa@
TN LLazﬁé’m’mﬁLﬂWgwga

Protein S deficiency protein S \Jw vitamin K-dependent natural anticoagulant LBULAEIND
protein C § 2 uuy fadszunmineas 40 aglugﬂfﬁm:(free active form) Laz3a8az 60 L inactive
bound form 6§O$Uﬂwu C4b binding protein %ﬁf’lﬁ"ﬂa\‘i protein S Aaidw co-factor Va4 activated protein
¢ lumssugenmsvinauaas factor Va uae factor Villa neis1sneana protein S AN138NENAANII
WHINIIWULL autosomal dominant Lazuailu 2 wiia Ae

- Type | Protein S deficiency tuanuFadn@n1sdInnasuad protein S (Quantitative defect)

- Type Il Protein S deficiency 1JuanuAaLn@lun13vinguaad protein S (Qualitative defect)

21NNILEANVDY Heterozygous protein S deficiency lazunsanenleaann protein C deficiency
wuma:ﬁlzuLﬁa@q@@mﬂmumamﬁa@@huamm wusnlutanlaniaglna §3u homozygous #3a
compound heterozygous protein S deficiency 3zia1NNTTULTY ﬁmazﬁluLﬁa@q@ﬁu'gul,mﬁﬁwmy
FILALINAREA (neonatal purpura fulminans)

Hyperhomocysteinemia LNA31NN1321@ enzyme cystathionine B-synthase %30 polymorphism
2898% MTHFR (methylenetetrahydropholate reductase) GAﬁ\‘i MTHFR Lﬂuenzyme ‘ﬁlLﬂﬁiﬂu homocys-
teine L4 methionine N3 enzyme 13 2 #24 Lﬁummqiﬁlﬁ@ma: hyperhomocysteinemia A1l
ﬁ@ﬂﬂﬁ@”ﬂﬂﬁmﬁalﬁtﬁ@mazﬁuLﬁa@aqm‘i’ulwaa@Lﬁa@LLmLLainﬂ%aa@Lﬁa@auaﬂuLﬁﬂ WONINTH
32@UUBY homocysteine %Lﬁwgﬁﬂuma:ﬁiwmmrm folate, Ae13ul 6 wazd 12 628

Lipoprotein (a) 32@Ua4 lipoprotein (a) ﬁgﬁuﬁmm&ww”ufn”umﬂﬁﬂimma@LﬁaoLL‘?‘T@
(atherosclerotic disease) lag lipoprotein (a) ﬁﬁﬁﬂ‘ﬁﬂ'ﬂal:i‘i“ll‘j_l’mﬂ"liazmﬂﬁul,ﬁa@ laamsueIny
plasminogen NsUMY fibrin MI732AL8Y lipoprotein (a) GR IANANNLTEIRaNIAANIZANLEeA
aaauluidn

Factor VIIl Wuinsagas 25 °1Ja<1;ﬁ’ﬂaﬂﬁ'ﬁmaz?{uLﬁa@q@ﬁuﬁszﬁwaa factor VIII ‘ﬁ'g\m'hﬂﬂﬁ
(81NN31 1,500 UML) laswuinszauaad factor VI 'ﬁlqandﬂ 1,500 1U/L azﬁiaﬂ’lmﬁ@mazﬁmﬁa@q@
@”ugaﬂdﬁ:@”u factor VIl §1n31 1,000 1U/L 1328nth 6 11 LLa:ﬁIammﬂwEwgo wag g ldnunatn
wiganvhlwszauvas factor VIl Lﬁm'ﬁu‘luﬁﬂaﬂﬁﬁm’az?{mﬁa@q@éfu

Dysfibrinogenemia Lﬂuma:ﬁmmammaw”m;msmmu autosomal recessive ‘ﬁlwuvlﬁﬁfaﬂ lag
WU SIS ufiReUnfisening thrombin uas fibrin naliiiaanuAaUnduesnsiasm fibrinogen iu
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fibrin mumazﬁmﬁa@q@ﬁuwﬂﬁ WWE9308as 20 maag&fﬂa ol3il e homozygous dysfibrinogenemia
dunziinuldiasun mliifalsanasadeasuasludn wie imigaduzasdutonlurias uas
mnﬁ@ﬁmﬁa@q@@”umi”amﬁm@”@ L% factor V Leiden mutation, prothrombin 20210A mutation %38
ﬂ’l'J‘“‘ﬁli’l\‘m’]Uﬁ%ﬂdﬁ’]iﬁ’l%ﬂ’liw’ﬁd@y’maﬂLﬁa@vLﬁﬁailﬂ'j’]ﬂﬂa (protein C, protein S %38 antithrombin
deficiency) N30 ﬂ’]’J‘“‘ﬂ&J homocysteine g3 (hyperhomocysteinemia) a2 dysfibrinogenemia AUNA
ﬂﬂ@]auﬂwmﬂmemwLammamim@mawamLaa@a@mu LmuaUmﬂmamﬂma"lﬂmmu oA e
NaUn&vuad plasminogen LLaz N3V heparin cofactor-2 mnwmumaa lipoprotein (a) LLae factor
VI Lﬁaaﬁ]’mmmummﬁm"’waaLﬁamlmﬁﬂﬂ”aw?um"bjawifﬁ gaumsulananistasfiang
{8 Inherited thrombophilia ?ﬁﬁLfluﬁaaméf"ﬂmﬂﬂﬁlmwia:mamqmauﬁn%ﬂummﬂawa LA
Tuen197 2
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{ 1 a . - 3 1 1 o 1
@13197 2 A11n@AVaY Inherited thrombophilia lutan Inauaazrleaiy wWisuisunud lng @

Children

Test Ages<1yr Ages1-5yr Ages6-10yr Ages 11-16 yr Adults

(n=18) (n=30) (n=38) (n=41) (n=30)
Protein C Activity (%)
Mean 75.6** 101.6* 103.9* 118.2 120.7
Range (31.4-119.8) (65.2-138.0) (61.3-146.5) (77-159.4) (75.3-166.1)
Protein C Antigen (%)
Mean 63.0* 81.8 82 89.1 90.7
Range (28.4-976) (53.2-1104) (53.2-110.8) (63.3-114.9) (56.1-125.3)
Total Protein S (%)
Mean 93.9* 113.7 113.3 115.2 115.3
Range (50.1-137.7) (69.5-157.9) (58.7-167.9) (70.6-159.8) (67.9-162.7 )
Free Protein S (%)
Mean 94 .1 97.5 95.9 107.6 110.4
Range (58.1-130.1) (46.3-148.7) (47.9-143.9) (66.6-148.6) (53.4-167.4)
Antithrombin (%)
Mean 94.6* 108.5 105.1 104.2 103.8
Range (75.2-114.0) (87.3-129.7) (89.3-120.9) (85.6-122.8) (82.2-125.4)
Homocysteine(umol/L)
Mean 5.6** 5.8** 6.1** 8.5* 9.9
Range (1.8-9.4) (2.8-8.8) (3.1-9.1) (3.5-13.5) (4.9-14.9)

**p <0.001 and * p< 0.05 compared with adults by analysis of variance test with additionol Dunnett-test

NHAMSANEARIANUTURBEIZA TN mwwﬁ@ﬂﬂﬁmaw”uqmmﬁﬁumLL@iﬁWLﬁ@(Inherited
thrombophilia) ﬂ”umuﬁ@mazﬁmﬁa@qm‘fulmﬁn SadumsAnsLU Systematic review and Me-
ta-Analysis la® Dr. Young uaz e lud wa 2551wui Lﬁﬂﬁ'ﬁmwuﬁ@ﬂﬂamaﬁuqﬂﬁwﬁﬂum
LwiﬁwLﬁ@ﬁlzﬁiammﬁ@m’;zﬁmLﬁ'a@q@ﬁmﬁuﬂ%Lnﬂ (first venous thromboembolism) RNAuaIL
2.63 119 8.89 wi"uLﬁaLﬁamﬂ”uﬂajmﬁnﬂﬂa wgeaazidoaluanaf 3
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{ o o 1 a a o | & 10 A
(ﬂ'ﬁ'l\‘lﬁ 3 ﬂ'J'l&lﬁNW%ﬁ(iz‘WTl\‘lﬂ')'lNNﬂﬂﬂﬂ"{l'l\‘iW%ﬁqﬂi‘a’N‘ﬁL‘i.I%N'lLL@]ﬂ']L%ﬂ (Inherited thrombophilia)

& A a o g & & . .
numimmmazauLﬁaﬂqmmu‘l%mmﬂ%ma w3n (first venous thromboembolism)

Genetic Traits Patients/Controls OR (95%Cl)
Protein C deficiency 1079/1979 7.75 (4.48-13.38)
<0.0001
Protein S deficiency 1075/1979 5.77(3.07-10.85)
< 0.0001
Antithrombin deficiency 1072/1979 8.73(3.12-24.42)
< 0.0001
Factor V Leiden 1430/2623 3.56 (2.57-4.93)
< 0.0001
Prothrombin 20210 916/1673 2.63 (1.61-4.29)
<0.001
Lipoprotein(a) 589/1441 4.50 (3.19-6.35)
< 0.001
> 2 genetic traits 965/1625 8.89 (3.43-23.06)
<0.0001

A oA a a Y] { & 1 o a ) Y]
m‘smfmmaﬁmﬂgummsé"mmwwmﬂnmmawuqmsa«ﬁLﬂumummmﬂmwsnmq:
amﬁaﬂqﬂﬁu
o A ﬂ 1 o a a A' A (> 1 a VL gl’(e)
araTamawngnInsInTINilduudriuiiasesmaiaduitengaanlunsdide b
P A A o a oo a A A =
- um'szawLaa@q@@ﬂ@yvlwﬂﬁ]ﬁmml,am Wia 13ndugluan
- mazﬁwﬁa@qw‘"uﬁ,ﬁwﬁﬂ
QI =} %4 o 1 dl 1 a
; amaa@q@@ﬂummmﬂuﬂﬂ@
aAa A o = o | ~ ) '
- mwLaa@q@@ulu%aa@Laammﬂmjmﬂ‘ﬂmquaam'} 30 1
- ﬁﬂi:i’@?ﬁuLﬁ@@@q@@”ﬂ%ﬂiﬂﬂﬂﬁ
- fUs22@unvEn (recurrent abortion)
nMIaTIIN sl udnisnmanugnssufiduanudinidia (Inherited thrombophilias) Wil 2
s2au® Qa
weufl 1 iflunsarnamaiesdjudnmiugrudmivgihoamandisdu leun
- Antithrombin Il
- Protein C activity
- Free and total protein S Ag

- Factor V Leiden and/or functional activated protein C resistance assay
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aSuN3 Gnaiamﬁqa Pediatric Thrombosis

- Prothrombin gene mutation
- MTHFR T677T and/or homocysteine level
- Lipoprotein (a)

- Lupus anticoagulant

- Anticardiolipin Ab

- Factor VIII

o A & A A A A o A . & a o o o f

3L01UN 2 Lﬂuﬂ’]i@li’l’«ﬂLWNLG]&Jl%ﬂiﬂ&‘ﬂﬂ&ﬂ’]ﬁ@]ﬁ’)’fﬂ%ﬁ@ﬂ‘ﬂ 1 aglumm«mﬂﬂ@ LLN:&’W%?UH]J’JEI
A 5 A A wma A o )
‘Y]Lfl%‘]j”l ‘Vl‘ié]lll]iz’l@]ﬂllLﬂ@@]ﬁ;@@]%l%ﬂiaﬂﬂ‘i’l

- Factor IX, Xl

- Dysfibrinogenemia evaluation: fibrinogen activity & antigen, thrombin time, FDP

NIINHIAILLIAIWBNITUDIAIVDILADABRHA 1al (New Antitcoagulant therapy) Titain®

sl,uﬂq%]a;fu m@‘l”'mm‘mﬁm”’maaLﬁa@ﬁﬁﬂﬂ%ﬁ”ﬂmmaz?{wLﬁa@q@ﬁﬂmﬁﬂﬁ 3 i@ lalA Hep-
arin § 2 ;JflJLLlJU @A Unfractionate Heparin (UFH) a8z Low molecular weight heparin (LMWH) LLag
NEIWNNIUTIRIT a9 R aTRasUYSENY 1T warfarin G9pnaananiTasinauisesgnelunsshen
ma:ﬁmﬁa@q@@”ﬂmﬁﬂ il

UFH 1fJus3 acidic glycosaminoglycan yhmsinfisnunisudsnavasidonlagnisisesnisninemn
284 AT-lIl WazilaNuuaAndId N ETIauAas (pharmacokinetics) luldazyaaa Fldnnfiazana
MNTBINANNIAALAWDITAILN TasNTAUBINITEBNEND LN LA NLEN Lﬁaammﬁﬂﬁmqﬁaﬂﬂdw 6 LAan
Azilazaupad AT-lII @‘i%fial,ﬁsmﬁu@’lmg wananigInuinszauvas AT-I lugradnans 6 1daw 2z
ﬁmsmﬁwuﬂaaa;J'Lauaimﬁsm‘"ul,ﬁuga%uash:m@L%ﬁ reliAndaymnlunsdsunliagluszay
INW (therapeutic level) laen

LMWH vimsiniissmsvinospes AT-Il vnlisuds factor Xa dTadmitanin UFH iesan
NIUNFTIaRENEasassAunen vlilidasasadantes waitasinaluidnds mIuseiTen
Fasdautnldminiiaiuas 2 A5 LaziAnianenyesndn 6 Laaw dzauved AT-II f1 MINaUEHaIEN
latialaid

Warfarin E]Emf]“nﬁ(ﬂ Elﬂ’]iﬂ'uEﬁimiﬁ’l\‘l’m‘ua\‘lLauvlfnﬁvitamin-K epoxide reductase Lz vitamin-K
reductase ﬁwa@iaﬂqgllﬁ]valﬂ’lil,l,"ﬁd@”?"na\‘lLﬁa@]‘ﬁlLﬂu vitamin K dependent @@ factor Il, factor VII, factor
X wae factor X uazdassenumaudsaavasidaaiidu vitamin K dependent natural anticoagulant fi
protein C, protein S LLa2 protein Zmﬁm‘"ﬂmﬂﬁmﬂﬁjmﬁﬁuLﬁﬂmiﬂﬁawﬂamd'] 1 158w 1H8991n
Lﬁﬂﬂiﬂ;u‘ﬁﬁ vitamin k lushanmestas ‘fiaﬁmwmﬁmeiamnﬁ@Lﬁa@aaﬂqo wazdltadnnalunsleluan
Lﬁaaﬁnﬂgmmumﬁmﬁ@ winltlasnsazasinvinliuasase ldsanadarintuwluudazass 99
limsssmssbwdnidnildenn wenanitludnusasssududadlesnond fFuerlidnanse

1 . g 5 Qq// = L (> |¢é a v A 1 a tdl ~ L v 1
NuUad metabolism Va38% muuﬁwmswwmmmlmlemma@mﬁamﬁmmwﬂﬂumguu VI,@LLﬂ
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1. Short-acting anticoagulants @A direct thrombin inhibitors (DTI) L% Bivalirudin, Argatroban
2. Long-acting anticoagulants l@wn selective anti-factor Xa inhibitor L7 Fondaparinux (@0,0

LEAIIUANTN 4)

®131911 4 Pharmacologic properties of new anticoagulants™

Medication Metabolism Half-life Dosing Monitoring
Argatroban 100% liver 45 min 0.75 mg/kg/min 1.5 x 3 baseline PTT
Bivalirudin 75% proteolysis | 25 min 0.125 mg/kg bolus 1.5-2.5 x baseline PTT

25% renal 0.125 mg/kg/hr
Fondaparinux 100% renal 18 hrs 0.1 mg/kg once daily 0.5-1 mg/L 4 hours post-dose

Direct thrombin inhibitor (DTI) Aad1nianin Heparin™ g

1. DTI fiwihiisunszguds thrombin lasass Soldfdymlwdnidnfdszan AT-I 6

2. DTI laidumiu plasma protein tilaulu heparin s9nalinmsnsnisiszaumsinmliadlu
therapeutic level la@n3n

3. nmzidasssnifiatesndi Walfisuwwiaes anticoagulant effect ALY

4. DTI linal#ifAian11z heparin induced thrombocytopenia (HIT)

5. DTI SUgsnaludinwed (lot-bound L& circulating thrombin) ¢l heparin A=EUHIANIZEI
2849 circulating thrombin s9nalst DTI fuszinsawlunisguss thrombin leendn

NANNIANBLUL Pilot study w8481 Bivalirudin® rl,u,ﬂ'n?%'ﬂ‘1:rm'nz§'zuL?Sia@aq<§1<§1°”°u;vr1<1'v1aa@L?iacﬂ
duazuadluidnangiasnd 6 idau $1uau 16 1o wud 3/16 1o Aaidusasss 37.5 fmssagan
daalenuaneln 48-72 Talus uaz 3/16 o Aadusasss 37.5 Imsaauauiaaalaunsdin uay
fmsanenluSesmasanulsaantrasenwuiies 2/16 aawduiosas 12.5 Uaanaziiluidon uaznas
NnaaTzaugnasanmiasnaawely wasdnmsanmnflden Argatroban® Twanfitianie HIT wie
laizunsalsen heparin 1o 31131 18 e mq@‘&au@immﬁmuﬁa 16 4 T@mﬁnm%m@ﬁ%'ﬂmayﬂwa
diae3nge wud 2/18 Aawlusesas 11.1 1iannaz thrombotic events Tuwauefild Argatroban lunns
$hwnnz HIT ualasrialy ﬂéa%ﬁamaoﬁﬂwﬁﬁmaz HIT fnuﬁ@ma:?{wLﬁa@q@ﬁuﬁ@ﬁaaﬁn”lajvleﬁu
mysnw GoldldiAnnnuaTafeaden waeneeuanNlaaanuuasen wu 2/18 aadusasas
11.1 LNONNZLRABENIWLFL TG

Selective anti-factor Xa inhibitor 4Ta@t#%an31 LMWH™" @a

1. §e03TAANRINN BANTALSHITIN I UATATI

2. meiilisulegasanuimad linalwifiane HIT ULAZEATINIAANIENIZANNIY (oste-
oporosis) anadLlatfiuny LMWH
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A Y o @ o A = o a° . o & Ao @ \ ]
widdasniauasndiiife lifianidugnd (antidote) va3816a% wazmiiiasagluszning
n3dnsn3lgen Fondaparinux luannguluaiiensafiinanzas
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LAINIINITININY

U U (~1
N1IENDW LN DI LIBLA N
(Approach to pediatric
abdominal mass)

g A

5336 1B aNNWS LIS

v

Aauluiaadudymnnuldvesdudibunifia aunszvisivglng smavasteuluriasluis
Wnuandsannlwisglng ludniansulngvesdeulurisafannmmavetaibizndaUnd i
lawauth (hydronephrosis) :nnmsganuvadviananlas iz wenanitanainanitasanuazaziis
\7% Wilms’ tumor, neuroblastoma, hepatoblastoma 81113ULaLaNNTLEAITBILANNNGIBLTaINaY J
audnInulassdyannmsasasnamaalisdynian audsdonmInnawmesednawlaeass nia

dl Cé v v 1 - A A o A o v ot v
s msaududunaunindauainden 15u Usaiziiifeadu anuauiaags drldgadu idudu luun
tznanisemquastounnutos Uiz nMI9329319mMe waznsanmivesljiananens

AnansuazInanyLan LA

swavasnanlunasluin

sunaasteulurissnsnauwenanmumaialya ldun™

1. anwAedndudsde 1ww lauiuinen posterior urethral valve

2 Lf:aaaml,a:mﬁa L% neuroblastoma, Wilms’ tumor, hepatoblastoma

3. ANUAAUNALATNIIAYDILUATUBARY LT glycogen storage disease

4. M3GALED LW liver abscess

5. M3 laTugUamnglutediasainnsnszunn 11w pancreatic pseudocyst

uanafmf:mm@;maaﬁau’[uﬁauwﬂmumﬁnm laun

1. mhaansamarndadusiunisnasnssne (surgical conditions) 1w hepatoblastoma,
Wilms’ tumor tJ%a1%

2. fanfilidasn13nsHida (non-surgical conditions) iaanasuazlugasrioslafalnd
(organomegaly)®” 1w sula shale dessiimaasla udi

18



Ta%a lo@aunwusiasey wINIMTIRasnzianluriasludn (Approach to pediatric abdominal mass)

m'iﬁﬂ‘mmmqmaoﬁauluﬁaa@ﬂamﬁﬂfﬁﬁmu 653 A Wudlszanmsasas 60 iWwneila
fossnmlasmidien waztouas 40 unfidosriaa® Tmmmqmaaﬁaﬁauaz 90 figoIrea
Lﬂuﬁauﬁ'agﬁnmmﬁ"wmﬁm (retroperitoneal mass) LLazmmqmaaﬁau‘lm‘mmﬂﬁ: Tauaz60 4
WENBFAIWNIN LA LTY Wilms’ tumor, clear cell sarcoma of kidney, hydronephrosis LazAN3 DA

40 uraunanla 154 neuroblastoma, lymphoma, rhabdomyosarcoma, teratoma®”*

13220uarn190329319n8

UszstuazmIaasamefaisdsadulwdnnddewlurias leuns®

1. anuAeUnfudrifiendenuRnsraisagnasanni (associated anomalies) L% WAGR
syndrome ( Wilms’ tumor 'ﬁwui’mﬂvu aniridia, genital abnormality, mental retardation), Beckwith-Wie-
demann syndrome (hemihypertrophy ﬁwuiwﬁ'v Wilms’ tumor, hepatoblastoma) %38 cutaneous
hemangioma 341U hepatic hemangioendothelioma®® ™

2. 01y ﬁauiuﬁaaLﬁ@ﬁnﬂmm@pwvﬁ]mﬁﬁ%ﬁﬂLLﬂﬂI‘iﬂﬁLmn@mﬂmmmNmﬂqmmmLu_io
ngua1gle 3 nqu Aa TunInaiyiaundi 1 1fau (neonatal period) 81g) 1 ifiauds 4 § uazeny 5 1
Puly 2

sunazadnauluriasluianionisnusnifiaiis 1 Wau Jazaz 90 Liaan iiosandilaflouzss
uaziaaz 50 Aaungunania I@ﬁmm@;‘ﬁ'wuﬁaﬂ @wn hydronephrosis, multicystic dysplastic kid-
ney mm@;waoﬁauluﬁaﬂmﬁnﬁmalq‘ﬁm”ﬂLL‘iﬂLﬁmzwuquyﬁmirﬁmmﬁfaaaﬂmﬁagﬁu JETTEIES
ﬁwumnlui’mﬁﬂmq 1 1@auds 1 1 @a neuroblastoma uazr29818) 3-4 I Wuidu Wilms’ tumor®®™
(@17197 1)

3. LNe mm@;maaﬁauﬁﬁ‘hm:ﬂmLWﬂ \T% ovarian mass WULAWZIULWARE wazlaunwtia
‘ﬁlLﬁ@]’i}’m posterior urethral valve wuawzlwweae WWuen

2510 91 ANTIINLNIDLN HAIMNINNIZLRZLFAIDINEIDTRATNYAIN D%

4. INILLAZDINIILRA
e 1

- dasmzndudan wulu Wims' tumor

- mwﬁmﬁaﬂgd wulu Wilm’s tumor, neuroblastoma, pheochromocytoma

- ﬁauﬂ;uu?nmﬂﬂ%aﬂﬁim (skull nodule) U TIUSIITELA29M (periorbital ecchy-
moses 138 raccoon eye) a’m’limLLazﬂﬁ’laJLf'Iaﬂﬁ@lﬂ%ﬁ@l opsoclonus-myoclonus wulis neuroblastoma

- m’JzLﬂu%gL&J §1nawle (precocious puberty) WUl hepatoblastoma Wag adrenal cortex tumor

- 19’ Fa 9aifanaananadani dansiuwnaasla aula shw To woluusSadadoasn (leuke-

. =3 1 g/ = Y
mia) ¥zL396aNLNREY (lymphoma) L we %
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Ta%a lo@aunwusiasey wINIMTIRasnzianluriasludn (Approach to pediatric abdominal mass)

5. GILAKILAZANYUSHITAINDY
@‘hLLmeaoﬁauleaoﬁwmuaﬂmm@; LT
51 fawluiasmuuniemenigina (anatomy) 1in feuiusismslasaninaewlng
anummelatisuanisaivrzusnad wuteuiey aula mnamanwurianusnumelasidaiies
Wuaniale WWuen
5.2 faunluriasmudiuniinennialutedriad 1 u NITaIYiad (abdominal wall) lutas
N4 (intraperitoneum) LTINIW (pelvis) LLaz%ﬁdLﬁaqﬁaaﬁad (retroperitoneum)
ﬁausluu‘%mmwﬁ'aL?jaqﬁaaﬁadﬁﬁmm@l%mmﬂawImiﬁmlwﬁaaﬁaa"l.ﬁ N1TA3I9T1NE
fuNTnLeNt et e IngeIUS I MEINE1 I@Uﬁﬁauﬁnﬂ%éﬁ@aqﬁmﬁm uszlainanluzes
N9 LL@ié’ﬂwm:maaﬁauazaﬂﬁ'ﬂ%ﬁoLﬁaqﬁaaﬁ’aa lindanaumamelansaaunslon sawtanly
Hosriassnansnnd tdiadowllanlugesriasle ludndusnondonmuidnussuay windtauenala
i lugasriaslalsuni 1% ovarian mass W3 ovarian cyst BwIalng analadutasyiasla N3
ARNANMMzAIUaIRNaw eS8 m§m5$%§a°ﬁﬂuLLuanaﬁdm°’3 vivanwenFannlaatniasnng o
neuroblastoma maﬁﬁamﬁgmmazmmm‘*ﬂ“mLLmﬁaﬂmo@ﬁ F961997n Wilms' tumor fiRaRaw5aL
wazain LU NeNaN9e*®® MIA329N93IRIRIRY LTW ultrasonography, computed tomography
(CT) scan 138 magnetic resonance imaging (MRI) T8 8% WHANIIATIVINNNE Lmﬂﬁ"ﬁagaﬁmjuﬂ’l
waztramyinansnlse leadmn

MIATINRDIUITANS

msmnmaﬁaaﬂﬁﬁ“@mﬂﬁammm@lma\ﬂiﬂ A3LNFIANANNINTU N1TATIINITIR
90928 lun U Tud LA ANBIUE VWA LATHAVDINBUGADDIEIZTILAL 3’33J‘Y]30ﬂ’15@‘ﬂa’m
yasnanitdunziSiuazansacnaaaiionnislunon LﬁamﬁﬁﬁlﬁfﬂﬁgﬂﬁmLLazmaLLNumﬁ'ﬂm
uamrmf':msmnéf’m ultrasonography %38 CT scan g91a8lunsvinviaanis percutaneous needle
aspiration 1l 4T wianaTIananensinen (tissue biopsy)?®

NIRIATIINNABIVGUANS

1. Complete blood count (CBC) Lﬂumimmnﬁugmﬁiﬁiayjaﬁﬁﬂiﬂwﬂumﬁﬁaﬁm Wen
Isa 1@u nsaanuiwmndaioarunussdudaiionaniason enututusesiend wie
Frumnaadaad ssnuluuzSadadaann wie ma:mﬁaﬁﬁmmwim:mm"ﬁﬂuvlmngn M9
WULAALREATILAZINALRaALAIA8a (shift to the left) 138 leuko-erythroblastic blood picture) WU
14 neuroblastoma mywuANUITNTMIIALRaALAIFIB1INL LY Wilms’ tumor NIzINAaLRaAFIANINY
Tu hepatoblastoma

2. Tumor markers 4Uszlomtlunsdudunsifiaaslsn mswensailsa MIfaay waznns
2,5,6,9

@‘ﬂmw%amsﬂﬁmﬂwﬁw A9NZLSIUN9T TG LT

A:é = s v 1
2.1 Neuroblastoma %45 tumor markers #an8@7 @A urinary vanillylmandelic acid (VMA),
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Ta%a lo@aunwusiasey wINIMTIRasnzianluriasludn (Approach to pediatric abdominal mass)

homovanillic acid (HVA), neurone-specific enolase (NSE), N-myc gene, serum ferritin
2.2 Hepatoblastoma LR hepatocellular carcinoma & tumor markers A alpha-fetopro-
tein (AFP) @a1dlu glycoprotein figs1slay yolk sac uazimasay lagun@szauuas AFP THINIFIRE
lumsnusniia uazdae g a@aaﬁ]uﬁamq 6-8 1A T1ATIINLATANINNATY 10 WlUNSW/AR. HEITIN
211 8 LAaunaAaLNG
2.3 Germ cell tumors & tumor markers A AFP, B human chorlonlc gonadotropln

B hCG) L carcinoembryonic antigen (CEA) Immimmwu tumor markers ‘Vl{i 4 "ﬂu@mt@mmd
ﬂummmuaﬂmm@!maa germ cell tumors 1 wou embryonal carcinoma WU B-hCG ez AFP &4
N2 3976 malignant teratoma WU B—hCG, AFP iz CEA g9 N21597%@ endodermal sinus tumor WU
AFP &9 LazuzL397a choriocarcinoma Wu [3-hCG g9

3. NNWIIFTEINBY (plain abdominal radiography) NMWIIRTBIN BILILENAN VDI bowel
gas pattern, soft tissue density Waz calcification G98nEMzDY calcification Tudeowiaudazsfiaas
TIULILBNEUNRGUBINBU 1T calcification LTuauen (stippling) 1%&988 neuroblastoma (LN
necrotic degeneration) tAWu calcification anwausiduidn (linear) l¥asds Wilms' tumor (F9tfinann
stromal elements 284 osteoid #38LAAN subcapsular hemorrhage) fNWL calcification anwasztin
W%‘Vﬁﬂﬂiw@ﬂ Iisegeidn teratoma Luau®™

4. AWIIENTIEN (chest x-ray) Eﬂ’;&lﬁllﬁu Wilms’ tumor, rhabdomyosarcoma A338JNIW
‘i‘iﬁﬂ‘i’;dﬂﬂﬁa%’l intrathoracic extension LLaZ pulmonary metastases

5. mﬁmmﬁamﬁmﬁmmmﬁgd (ultrasonography) 1w sasaftluissd Samunzlums
AIINANIBA (Screening) FINNTOLANGILAWS VOLLUA LazanaszuadInawItin solid, cystic, mixed
component, vascular invasion (wafl,u Wilms’ tumor) @iam{wmﬁaﬂwﬁaaﬁaﬂ@ aula (S?Nﬂ%ﬁ hepatic
nodule, portal hypertension) il (ﬁ splenic nodule) WLz obstructive uropathy (’i]’mmiﬂ@“lladﬁau)
TadninresminTadanisi demndsalui lfinnzuadinsaseld wiereuidvmalwganne:
ylxmsuanunasiniia (origin) vadnawlasnn

6. NNINTINBNTLIEABNAILABS (computed tomography) umsasanlasussduin sansa
Tnwwesasiazane g lanslugesras %é’uﬁaq*ﬁaaﬁaa NTRY 24 LAt BINT U (pelvis) lasaINnTa
LENANMNAALUNFUUIALENLANES 1 8. lasn3LE contrast media enhancement ﬁLLﬁ@ﬂﬁ’Lﬁumamm@
289 vascular tumor N350335 5039803 lomllunsUssduneazBaeuaston vouiwa uazmInss

.12 giad nawss CT scan

Novaston Tunduanszozaaslsaualtsunslsmsinaananitasan
Ao dadanduaNNAalun1Iasia luwanidn 39enadadREaaLY ML AT

7. MIATIAAIUFUINUNLAAN (magnetic resonance imaging) Lﬂumim’mﬁmﬁ'ﬂmﬂmﬁwad
anuduudininvasiitofiasfiaeng qiuauml,mmﬁﬂvlvmﬁ Havnuaazastizasilasea o
BUNITUANGE1INY ﬁﬂﬁé’nwmzé@mﬂmmaLLaJ'mﬁﬂvLWV']”anﬂ@mﬁ'uﬁa T weoszdoaiitatiiaas
87872614 9 LT ALt FANTRFIMNNILITIULRS AT FINNTLEN plane VBILARZDILIE b
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Ta%a lo@aunwusiasey wINIMTIRasnzianluriasludn (Approach to pediatric abdominal mass)

lag'lsieasls intravenous enhancement LLazmmmLLammiqﬂmmaaﬁamﬁaMEl'aa’j”mz'*ﬁ’mﬁm
16" 2 adrnavasnmiasaisiaarinlaluanun mmammﬂmy’m%fuuazﬁaamimwm'awﬁamao
woin @lwdnianazvinleen

8. MIATIVTULLD msmnﬁ]ﬁ'uﬂ'umowm%‘iﬂmﬁaiﬁlﬁmﬁﬁaiwguq@ﬁwslriaulﬁn']i%”ﬂw’l
Tosamzlutawilonasdoinduuziss maanatwialwiniandwotnebedan1snununssnen
Aauluriag

d31l

Aauluriaslwdniialdnnuasaing midniszifuazassinimulasazidoamansalinig
’iﬁaﬁsmmqn‘fmﬁu Lﬁaﬁwvl,ﬂgjmsmwmoﬁaaﬂﬁﬁ’amsﬁmm:ammmm@;ﬁﬁ@ﬁo Tunsaifissse
MiiluusSidasaratuitamanensinauiefusumsiness lsndedasandafiuunnemns nuUNNY
nuIARsuAng wenSunng wazSIFunng annunTauveIEnIUNEIINe anaaaualnIaimIn TN
uAznIATIANIRasl fuRnsfimanzas ﬁn”tﬂgjmﬁﬁadmﬁgﬂﬁaaLLazimﬁa %G%Zﬁﬁﬂﬂﬁ@iﬂ@ﬂ?&l
LATHAVBINTINEN I@ymww:ﬁamﬁ?aaaﬂﬁmé’ﬂdwﬁmm@gmﬂmﬁa
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wInIMIteasnziauluriasli@n (Approach to pediatric abdominal mass)

1 [~4 Q
A131911 1 AURAVDIND W B9 IBLANUINATNDILUATDIYIE

mq Gi’lll‘l/iﬁn‘l?.léldﬁﬂ% Tiﬂ‘?iﬂfu
0-1 LD Retroperitoneum Renal : hydronephrosis, multicystic kidney, renal vein thrombosis

Liver Extrarenal : adrenal hemorrhage

Intraperitoneum hepatic hemangioma, mesenchymal harmatoma, hepatoblastoma
duplication, midgut volvulus

Pelvic hydrocolpos, ovarian cyst, sarcrococcygeal teratoma

1 1han-41 Retroperitoneum Renal : hydronephrosis, multicystic kidney, polycystic kidney,

Wilms tumor

Liver Extrarenal : neuroblastoma, rhabdomyosarcoma,
teratoma

Intraperitoneum hepatoblastoma, hepatocellular carcinoma, hemangioma, mes-
enchymal harmatoma

Pelvic infanfile hypertrophic pyloric stenosis, duplication intussusception
, midgut volvulus
ovarian cyst, sacrococcygeal teratoma, genitourinary rhabdo-
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5-15 1 Retroperitoneum Renal : Wilms, tumor, hydronephrosis

Liver Extrarenal : neuroblastoma, lymphoma,
rhabdomyosarcoma, teratoma

Intraperitoneum hepatoblastoma, hepatocellular carcinoma, liver abscess
choledochal cyst, mesenteric and omental cyst,
appendiceal abscess, lymphoma

Pelvic pregnancy, ovarian mass, hydrometrocolpos, genitourinary rhab-
domyosarcoma
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1. Hyperleukocytosis
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¢ wananitgadinsusey cytokine, lysozyme w3a toxin sanwnannmeluemasuziSwinlwiAans
¥nane alveoli hudaa e

2. sMmImeaENas nmnideandlanlliansauasiasainiadifansanluauas il
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6. mmiﬁuﬂ LT priapism, mazmmﬁa@"l.ﬂl,gmﬁﬂa{ retinal detachment, ANIONLEULILITH
ﬂmf;lﬁa (dactylitis), tumor lysis syndrome, metabolic acidosis
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1. UWINSYQI MW sm‘“umw;?ﬁﬂéffsLLa:ﬂ’%mmﬂvamaz

2. complete blood count (CBC) Fasszismaiansunindeuwnndugiszey hematocrit
590AY leukocrit MINNIT0EA: 30 LAZILALLNAALADAGINGA 50,000/81. 1.

3. amadainlnylad niaysa n1svhiuvadla duuaz coagulogram

4. §3AAATY pulse oximetry Wwnasdlananany diffuse interstitial infiltration
%38 leukemic lung & ﬁw;ﬂ’ﬂaUﬁmmsmai:uumaLﬁumﬂamsmn arterial blood gas @78

N3N0

1. Wansirasheias 2 1riaas maintenance fluid uazaTIadaa NS M snIzfiaonliay
qaﬁﬁ'uﬂ%mmﬁﬁﬁlﬁ

2. Windaidaaiasnenszauliuinin 20,000 was/au.ua. T ALL uazunnndn 40,000 Loas/
au.u8. 1 ANLL tWaaalonaidanaanluauas dgsdanufiadndlunudidivediieadoudie
A3 fresh frozen plasma LLazmﬁ]@Taaﬁmsmﬁﬂmsz@”waamﬁmﬁa@lﬁgaifu

3. wandpsmilidadoauaslaglisnduiosnnesivanuniiaveaien lagsnesszau
hemoglobin lajtfi% 10 ﬂﬁ]/@]ﬂ.LLﬂﬂﬁbaﬂ"?jL’q]%LLﬁEEﬂ’)El didanudndudaslfidaifoauasinazy
thafamsvainmIviesandiauniaonivinusesialasuinaiann1izdanisrii partial exchange
transfusion I@]mzﬁmzfﬂﬁ}gﬂ’mﬁ intravascular volume ﬁLﬂ'&ldwaﬁau

4. ﬁﬁﬁﬂaﬂﬁaﬂﬂ’]waa hyperleukocytosis A13WA1T¥N leukapheresis %38 total exchange
transfusion AawNIIHABLATLNLG %éﬁmngﬂwmuﬁuma:?ﬂqm azan1309RAsIwNN 3NN
awzlsauzisadadenununnzdaianrnazanas laifostanTnuasna LA L wasssIa5 IR AT
91NYI1N1T exchange transfusion %38 leukapheresis

5. 132330172 tumor lysis syndrome wazlimIsnENANNAaUnGveInIzIUaANEU Y
AAaT eI IRz FY

snRIAYIRIN L FLTIA

AMziiansanluanadlazmMImalagunan
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2. Febrile neutropenia

fa mazﬁpj’ﬂaalﬁvl,ﬁ'i'aun”uﬁﬁ‘hmmﬁmﬁamﬂwﬁ@ neutrophil 188131 500 LURS/AL.NN. 138
#aundn 1,000 woad/av.as. looduwalivazdiaias g autoanin 500 wwas/au.ay. nsdadan
m’sﬁl@‘%ﬁLﬂuﬂ%}ﬁ‘i’mﬁ'mﬁﬁﬂﬁ@aﬂﬁiamaam%avléfﬂasJLLazguLLiaI@slawmaﬁ]"lajwummmammad
mMsfalfaatnetalan'?

IVl

I‘iﬂmﬁaﬁﬁmsﬂs:mUluvl,wﬂ'i:gﬂ mM3snEsadtnTeasuninMIan eI ENIeInIe
MIuSIFUSMaNa ke luguwras duuSiiane ﬁﬂﬁnjﬂaslﬁl,ﬁ@Lﬁa@mn@‘ﬁvlm"’[mmwwzslumo
7-14 IUARINNTINEN ﬁﬂﬁl,ﬁﬂamaﬁ"lfﬁa@L%ﬂ@num"l,@‘f\‘hmmzﬁiamaa@L%a'gmmﬁ]mﬁs%‘imvlﬁ
2819370137

MIATINANLRL 251

1, Gﬁ”ﬂﬂszfal,l,azmaﬁ]i'mmﬂaai’mauﬁamLﬁammm@;maaﬂﬁﬁm%a adtnsinuiinsdete
ﬂamlu;&”ﬂa ﬂﬂ@'uf?l,@ﬁm Fa91nn Aa UL lagI%ENY T0IRIINADRIRIILS I I BN EEIT
FLFWAIA LAZITULNINEREIMNS 832z8% 9w ld 1T US1Im perineum szuLMBEUYFENE
srvumaaumnelagiuu o LL&ZQ‘ﬁguﬂa’N Ve uaﬂmﬂf:mim’mgﬁmﬁhu’%nmﬁmmﬁ'&
uazlunszgney

2. damnmaﬁaaﬂg’jﬂ'ﬁmsmummiu,a:mmmamﬁm%‘vﬁamsa@L%amum”mz
e ;jﬂ'g zmiojwf:mﬁlmnvlajwummil,l,ammaamia@L%aasmﬁ'@mmﬁmmﬂﬁﬁmu neutrophil 61 §13
ﬁ?upgﬂaﬂnmﬂUﬂaivl@ﬁ'uﬂnsmzl,%amﬂLﬁ'a@ﬂ@alLﬁnzﬁnﬂwg\aLﬁmﬁ'a@@iﬂmuﬂmmmzm%aﬁmﬁmaa
suswiLFuRaad lnal AU RENIZUAIAL T8 NURENIZ I Lﬁaomﬂfgﬂwmaﬁmsa@
Woannnin 1 dunsiele

AN3INEN "2

mssufihelilulsmsnnafelionfiuzaia bactericidal Aligninsauaguideldning
Toglannzatfiadansuauuas Pseudomonas 1% ceftazidime 3937w gentamicin A139ABINNNT
ﬂsnﬁu;&”ﬂ'gﬂashﬂnﬁ%mﬂmmuﬁaﬂ%’uLﬁumﬁﬂmmummiﬁmmwu msﬂmsm%ﬁaﬂlﬁmlu;g
ﬂ’;Uﬂ@;uf:migmﬂﬁ’ﬂwmwaoL%aﬁwm_iammmamimaaumm%mau%a@iamlmwia:amuwmma
sznauds msw“mimwLﬁummummi@hmagﬂummaﬁl 1 %8NNI granulocyte-colony
stimulating factor (G-CSF) 2212 zflﬁ;‘il”ﬂ’asﬁLﬁ@Lﬁa@m’mﬁ'umgjs:@”uﬂﬂﬁvl@i”ﬁﬁfu AINATIN [T
ANURNIZFULAZAITATIVAAAIN CBC 1Dz

snEAYIeIMLFLTIa

septic shock, disseminated intravascular coagulation
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mazq‘,nLﬁulu;jﬂ’;mﬁﬂisﬂmﬁd

=1 a aq a a Uy . .
N13189N 1 mswmimnmﬂgmmma\lmﬂugﬂw frbrile neutropenia

(AALUaIaNLaNEITINIDINNNULAY 14)

21NUALDINIINAAY

a

g1l Brnsnnarsan lH LN

Tar
- Jlauwhin 96-168 T2lud wadba broad spectrum

antibiotic"”

21INIITTULNLAWBDINIT
- AUSIITAUNINITRIN KIBa1N13VRINTTAONLRL bk
TpIN DI

= A = o
o NLLNﬂluﬂ']ﬂ‘ﬁiaL%\‘i anantyy

- anwazduinludnniaunafiaddy herpes simplex

virus infection

- ia9LFpgIzlyniianuasst pscudomembranous
colitis

L. daa & =
- M2 typhlitis ﬂmaa@aaﬂlumamua’]msguun %38
'hmﬂﬁﬁ@L%agul,mﬁm’;:%aﬂﬁ"l,&imauauaa@iamu,a:
R13U0 WIANWU free air lwnIWLANDLIE

El'lﬂ"liizﬂﬂﬂ'ldl,a%%'lﬂsl’i]

- msvasszuumatawmelafidnng hypoxia 8814
TI057 a\‘]ﬁ'ﬂt‘%ﬂ Pneumocystis jiroveci

- nmyvesszuumMaLGuwnelafiseauige mycoplasma
- E]’]ﬂ’]?llﬂdi:ﬂll‘n’]dLa%%’mlﬁ]ﬁ.ﬁdffﬂ influenza like

illness

RNTONNZLBaATIIR LT85 serum galactomannan
Iensingo

luiﬁﬂﬁﬁmwﬁmguﬁugﬂw acute myeloid leuke-
mia %%a;‘;fﬂaUﬁvl,@ﬁ'umLﬂﬁﬂm”mﬁmfwﬁurﬁu Gk
grdnsulInnaud1 AITRIITINFINTINENYLTE
Ao LaasIaslaauazaiinsAuinasdumsaaLdale
a3baziing

Wasanlrien metronidazole Lﬁamamqm%a anaer-
obic bacteria UﬂL’fqu'ﬂ’J o'l carbapenem en) pipera-
cillin/tazobactam El%ljl,l,aq"s

WA s ke clindamycin Lﬁiamauaqm%a anaerobic
bacteria smﬁu;jﬂwvlﬁ carbapenem #3a piperacillin/

tazobactam agleLﬁi”’J

§9@323 Tzank smear 138 fluorescent antibody stained
faLTe herpes simplex virus WRTNIN T AN acyclovir

Metronidazole

= o ¢ A A @
YINW AR AIRATLNANIITUINITNING

Cotrimoxazole

' . A .
AREY macrolides 38 fluoroquinolone

oseltamivir
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ma:;}maumﬂmsqmﬂmoL?\%W\ﬂ‘lmtawaamﬁam
Superior vena cava syndrome (SVCS) LLae superior mediastinum syndrome (SMS)

fa ma:‘ﬁﬁmmma:mmmammaamsq@ﬂgu superior vena cava (SVC) ¥ l#idaa lhanau
Lﬁﬁ@jﬁ”’ﬂﬁ]maaLLa:LﬁmmmﬁumaaLféTuLﬁa@@hmuﬂmmiau%nmﬁq@ﬂgﬂmﬂmwnzu’%nmﬁm: h

LATNIION DUNITNANUVIRRDARNIINAILLIIIN SMS Glupﬂ”ﬂamﬁﬂ 2 NMzHhinNaIINNK 24

aqL%@y—SJO,ﬂ

1. Iﬁ?ﬂmﬁdﬁﬁﬁ’auu%nmﬂi’maﬂ (mediastinum mass) 114 Hodgkin lymphoma, Non-Hodgkin
lymphoma ﬁwuﬂamﬁamﬁ@ lymphoblastic lymphoma (LBL), T-cell ALL, germ cell tumors ﬁwuu’aa
Aa teratoma

2. mazq@m‘“wuamaa@Lﬁa@@i’ﬂmyju?nmmaaaﬂs‘ﬁawu%ﬁluqﬂaﬂIstzL%aﬁﬁmﬂﬁ%mﬂmu
waaaLian g

2IMILAENILRAS "

thadiywe nihdaiduan waunuladle (orthopnea) szauanuiandifialnd minasAuaaas
Vnuasnsadsaiusnalunin Ao wuwuasrnand B IdwEanUSmaaLaznianlls a1
WU conjunctiva VINITINGE pulsus paradoxus m’lm”uluﬂ:‘[mnﬁimLﬁuﬁmmzﬁ papilledema &
il SMS azfiannsle Wunien weladgiuin §esuny (§osmelaiunas § wheezing %38 stridor
sawaanle m'ﬂﬁpj’ﬂ'samaummsmuazmaz stress ¥nlTonmsunndwle Tuunssnsaumwy plural
effusion Waz pericardial effusion 3INALTBEAZ 50 Wz 20 AINE1AL"

nIATIRANLRL

1. u”uﬁné’tyruﬂm%w 3:@°§1.|mm§'§ﬂ@w’s 7379AAAIN pulse oximetry WAz arterial blood gas

2. iBnmsduon wurteuil mediastinum maﬁﬁﬂuﬁaaﬂaw%afiaﬁuﬁﬂﬁamﬁal

3. ONTIIHABNRIUABIUSIIMNTIIBNIINNLUNNTAA contrast media TIHLDNVBLLUYA BNBHY
ya3nanuazmInasaszuumadumelauasrasation o1 lNURBUUSI 0 mediastinum AY3AAD
vascular thrombosis

4. amanawlidivalauas echocardiogram talsziinnsrnauaasiale

5. @373 CBC ﬁ’wﬁmm53@1ﬂﬂﬁﬁamﬁ'ﬂsﬂﬁmamwwumwm‘i@ﬂnﬁluﬂmm:@ﬂmiﬂmsm’]
ﬁ'lmsmz"lmngmﬁa‘*ﬁaﬂl%ﬂﬂﬁﬁﬁ]ﬁﬂ

6. tumor marker lwiia@ 1w LDH, AFP, B-HCG iiazaslunmsidady

7. msanaamyinesslen aasdanismIndnansznudasame (invasive) ﬁaﬂﬁqmaz
%ﬁmﬁmmmwmaaum%amﬂﬁmmﬁw sedative/anxiolytic meza:ﬁﬂﬁmmimaaqjﬂwLLsiaavl,@i”mﬂ
NN1INARNIVB respiratory muscle tone LLaZ bronchial smooth muscle iawﬂ%ﬁﬂ’lilﬁwifwﬂad abdominal
muscle tone uaﬂmﬂf:{faﬁﬂﬁl,ﬁ@ peripheral vasodilatation \Junalit venous return ﬁldaﬂmvlﬁ/ i
fﬁwLﬂuﬁaﬂﬁmﬂajwf:mﬁ]ﬁaaﬁmsmﬂﬁﬂmh s elTeni9nIn 93 Rese lunefnamiaalian
Undudddausinmanila anssziansonynmasaduwiitadeamamanensinelaslsonaianzd s
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ea A
|

Aa ° (Y v A =2 | o A v |
1%5’]UY]N@]')’]?J%WL‘]?%@]QGVL@]T%L%E]GL%‘Y]T]\Tﬂﬂﬂ?iﬂsﬂ‘]ﬁﬂ? TYTULLATN llﬂ')']ll%']u"l@Luaﬂﬁnﬂaﬂ')ﬂa'm

Sy luduaeumstiomela®

ﬂqjg’ﬂﬂq‘l,zf}ﬂo,ﬁ

1. @Lmi:uumuﬁumafl,a]Lmzma@Lﬁamlﬁagiumazmﬁ wanmeamsiaduitond el
ssinmauan 1w oxygen wazldiuauiage

2. Twmssnmsuwnzaalsarudinlanmsineaslse

3. fﬁvl,mimmmlﬁmﬁﬁaﬁﬂﬁuazgﬂaﬂﬁﬂmmﬁmqalummumaau ATANITINBANY
I‘:ﬂﬁ@ﬂwmﬁmﬂumﬂﬁf@ I@sﬂiﬂ‘ﬁwuLflumm@;‘u’aﬂﬁﬁg@lmﬁﬂﬁamﬁmawﬁﬂmﬁawﬁ@ LBL @3
ifumﬁ]ﬁﬁmmﬂﬁmﬁ'ﬂmuw empirical laal% corticosteroid 1u;sﬂﬁ@1"l,@ﬁl,ri methylprednisolone1-4
an/an./iu udslinn 6 7 lu9%30 dexamethasone 0.5-2 un./nn./3 uiislwnn 6 talus dhenns
LidanaIRTanTnINTEMsaNsIARaATauwa 50-400 cGy fait %uagjn”umﬁﬁaﬁﬂﬁﬁw:
Lflumﬂﬁq@ RaT8aaU AR awLazaTlH steroid TIudIINaaaMTLINTa BT ananaNT
onAadusznIemsansaa e L:ﬁ'apgﬂaslﬁmm‘smﬁﬂ’n‘%'uﬁwmimmaﬁ]%mﬁamowm"E“i‘nmw‘ﬁia
IRlemyinesanuinandaly driaunlinauswesdan1ssnELUL empirical AIIRNTANAGA

4. 1HhszisnzmauauedefidanduasldmninlmAsswaudliaasunnAinlluas
szﬂ'mm”aﬂ'ﬁ‘lﬁﬁﬂw‘"uﬂvaanzLWiﬂ:aﬂaﬁnlﬁLﬁa@ﬁvlmﬂﬁuLiﬁg&ﬁ'ﬂﬁmmﬂﬁ

5, Qﬂm‘ﬁ'ﬁmmsmﬂ thrombosis 1 SVC a13naasgandinasaliandlnajaan uas
N b anticoagulant L% heparin %38 low molecular weight heparin LA DINTIAAAY coagu-
logram Wa2 anti-FXa assay 8814lnada

6. lumzu@aumsdwia;gﬂ’aslmwﬁﬂLﬁmmazﬁmﬁ]ﬁ]zﬁﬂﬁmaL@%Wﬂlﬂ@%ﬂ@ﬂ”ﬂ&nnifumu
MIRawTL M3liefdnanamnsla wu msliewewnaunsasnamansaidudi n11zeInan?
a19vhlwnguannis sve La’amﬁm@amﬁﬂ%"mvlﬂ”e

FURIAYVRINILTETIN

AT AR ULRRILAZIRA b
AMERNARNTEUULSEEMN
Spinal cord compression

WunnzAdnsnarlugunasrinldninfesszuudsanlussuidmsneariude lddeadw
ma:Liamuﬁﬁaﬂﬁ%mﬁﬂmLwaﬂ:ﬁﬂﬁmiﬂﬂvlmé“wﬁaagjmm:ﬁﬂﬁl,ﬁ@wm%amwﬁ"lmé’wé“a
asham’ml,az;gﬂmﬁmsvlﬁ
a,”’(v“a 1,2,11

1. paravertebral mass lat1% intervertebral foramen N lUna lagunaslasasd anaasIwy
Houfinadle aﬂL%@;ﬁwuVL@TﬂaﬂluLﬁn 'léfuri neuroblastoma, soft tissue tumors Tiadu e]ﬁl,ﬂummg]
16 win Ewing’s sarcoma, rhabdomyosarcoma, germ cell tumors

A = A @ o a £ 4 @ [ 5
2. UN1INILAN EJ"IJa\‘iLsﬁaa(&J‘;LNVLﬂﬂﬂizgﬂau%m %%aLﬂ@T%ﬂﬂiZg}ﬂﬁ%%aﬂI@U@]i\i LD Lang-
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erhan cell histiocytosis, osteosarcoma, lymphoma, leukemia lAiia compression fracture WnI0NTY
Lﬂﬁaumaamamaam:@ﬂ"l,ﬂﬂ@"lmz%'wéh

3. iitasenluauosunrfinenaiimInszanaaa cerebrospinal fluid (CSF) W1% subarachnoid
space i lagunasyinliAnamyasmina lusmasle 1mu medulloblastoma, retinoblastoma LTua%

4. epidural tumor 813N® venous plexus ﬁ’ﬂ,ﬁtﬁ@nnm@tﬁa@mﬁyﬂa (ischemia), \Raqaan
%38 vasogenic cord edema &
a1nazaINILRas "

amsthenasny lataslszunmsasas 80 maa;&”ﬂw wonNHenadonmInAE UL e
Tdauian IdunaLdunIanandasn a1¥in straight leg raising test AuAanIakaURN LRI LALIATI
szthaunin dudusniuwazfanmsusuunsewiss fenuAaUndlunmsaiugumatutiugaanse
wazdaanae f,gfuuLﬁﬂﬂm&Jjﬁﬂmm:ﬁuﬁﬁﬂﬁﬂ@ﬁﬂma%”mé’ai@ﬂlﬁluﬁnnﬂ'ligtuul,ﬁﬁ pinprick sensation
fak ANNAIE position LAE vibratory sensation fuduaniuanudiay

MIATINANLEY 121

1. onUIzIALazATIATINETULYTEaNNaL1IazLa e

2. \@nmdnzQnaunal luanwuanuAaun@ lediWssiasas 30-35 lauanaiiu compression
fracture w3aanwmetiowiand calcfication ldudlimansnvenuaziduavasionla

3. MRI n3z@nauaia1aiinsdia gadolinium 31062893 WUANTIUALDLG VWA VBLLY
maaﬁauvlﬁﬁﬁqml,a:“ﬁas;lslum‘imal,l,wum@lymvlﬁ

4. mMInassasineennusiaszssagsannlasvanislunsfisssandiaasuzisoln
subarachnoid space [ et 84N TISEUALAAAWNNTINEN 113 U159 daian1n uxSidauinraas
wzi5oluanasiiininizatsvaslsnaunany CSF Lflu@TuIQal"LsJ'msm:maﬂ”w’i”nmeﬁﬁﬁauua:gﬂaﬂ
govlifonnmsvasenuanlunzlnanfsseinaniouluanaswse obstructive hydrocephalus3ueae
CSF Nla38903719mInen5ins i aniaasuzss

5. MINTUY MuTRaveINSinaiauiazinlun1s3fienulsn 1w tumor markers CBC
wzlunazgn udu

AN

1. Wasanldenanennsuanvesludunas lasld Dexamethasone 1-2 w.n./n.n. (giga 10
1.0.) AaLNMILEWREAM AN 0.25 31.N./N.N. (989 4 4.0.) )N 6 7 laa"

2. thnsnarivlusunaaduanionuanse WmssnsnmaudriiovesuzSoiug

2.1 msldpuaitnua TﬁwaﬁlugﬂaUﬁLﬂuI‘iﬂmﬁaLﬁmﬁawn uiSadaniand neu-

roblastoma Waz germ cell tumor Mxaaauwanan a3l laglisidudasrinnisiiaa laminectomy

an AURIDMYTIRINGN
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2.2 M3HNG@ decompressing laminectomy Ti83nM1aMsTaININaLdsa lusunaslaisa
lurengs lainsnumamdtaasuazaunsnaaduiiassaTianedinelaals nssne3shlslulian
AOURWEIABENLANTNUALAZIIRINEN LD 1B% Ewing’s sarcoma LIwa

2.3 MIMNLTIFINEN LETINALNTIA steroid TuuiSINA0URUBIAGDNIIRYTIF Lhei LIbLAn
sunlnginazlinasmnmsrriaanialieniedinuausy

3. rﬁm'sﬂmﬁm"lmﬁ'um”aLﬁ@ﬁnnngﬂé'um%ﬂqmﬁm AINIAATIN laminectomy
e fixation

o o L Ed [} v o t:i A (o a ‘ydé/
4. mynmemwihgagaazaislinisvinnusessruudszaniie lnausndudnd laaauw
= A ¥ A o oA ' o ! A o

laidndlamanaziuaunisvnusesszuudszanlaaniglng wazdihefimahnuszuudszam
f9 blFe ldunainaslinanssnsNani

lagasd nmazanifiudieg AnvludihodinlsavzSafilananuany dunndaansalinig
Aa o o @ o o = . oo | A A v A X .
Athdbuazlimatnmnldadnigndasusenaiiztinlifionguitdlamaseatia ldinuduuazde
¥ o ) { A &£ o o [
dasnunnzunandeuniaraiadunveihela
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Disseminated Intravascular
Coagulation

(%] = ¥
agfm‘n g LLﬂ'Jfli]Ju%i

UNIN
disseminated intravascular coagulation (DIC) Wunnenidmsle procoagulant, anticoagulant,
fibrinolytic proteins WazinaALiaAIWAARNLREA LNINTZAEURRBALREN FINANTZNUGABNITHINY

28907872619 Juazvi iiianzidaaaandne

ﬁ']lﬂﬁ@!
289 DIC Junane laud

1. ms@alda 3ouaz 95 o9 DIC 1AAIN sepsis danalsananswiiavinlwiAa DIC (7o
wuafisaunsuunn 1eun \Ba Streptococcus spp. WWanuailisounsuay leun 11a Neisseria men-
ingitides, Salmonella typhi, Escherichia coli, Pseudomonas aeruginosa L%ﬂi’] léun candida spp.,
Aspergillus spp. L%EIVL’J%/B( lawn cytomegalovirus, herpes simplex, arbovirus LT 9w Dengue Tals
o léur [WannanSe Plasmodium falciparum (g

2. Tissue injury @un massive head injury, crush injury, massive burns, heat stroke Lf:aL?ja
ﬁgﬂﬁwmalaamﬁ;umaanﬂaw"l,ﬂmz@:fm:uunm,tfﬁa@Tamauﬁa@ﬁﬂ‘mﬁ@ DIC 'l

3. lsawzi5s laun acute promyelocytic leukemia (APL) , acute monoblastic leukemia, neuro-
blastoma cqifﬂw APLaafidansanlaing ifesnn granules awalnaiuazfsiwiusnnlu cytoplasm
U8y promyelocyte i tissue factor Waz cancer-derived procoagulants aglj'miﬂ,w

4. gwn‘bbﬂv@ @A Family Viperidae 15% N7 (Russel’s viper), Family Crotalidae L5 gnzile
(Malayan pit viper)

5. Acute hemolytic transfusion reaction 3701 ABO incompatibility mmn:mﬂﬁaﬁaﬂifuag
ﬂ”uﬂ?smmﬁmﬁammaﬁgﬂa ﬂ"l,@ﬁ“uu,a:amwiwn'm@maa;jﬂw Vlajﬁ‘hl,ﬁuﬁaol,ﬁ@ﬁ'ug@a ofisuLAan
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HaNnaY 87M3619 ﬂﬂé’uﬁmﬂuﬂﬂﬁ"l@ﬁfia%ﬂq@slﬁt.ﬁa@ wazlasumssnenyszabysznasatnananzas

6. 1 laun prothrombin complex concentrate, streptokinase, urokinase, amphetamine

7. Immaw‘”uqmm hereditary thrombophilia® U14T#a L% antithrombin [ deficiency, homo-
zygous protein C deficiency

a%@2ad DIC lumanusnifia leun

1. Perinatal conditions L% ﬂﬁﬁLﬁu‘ﬁH, shock mﬂa’lm@(}é‘/ﬂ@ﬁm&l, asphyxia, severe re-
spiratory distress syndrome, necrotizing enterocolitis, severe erythroblastosis fetalis® , fetal demise,
abruptio placenta tJua%

2. mydaita GevnlsiiAa tissue ischemia Wazn1e acidosis léuA wuafii3s 15% group B
streptococcus, e 1w Herpes simplexvirus, L%ﬁ]ﬂ Candida spp.

3. mLmﬁu L% Kasabach-Merritt syndrome, chronic inflammatory disorder, arteriovenous
fistula, vascular prosthesis, glomerulonephritis, Iiﬂ@vu%ﬁ@§uLLia, hereditary thrombophilia, 81 'l
warfarin lumefinsas protein C uarintha®, .dwein

~a A

2IN1INIAAWN

2IMILazaIMILEAIa9KL87iAz DIC daznaumesaminsadinuasneiduaiing
vil#ifa DIC, ennalianaaninauaz/miaaInmasaiiangadn uaza1n1IauitaInnaINmIsing

Qs 1 a a a J U 1 1 1 g/
1848387z3TUUde 9ladnd aamafaneaniiaduldnndiuvesiimanande difanesan d116ea

A A A = = A A A < a A9 oo A A A A P

Jaiianaen Hifeadumuiasduinziien difaaduauuinunliiiniannaeaien difaady
A e oA o A YA A ~ A o | A
AuNaraa Laarialna iRaaaanawlsny iieasanlunuduenms daanzduidan filond
21 ITUUI anaflifanaanluayes Lianeanlugianlulen evmivesnaaaiiengaauldun purpura
fulminans (e93U% 1) , ﬂmﬂﬁaﬁaﬁ’aLﬁﬂﬂﬂﬂﬂlﬂﬁﬁaﬂawmgﬂﬁﬁ&mﬁwLLa:maLﬂﬁﬂmﬁuLﬁamm‘%‘
i Nafiisumaanafiienizennizesvasaiiangadi unaneiianmiiaasanidudinny’

msIwanalia wazn1NnInananlsa
MTIRIFEANIZDIC AN HILNNINARN Ao annsidansaninadsanafiaduldios #ianas
nnmilasumaanziden Iwiunds niaraa @ensanusinmaiiizmeludsonslinanaaaiian
wialszamynliminfvese o aely iwn”uﬂim‘"ﬁmaaka/ma:ﬁﬂuﬂ%@mme; v 11 ez iag
fia (@19797 1) NMIATITININMBINNY ecchymosis, petechia, purpura fulminans §wiuaNuAaUNd
5uejifuifuﬁ'u underlying diseases I@sJﬁmsmnwumm’mﬂﬁuyam'iaﬁuakmmﬁﬁﬁlﬁfm
Tsafinavifiadousnainnie DIC laud lsadu, nazwsasdaniin ta 7um9 hemorrhagic dis-

ease of the newborn®, hyperfibrinolysis syndrome, thrombotic thrombocytopenic purpura LD ueith
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MIATIINUNWRBIUJUANT uiisaanidu

n. MIamaiamnangwmaieduiaausznsszaisaniion ldun

1. Complete blood count (CBC) WuA"Hb was Het dnsaUndluafidaanainainmside
Lﬁaw%mﬁmﬁa@Lngﬂ'ﬁwmﬂﬁuLﬁaamﬂwﬁwaamﬁa@ﬁ@ﬂﬂﬁ 989, ﬁLﬁ@Lﬁa@mw‘%fm%aqaﬂ'jflﬂﬂﬁ,
InSALEoAFINIIUNG onawL bicytopenia %38 pancytopenia, blood smear T8n13IRIR LA WULTA
Laamm\‘igﬂi’mﬁ@ﬂﬂavlﬁuﬁ fragmented red cells L% schistocytes, triangle cells, helmet cells, burr
cells (microangiopathic hemolytic anemia) (@i‘igﬂ“ﬁl 2) LIALREATIIDIIWL toxic granules, shifted to
the left, band forms, metamyelocyte, myelocyte, vacuolisation Tu neutrophil wazLNaALRaaNYS 1w
won liwunIdunguredindaiien

2. Coagulogram: WUA1 prothrombin time (PT), activated partial thromboplastin time (aPTT)
819N71UNA, fibrinogen fyzaudaadasaufisunuvmefidniae acute inflammation

3. Fibrin degradation product %30 D-dimersgy

4. M139 71999 L% hyperbilirubinemia, 81aWLTEALU factor V, VIII, XIIl 61, WUzl platelet
factor 4 LaZIZAL fibrinopeptide A L‘ﬁlu"fu, WU prothrombin fragment 1.2 a2 thrombin-antithrombin
complexes®

1
A o

9. mimnmmm@mmlﬁlﬁ@ma: DIC 1% hemoculture til14e1%

-] (7]

ﬂ'\'i'iﬂ'isﬂﬂ'iZﬂﬂiJﬂ'JEl

1. nainmbiantanzfiduanguesn1iz DIC 1w milendHus, srduisan wians
Elﬁlfﬁ'g'ml,ﬁﬁwg, mIbrtadtnyaLdwen ﬁﬁvl,&immsanQmm@lﬁ%akﬂﬁlﬂui’mvﬁgﬂaﬂmmﬁsl%%

2. mynmUszauyszaes lawn nstesnunIaannisinaaz shock, hypoxia %38 acidosis
lasn13litaea, n13lWa171I0, sodium bicarbonate, BULRNANNAWLAES, MTITLATaITI8W 13

2.1 NI RIBUTENAUYRILRA

P . A v A & A A, o Al vA & A

Janujsnanaiauilymiiansanaininialiaa Laz/nia fibrinogen i uvl,@mg@ﬂimamwa
melmNamsmaﬁ]Lﬁaﬂlﬁaglummsﬁﬂﬂﬁ AsaanaInlIEnauvaIfaaNlUS AL R a1
L% leukocyte poored platelet concentrated LRZENWNNTATIIFEULIAAALTEEN 9 mmmmﬁﬂfmmgﬂu
(hepatitis B surface antigen, hepatitis C antibody, HIV antibody, HIV antigen, syphilis) TIUIBLLRE
AMNDVBINIIARIBUIZNa UV IR 0 AN TN TUAENANTATIVLADALT LN e

[ = ' < v | Aa =3 A a v A o ' = .

mﬂ%mamaamma:mﬂugmal‘me'J: DIC tnaaLRanazimItwIavinayly 15w 4 active

. o . 0 & A A o 2 o v & A  a X A & A
bleeding, 14, antibody datnaaiian nIasnule Jevihldindaiaa lliAuduannaisazidu indaliaa

l v v QQ// U 1 v o et o v, ~ QI é’

Al 1 a59 g lidnslanserinane luniui asvilvlindaiiaauiaudy 40,000-50,000 /au.ua.’

U2 INNVaINAaLAa

1. leukocyte poored platelet concentrated (1 Qﬁ(ﬂ JU30103 50-70 WR.) 1uIn 1-4 %Jlﬁ(ﬂ/ W0
AHNA2 10 NN./ATI
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2. Single-donor apheresis platelets 1 81 (U3u1a7 200-300 ¥a.) AdTanoundaiiaalndides
nu leukocyte poored platelet concentrated 6-10 gljﬁ(ﬂ

M cryoprecipitate Lﬂia{ﬂmmaz hypofibrinogenemia 1 Qﬁ@ma\‘i cryoprecipitate 3 fibrino-
gen (150-200 an.), factor VIII Tut/3anmugs msliudazasidisunamanaun liannmanziunmsnnia

v
[

Qﬂmﬁﬁmsaﬁﬁ'@ﬁw wiadugsnzeanies Tasvial1wéuwan 50-100 wn. fibrinogen/ nn. /%3 3%
TR semMIuasnamIasatioatdun et

mslwwansunaa fresh frozen plasma S9adfadssnsndudmsumsudeiivasidoauazny
azma?{mﬁa@munﬂama M3 IRUARZASI$ 1IN 10-15 U8./NN. TIUsNTaIMTNENanaliswIn 5
AA./NN. YN 6 21309

2.2. M3lien

I WNNTUTINIVDILRA ﬁfg@ﬂi:mﬁLﬁaﬂaaﬁumsq@ﬁmamaa@Lﬁa@ﬁiﬁl,ﬁmrmvl,ﬂﬂ'jmﬁm
limilnaiouesfenldgaiinzdsglndiaong
Fo197

1, %’ﬂmgﬂaUﬁﬁmmimaﬂﬁﬁﬂﬁfaLLamﬁomiq@m”umaamamﬁa@ L% necrosis ANNHINTES
w38 purpura fulminans fiafafiainsadidannmsmnatian w3ad venous thromboembolism Llne

2. asnunisifia venous thromboembolism a%m%”uQﬁﬁiﬁﬂﬂi:ﬁ’mﬁﬁ’ﬁaﬁLLmIﬁmzLﬁ@ma@
Lﬁa@q@@m L% nephrotic syndrome, antiphospholipid syndrome, congenital deficiency of anticoagu-
lants LOua%

Heparin®®

1. heparin sodium 2@ 75 giia/nn.dadmenaaaiieadtn 9 litesndt 10wf ey
18-20 gﬁ@/ﬂﬂ./"ﬁ'ﬂm (g <1128 %mﬂgﬁ@]/ﬂﬂ./"ﬁ"ﬂm) NUAINNIIRABALRBAGT IUNTIILUA
§LAAUDINTIE DIC & USuamanauszauaad aPTT (2.5 in)nasanisudaemsadsuawiam 4
721309 mu’mmﬁmm:au@mmzﬁmaa fibrinogen WazINAALADATILANTW

2. low molecular weight heparin laun enoxaparin Yw1a e 1 Nﬂ./ﬂﬂ./ﬂﬁi‘i (n1Inang <2 Ao
1.5 un./nn./a39) nn 12 F7la Sanlafmis swaenMwanzautanIzaUTes anti-factor Xa (
0.5-1 gil@/ua.) natandaw 4 i2la9 F9fia1389130 31w heparin laldnalugionnie

M3k human protein C %38 recombinant activated protein C**’, antithrombin 111"°, recombinant
factor Vlla, LLaz recombinant nematode anticoagulant protein c2 ’Lmﬁﬂﬂ’ﬂ&iﬁﬁaa‘gﬂﬁm%

lumsnusniia heparin ﬁﬁl"ﬂu catheter-related thrombosis LAz spontaneous thrombosis
Iuiﬁﬂﬁnnz DIC ﬁ?mﬁumﬂ;mm 3T low-dose unfractionated heparin 52w 'lUfis antithrombin
concentrate Was recombinant activated protein C ﬂ'a@i”aomimsﬁﬂmLﬁamﬁ]”aﬁg%nﬁﬁawaéﬁ'uammﬁﬂ
WRadn arsRasasduny g

3. mﬂﬁﬁwLmzﬁnLLﬁpjﬂﬂﬂsaaLﬁmﬁumaz DIC UazL1Q28IN1IE DIC

4. mMIAIz39daaw fluid electrolyte imbalance, hypoxia, metabolic acidosis aghslnafaiie
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ammum”lmnnumiﬂeﬁau LD ﬂ’T)ZVLGI’D’WEJLaElUWé/% %38 AUINE

Disseminated Intravascular Coagulation Algorithm
ﬂizLﬁuQﬂw'jﬂﬁﬂﬁ]{Ua’lmq LT NNIAALTD, trauma, L3aNzLSY, gﬁuﬂ”@ YRY
LAZANNNINIARHNVAINNE DIC laun1Irni el anasaiiaininmyaiiazlaya

- GaaNTWaI, ANNGKLaRa, pulse oximetry, urine output, CBC, coagulogram, LFT etc.
- Lﬁhﬁmydacidosis, Lﬁﬂ@aaﬂ?"%uiﬂ LT Lﬁﬂ@@ﬂﬂluﬁ&]aﬂ

- 1% oxygen, I¥3zauanuduaIvasaandian > 90-95%

- qLLﬂ%’ﬂ‘mm&mé’nm‘i“ﬁ’Jﬂ%’i@mwmmmmzam 1 NN LEviaTIaniela,

o A ® A v A o a o A

mIdalguiaaadunalisinnge, TWeNuaNawaaa

- 199U FUNAVINNIE DIC 11w IRUfTame, nMIraa(trauma) 989

LU A a 1 R 6 v A
- lwRnlsznauradioalaz@aauanIT i NIU Tz a9 NN lRLRaa
- IRendwnsudeenadtR oLl a Ny o LT

Jaifanla
sewemlszdinuazsnsnniie DIC 1323 9uassnEn=Aivh 1w DIC ﬂﬁ'ULﬁulmi/wg@m
- 9213w airway Wag vascular accessazi’mmj"leJa - Acidosis
- Hypovolemia - Hypoxia -Infection

- Sepsis -Trauma

NNINYINIELIA
o a &/ 1 @ 1 Q { v ~ L=
ANATHITIVBINIE DIC Lmziw:mmmLuuiiﬂ*’uuagﬂummﬁwﬂﬁm:@;umumammaa
A o o = A & ~ A o)
186, MIVNITUVAIAL LAZIZULUNT AL awyadliaa lagva lila1iz DIC NWEJ’mim{ISG]VL&l@E\JIﬂ’JEIE]’H]
L?{U%ﬁ@lﬁ]ﬁﬂiﬁﬂﬁLﬂ%ﬂﬁ]ﬁTﬂﬁﬁm@;LLazwmmiﬂsﬁaumﬂmauﬁa@aan%%a%aamﬁa@qm”u LNINRINITD
ﬁw”aﬂ%”ﬂmm@;ﬁﬁﬂﬁlﬁ@m’;z DIC laAau Q’ihﬂﬁia@%"i@t,l,ﬁammﬂuﬂﬂﬁﬁﬁaal YHINELANY

ﬁm‘immﬁa@aaﬂiuaw 84 U ElﬁE]Lﬁ"lﬁﬂ’]i'i]"m%ﬂE]@]Lﬁa@]ﬂq@]@w%
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P

U 1 A 1 1 U ¢ v q'
20193 lwn13deas AN aHi B ez
Q"‘]J’Jalm'i"l@‘f'%uumigLLaLﬁawTuaaiNmmzﬁm Lﬁaagﬂuammﬁﬁ]:m@iavlﬁ A8 089 TIALS 1

o A v A 0 P & A A A A o & A
mﬂiawmmaﬂummgmmm@ LT HUWNENLARAIN, TUIA1ILRD0, BIadauLnNELla trauma
Lﬂuﬂﬁlfﬁ’smm@!

20193 lwn1350 135nw lulsenauna

fileniinnig DIC sndudassuliTnelulvew LAY
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A191911 1 waAILINII MBSz IamNiTdaNngrvasNazselwn13I Banan12 DIC

298 9226 fagsvaslsanianei
aaLilwan LAG)
NINUINLNG nsdatdeluunsannounasa, Uszidusn sepsis, erythroblastosis fetalis
AN perinatal asphyxia
Uszifnaaanawinnua necrotizing enterocolitis,

severe respiratory distress syndrome

a gl’ =) v ' = a o .
NITAALDD NVL‘U qﬁ]mi:iaa ol LYW TN typhoid fever
meningococcemia

acute promyelocytic leukemia

15atszdnen lsanziss, leady,piiduiuunnias amphetamine, L-asparaginase
Wiy Uye69na JUNL, Inzde
QU U QU a
Qi v e a o a
9 dsadanenth, lasuiadiha

gﬂ‘ﬁ 2 Blood smear maac;:ﬂw DIC
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13199 2 LNAHNNSIHARY overt DIC 73 underlying disease

. AT
LN
0 1 2
1.ﬁ‘i’1mum§@n§a@( / au.44.) >100,000 <100,000 <50,000
2.Fibrin degradation products %38 D-dimers Normal Moderate increase | Strong increase
3.61 PT g12n31Un@ (3w ) <3 >3 but <6 >6
4. 92@U fibrinogen (UN./ @a.) >100 <100
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Bleeding Tendency

=Y
WHeN
nziReaandaldwn1zNNaNANURAALNEVEINIINN WY BIRAALREA LNAALRDALAY
. oo = o A A o oo | P : o @ )
mMazwiasdsmaudsdizanten Slnarliihodennnfeseanisdniudesnniuniiesim
nnunndivelilasunisiteaslsauazmsneniwmanzande b anvAadnfvasnvinnuluidas
1 S o 1 dq’
fudasdaluf
1. anuAaUn@veIraaalian Lou hereditary hemorrhagic telangiectasia nMMzAaUNGLe
o A A A A o . L. A A a X
NLBAVINNLUBLYBLNEINY LD Ehlers-Danlos Lae osteogenesis imperfecta Wi lsaniadunng
waany iiiaanuAaUnfvasitatiaineIwis 1w scurvy, small vessel vasculitis, steroid-induced
purpura, psychogenic purpura
2. anuRadn@uanaafea Lﬁ@m’mﬁa@aaﬂmﬂmﬁ@Lﬁa@ﬁﬁmuﬁ@ﬂﬂﬁs’fmﬁmmsq]"l,ﬁﬁa
nnduanuaiiianIa lsUNINNERRILTH NMNIAREN aspirin K38 AT acquired platelet dysfunction
. . ama o 3 ¢'> & a U ¥
with eosinophilia (APDE) #3aidlfwinindaiiaadduiannaing ldasealud
. Lﬁ@mﬂmsﬁvlmﬂsz@na%amﬁmﬁa@a@m T laann megakaryocyte Niuargsainaa
LREANTIUINAARNT LT amegakarocytic thrombocytopenia, Vlmm:gmla (aplastic anemia) %38 UL39
LJaLRaa217 (acute leukemia)
=) v QI J 1 . . . .
« L AANAMSITINAALREALWNDULTY A2 hypersplenism, disseminated intravascular coagulopathy
- fienmifiindatiaagnyinate LT immune thrombocytopenia
3. anufadnfiiannanzniastatemsudiaivadion iaanmsassdasentierinliiaes
= o A fo A . a A . A A A a £ @ o oA
uwiadaassdsanadunudruiiau Slufife (hemophilia) nIadananiiadunionarhliiing
v [} s . . a . A aid n€| v o Aa a
RIIAARITY L3AAY (liver disease) NueN Coumadin TaiduenNlgnidadinniviinuvasiandug
MIARRLAILLABAENINY AITINAUAILANTTAUTZIAUAZATIITINBUE AN TIRaRe
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W3 §NaBeANG Bleeding Tendency

wenlsaiiatiodasulinmanaiesd fimadusiaudaly dszidfastnonadaadelui

mstniszifidenaan enmaianseniisAnail

saawsEsn IAnnnmsiiaaneantuldims i ldwulalasamsidnswunngnifad
furssunasn g e unsnssnunszunnlas § segnagnannetasiuanuialng asaaadng
g falunanfsalifuaau ialuduniimsirios nat azlwn awelwgiliseansasiunisuna
13U wiaiataslas lidyszidunady saarwswﬂgﬁ@”\mdnmsmnmmm@ymz%’nﬂ‘:zﬁﬁmLamﬂj’u
Usziamslden Uszifasauasauszamaiemaiamanuialnd'? nssaaaandsfianiisitas
fuamInmedn il anuAadnduasmivinauuesniaiian mﬁmﬁam‘lhmﬂml,wl@me] Flai
\&8 von Willebrand disease, ANV A UD

Lﬁaﬂaanﬁtﬁaqﬁa 1T 1aanaana W liwe wazmian deatuen BaaaannaanaInis
snuniazdIna1s Uasnzdwian andaanssnaaa Uszdtaanwaanuin mn'mﬁ'a@aaﬂﬁl,ﬁaqﬁ’;
AfpTaanunzaanaandainganasasnUlSInmasnaan anuivasnTiaienaan wazns
snenaslasuiru mslaiden ﬁmiﬁnmﬂsuﬁummuﬁa@aaﬂ‘ﬁ'@aqﬁaﬁl,ﬁmnﬂmanﬁa@aan
felasuszauanuuuisaianmuduazuuuluudazainig a9enTI9n 14

Uszandianaanann® Geny Hidaalszsdauaanunnninniawiniy 80 ya.danss e lug
Wivla3asaz 30 mm@;ﬁﬁﬂﬁlﬁ@ﬂi:a‘hLﬁauaaﬂmﬂﬁ@”\‘i@iavlﬂf:

- anwAedn@vavuagn L dysfunctional uterine bleeding

. mmﬁ@ﬂﬂamaa‘s:uuﬁuqmu szuudan 13via szuuiRaa

. mmﬁ@ﬂﬂﬁmﬂmﬂdﬁmﬂuﬁ%ﬁ@

nmydndsziadszindensanuniisatasiuniniieasenitndenuddn souas 40u09

v a A

Andsnundipdszdndansaninniiiiaaaanannndt 80 wa. An1sW@uIn13ld pictorial blood loss
assessment(PBAC) lasgnyseiauazlvazuun YSunanfenaanunniaslundazinuassiavaduweig
awiplfuuule Fsuaasnsld PBAC filimanndasludumsiifasszéndonaanunn gudend
MziRealszdtdanaanyinlidindudaslinigdasine BYINAL alsaduwnnzitlagldsoulsedn
dousnuwn 2 sauatislunsdssfwitasannluudaza s di5unoudonaanuand1mii

nstnissinnsauas?’® Ssntsvnlvassunzaeessnionduwinudrifie drldUseia
Lﬁa@aaﬂlumam%ﬂﬂmawwz;ﬁi’mﬂﬁlumam%Lﬁﬂiﬂ%%aﬁmm?aﬁaamwaamsmﬁmauﬁa@
aanduyin IRIREAMZIRaABaNNENENaALLL x-linked recessive lastanzFluiasie nIaf wie
luﬂiam%ﬁm’mﬁa@aamfluimwiazs;u(generation)wgagmw‘%a;ﬁmﬁjd nlnssgannziiaasen
fN8NaALULU autosomal dominant L3% von Willebrand disease, hereditary hemorrhagic telangiectasia
A2LABAANENENBAKLL autosomal recessive 8n1anwUiN bidlasluasauasiidssifiiianaandie
iin Tsainaaidaarinamialndaoudriiiia (inherited platelet disorders) NMITNLITIANTUAIIN b
AsaUATIBNITYILUsHInAMzRenaanduLN9lIALEY afibrinogenemia, AauWnLAa3 13 (factor XIIl
deficiency)
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msBndsziansisen aasldenuimaylunsdndseiadieldnle laoawzoueslniu
(aspirin) s‘ﬁéaﬁwa@iam‘sﬁﬂmmaamﬁmﬁammzﬁﬂﬁgﬂaﬂﬁﬁmauﬁa@aandﬁmﬁ@mmﬂﬁa@aaﬂ
gmmmnifu

Uy saan g Uifszfangatiuaziianaan nlwssduanaunniaas 13 (factor XIll defi-
ciency) ‘]Jﬁ?:’abam‘sl,l,ﬁ’d‘]_g@m_iaﬂe] anany lalunie hypofibrinogenemia, antiphospholipid syndrome
ﬂszi’@tﬁa@aaﬂluawawaaqm@%LL@ianﬁ@ﬁﬂﬁaoé'am’azmmLW\lm@ai‘7 (factor VII), 11aunnLa8s
13 (factor XllI deficiency)

My faspuenlsn aaa139n 2°

WwIN NN H88 130 B8I9INTNLUIIALAZATIVINNLUET NMIFINTIINNRIUJUANITH
MIRNwBIINEALEaA (platelet function test) %30N1TAFIIUITENIUTIRIVAIL R DA UNZLTY

Factor VI assay 32328 8ugun133daaslsn

nIasaiasguitasedaanainlnfzadnanidonuaziaanlaan™

N137329 complete blood count Yaziiun1eda IMWINVBINAAEEA ATIANBIUFUI
mmmmzmia@ﬁmadmﬁ@Lﬁa@ﬂ@Umimmmﬁﬂiﬁami@]mawwzfgﬂaaﬁﬁiﬁwmum&@Lﬁa@@‘ﬁmimn
suipsiaaaiialszduwuenniig pseudothromoboycytopenia G9Linannmsf INAALRAALMENFUN U
mi3ld EDTAMIYesrumMIudsdvadenlunsanifiusstaion uninnznndaienswalng
wninaaiealndlszunm 5-25 Lﬁﬁaﬁ@iaﬁ?uﬁ(high power field)

N130323 bleeding time #329U321 1NN UVBINAALRDALRZHRBALREA ANUNG 5-15 w1N
N30 323bleeding time aw"[@”wamsmmﬁhiLLuuauLﬁawmmmnmﬁﬁaamﬁ'ggﬁﬁmzyﬁﬂimumsri
Tunsasae Snsfananaiaduldasudnssawsmialwanuaulafia systolic la 40 wa.dsan nsld
TRATUZAINLYH ANUNTIIURZANTBILNAINANTLANE MTEENITZANBNTBITULRDA TaLFLVBINTITHN
bleeding time A8 ﬁ’ﬂﬁt,ﬁmammaLﬁuLLazLﬂu’iﬁmiﬁﬁﬂﬁﬁﬂamﬁ@mwmﬁuﬂmvloﬁ“ DNANIATIAND
@ bleeding time sy lalunizindatdaarinauidadnd szad fibrinogen &1 von Willebrand disease

11379729 platelet function analyzer-100 LI%N1¥01373ANUAAUNAVBITZTLLNIUTIAIVD
Laammuﬂgwgﬁ (primary hemostasis) Slm”luﬂﬁm‘sfsﬁmsaamam”wiavl,ﬂf': von Willebrand disease,
indaldanrninuiadndasudnidie (inherited platelet disorders) L% Glanzmann thrombasthenia
dlasannmaunssegslaivhmsamaunsunaslulsznelng

N13A3IMINHVBINAALA A (platelet function test)© lumInTIas I zilosssuaa
AauUn@Avadinaaidan laan3l&R13L0% collagen, ADP, ristocetin, epinephrine Wae arachidonic acid
Lﬁaﬂ‘n@j’ulﬁmﬁ@Lﬁa@Lﬁ@mm,mzmjm"’uﬁmlﬁﬁ'@ﬂ%mm‘ﬁummm‘m dnldannitos(@sanen 3)
3329 WM TR BBIUUN T LRI TN A e AT ARl B9 BT T UUMITNBadNaALE a0
sansntaslunmsineselsnvesnaadearnanuialndasudiiia (inherited platelet disorders) L7
Glanzmann thrombasthenia \inanauAaUn@wad glycoprotein lb/llla complex ¥inlwinaariaa kyl
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mmsmmznajuﬁuvlﬁ Saldgss collagen, ADP, epinephrine mnwudﬂ&iLﬁ@m‘nmzmjmaamﬁ@
Boaiadn usialdms ristocetin iansimznguaadinaaiianle
nsaaiassuiiiassdaanuinlnauaTesanisufisdrvasidan™ 2

N13@929 prothrombin time (PT) Lﬁumi@li’sﬁ]f@%ﬁ’]ﬁmiﬁ’lmumad tissue factor, factor VII, X,
V, prothrombin waz fibrinogen 'laNaNaAVaIfibrin Aadn dn PT $a0lumsdiasn1nzmsnne Janduie
INFUNAN liver disease, maznwimmms (malnutrition) LAz a7 glunsuaiiiaasizauen warfarin

19013729 activated partial thromboplastin time(aPTT) LI%N130132270N13¥91%U 84 intrinsic Wag
common pathways Pa9asfiTr v liiAaaudseait contact factor, factor XII, XI, IX, VI, X, V, I,

Thrombin time Wa¢ reptilase time ’Jv@ﬂﬁﬁ%mmﬂﬂﬁlﬂu fibrinogen i fibrin monomers L
’Smﬁfﬂ(ﬂi@ﬂ reptilase \J% thrombin-like snake enzyme LANGIIIN thrombin lasnsad fibrinopep-
tide A lai&314 fibrinopeptide B ﬁavl,&igﬂﬁ'mm@ﬂ heparin 8w thrombin

nsasiaszauunniaasuas inhibitor adnnuialnduesdn PT %3 aPTT arsiminiie
10 mixing study lagmstdunwaainauundaanain 1:1 adbdluaragrsnsanauwavinnmsasia PT
w30 aPTT S HaLnAugaIIdnsuN N899 M IuTafva9Een AITATIIssAULNNIABIIAD
Twmsafiedsiiuinanindanuunwissasesansudsmvasiondile diwa PT w30 aPTT tilan
LANAITEIFINICRIIF A WAIBUEUAL DA lugﬂa suNMefessauiasddudaunniand 8 N2
8176 8A1UAIIIINNT incubate wmammaaﬁjﬂmﬁqmﬂgﬁ 37 adeiaalTaRUIzuN s 60-120 WIN

N19015293¢AU fibrinogenanun30¥iNNNTIa e 2 WUUABNTIA functional activity la8n133@
thrombin-coagulable protein 103U antigenic lag3% immunologic assay lunne dysfibrinogenemia
f2a4 fibrinogen 31N 2 ATieN liranaaaIn

Urea clot solubility lazn15l&&ns urea 5 mol/L #3amonochloroacetic acid lu#aaanagaLvas
pjﬂw‘ﬁ'ﬁﬁwLﬁa@ﬁ‘ufﬁwﬁagjuﬁuﬁalﬁﬁ@mia:mwaaﬁmﬁa@ ﬁnﬁjﬂ'mﬁm\mma? 13 Wauniniay
a2 1 AuLlRDAIzATAERNG AITTMIIaTzaULNnaas 13 Waliugulawld3s specific incorporation

assays

N1SINB
' A Y aa o o v o Ao o A & o 4 A P o
NI nEI ANz e lanideas lvausrznaninlrdassnvinlwiaoaudsaisn SlaRiauLaly
uWnLeas 8 WwuTw SluRiaudlrunniaas 9 1 WuT% von Willebrand disease l#tinnieas 8 1 von
Willebrand factor w@tia linsiuni1naaslianininizuazsinsrgaiduananuiRadndvasiags
A IARaaudsaranansanansanly fresh frozen plasma™ @@ cryoprecipitate a1uisznavvas
uWniaas 8, von Willebrand factor, uwnniaas 13, fibrinogen awm5n1ﬁlu;§ﬂm FludLaeLa von Will-

ebrand disease, hypofibrinogenemia e
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m'iﬁﬁn'smﬂﬁmﬁ@Lﬁa@u‘?j’w‘*ﬁulﬁlu;gﬂasl platelet function disorders

nsnsdszaudszaad lumzﬁﬁtﬁa@aaﬂmmﬁaqwu WWaAmMLeN NMIINENAA bUnaIan Ll
aauauaddan1IiunaIynAansvi nasal packing LHEABNVAINLIALNANIDIAAAITNALIAUNS
WnLaansa lanvnuReanIafasiiiiaa(hemostatic agents)

mMslFnfidnanamsinEan’ iNananidssnsldaiulsznavvasian leun

- muiniile mmm’lﬁlugﬂaﬂﬁﬁﬂn:ﬂszﬁmﬁauaanmn fngINIRanaanialnd wa
AINBUARDIADNTINEIBLAT 50

- Tranexamic acid ¥nl#anidan (stabilized clot)q@ﬂ:u%nml,ﬁa@aaﬂmwﬁ?u N0 LT b
ma:lﬁa@aarmﬂLﬁaqﬁﬂ@ﬁﬁaunﬂ@‘hmemguwilﬁa@ﬁnm IAon0anWnaInanN® LHaABDNNISLA
2173 ami’mﬁamaﬂmaamaLﬁuﬂwama:Lﬁaamﬂﬁwaﬁﬂﬁlﬁ@&;wLﬁa@q@@”uﬁ ureter 1@ RAN150 A
IMsARIMIaEN 25 wﬂ./ﬁmﬁfﬂﬁwawjﬂw nn 6-8 F7la9 MIriaanLaan 1Oam./ﬁmﬁfﬂ@1”a°uaa;j
iy nn 6-8 2139 328298 5-7 T

* Desmopressin §9LAI1¥HA1N antidiuretic hormone ¥luwuia 0.3 wn./nn.¥inls von Wille-
brand factoriazunniaas 8 wasaanulwnizuaidaatfiuds IWlugddaldfmibs woadnaeaiien
WUN4aYN mmmﬁmﬂﬂ@ﬂuﬁﬂwﬁiwﬂLﬁmzﬁuéau (mild hemophilia A), von Willebrand disease
type 1 mﬂf*ﬁmluﬂajmfzﬁhLﬂuﬁaaﬁ']mimaaumma‘uauawaamriamﬁaammjﬂamwia:ﬂuﬁmi
AOLRWBIVDILLANAIN

21197 %msﬁasiaiﬁtmnsi{ﬁt%mmms
Hasesunz Laa@aarmmnﬂNamssﬁﬂﬂs:ﬁl,l,aszmnmsmuﬂ%msmnmaﬁaaﬂﬁﬁ“ﬁms
Lﬁaaﬁuﬁ@ﬂﬂﬁmiﬁmﬁpjﬂaﬂmlﬁqmmwwaﬂsﬂLﬁa@ﬁwmimmLﬁmLﬁwLﬁﬂiﬁﬂﬂﬁﬁaiﬂkﬂﬁﬁnwwz
Lﬁapjﬂaﬂ@‘f%’umﬁnmﬁmmmmuw%vl@‘ﬁ'uﬁ'lLLuzﬁnLﬁmﬁ'ﬂiﬂLLazmaw”uqﬂﬁwaﬂsmﬁaﬂaaﬁu

0 v A o | V=1 @ ) 0 v A o
VLulmﬂ@gﬂ’a ol TWULIZNIIATILAT L"U’ll’%ﬁ’l&l’liﬂﬁ&l@]@ﬁ%l’%luﬂ’]iiﬂ‘]:}ﬂiﬂLLﬂ:LL%’m’lx‘il%ﬂ’ﬁﬂLLa

3193 lunssu 13 nen lulsanegnina
Watfianz \Ranaandautsguunvildiiaansdannnnieaadnarliiiaiediald 1o
ﬁmmnaa@aan‘luawaammaa@aaﬂm oluiTuiianaanvaINI9LinaNInns niatiaalszitdanaan
wnlwiAeaimitansndudaslasusiwlsznavasidoaanaununsnsasuasiesuaiiion
pjﬂmﬁﬁl,ﬂ%lﬁam‘ﬁmﬂma: immune thrombocytopenia LLazﬁmmﬂﬁamaﬂmaaL?iaq@m 93T

RRER Lﬂ(ﬂE]’]ﬂ’]‘JLala@]ElﬂﬂE%LL‘Nﬁ]%ﬁGN’mm

M159N 13’4izﬁnﬂaﬁNEMLLsamaammmﬁamaanﬁLﬁaﬂmwiaz@hLmﬁ,a
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N ealilin aidd NULANIZUN wulanauan WUNWYWD LNANIA NN
LAEITAINLNIT | Uazan eTad | uazdan bl LALad BIaa1a
UIARULANKAY | NUASLIALRY | LNeYaInums E*T\‘lfffﬂﬂ’lit;}ﬂ
WNWBEWIALNa | LAY NNLa M3k
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4 ava6adl L9 lALLANIE N3TILLARS WUILNALNE
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.:. \ y & ¥ . o
LIARYALDY Yinnasal pack- | %8 2 as9duld | Uszdnin
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YDILDI WD
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WL lwm3snsdug | annin 1 a3
RTEVRGE
dewdansanld | vwamanzan | swelimun: | etesg wl | idusingides
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2anu1N AONUWIK NINUG | aanwI% INNE | 2anUIw 10T | wWanlIIWEILIE
vaAa U a 1 vaAa 1 vaAa Qe s =}
l555alalna NRGANIITTI6 | WadanTiTmIa | Uszi@tuiiaa
W il | il | desg nssnm
1o daslnng 1o wun1zdea | lasiasnuifaa
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2INTNIAARN anuAalnGzasndniian aNNHadnAzaInIINIBIe
Lachaaalaan Msudeaazadtaan
3a18anaanfianity petechiae wu'leag laidaawy
WBEn YUALAN VWA IAD NURAIAURALS
AouRenaan RN laidaswy wu'letiag
\Neaaanluia Taidaawy amsdAy v lddaisanufie
ﬂﬂﬁﬁ]’mmm@ﬁ
\iamaandn (delayed bleeding) lidaawy wu'lddas
LRENBANINNNITUIALNARIRTES wu'letasaanuin laidaswy
Usifiianaanluasauaii laidaswy wu'lddas
LW wuraslugwndgs wutaslugme

= _10 o & A o & A
M990 3 ﬂ']i@]i’]%ﬂ’]sﬂ']\j']%?’aﬁLﬂaﬂLaaﬂﬂnﬂ’]’)grsﬂlﬂaﬂlaaﬂ

MwHALNARANILRALAS von Willebrand

mitmzn@:uwaamgmﬁam
Tsa ADP
Primary Secondary Collagen Ristocetin
Bernard Soulier Un@ Un@ Un@ NaUN@
syndrome
Glanzmann’s NaUN@ NaUné NaUné Uné
Thrombasthenia
Storage pool disease Un@ Nadné NaUN® Uné
Secretion defect Un@ NaUné NaUné Un@
von Willebrand Un@ 1Un@ Un@ NaUN@
disease
UTIHIHN TN
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Pediatric Solid Tumors

Solid tumors fAa lsauziSenanuadaisnzdns 9 ulsauzSennulaiduauas 3 sasanuziss

J2UULREA (hematologic malignancy) LazNzi3IaNad LLaTﬁ]zwu"l@TﬁaﬂndﬂuQ‘Lm;UiMﬂ LL@iLﬂumLmﬂﬁ
& Ao @ A o o Aa o o ~ & o ol

amoluannanydnauad 1 lu 10 Lﬂuisﬂwuﬂﬂiﬁawﬁlumi‘mmqa uwazlinansznudanieagioas
LAZATOUAT LL@iluﬂﬁ]ﬁgﬁuﬁ 1@ 0 aNMIREIN NI TUNN S WA UFINITDINEN L TANLLSIRR U THA LA
W1210 b lagtanizlvnuziSalwdn DauinITINEIE A9 M I LI 8IIW W ﬂ"fl:ﬁﬁhﬂgq waziil
Al aa"l,@i”%'umi@uaaﬂwalnﬁ%@mﬂg \ e ywagan2 (multidisciplinary approach) Tuan1wwenLnan
flanuniaunsaiasdia uaainy uazkasdJudn1s nefuialdnsinmnlenad uazifanathudooun

g&?ﬂwﬁaﬂﬁq@ w"'ﬂuﬂaqﬁmmzamﬂ@maa%ﬂwﬁasl

STUIAINE
an & = = 0 Aa o o A an &
qmmsmwaﬂiﬂmwﬂumﬂ Tudnsdszmaniineannld wn ludszmesnsgawsim guan ol
m‘nﬁ@mﬁalmﬁﬂmﬂq <15 9 Ao 14.4 dauan (I wa. 2543) saudszinaluaids ©ou Iu dulde
a P 4 a A 0 ~ =< an & =
WA NAUDUE utaldy aauUseunms 9-10 dalaw luﬂizmﬂ"lmwmsﬁnmqummsmmaamm
Winlaorusulianziislui@n (Thai Pediatric Oncology Group, ThaiPOG)' lasmiusinduingihe
mﬂamﬂ'uﬁﬁwmﬁﬂm;jmmn:ﬁuﬁnnnamu”mwin W@l 2546-2549 wudwﬁgﬂww:ﬁuﬁmw
Inaidlaztazanm 1,000 au lasiigi@nnyot (age adjusted rate, ASR) lauviuiidu 74.9 dailszmns
& o = v v . . @ Y H . o
anauaw sianaiElsuinnindaess 90 a:gﬂaamanWiﬂwﬂﬁTsawalwuwa 20 u¥d Muszine lag
WU wNzLSInawl sz sasas 30 maaaﬁ’ﬁmugﬂwm%m
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G m@;maa'[mmlgﬂmﬁn

sl,uﬂ%]ﬁ;u”uﬁavl,ajwumm@;maamuﬁﬂkﬂmﬁﬂmﬁﬂf@Lﬁm wadiaseAuInIRIIaaan (envi
ronmental factors) LLﬂ:ﬁﬁL%@;ﬂNWﬁgﬂﬁ&l (genetic factors) mdﬂi:msﬁﬁﬂﬁﬁiammgm(ﬁiamﬂﬂu
wziSslwdnunninyszmnsnialy

A UNRANFIUINA DA
:\I v a 1 ) tﬂl dl o Y Aa = 1 [ tdl
fawadauusznninssunanpadng iudibidnsniliifalianss lugdlna iu nsguuws
numufieuzisslen dihefiesldsunsaisussuinues i azsden Intesd niamsldsuuiad
1taunniaw 1w cyclophosphamide NUNZLIILIALRBAV12 Tha acute myeloid leukemia (AML) L6t
uddwinluwdn drulngjazldaminsomame ldwinen udihaziiennrasaingiianyuauliina

< & , , . :
VLIV (multifactorial carcinogenesis)

SUNANWINHINITH

sl,ug”ﬂamﬁﬂ ﬁiiﬂﬂﬁﬂwu%‘gﬂ‘i‘i&lﬁLﬁ&lIﬂﬂ’]ﬁLéﬂﬂ@iaﬂﬁ‘iLﬂuﬂJZL%\‘iL‘ﬁlwﬁu 1 ndNaINIANIU
(Down syndrome) sxdilamadnsdamaduuzisadadonnRuduninawlnd 10-15 1¥in? Fanconi
anemia tinlamalwiavzisadaaans1n 19a AML was head and neck squamous cell carcinoma
VLLTIOY N2L590ILIZAUNUTVRIRAT I@]UL%WW:‘ﬁI vagina Wa vulva ;ﬂ’ﬂw neurofibromatosis type 1
wmalamalumsifevzsadaiaaunisia juvenile myelomonocytic leukemia L&z ilasonawes iia
optic glioma LI naA% ﬂ@;wmmmmﬂmmqw”ufgﬂiiuﬁﬁmwuéfww”uﬁﬁ'ummﬁﬂiiﬂmﬁwﬁmm 9 lu
on waaaluansned 1°

2INITUATDINIIUERAS

Junudunisuazawaaston wanantusiiainsvesnifinsangluaweteizdg 9
w3anaInnasaananuzSITRanL 9

1. fawNUANBILILAY 9 Lﬂumﬂﬁﬁﬁ'@ﬂmmwmmwﬁﬂaﬂﬁq@ nlrasnanlaans
19Me 1% Neulutasrias luéjaL%aﬂsﬁu foufismsne wanantiu gefennsanmsinenlunaiy
87872@d 9 a9t MelionnmIuaasdns 9 1w neulusadan (mediastinal mass) ¥inlvnala
shunwitasdne feulugesriosnanuriele vldUsanazlisan W

2. sameduzSIunInszae lUgsainnzeng 9 LdndTfiauasnain LT LWINIEINY
lanudaninwias vinlwdesinwaasla uwsnszan ﬂvl,ﬂ‘ﬁ'mz@ﬂ liiinamsthanszgn nszgniin
wianszneidn lunszgn ﬁ’ﬂﬁ;jﬂwﬁmmﬁ@ INSALEAG faaianeanauaidudn

3. 9 MITAAINg13NnEI8ana NS L% 813 catecholamine 91N neuroblastoma vinl#
Lﬁ@mmsmmﬁﬂaﬁmgo Yoaldnisasy opsoclonus %38 germ cell tumor % choriocarcinama 3n1%
Wasga3luw beta subunit of human gonadotropin (B-Hca) Andw vinlsfiAa precocious puberty ho
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mwesalsanziSeluian

mﬁﬁﬁ]dfﬂﬁgﬂﬁaa Lﬂ%ﬂ%ﬂ”ﬂéﬂﬂ”ﬁgﬁﬁﬂﬁwamﬁnmg&fﬂaﬂI‘iﬂmﬁaéﬂL%ﬁ] WAZABIaAEIAN
Fwdla Tayannunndnaisaan 1w SIFWNNG wenSuwng dasuwne Lﬁalﬁmﬁﬁaﬁﬂgﬂﬁao
9057 walnsndn mﬁﬁﬁldfﬂisml:ﬁﬂwﬁﬂifuagjﬁ”‘u

1. U348 msanasemelagazidue mmum:mmmammaagﬂw

2. MINAFBUNIIABIUSUANTT LT% complete blood count Luew WONIINUK MIATIIFIN
WRIMNNISI (tumor marker) TG § FIL1962 dldTunudunibiiauny MIasadisnIwig
mansalvmsitesouazlinisinmdias Taglidasdinisaatuwiianswensine ww foufau
lwi@nidn $2uriudl alpha fetoprotein (AFP) &9 aannliniiiiasniniiu hepatoblastoma laildudu

3. MIATIAGILANIIF e lA X-ray, ultrasonography, computerized tomography (CT scan) az
magnetic resonance imaging (MRI) ﬁuwmwﬁ?ﬂumﬁﬁaﬁﬂkﬂm150 LAENIIAAAINNIINDURLDIAD
MIsNEN SemIasasanwisiudazetnfesditeduasdadasuandoinll Tuiudunisuazsie
PaINTIUARZTHA HANINNEH NNIATIINNTAFAITIUATES FunTaTI8lMIME LRI TN TS

(|123_me_

884130 16 LT 11IATIA bone scan Lﬁammim:mﬂ"lﬂmx@ﬂ #38N137373 MIBG scan
ta-iodobenzylguanidine) T8 l#n13IRIRE LazAaANGILAEILNIATZANE 11 neuroblastoma tTueH
4. 39T dwLan1Iwensinen ﬁ‘f%dﬁadﬁLﬂumsmaﬁ]'ﬁmmsnlﬁmﬁﬁﬁ]ﬁUVL@TLLtLuauﬁq@
’Luﬁ%}qﬁu “aNNNNIATIAALNTTBNLTARANUNAKED NTENAIE immunohistochemistry @78
antibody Thaend 9 aursavilriensfievasuzisele LLa:msmmmsw”ugmsmaauma(mﬁa (cy-
togenetics) Gﬁomﬁamwﬁ@ﬁmwﬁ(ﬂﬂﬂﬁmaam‘iw‘"m;m‘mﬁmww: Mlrnsifiass lsauziSaudnen

X >
VNV LD alveolar rhabdomyosarcoma WU t(2;13)(q35;q14) LD

NISNHINZSINDWAINDIUIT

IR TIN5 lEn asdasditefatasnanatszms SenamsnEnazfdasduny
taseng o Ay el

1. mydaslilalassiluszozusnaaslsa

2. mmgn@”aaLL&iuﬂﬂumﬁﬁﬁlﬁﬂ

3. miguaﬁﬂaﬂum'szgmﬁu

4. myInQuaLlzALLIEAad (supportive care) 8tl3znauUsaL medical, mental, psychosocial
e financial support

5. miQLLaQﬂamﬂuﬁu (Multidisciplinary approach)

6. mﬂﬁ’m’mfﬁi’ﬂ’m (Patient education)

7. New drugs and technology

MINHNLItouauedILz IMynsvan 3 3UuuY Aa MIEHAA MIMLUEITIRING UaZ
mslwenediiie Gedasendomstaienusesransrslasrnauwsiunwduiia (multidisciplinary
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approach) w%Lwaﬁng%ﬂamﬁtyﬁﬂu@iNq 93 Faunng WNnsaaTN I LAz FAfade Qll’]iLLW‘YlEﬂ‘m
Faauazuziss wenuna wnaons Wmihfivesdfianis funndianuaszrtinislsauansoludihe
LﬁﬂLLazﬁa@”’agﬂmmﬁﬂNwmfmaﬁmmsnlﬁmﬁﬁ%aﬁ?ﬂmvﬁasmgﬂﬁaﬁmﬁﬂmwumﬂmaﬂm
LLazlﬁﬂns%“ﬂmﬁmm:am:"ﬁaﬂlﬁwamﬁ'ﬂmlu;jﬂaUﬁ"’fu M3 A HaFLTA ‘fuagﬂ”um'm
vase leun ﬂ’J’]&JQﬂﬁadLL&iuﬂ’]LLazi’mL%’ﬂ%ﬂ’]i’iﬁﬁ]ﬁfﬂ YU ALAZALAUIN DURINNTD AN THN G @ b
w30 bl TievasusSandazriialinnsneusuaddesa it tansansssurILana19nY Sz uza4150
(staging) ﬁgﬂmmwmwm}‘ uaﬂmnms@uaLﬁmﬁ'ud'ﬂiﬂ gij”ﬂ';ﬂﬂ’;ﬂﬁ%’ﬂﬂﬁ@LLamammsﬁu6] f
o ldsznitemssnen 1w axmanawldaniow snnzmslamwnms e aiuthaenufiens 9
LLﬂ:ﬁéﬂﬂ”ﬁuy Aa ﬂﬂiﬂLLﬂﬂ’]ﬁ@llﬁ]LLNzﬂ’]ﬂﬁﬁ’]LL%:ﬁ’]U%ﬂH’Wﬁ@yﬁEJT‘IJI’JULL&:ﬂiaUﬂ{’Jﬁ’m

I‘ ® v V) ~ 1 61 &
FANSLITNANATNNDIYIENNUUDE LWLAN
AL . = & o A : = - = & v

TunfazranandslsauzsiSinannwutasluan lasiune Whasanguad L@WA neuroblastoma,
soft tissue sarcoma, osteosarcoma, hepatoblastoma, germ cell tumor , Wilms’ tumor L8 retinoblas-
toma
1. Neuroblastoma

v solid tumor AWU ldtiauLduauaU&e 9589910 brain tumor WUUIENN3T088E 5 VaInztSIln
nnanaa’ laswutesluan 5 vaudusn glsdulngazandiodasdounluias lasamzdunis
suprarenal mass L@a1afia1n3aw s laun neulutadan densiniasla paraplegia :nnn34 paraspi-

v

nal mass nalugunas GanlUu (exophthalmos) raufidsseuazady uaza1ms Homer Syndrome A
thaunningasas 80 azunlu stage IV Ao 4 distant metastasis vlﬂﬁngmmzvlmmz@ﬂ Yl dl e
Ta J1anszqn INSALEAG

MIATIANEMTIRssLazILNI sz was]lIa andumsaTialian a373 lunIzgn mmﬂuam';z@
T2AUVBI VMA (vanillylmandelic acid) w8z HVA (homovanillic acid) ‘fl\‘] \J% metabolites W83 catechol-
amine ﬁa%”’lw’ml,‘ﬁadaﬂ AIAT tumor marker liRaa (NSE; neuron-specific enolase) MR
ﬁ’lwudﬁgﬂmmﬁm fouluriad lusesan »w3a paraspinal mass NNANENIIF CT scan 1138 MR
MIasalunIzgn wzuLeﬁaﬁu:ﬁoﬁmzmﬁL“lT"u;jvl,mm:@ﬂluﬁ'ﬂwm: pseudo-rosette formation 324NU
N3@379 tumor marker lagMstAUUEEN22 VMA %38 HVA %38 nM3a32991n1a0a NSE gandnenynd
gan3alWn133%ad neuroblastoma 'l Taglidasaasutitannasianmanenssnen

AN33N1 neuroblastoma M3snman da Mslienadtiaussmsridatantoutitasanaan
m‘i«mﬂ%’ﬂﬁ%’ﬂmazﬁﬂmwnlmﬂﬂ‘ﬁ'ﬁﬁmaﬂmﬁaagj%é“\‘mﬁméf@ (gross 138 microscopic residual
disease) wmnsm‘lmi{uagﬁumqmmgﬂm 328228413 (staging) HANNINENDINEGN WATNNTATI3 DNA
Yo TasNzISI MIngnsoilialu stage IV 168 §sasnmiseadian 5 Dipsiouas 20-30 twsnzlsn
dnnsunndugn ualuidinidniiangiesndn 18 tdaw dafaw primary tumor lailwe) uazlaida midine
foudasd metastasis lUfew c‘imﬁfm‘%a%m:gﬂ (ﬁmaa‘w:ﬁom:mamT'lvlmﬂizgﬂ %a8n31 10% U
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total nucleated cell) zaaldn stage IVs FawennIailsnazdann dlamarsanaunnninasas 90 *

2. Soft Tissue Sarcoma

Lﬂuﬂ@;wmﬁwauﬁaLfllaﬁfldwbwmmﬁl’m mesenchymal tissue b@iLA nawLie connective tissue
LasLEULAEA ﬁwuﬂaﬂmﬁﬂ Usznauay rhabdomyosarcoma, Ewing’s sarcoma L8 primitive neu-
roectodermal tumor (PNET) wulelszunmsanas 3 mamﬁﬂmﬁnﬁomw lag rhabdomyosarcoma
FodunziSeasnsaiioas Lﬂumﬁ@ﬁwuﬂaﬂﬁq@hﬂa‘;madmﬁmﬁza@a (WNNINTasa 50 Vo
mﬁamjmﬁ) laswuldnnany Q’ﬂamzmwuLmeT@T’Jm‘%iaaﬁaummﬁ@mG] @‘i’nmmﬁwuvlﬁﬂasﬁq@
fo Avme Ao wwn 21 uazaea daudu g Anule ilofasousmmeuaznszimnzdasmiz asin
01MITINAN Y azfuagﬁw‘mmm%ﬁu

My3Radpa1fans¥nIwenNesId CT scan n3a MRI USmiun uaznsaatuiionnag
NN 5Inen SeflanudidmannlumInauaunsinm WONINNANIATITMINNTUWINTZAN BV
Ts5a SouzSerfindl sumifiunsnszaetssda Jaa n3zqn LLaz"L“ungﬂ 931w 897373 CT scan
Uaa nm3aralunizgn uazvh bone scan Aflanudanlunisdsziduniaulwnisinm® manenaot
150 'ﬁuagﬁu ANBUSNNNENDTINGT VUIAINDY FILRITEINa NanNsTIRINIANIGARaN b
w3old wszmanszanelsaflausnifieay®’

mM3snsnen fe Mmirkeaetaweandvihle mslwenefindasutunisanssaasnem o
puafthtafununadaluivesnsdesiunsuninzae @”ﬂ‘ﬂfupjﬂaUﬂ@jwf:ﬁaaﬁmsmm”@ﬁu
mIysnenlagsaunay LLa:@Taam%mmiwﬁaﬁumao;jfl,%mmmvmawm%’mm, ARDeaas, N3
NTANEAT LT JIFTNEN

3. Osteosarcoma

wulszanmiasaz 3 vaInsiSaluian Lﬁumﬁamz@nmﬁ@ﬁwuﬁaﬂﬁq@ wuannlwiniueny 10-25
3 dnazduiivsiom metaphyseal end 484 long bone wuﬂamﬁq@u‘%nmmz@ﬂ femur &8s 70989
'l1Jdadi proximal tibia w&s humerus mm%awwuﬁm:gmmﬂﬁ L% vertebra, pelvis Qﬂwﬁﬂﬁ]:m@i’m
mmiﬂmmuﬁ'mz@ﬂ fouu3nmnEgn LLazngﬂﬁﬂﬁnmﬁﬁLﬁaaaﬂagj (pathological fracture)

mM33iaae TagnsaTIansnweg3I8 X-ray WUSNBIL@WIZMIS8N31 sun burst periosteal
reaction N1361333 MRI ﬂi:@ﬂﬁtﬂu Lﬁia@"nammmaaﬁauvlﬁfmﬁmﬁu IRDUHBMIN G0 Nzi5Tfia
fainunwinszanslud ngﬂu‘%nmﬁlu az1aa 59A230nM3@379 bone scan uaz CT scan Uaa Lo
FEIMNIUNINTZ8T15A MFIRISEALIUEUGBINAENNTATIVTU BN INENTINeN

mssnemandsznaudismsindalunediseslsafawalilnginnus:lifinsgnanald s
IFulazanuaznaaaiont s 1R IINTHNIAALLY limb salvage b6 udtnnanlngann
lisnansaraaladelinmyiiess msleefindanournaa (neoadjuvant chemotherapy) tia 1%
YUIANDUAAR LLazs‘]’ammm@mmauauawaaLﬁmﬁmﬁa@iamﬁﬂm”@"l,éfd‘mLﬁac\im”@ﬁaw,ﬁaaaﬂ
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aan ianTan s dntaNNNZaNBaINNGa (adjuvant chemotherapy) snvaitintanlguas lawn
cisplatinum, doxorubicin, ifosfamide, etoposide L8z methotrexate RIUNIAUURITIRINENAUNLN
waelulsadt 11893971N osteosarcoma xAaGANIIRIYTIR UI1UINWINEINY viable osteosarcoma cell
o = o AN v Ao =< v & Y 0
T auuzLSInaINNN LASIFIN B9 8,000 cGy LAINAIN MINLINTALLIA JuatnumIneuauadde
puailtdavessasuziidaindinianeuinda udatsndayige wudn @18 tumor necrosis
11NNINTaLa: 90 %é’ﬂ@i’mLﬂﬁﬁm"’mzﬁé}”@ls’lm‘ssa@%%@aﬂdﬁ TuTendnIsunsnIzansuadln
A aa o A o ' A A o . A aan o =
Wadtaae dseslsanany o dunikd n3ad32aU alkaline phosphatase L&z LDH galaifieny audl

WenTailya L@’

4. Hepatoblastoma
& A o o o = ® 1 o & v 0 a =<
WwnztSaney wu'lddszunmiasas 3 vaduzSalwman’ Sntdwlnldnian laauausniiaawid
5 1 Qﬂama:mwuuwnﬁﬁmﬁaﬂm ARITWUN WU DIEIBUK U201 09 11091917 $1RINas anlaan
NANUHARRDIALRADITINGY
- o o . v A X Y
MYIHIRHAUNNIATINABAQILAL alpha-fetoprotein (AFP) Tagaz sz auINNIBDITaUaS 80-90
28951178 TINAUMIATIIMIININUBBIALLAE AWENYTIR 1alA ultrasound, CT scan #3a MRI Lﬁ‘a@
YUWAUAZVDULUAVDIN DY FIWNITUTZNI N TUNINITZAN889130 N13¥I CT scan Uaa LWIzaninin
2318 lUNUaa
Q %3 =\ 1 5 U v = v v A o s 1 U
MITNERANADNNTHIGALAN O W AN MR NAIZH lan1ar8119 la lasazlrpadintasiuaas
mnanlvwalnajuin mildeeihdanawmsinaasstisldamevastawanasililanmadiaa
o A LA o Ao A . & a A £ Ao o A o
nausannuauazdiladunainisagunin uaztwulan NI TIaN LYW stadtindanlsle
WA cisplatinum, adriamycin, vincristine, 5-FU° n3@aanszau AFP ludas snaunsalglunis@aay
MIINBIVAININA LAZ NINDURHAIADSNANTNUA b §DAVDILTINYILIAIINT DAI1309T96 5 T
wiiusapaz 58 tiasangindiulnajidu advanced stage Uaatiuimaanasadsnm lddununly

NN93NB1 hepatoblastoma

5. Malignant Germ cell tumor (GCT)

LﬁuLﬁadaﬂﬁLﬁ@ﬁnﬂ primodial germ cell YIADDH s‘ﬁl\‘iﬂiﬂaﬁ]zﬁ migration 31N fetal yolk sac
uaziady hidumadaunutlussluniadune wulddsznnmsauaz 6 pasnzssludnnivua’ laowy
vlﬁ“(!ﬂﬂ’]i! LL@imqﬁﬁ'ﬂﬁlzwu Ao luLﬁﬂLLimﬁ@ﬁqu 2 4 LLaz’S'm;u (10-14 1) luLL@iazmqfﬂzwu GCT
BRauazEURIa9T Tsniiaafaduldmuduniiafiidunns migration vasiaas wrw lussly some
LLaz‘ﬁlsuq extragonadal GCT L% mediastinal mass UFLIWAWNL sacrococcygial retroperitonium 8383
SIfTE N I@]ULLﬂaaamﬂumjﬂmyj fa germinoma (seminoma, dysgerminoma), teratoma (mature and
immature teratoma) L8z non-germinoma GCT (endodermal sinus tumor %38 yolk sac tumor , cho-

riocarcinoma L8 embryonal carcinoma) mmwaaéﬂ’mﬁﬂmd”zslﬁa<1ﬁammzﬁmmnmn@mﬁ'ﬂﬂ
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anusuwmibatidu 1w teuluiasias tharies nseermsnafoansamizdaaiznias ldlng s
extragonadal germ cell tumor Lﬂuvl,@i"v;ﬂmq

GCT dmlnainznasansdadu tumor marker Gsamanuldluidian da alpha fetoprotein
(AFP) sﬁawuiu endodermal sinus tumor %38 yolk sac tumor LLa< beta subunit of human gonadotropin
(B-HcG) wulu choriocarcinoma M33Raasasvi lalasn1393799132AU tumor marker wEnilwaen
NI TN Mwdnessiaueseazid Lﬂia@mm@ wazdumibivestanuaznsnszans l dsdewtia
wassuSnalnaldss msasreduilonndonuzSidadandis immunohistologic staining =¥t
natiAinLTan uin130329 tumor marker lwdaalainy vilwlaiwilalun33Rass malignant GCT 3in
nyzaeluf 6 Yo LAZNIZQN Wi ;Eﬂwms"[ﬁ%’umsmm CT scan Ta4¥iad uaz daa 2u
¥11 bone scan ﬁﬁ;&”ﬂmﬁmmimdama AT MATUNNTATI3 CT scan 138 MRI FNBIAIE LNTIZE1INL
GCT ﬁawaai’mﬁ'sﬂVL@Tmm‘u'aizﬂ::ﬂ:nwgumwaa“[iﬂﬁuﬁ'wmmaaﬁauﬁﬁammmm@‘i'@aanvlﬁ%%a
14 MInTzanevedlsn wazITALVAY tumor makers TEWINIULALARINTING

33N GCT mMsrdaenrianean lunstifrnaale iwuiounsmns wsa founsala tald
IBuiiioananaiamyifess iuiuen NI IsadeNiraasLs min&ﬁmmmamﬁaw:m
293130 uiauasmsleadinga ne germinoma &% non-germinoma AaU&MaIABNTIRENLALN
1dad hlvaunsainmeivizday lild lwdngndgs lddrududasidaewagnniasiliandis
2an ﬂ%]ﬁgﬂ'umLﬂﬁﬂm”@mmgmmﬂums%'ﬂm GCT Usznauane cisplatinum, etoposide Waz bleo-
mycin (PEB)*" snansavinlwnanssnendduinnlasfisannisseatsad 5 9 tRndwin 75-90%"
t%miumju mature WaY immature teratoma W3aualllAWL malignant element S7368 MTINEALAEY
msrdaiauean sawnumsaaauamisgslnada lagludaddoadtdaiady ums

n A a o v ' a
1 FynIiaanunITnElIznauaiy ﬂ’]‘i@]i"l'ﬂi%‘]ﬂ’]ﬂLﬂ%iZUZﬁj NIAANIUNIVDI tumor

LNEIWE
marker L8ZN13ATINNATNENDIIF tNaNILANTI tumor recurrent %amﬂmsﬁﬂmwmﬁﬁﬂmh
ﬂa:w‘ﬁtﬁ event free survival 71 3 11 LYy Sasas 97.8 (391), 100 (8aunz) waz 80 (extragonadal GCT)
FINSIRANMITNEITINL tumor recurrent M3ldiadiaiiaidn salvage therapy Agdlikans
$nHNNES long term survival M3ANBIIRILAAUNUINGINNN 1H89310 malignant non-germinoma
GCT linauauaddansansssd eau GCT ﬁvl,a@ia%“aﬁi’ﬂmﬁﬂl,ﬁuﬂ@;u germinoma @ainlglunsdi
linavauasdosiadiintaniaiminauidulsasnsslioefindaud mswmmnﬂmf*ﬁ?{uagﬁu
SNEIENINGNTINEN Teuzvaslsauazdiunieidulsalas germinoma ﬁ]:ﬁﬂﬂiWﬂ']ﬂiﬁiﬂﬁﬁ@j@
7% mediastinal GCT §n1swennyoilsadilaé NNTBYVBIATNT 8nT1T80TI0 5 f]maagl”ﬂ'm GCT

WiNNUSasas 87
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5. Wilms’ tumor
v 4w > c 9 & 7. a d d L

leun wzSenla wodszanmdawas 3 vasunisludn' laoflogadonwuagzning 1-5 0 a1ms
AunThawuuang fa nauluiasnisdyesiny laslidaaiaansdug anveranuiidafonuas
ludaszwiaanuaulafagiiudasle

MINTINIHIRLDALNNIIATIITULRO NN DINLURZNITNAWNENYIIR Laultrasounography,
CT scan, lNa@d@unIuAzANBIzTaIRa N1IULIIzEz 84136 surgical staging ULAZNTAINTT
WWINI2N D89 L 3ATIFIA NN IWNNTIURBNNTINE Aa CT scan Uaa bone scan (lunsdinidn

an 2 ¥ " _
NAWENTINeVaITWIeLTW clear cell sarcoma 138 rhabdoid sarcoma)

mMIsnEndTznaudisnsEnaaenen nIalatindseslsaean IvnuMIReLaltte u
v | . A & L% = 1 % o 1
E‘]Jw stage Il unfavorable histology #38 stage Il Fuld 2zlEn5ansIFITNENTINGIL NIINENGE
moadindanaimstnaarinlinanssnsaunuazdlanannea launnnin seuaz 85 8Lal
° o 6 v .&/ o aa o Qs d v ! . . . . .
ThanlasnsndnnuszszradlsauasHanInensinen sntadhuanls lawn vincristine, actinomycin,
adriamycin lapvia lUnanisinmaannlasianizlunguiil favorable histology waziiu stage |, Il &
Temaniu1aunn lagveannsseadia 5 Jvaslsaiidszanusasas 60-80™

6. Retinoblastoma

1 wNzi5990UTe8NaN WUUISZINWI8aT 3 VDINZLSILANNINNG I@swuvlﬁﬂaﬂwﬁﬂﬁmq
o ' o & o a % v | & A . a a
dni1 5 O idulanstrai@oanas 2 979 HiasazanwuuwngL3a401217 (leukocoria) wq@mnlum
i awna g thaa ddyminisueaiu dudu 2 99 azduou winfislianazldusanan gilwd
duluandraideuazfitasandawdisd (unifocal) inaziilu sporadic case unzwuluzisany 2-3 1
thenidunsaesing wisiduinaudeudiiiosannananan (mulitfocal) SniduluunwnITuLaz WY
luaﬂﬂq"ﬁadmuﬁmﬂ

NMTAHIRYUAZULITE I 1IAYN laa18N1 78360 L6 m"’m:qn,l,wmﬁ@m‘l”aw SN NIWANTIDWLND
AR WL0IDNLATA LAY NITATIDNINTNYIIR laln 113Yi1 CT scan %38 MRI 299Uz N84
bone scan LWNAWINIILNINTZNLVDILIA msmmﬁﬂm&umﬁ"&LLa:Vme:@m'amTaUﬁﬁ;jﬂ'gm‘imm
Wwedlunsnszansvadlsa lUiszuuyUsyannnsaiinanisansaa complete blood count aUnd Liiadan
Iﬁtﬂﬁmamzma@mawvugmimvl,@i” ‘«Tiammm:ﬁﬂﬁwwﬁﬁawaa;ﬂ”ﬂammmmmﬁamama

o . o o £ > ° (Y g <& &

AN3IN® retinoblastoma ﬂﬁ]ﬁ;uwuagﬂwm@LLa:ﬁnmwaaﬂamﬁaaaﬂ FINNINITUILAL
maagﬂw TauUn@azdadrinn1I6Naa enucleation tWata1eTInLTnaan ﬁﬂ@ﬂ"ﬁwﬁfmaa;ﬁﬂwmaa
TUIRBULAY LADIA I INDILAY LA LLAZN D UNLLSITVWIALAN ﬂaagu”uﬁumiﬁmzwmmmﬁu%'ﬂmm
Wil laansld Laser surgery, cryotherapy %38 photocoagulation AnanNzss SNAUNsIeed
111170 MITNEIHIN LA lanizl N awlstSINTWIALENNIN @”@ﬁfums’jﬁaﬁﬂlﬂ@ﬂ@m%@ﬁq@ A

') ~ o Ao o o o | & A ' A A A
NANIIINENANN msmmomnm&mmlugﬂw stage Il muvl.ﬂuazumﬁqmﬂm'] 2 1 wIalunstin
dasnaivgnandnsinlilasgiheliaauanada local therapy Saunueiafitha lugihonidudon
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agﬂumMnﬁu uaztdurn9ee180IINITaaTa 5 3 lasauas 85-95 tuilu 2 Tr9azlszanmiosay
70-80 LwﬂugﬂaﬂﬁﬁiﬁﬂLLwimzmUaaﬂmuaﬂmuﬁa AAINNIIANTINIZE NN
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Pediatric Solid Tumors

{ o 1 1 % { o o % ® a 1
@13191 1 AragvngnaImMauazlsanewngnssandanagunwsnulsaaz59skaas o°

Tiﬂmaﬁ‘uqnﬁuln&g:umms

~ ®
Lhadan/NLId

msd‘mnammaﬁ’uqnﬁu

Ataxia telangiectasia
Beckwith-Widerman
Denys-Drash

Fanconi anemia

Klinefelter syndrome (XXY)

Li-Fraumeni

Neurofibromatosis type |

Neurofibromatosis type Il

Trisomy 21 (Down syndrome)

Tuberous sclerosis

Lymphoma / leukemia
Wilms tumor
Wilms tumor
Leukemia, head/neck and oral
cancers, liver, esophageal and
gynaecologic tumors
Germ cell tumor, breast cancer
Sarcomas, brain tumors, breast
cancer, adrenocorticol carcinoma,
leukemia, bronchoalveolar carci-
noma, choroids plexus tumors,
gastrointestinal tract tumors (stom-
ach, pancreas, esophagus, colon),
germ cell tumor
Cutaneous neurofibromas, plexi-
form neurofibroma, malignant
peripheral nerve sheath tumor,
central nervous system gliomas,
rhabdomyosarcoma, pheochromo-
cytoma, acute myeloid leukemia
Vestibular schwannomas, meningi-
oma, ependymoma, astrocytoma
Acute lymphoblastic leukemia,
acute myeloid leukemia
Renal cell carcinoma in childhood,
cardiac rhabdomyosarcoma, giant

cell astrocytoma

Autosomal recessive
Autosomal dominant
Autosomal dominant
Autosomal recessive

(@ lna))

X-linked

Autosomal dominant

Autosomal dominant

Autosomal dominant
Not kown

Autosomal dominant
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L=

qﬁﬁmsrﬂmzﬁuﬂszmﬂ I Uﬂ”’;vlﬂquvamitﬁm aslsauziSoluidn lidosiaswuilad LLmIﬁwaaqu
Fni A' ,&' aa o Ad} )
ML ANTRLDUHNAINNNTIHARENAVUUINNIN
uz159lmANdUNAN International Childhood Cancer Classification (ICCC) 1w 11 ngy’ a7n
NNIANENVDY ThaiPOG luﬂi:LﬂﬂVlﬂswuu:ﬁuﬁmﬁamnﬂaﬂﬁqﬂ Jouar 51 WzSIdaNtiInaag
F0882 10 V2L 59UUUIZRINNANITDAT 9 ULATWUNZLIITHA DN gauaIaus1aLAa germ cell tumor
o & o = & A . . o
(3988 6) ViSIdaNnNINnbe (neuroblastoma) (3888s 5) UzLILWaLLaaaW (soft tissue sarcoma) (Y88
8z 3) Wzl399801 (retinoblastoma) (Fauaz 3) uxiTInIzen (Sawaz 3) ity (Fauaz 3) uudala (

Jouaz 3) #n carcinoma wWutasann (3UN 1)

= o 1 ® [~ a 1 [ )
3UN 1 A FINVDINSLIILANTUARI ‘]1%!:6]?'”.7]&] ILWNATN

u

International Childhood Cancer Classification’

renal3% hepatic3% carcinomal®

bone3% \

retinoblastomaide

vzLSinwutesnganansiiadaliananl (ASR 38.1) uziiaLlaiaea117%a acute lympho-
blastic leukemia (ALL) wu'ladasnii acute non-lymphoblastic leukemia (ANLL) (ASR 28 vs. 8.6)
=3 =3 A =3 1 =1 a Qs 1 =1 =1 A a
vziSudaiaaunwulwdnmeinnninanndgs (@aaaaw 1.3:1) uazduwuziSaudaiiaaaia acute
lymphoblastic leukemia J8/a2 72 V8INLSIAALRDATIINIRNA §InNLTIdoNELRROINUID UIHe
non-Hodgkin (ASR 3.3) #1nn31wAa Hodgkin (ASR 1.6) uzi59daniinnaadnuludnoasinningn
WA WLALINT (DATIRIW 2.4:1)
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{ [ [ a 1 [ 1
317 2 gamsatazSelwanziiadis 9 luianinaaianesnin 151
1 [
(Fadszr1nianaiwan)’

Average annual rate per million
Leukemia e 1 E ]
Lymphoma m— .4
Brain/CNS ma—— 5, 3
Sympathetic ——— 4.9
Germcell m— 4. 3
Soft tissue 37
Retinoblastoma s 3]
Renal mmmm 30
Hepatic mm 2.3
Malignantbone mm 1.9
Carcinoma ®m0.7

0.0 5.0 10,0 15.0 200 250 30.0 350 400 450

ThaUaIN I UUUITRINNA N NLLasaNa1a LA medulloblastoma (ASR 2.2) glioma (ASR
1.6) astrocytoma (ASR 1.3) LLaz ependymoma (ASR 0.7) qu”@msrﬁmaamﬁaszuuﬂsmfmnmwﬁw
niagdansalludszinansaziuanann® anvvzfiasanmsifaaslalatoaniinnuass hasan
nnTasnavasaiaslaNTudaunesidineas (imaging) (M3197 1)

uzi3adaunaInla (neuroblastoma) wulduasluianiangasay 0 - 4 0 (ASR 10.5) wuldiviiiu
w%‘lmﬁnmml,auﬁﬂm‘ﬁa fauuzi59lawy Wilms’ tumor 310731 renal cell carcinoma (ASR 2.2 vs. 0.1)
N SIAUNULD hepatoblastoma lddasnin hepatocellular carcinoma (ASR 1.9 vs. 0.3 ) Viﬁ Wilms’
tumor LLaZ hepatoblastoma wudaslwanian Iu"umz'ﬁl renal cell carcinoma L8 hepatocellular carci-
noma wu'lddasludnlasnninanian dnmsdinswudrat@nminivauziiduaiia hepatocellular
carcinoma luUszin@ neanas mzmé’amﬂ%ﬁ'ﬂsﬁuﬂaaﬂ”ﬂﬁaﬁuSﬂLauﬁlﬁLLﬁLﬁﬂLLiﬂLﬁ@nmﬁﬂﬁ?ﬂ
UTnAAILd W.e1. 2535°

uzﬁmaamwuvlﬁﬂaUluﬂzjwaﬂmqﬁaﬁ (ASR 7.6) wuvl,@i”ﬁaﬂmﬂ%é'amsql 5 1 suuziInIEQnny
osteosarcoma 31NN31 Ewing sarcoma (ASR 1.6 vs. 0.3) 44 soft tissue sarcoma Wu rhabdomyo-
sarcoma 1NN fibrosarcoma (ASR 2 vs. 0.3) germ cell tumor wulsmislunsInandswsuasdum
999 pudnmnilasyudu 4.3 (@1997 1)
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A aa ¢ a:sl & A 1 sl [ vl 1 ©_ v 5
M1979N 1 AUANTIIWNELII LBLANTUAAI € Ltantng (maﬂs:mn‘smnm%ﬂ%)

ICCC Group Number of cases Rel. Freq.(%) Rate per million

<1 1-4 | 5-9 (10-14| All M/F | Overall | Group 0-4 5-9 |10-14| Crude | ASR Cum. %MV
I. Leukemias 82 | 576 | 418 | 345 | 1421 1.3 50.9 100 55.5 30 24 35.4 38 547 100
Lymphoid 42 | 451 | 330 | 206 | 1029 14 36.9 724 416 24 | 143 | 256 28 397.5 100
/Acute non-lymphocytic 35 | 109 | 73 | 111 | 328 0.9 1.7 231 121 52 | 77 8.2 8.6 125 100
Chronic myeloid 4 11 12 | 24 51 1.6 1.8 3.6 1.3 09 | 17 1.3 1.3 19.5 100
Other specified 1 5 3 4 13 0.9 0.5 0.9 0.5 02 | 03 0.3 0.3 5 100
Il. Lymphomas 5 57 [ 102 | 102 | 266 24 9.5 100 5.2 73 | 71 6.6 6.4 98 94.4
Hodgkin disease 1 10 32 24 67 3.2 24 25.2 0.9 %) 1.7 1.7 1.6 245 97
Non-Hodgkin lymphomas 3 24 46 | 64 137 23 4.9 5il5 23 3.3 4.5 34 3.3 50.5 95.6
Burkitt’s lymphoma 1 16 16 4 37 24 1.3 13.9 14 1.1 0.3 0.9 1 14 97.3
Miscellaneous lymphoreticular neoplasms 0 1 2 4 7 0.8 0.3 2.6 0.1 0.1 0.3 0.2 0.2 2.5 100
Unspecified 0 6 6 6 18 26 0.6 6.8 0.5 04 | 04 0.4 0.4 6.5 66.7
Ill. Brain and spinal neoplasms 14 73 102 | 57 246 1.3 8.8 100 23] 23] 4 6.1 6.3 93 711
Ependymoma 3 9 8 6 26 2.7 0.9 10.6 1 0.6 0.4 0.6 0.7 10 92.3
Astrocytoma 0 16 22 | 16 54 1.2 1.9 22 1.3 16 | 11 1.3 1.3 20 85.2
Primitive neuroectodermal tumors 5 25 37 17 84 1.1 3 34.1 25 2.6 1.2 2.1 22 31.5 94
Other gliomas 5 17 29 9 60 0.9 21 244 1.9 21 0.6 1.5 1.6 23 36.7
Unspecified 1 6 6 9 22 2.7 0.8 8.9 0.6 04 | 06 0.5 0.5 8 18.2
IV. Sympathetic nervous system tumors 32 92 30 9 163 1.2 5.8 100 10.5 21 0.6 4.1 4.9 66 92
Neuroblastoma 32 92 30 9 163 1.2 5.8 100 10.5 21 0.6 4.1 4.9 66 92
V. Retinoblastoma 19 71 7 0 97 1.3 3.5 100 7.6 0.5 0 24 34 40.5 86.6

19 71 7 0 97 1.3 3.5 100 7.6 0.5 0 24 3.1 40.5 86.6
VI. Renal tumors 19 61 14 3 97 0.9 3.5 100 6.7 1 0.2 24 3 39.5 89.7
Wilms’ tumor 16 58 11 2 87 1.1 3.1 89.7 6.2 08 | 0.1 22 2.7 355 89.7
Renal carcinoma 1 1 3 1 6 0.5 0.2 6.2 0.2 02 | 0.1 0.1 0.2 25 83.3
Other specified 2 2 0 0 4 - 0.1 4.1 0.3 0 0 0.1 0.1 1.5 100
VIl. Hepatic tumors 26 30 8 13 77 1.9 238 100 4.7 06 | 0.9 1.9 23 31 61
Hepatoblastoma 25 28 4 4 61 1.5 2.2 79.2 45 03 | 03 1.5 1.9 255 57.4
Hepatic carcinoma 1 0 4 9 14 3.7 0.5 18.2 0.1 0.3 0.6 0.3 0.3 5 71.4
Other specified 0 1 0 0 1 - 0 1.3 0.1 0 0 0 0 0.5 100
Unspecified 0 1 0 0 1 - 0 1.3 0.1 0 0 0 0 0.5 100
VIIl. Malignant bone tumors 0 6 25 | 57 88 1.4 3.2 100 0.5 1.8 4 2.2 1.9 31.5 100
Osteosarcoma 0 4 19 | 53 76 14 2.7 86.4 0.3 14 | 37 1.9 1.6 27 100
Ewing’s sarcoma 0 2 6 4 12 1.4 0.4 13.6 0.2 0.4 0.3 0.3 0.3 4.5 100
IX. Soft tissue sarcomas 20 44 33 | 40 | 137 1.3 4.9 100 5.4 24 | 28 34 3574 53 100
Rhabdomyosarcoma 9 29 16 18 72 1.9 2.6 52.6 3.2 1.1 1.3 1.8 2 28 100
Fibrosarcoma 2 3 4 5 14 0.8 0.5 10.2 0.4 03 | 03 0.3 0.3 5 100
Other specified 9 12 13 | 17 51 0.9 1.8 37.2 1.8 09 | 12 1.3 1.3 19.5 100
X. Germ cell and gonadal neoplasms 28 40 31 69 168 1.4 6 100 5.7 2.2 4.8 4.2 4.3 63.5 89.3
Intracranial and intraspinal germ cell 1 4 13 32 50 4.0 1.8 29.8 0.4 0.9 2.2 1.2 11 17.5 92
Other and unspecified non-gonadal germ cell 9 5 2 8 24 0.7 0.9 14.3 1.2 0.1 0.6 0.6 0.7 9.5 75
Gonadal germ cell 8 17 11 11 47 0.9 1.7 28 21 0.8 0.8 1.2 1.3 18.5 97.9
Gonadal carcinoma 10 14 4 17 45 14 1.6 26.8 2 03 | 1.2 1.1 1.2 17.5 84.4
Other and unspecified malignant gonadal tumor 0 0 1 1 2 - 0.1 1.2 0 0.1 0.1 0 0.1 1 100
XI. Carcinoma and epithelial neoplasms 2 4 10 16 32 1.3 1.1 100 0.5 0.7 1.1 0.8 0.7 11.5 100
Thyroid 0 0 4 7 11 0.2 0.4 34.4 0 03 | 05 0.3 0.2 4 100
Nasopharyngeal 0 0 2 7 9 8.0 0.3 28.1 0 0.1 0.5 0.2 0.2 3 100
Skin 1 0 2 0 3 2.0 0.1 9.4 0.1 0.1 0 0.1 0.1 1 100
/Adrenocortical carcinoma 1 3 1 1 6 5.0 0.2 18.8 0.3 0.1 0.1 0.1 0.2 25 100
Other and unspecified 0 1 1 1 3 0.5 0.1 9.4 0.1 0.1 0.1 0.1 0.1 1.5 100
TOTAL 247 | 1054 | 711 | 704 | 2792 | 1.3 100.0 100.0 | 109.7 | 55.9 | 49.5 | 71.7 | 749 | 1,075.5 98.4
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Rel. Freq., relative frequency; Crude, crude rate; Cum., cumulative rate; MV, morphological verification
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M33NELABINUWIALIzIME (national protocol) N lAIINILSHITIANN313 (disease management)
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A191911 2 DRIINITIDATNNZLSILAN Iz d lnasz1I191) W.6. 2546-2548°

s TemarsSs 51?5'31,5@: 5’mlmssaﬂ%wﬁ 1 ﬁmlmiiaﬂi’iwﬁ 3 ﬁmiﬂ:lﬁsam?jwﬁ 5
3 g 1 (95%Cl) 1 (95%Cl) 1 (95%Cl)
Leukemia 1,421 76.9 (74.6-79) 62 (59.4-64.5) 57.4 (54.6-60.1)
Lymphoma 266 74.1 (68.4-78.9) 63.9 (57.9-69.4) 59.5 (53-65.4)
CNS tumor 246 63.2 (56.8-69) 45.9 (39.5-52) 41.7 (35.2-48)
Sympathetic tumor 163 64.8 (56.8-71.7) 39.5 (31.9-47) 33.6 (26-41.2)
Retinoblastoma 97 84.5 (75.7-90.4) 73.1 (63-80.8) 73.1 (63-80.8)
Renal tumor 97 80 (70.5-86.7) 71.6 (61.4-79.5) 70.4 (60.1-78.5)
Hepatic tumor 77 63.2 (51.3-72.9) 45.9 (34.5-56.7) 44.5 (33.1-55.2)
Malignant bone 88 72.7 (62.1-80.8) 43.2 (32.7-53.2) 33.7 (23.3-44.3)
Soft tissue tumor 137 77.4 (69.4-83.5) 58.4 (49.7-66.1) 50.1 (40.4-59)
Germ cell 168 82.7 (76.1-87.7) 73.8 (66.5-79.8) 70.6 (62.9-77.1)
Carcinoma 32 81.3 (63-91.1) 68.8 (49.7-81.8) 60.8 (40.9-75.8)
Over all 2,792 75.1 (73.4-76.6) 59.8 (57.9-61.69) 54.9 (53.0-56.9)
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UG WA, 2545 Wudusndvnaunandsznnguawuisnd (sdas.) ladfiuulouadnd
UsenugunweIwnth ﬁwlﬁﬁﬂamiﬂﬁamﬁﬂwﬂﬁa graviifisanii mndayansinsazsludnly
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Wi 17-88.

Wiangnon S, Jetsrisuparb A, Komvilaisak P, Sutra S. Childhood neoplasms: analysis of Thai children 2010. J Med Assoc
Thai 2012;95 Suppl 7:S123-33.
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013191 1 LAAINFNVDIADNIBNUADILAZUILRNTY drainage

Lymph node group

Area of lymphatic drainage

VI HATHZUAZAD
occipital
preauricular
postauricular
parotid
submaxillary
submental
submandibular
cervical : anterior
posterior

Supraclavicular : right
left

Mediastinal : anterior

posterior
hilar
Axillary
Epitrochlea r
Abdominal
Inguinal
Popliteal

Posterior scalp

Frontotemporal scalp, anterior ear canal and pinna, eyelids and conjunctiva
Mastoid, pinna, temporal and parietal scalp

Forehead, midface, external ear canal, gums, parotid gland
Tongue, buccal cavity, lips, cheek

Lower lip, floor of mouth

Cheek, nose, lips, tongue, submandibular gland, buccal mucosa
Posterior scalp and neck, tongue, pharynx,larynx

Posterior scalp and neck, pectorals, arm

Mediastinum, lungs

Abdomen

Thymus, pericardium

Pericardium, esophagus, liver surface

Lungs

Arm, breast, thorax, upper abdominal wall

Hand, forearm below elbow

Abdominal organs, mesenteric and retroperitoneal nodes

Leg, genitalia, buttock

Lower leg
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M193199 2 LAAINITIHIRYUYNIIAVDIADNIIUKRADILA

Reactive hyperplasia

l. Reactive hyperplasia

Il. Infection

- bacteria : staphylococcus, streptococcus, Bartonella henselae ( cat-scratch disease), mycobacteria (M.tuber-
culosis, atypical mycobacterium), Salmonella typhi, anaerobes

- virus : HIV, EBV, CMV, HSV, HHV-6, HZV, rubella, rubeola, adenovirus, RSV, influenza, coxsackie virus

- spirochete : syphilis, rickettsia typhi, leptospirosis

- protozoa : toxoplasmosis, malaria, trypanosomiasis

- fungus : histoplasmosis, cryptococcus, aspergillus, coccidiomycosis

1. Immunization : BCG, live attenuated measles, typhoid, DPT

V. Immunologic diseases: serum sickness, Ommen’s syndrome, juvenile rheumatoid arthritis, Castleman’s
disease, SLE

V. Medications : phenytoin, isoniazid, pyrimethamine, antithyroid drugs

VI. Malignancy : leukemia, lymphoma, metastatic solid tumors(neuroblastoma, Wilm tumor, rhabdomyosar-

coma, germ cell tumors)

VII. Histiocytic disorders: Langerhans cell histiocytosis, Sinus histiocytosis, reactive hemophagocytic syn-
dromes, malignant histiocytosis

VIIl.  Storage diseases : Gaucher disease, Niemann-Pick disease, Cystinosis

IX. Immune deficiency syndromes : chronic granulomatous disease, leukocyte adhesion deficiency, Che-
diak-Higashi syndrome, primary dysgammaglobulinemia with lymphadenopathy

X. Miscellaneous : Kawasaki disease, sarcoidosis, Kikuchi-Fujimoto disease, hyperthyroidism
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a

LLN%QN‘?I 1 Approach to lymphadenopathy in children

Abnormal lymphadenopathy
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stains InTapuanues lag ALL 9z liHaUInniy PAS was TdT vaseii AML snlwkauaniy Peroxidase,
Sudan black W&z Esterase @14 FAB classification 813150114 ALL leiils 3 wiiada L1-L3 waz AML
v 8 s9iaea morphology vadtaas Aa MO-M7

Mﬂ?}ﬁ;ﬂ'uﬁ'aﬁmﬂf*ﬁmsmnmaﬁaaﬂﬁﬁamsw‘\fuLﬁ:uSﬂ WWathoaabuiuuszuonsiiatos
Tazi8uadn 1eurin13@37 immunophenotype LAZNN3ATIANNS cytogenetics SILFAIMANTIIN 2, 3
wae 4 3zLRw ka3 laani3le immunophenotype ALL azanansawengasidu early pre B, pre B, mature
B cell tlaz T cell® mmzﬁ AML snansauen le myeloid, monocyte, erythroleukemia LLRZ megakaryocytic
leukemia® VMULALINUNNTATIV cytogenetics TFNNTOBLITRALBEVEI ALL waz AML adluladn
wazanInlTuanwennIailinlaa LLa:Lﬁu?}aﬁhLﬂmﬁaﬂs:ﬂaumnwLqu%“ﬂm;‘\TﬂaU‘luﬂ%}qﬁu
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ANINEINIIbIALATN1III NI ALL

wensoilsees ALL Tuadiaasiewmansass LL@iluﬂgﬁgﬁuﬂ}ﬁﬂﬁﬁﬁmﬁfﬂmﬂq@ ldur e
128 uaz Swamdaidanunaneidfasy wanwiiaanniwldin sfiavasiaasans immunophenotype
wae cytogenetics annInsadinlaunanuAaUnduesszuudszamnasanmInsarmesuiiany
LLa:Namaamﬁ’ﬂmﬁwmmﬁﬂm‘"@l@ﬂmsmnvlmngﬂLfiaéuq@ma induction’ @9@131971 5 lapasy
fAa dmna1yIzning 1-9 § duaulaiieaun < 50,000 /4w’ Lilu Pre B phenotype Waz genetics
1 hyperdiploidy, Trisomy 4,10,17 384 t(12,21) 3a TEL/AML laglidinsgnanaidnszuuilszam
nansuazlunszgnuaaFuga induction i minimal residual disease (MRD) < 0.01% wazidungulsaf
ﬁwmﬂsfﬂsﬂﬁﬁq@ MRD Lflumsmmﬂsuﬁﬂmm:gﬂﬁazL‘é‘mﬂ'j'] 39 cell count lagl#n11a39
114 immunophenotype %38 molecules VBILTARNLLT

FINTUMIINE ALL wanimitaainmssnedszaulsznssanuennsuasnstadni tumor lysis
syndrome U&7 mﬂﬁmmﬁﬂm”@lu@ﬂaUﬁaifuﬁummﬁmmaagﬂamiamsm’fmﬁuﬁlmjmaﬂiﬂ Q’ﬂw
neifenuFssimenssilsadezlivaiiindaunasymdsiienaguusaiosnidihendenufsge
Feazlenaftniadianniu Nz idmaainyinm ALL ﬁnﬂaﬁmuﬁaﬂ}ﬁ;ﬁuwmﬂﬁw”@ummifu
musaL® fian ALL lu@iwaﬂizmﬂﬂ%ﬁ;u‘”uﬁ‘[amma@%%g\*}ﬁﬁaalaz 80-90 s w3uludszinalnylad
MIANBINANNTIE national protocol ﬁm%’uﬁ'ﬂmgﬂm ALL luannuinfilamaseadialasesas 722

mzu@lamaomﬂﬁmLﬂﬁﬂﬂi.l”@ﬁlzl,l,i_ial,ﬂm:m@m6] @A remission induction, consolidation
e CNS prophylaxis, delayed intensification Lz maintenance THALAZIIWIUYDILIUANAI N WA
protocol WAMENNIIA§UAEINH induction of remission inagiialilsagsy (remission) fa'lad
2 myvadlin wou 10 hanszan au s dontinmasila szuudszamnanslifimadainniasia
lougunas natdaanavanddulaslsifimaduz5s (blast) 1u peripheral blood fimaduziislulanizgn
HoHNINTBUNT 5 mﬁlﬁuﬁaaﬁmulmy'%ﬂiznam‘ﬁﬂ vincristine, prednisolone, L-asparaginase 723
Vﬁi anthracycline

protocol #2ulAQjWaIAL induction of remission ANANWAIBNNTLAEN consolidation vl
NI remission ﬁuma"fuvlﬁ mﬁﬁﬂwl"fvl,ﬁlm cyctophosphamide, cytosine arabinoside L8z 6MP

mﬁ'ﬂmsw:@ia"l,ﬂﬂﬁ'omiﬁﬂﬁ;jﬂ';sJIsﬂaau o mMavasnuszuulszannany (CNS prophy”
laxis) Gﬁawu'jwﬁpjﬂmﬁ’]muﬁaﬂ fnninfasas 3 fazianufAadndnsuudszanasuddn lagunn
Sfadpanmsariamadlwin lusunas ’jﬁmsﬂaoﬁuﬂﬁ%ﬂqﬂmuLﬁﬁi:uuﬂszmﬂﬂawﬁwﬂ”uagj
Lﬁummgmsluﬁ%]gﬁu Ao N3kABN methotrexate 4awn luaUWa4 (intrathecal therapy) TINALANTIA
pGInaINInaeatiaalurialunanafiigs TagWNENURANLR 9NN BSIaNFNDY FnsUY
ﬁﬁmmLﬁm'aga@iamsﬂﬁ’mﬂulmimaﬂimzﬁmsm51{1a‘ia?”ﬂmﬁs:uuﬂszmwnmdiwﬁumsﬁ@m
i lusunas malieietssiuainanafiazrinlilamansudulwsivaslsafiszuulszamnanasann
CRUTIC amﬂﬁwuﬁwﬁ'ﬂgmdwﬁmsqﬂmwLﬁﬁszuuﬂszmﬂﬂmmé’a AUNALTIFINBILUY cranio”
spinal radiation Aaansviavaduaslugunas

93



dan @nassa Leukemia

Delayed intensification tug19n33nsNAsnauaImas CNS prophylaxis andenfildaseanu
induction phase L@%asnIN mﬂ"ﬁmmaﬁwuﬁﬁwav‘iﬂﬁé’mwa@%W@g@%ﬂ%@ﬂamﬁﬂ ALL 3%u@
ﬁmfmjﬂaﬂﬁﬁmmLﬁ"m;;m@iamsﬂﬁ’uLﬂuslmimaﬂiﬂﬁm:ﬁmﬂﬁ second delayed intensification
TIuae°

mysnen ALL Ludnfiuandnsnumssnsnuasedug faniedadnislien maintenance sa
das Tasunnduensudsznn 6MP uas methotrexate lagil pulse NNLABUAILNNTAA vincristine
wae prednisolone SUUTEN 5 34 UNTLREN methotrexate Lﬁwvlmé'uﬁé'a@ial,ﬁamﬂ 3 1A% IWNLA
o1 szuzianvasmsbiolugasiivsznnm 3 3 lwdnme waz 2 Twdnwgs naslsnasy Waautng
f'fﬁﬂmaauﬁawq@m 1°ﬁn13§@mﬂw@LLa@iaLﬁaawhﬁ?u

ms%’nmgij’ﬂ'm ALL 19ngu anadasfarsanmassnsidunstiies Lo Qﬂ’smﬁﬂmqﬁaﬂ
ni1 1 3 (infant ALL) lagtanizlungs infant ﬁm’]mﬁ‘mgm’m nanafa dulaidaa1gs > 300,000/
mm® Uazang < 6 Waan’ LLazgﬂaﬂﬁﬁ Philadelphia chromosome 32u@78" Qﬂmmmﬁﬁmmlﬁm
ga@iaminﬁmﬁﬂm '?'iamsw“msmﬁm:ni@ﬂﬂ'ﬁﬂgﬂmsvlmngﬂm%l,wiﬁ 1% remission fﬁmpj’u%’m
Vlmm:@ﬂﬁmmmw"lﬁ ﬁww%’una’wﬁﬁ philadelphia chromosome ﬂqfi]agu”umﬂf’ﬁm targeted therapy 71
\38n37 tyrosine kinase inhibitor L% imatinib 323638 HANIINENENIN AN nTwlunITnEIG e
m3dgnngazanay”

n1snautiwlusivaslsa ALL

;jﬂfamﬁﬂ ALL flamansuiiwlnavaslialasasas 20 dunsfidgnisnauidulnivaslsatias
ﬁ'q@ﬁavlmngﬂ 34898182 UUUTZENNNANY wazd ezl dnane Qﬂaﬂﬁﬁmiﬂé“mﬂu’lmjmaﬂm
ANATENTAVNIALIAFIU (remission) lalnal erpeaitindasasas 70-90 WANANNIIABITEHLEN?
ssdiReslagnazdunussaznafimsnsuduwlndvaslsauszrhaovosmasuas ALL? sudulusig
Masinswiamelu 6 Weunasngawn fowdu early relapse wonsntlinazlid avsRasaninm
drudgninelanszgn wddiAanasannuiaiin late relapse Slamasoadinlasasas 40-50 Tag'ls)
@Taaﬂgﬂmalvl,“umﬁ:@ﬂLW'ﬂzrm%“ﬂmeﬁslal’uﬂﬁﬁm”@ﬁvl,éfwavl,aj@mﬂ”u Iusmﬁﬁ”a@iammﬁﬁﬁﬂﬂﬁl‘*ﬁag
81378 INAIN TN TN ALABNITN LT % Clofarabine pjﬂw T cell ALL finausdulnaifinanissnsneas
1 pre B cell ALL finautdulna

ﬁm%“mjﬂaUﬁﬁmsﬂé'uLﬂulmjﬁi:uuﬂizmmmaLLa:é'mmz NNATADITNWIAIVNITRLTIR
LAWENATIFIAIIAINENT LT craniospinal radiation Wae testicular radiation uazanuaI8N13150 1R
siagitinialna (reinduction) $1uea8 MaAenautwlwaifiduansdi 2 a5tz (solated extramed-
ullary relapse) 1@ U"L;Jﬁmsﬂé'uLﬂusl,mjﬁvlmm:@ﬂﬁaLﬂumsmﬁ'u Lﬂulmjﬁvlajgmm i 39105 in
dasinwlasnitgnd U"l.fmmz@ﬂiﬂsmww:amaﬁaﬁ’uﬁu late relapse™
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ANINYINIOLIALAZNTIIINE AML

wfazdianunenenafiassu donlsniadinamudn wuiwanssnesn AML dagsniadinge
luﬂq%]ﬁ‘llubuﬂ'dvlajaﬁfﬂ event free survival rate agﬁi:mﬂﬁaﬂaz 40-60 LAILGRDIUW LA protocol fg
thasindnmanaudnludveslsaiouas 30-40" fwsudssindlnamsdnsn lagrausuuzSaanwuiong
ANIINBIAE national protocol taaATITAATWLTTNNMTBAT 302 nansaaNUBIITum litultmssnmn
Uand slvlmmz@mﬂi 83N rzjﬂm AML AAdiwennsailsnludasualienanlsnssuasausn (1 remission)
lagldidassaliinnauidulndvadlsa ﬁﬁ%%ﬂﬂajmﬁwmmrﬂmﬁs‘i’amlfﬁmﬁﬂmﬁ’as_Jmmﬁﬂm”@
(dunan

WeNnIowedlsn AML luﬂq;i]ﬁ;u”u dunuiesanansatng sauaasluai 6 szviuledn Q’ﬂm
ﬁﬁmqﬁaﬁ@u%%aﬁﬁmﬁhmﬁﬁaw%ammﬁﬂﬂﬁna:ﬁwmmtﬂm%ﬁ mmuﬁmﬁuﬁjﬂwﬁ,ﬂu
Down syndrome aziuwildaunensatlsndantned VL&i@Tﬂ{l%’ﬂmﬁ’Jﬂmmﬁﬂwﬁ@ﬁgmmmﬂ 13!
ulsa AML ﬁw”@ummmﬂkﬂw”ufgmmﬁu \T% Fanconi anemia 42z ki@ s1uiudaiiaauiivue
f5RaspuazanE o morphology ALEIRTIENENNTOIIALTI Lﬁmﬁamnﬁgm%a@ﬁLﬁuvl,ﬂﬁ'm]:
136 vme@ cytogenetics waz molecular genetics AdUNUNlWANIWENNTEIlsANINDS 18, 21) inv
(16) uae t(15,17) Aanwules APL iueaiisdaanennsailsadia mmxﬁgﬂ’wﬁﬁ chromosome Un@ W
il molecular genetics WUy FLT 3 ITD ¥nasliwensoklid waznamssnmdisgnadintauasginu
el remission nade1 1 Tavzdindrddasldoiunndy 1 ga 393zle remission wialdaunnrilg
LA® remission L&

m3insias AML mwmmgnm:ﬁadﬁm’aUﬂ'}ﬂﬁﬂ'}ﬁﬂﬂﬁﬂi:ﬂ”ﬂﬂsmadﬁmm:awLm';jf
1y mﬂﬁmmﬁﬁm”m:%uﬁ'uﬂ%é”waa;jﬂamwia:ﬂu ;jﬂwﬁ'l,ﬂu Down syndrome #Wn#A 14 transient
myeloproliferative disease (TMD) fivng leiasluidnusnasan inlasusnadialuawasiniing
uazlidasinsoniwundnilamamsmalaganinfasaz 90 wawefl acute promyelocytic leukemia,
t(15, 17) AslT protocol 'ﬁlﬁ ATRA (all-transretinoic acid) %dLﬂu targeted therapy NN LNz LA
Aunniniawaz 80" E\Tﬂa suanniiaaniiazdasldoneiniasnmeds 9w sadthsenlgiduen
induction ﬂayﬁq@ﬁa cytosine arabinoside uaz anthracycline lasanairunusnawlans vilwlsassu
lendnsenar 90 nasan remission uiaihwsulwgjazlasueadinauuy intensive e nn 4-6
e wanenaruauann’ nasnntinena lWan gL ies 4-6 TANREYALN UAUIFDNLUBIANENELNY
Tweng1auwwnin 81 maintenance $7368™ LANHT LNLANVLANGIIVBINANNTINT IENINTD
MldidansUaaalsaluszes maﬁﬁg&%undﬁaﬂaz 40-60 sl,upj’ﬂa o7 mmmmp&”ﬁmﬂhmz@ﬂﬁ AN
auldarsrimadandiglunszgnias onudu ¢, 21), inv 16 Falasudndasinnamznensailsndas
‘V‘hmwwﬂumfﬁﬁﬂaﬂIsﬂmi”mﬂﬂmiwhifu
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Y] @) 1
asnautdnlrazas AML
1%;@’;5115@1 AML Aansnautdwlnunadlisaitinge dnazaasnaaadlneniaiiingalnasn
Oq: a dl a ﬁ v A dl o v A LR £ 1 > dl
A9 9719UN T RU WY LNNTRG T35 lanmanyinlwiAalsasaeulanesasas 60-70 LaN1ITNENNLAINE
A 1 1 . . a b =)
auﬂamsﬂgﬂmﬂ"lmm:g]ﬂ wn LI matched sibling A33WaNsaMWUNrelated donor LNTzsNAzllana
nautulualwaausurinineasatinge ag1vlsAaulan1asaadialana T8I I BARS
ﬂ@ﬂmmﬁl,ﬁ'mi”ama: 30-50
(*Y] 1 c:yﬁl 1 ] U 61 U Y d'
DD %ﬂ"l%’ﬂ\‘l(ﬂﬂ%{ﬂ']ﬂ&l'\ ﬁ%lﬂiﬂ?“ﬁqﬁy
A [ Aaa a A o 4 | = = A o o %) V)
Lualﬁmﬁmmmamaﬂm;dmmﬂukﬂmmmmaamn #as Nl ITNENUTE AU Utenag
A v v A ad A o ~ o o a 00 @ o o AA o
Fo'laun naliifaauazendjEuendndussusosuss arvsussdansunsIne lugoiunds

u
2
A

dl 1 dl g dl o v 1 ‘& 15 v A dl v L
FEmaat Lwaﬂ’]iiﬂ‘ﬂ’]‘ﬂ‘-ﬂ’]LW’]ZLLGZQT‘I@]@G@]QVM mﬂaquuukawmmawmmml%mﬁﬂmkﬂu
lanstszinelnenii 30 wis
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Leukemia

~ o A A (7 V) (-1 ® | (-3
M13719N 1 ‘[?ﬂ‘n']\‘iwuﬁnﬂ‘a’i&l‘nlﬂEl')'?.la\‘]ﬂﬂ&lzlﬁ'ﬁl&lﬂLaaﬂ"ll'l?‘l%l,ﬂﬂ

a E & A
VWAVDINELIILNALADAYID

m’;zmaﬁ'uqniiu

ALL

Klinefelter syndrome, Langerhans cell histiocytosis

AML Familial monosomy 7, Kostmann granulocytopenia, Fanconi anemia
ALL and AML Down syndrome, Neurofibromatosis, Schwachman syndrome, Bloom
syndrome, Ataxia telangiectasia
@19197 2 Mantsriagasuas Acute leukemia lasande immunophenotype

Subtype Antigenic expression
ALL Early pre B CD10%, CD19%, CD22"

Pre-B CD19", CD22"

Mature B cell slg” (kappa), or slg” (lambda)

T cell CD3", CD7, CD5"
AML  Myeloid CD13, CD33

Monocytic CD14

Erythroleukemia CD71

Megakaryocytic

CD41 or CD61

A a a % =i 1 6 ® a
M1379N 3 ﬂ'ﬂ&lNﬂﬂﬂ@]‘ﬂ’]\iwuﬁqﬂii&l‘n‘wuuaﬂi%lﬁﬁﬁﬂ&dmid‘ﬁ%ﬂ ALL

Gene Hinalnd ﬁuqnsiuﬁtﬂﬁﬂmtﬂm ANAD (%) HHAVDILBAE
Hyperdiploidy 4, 6,10, 14, 17, 18, 21 25 B-precursor
(>50 chromosomes)

ETV6-RUNX1 t(12;21)(p13;922) 22 B-precursor

(TEL/AML1)

MLL+ partners t(11923) 10 B- and T-precursor

BCR- ABL 1(9;22)(q34;q911.2) 3 B-precursor

MYC t(8.;14), 1(2;8), t(8;22) 2 B-precursor

E2A-PBX1 t(1;19)(923;p13) 5 B-precursor

TALA1 t(1;14)(p32;911) 7 T-precursor
t(1,7)(p32;q34)

HOX11L2 t(5;14)(935;932) 2.5 T-precursor
t(5;14)(935;q11)
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{ a a %) { 1 ® a
@13191 4 aNaRalnAMeNunsINNNUL o luiraaazL59nRa AML

Gene fiAinyn ﬁ%qnssuﬁtﬂﬁlﬂmmaa AN (%) %WAD9 ANLL @13 FAB
ETO, AML1 £(8;21)(q22;922) 10-15 M2
PML, RARA £(15:17)(922;921) 8-15 M3
MYH11, CBFB inv(16)(p13922) 6-11 M4Eo
t(16;16)(p13;922)
MLL+ partners (AF9 ENL, t(11923) 13.1 M4/M5 , t-AML
and AF6) -7/79- 5-7 AML,t-AML
+8 5-9.5 AML
FLT3 - ITD Un@ 20 AML
NPM1
CEBPA
@159 5 JasanansallsavasazSediaiaansi ALL Tuién
298 f ihunang 187
011 (D) 1-9 > 10 <1 and MLL+
WaLRaaun (x10% <50 2 50
8017)
Immunophenotype Precursor B cell T cell
w”ugﬂim Hyperdiploidy > 50 chromosomes or Diploid t(9;22)/BCR-ABL1

DNA index > 1.16

Trisomies 4, 10 and 17 t(12;21)/

t(1;19)/TCF3-PBX1

t(4;11)/ MLL-AF4
Hypodiplodid < 44

(end of induction)

ETV6-CBFA2 chromosome
]§N1IENTI CNS CNS1 CNS2 Traumatic spinal CNS3
tap with blasts
MRD <0.01% 0.01% - 0.99% > 1%

N.B. CNS1 <5 WBCs/mm?®, no blasts on cytocentrifuge slide

CNS2 <5 WBCs/mm®, blasts on cytocentrifuge slide

CNS3 >5 wBCs/mm®, blasts on cytocentrifuge slide

98



dyan enasse Leukemia
{ [ U1 [
@13197 6 TavangnIailsavasiilrgan AML
tavapasnile wansoilsaf wansoilsalaia
g
)
Infant *
Child b
Adolescent **

Body Mass Index

Normal (10-95%)

*%

Underweight (S 10%)

*%

Obese (2 95%)

*%

w”uqﬂﬁw

Down syndrome

*kkk

Fanconi anemia

*kk

Shwachmann-diamond

*kk

Kostmann Syndrome

*k%k

1a3ulsa

FIWIRLAALRDAUNVULNIDARE

< 20,000 mm®

*kkk

> 200,000 mm?®

*kkk

Morphology M7, M6/7

*%

Cytogenetics

Del(7), 7q

*kkk

£(8;21)

t(15;17)

*kkk

inv(16)

*kkk

Complex karyotype

*kkk

Molecular genetics

FLT3 ITD

*kkk

NPM1

*kk

CEBPA

*kk

12980133018

Early response

*khkk

Induction failure

*kkk
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Idiopathic (Immune)
Thrombocytopenic Purpura
in Children

FTe 1033

Taslsau ﬂigﬁnfii

VNI

Immune thrombocytopenia (ITP) %%aﬁja”niu%a Idiopathic thrombocytopenic purpura, autoim-
mune thrombocytopenic purpura %38 immune thrombocytopenic purpura Julsaldanaandiisaninaa
1500 JIUIUAARILALNEIaENILAL1 (isolated thrombocytopenia) lasfitSunmvadindatianlunszus
\Haaasndi 100,000/ au.ua. lasudadungulinauana(Primary ITP) wiawuswnungulinnu
g’]‘iﬂ‘iﬂﬁw] (Secondary ITP) L13% systemic lupus erythematosus (SLE), Antiphospholipid syndrome

2 ot ~ v A gl/oz o C= =3 A o & =3 A =
(APS) 1Jud% aulduHaN1NNANIIFTILaUALOAILNLNHILNAALRDAVDIALLEY AIBUINAALEEAT
anhmslasnalnnssaladuyu Nudimsdudimsairandaiaalulunzgniudie vellennis
nsadfiaudildidu ITP sfiaillounat (acute) uaz 3#ai3a33 (chronic) lasgainansmenisiauss
A

seaznannlsang 1y

fnsulia ITP lwan dwlngidurfia@ounan (Sauaz 80)(1) Anaziaamunaslindaide
laganiensaawsa e L9aniaSuna1lziiin post infectious thrombocytopenia #3aANNRAINNT

Y e . . =3 ‘; L a J s a ¥

1@3030%% (live attenuated vaccine) lasnizinaaiiaamanaziiadunanadinsaasadszuno 1-3
(% & A ' A A A R I A = ’ \
dlavt wie linusmanlanedanwanla iduditnindld lasmansaiialdlwdnnngaens ud
WUNINIZHI 3 D19 5 T aanmatia wudseanme 4.0 : 100,000 vastszanstdndall nanmsdiagy
lunsitasslsaifezdasuananziannansindaliaadniiasun 1sadne g (secondary throm-
bocytopenia) lasluunanuftazuananniis ey, wensiuile, miitadslie uaznsinsludegiiu

PN
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mz:y"ﬁ'y VL@]E’N%, laslsanl ﬂEﬁL’JIT Idiopathic (Immune) Thrombocytopenic Purpura in Children

lud 2552 VL@Tﬁmiﬂ‘iz"]qjaJ “Vicenza Consensus Conference” lag The International Working
Group (IWG)(2) VL@TLﬂﬁiﬂu%aLﬁmaﬂiﬂ ITP 370 Idiopathic thrombocytopenic purpura % Immune
thrombocytopenia LﬁaiﬁLﬁ@ﬂawwLﬂTﬁlﬁ]'jwmm@;dm‘lmyjLﬁ@mnﬁﬂ'ﬁa%“wl,l,auauaé@iamﬁmﬁa@
(platelet auto-antibodies) wanainiu lalifianuaaslsaauszaznanaslsnuazlsuseauainae
Baafisnalaganasain 150,000/ au.ux.idu 100,000/ av.vu. lasudslsn Primary ITP uszes
99 asit

. Newly diagnosed ITP #angdie 130 ITP 1174 3 1@aulInnatanniiany

. Persistent ITP #3809 ITP 145739 3-12 LAdURRINTIRARE

- Chronic ITP wangdelsa ITP fdluunnnin 12 Wiow @ nwdw 6 tdan)

LLa:"L@Tﬁmumm”m'nu@mtjwaamauﬁa@aand’aﬁ

. 320U 1 JiRenasnianiios J petechiae haenin 100 ﬁg‘w%ag'nﬁamum%ﬂfh 3 hu.Hhag
N1 5 @LRg LLa:VLajﬁLﬁa@aaﬂmmfiauq@me]

- 3zaU 2 dijaaeanianttos 4 petechiae 3NN1 100 34 wazsdansmalnaini 3 aw.
NINNI 5 AR Lwi"l,sjﬁl,ﬁa@aanmmﬁaq@me]

- 3zau 3 UlRanaanthunany I@mwmﬁa@]aaﬂlmﬁaq@mq TALAY NIDTUNIUAITLTTIA
1323717%

. 32AU 4 ﬁLﬁa@aamE‘iaq@hm wiamiruln1iziansanluaisiznely

laud 7L Severe ITP(3) WaNui4 g&?ﬂw ITP ﬁﬁmmﬂiﬂlﬁa@aaﬂgmm 32U 3 119 4 NaN
Ao ﬁLﬁa@aaﬂﬂmﬂmﬂuLﬁaq@m6] Falaw 01nstianaaniusunIumMIlETiadszinTunioanad
danaanlu o3azmeln SsdasmIMIsnERNENRIDEIRS03TN13A% W adaIMIMILRNTIAEN

fNTLRINNTNOLEBBIGaNITINBUIZNAUA

*  Complete response (CR) RN ?ﬁ’m’mmﬁﬂLﬁa@mﬂﬂ’j”m%mﬁﬂyu100,000/ AL.NY. lag
30 2 assvnanuunnia 7 Suuas lifenmsidensendaUnd

«  Response (R) AaN89d $1WIBLNAALABANINNINTAIBYINAL 30,000/ AL.NY. WASHI1WIN
naaLden RNdwNANT 2 i Tassa 2 asiveiwannnit 7 5% walifonnsidensendalng

«  No response (NR) #1839 pjﬂwﬁmmﬁng CR w1fian daNiddnwiwnaatiaatasnin
30,000/ 8. W3 A3aIRNAWTDENT 2 i viadlamsiBaneandnlng siwninsaiiandasia 2 a5
WNH WINNI1 1 I

- Loss of complete response Bangis SwmnBNAaAaniagnin 100,000/ U430 2 A3
WINW 4NN 1 % Laz/rIelannisiieasaniadnd

. Loss of response BN Qﬂm‘ﬁ'mmiﬁj CR dannddnuInnaatiaatias 30,000/ aU. UK.
wiaRudutasnii 2 wih viafaimsdensendeing lapdasiamndaiian 2 ASavemuunnnii 1 3

* Refractory ITP wNND9 NMINLANE severe TP ﬂw%ﬁ'\‘iﬂﬁ@v@]ﬁmmﬁ‘fu

ﬁm%’ug&fﬂaﬂﬁ'ﬂ'a"l,&ivl,@ﬁ'umm”@ﬁmvl,iimﬂf*ﬁ'ﬁﬁdw Refractory ITP LL@iLLmﬁﬂﬁLfﬂ%ﬂuQﬂmﬁ
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ABUEEY (responder) 138 lNABLAWES (non-responder) AaNIINHAILENTRAGS

s o =Y
NYIDNNWA
Ao o v & A 6 & @ \ Y . & o
na"l,ﬂmﬂuﬂ%mamaamgﬂmmUluiiﬂ ITP luidneslinsuuita atnelsnany Jasaz 50-
60 WUANAAAINRAILIAAALTD LA ULRNIZAALTD TR UTeunmh 1-4 §UaNH Llagwud LawduafdaNtss
YILNAALAEN VBIAKLEY (autoantibody) LWIz6a GP lib/llla ke GP Ib/IX ﬁﬂﬁmﬁmﬁaﬂgnﬁﬁmﬂ
TagLras lwyzUl reticuloendothelial 93719018 LﬁaLﬂﬁ@Lﬁaﬂvl,%amumamﬁa@luﬁma:gﬂmmwu
(recognized) LAz Qﬂﬁ‘ﬁﬂ@m Fc receptor U macrophage maaﬁmuazgﬂﬁ’lmﬂm’amﬁiam (phago-
. . . A = o4 v @ ) ..
cytosis/ complement actlvatlonmwgﬂﬂﬂwﬂ 1(4) 33UDINWLIN LN8IVBIND T-cell-mediated cytotoxicity
lun1svinagvasnaatiaa Lo
= o ] A & A o | A A A A A L
uamrmumwmwmswamLﬂamaa@sluvlmﬂ?@nmawﬂaamm’mw@ﬂﬂ@mﬂm:}”msgm'} inef-
fective thrombopoiesis Al duNaN1N ”aaI@]LLaum‘ua@mamamaam”aunmaumauuu megakaryocyte
1o I@U"l.ﬂm%mmum proplatelet formation ¥nl#AnsassnaaRananad uamrmuumwﬂm“n
fnzindadandinge ITP waiasrunsaaunaslsaunsriialaun SLE, autoimmune lymphopro-
liferative disease (ALPS), hyperthyroidism, wazlsa@alta HIV iudn

unINNsIvanalsa

mMInysza LLazmnfmmal;jﬂa sgeselye ITP ﬁﬁgmjmmULﬁaﬁumﬂEﬁTﬂﬁuﬁm%Lﬁumm@l
v‘iﬂﬁ;&”ﬂ'smﬁ@ma:mﬁmﬁam‘iw LLazLﬁaﬂszLﬁummguLstaomfazlﬁa@aaﬂﬁlﬁm‘fu Usznauaag
1. 21N1INAARN

lagaulng ;jﬂww“’m:ﬁmmﬂﬁa@aaﬂLﬁ@"fuamam@lﬁa (acute onset) lduri 3aLRanaan
(petechiae) Waz3LAaa (purpura) uanmnfta:wuLﬁa@aaﬂlmf‘iaq@mG] i Ldearian lns dasns
dwidaa | lonsananmadwenms , nmsddszsudanuinlwdnla (menorrhagia) wazfauwase
ﬁq@ﬁa \Haaoanluguas (intracranial hemorrhage) Gawy'le laitfin 1% 28951l ITP(5) Qﬂ’m‘ﬁ'ﬁ
Lﬁa@aaﬂ‘ﬁ'LﬁaqLLaZLﬁa@aanluawaaﬁmzﬁmﬁ@Lﬁa@@‘%wm (Haenin 10,000/ aU.NY.) NIRlagaIm
mm:u‘jmﬁﬂﬁﬁqmmwﬁmﬁau laawulwwemsuazndlnalfsans sautagainiyee Aesidudas
14 (insidious onset) I@m@mnﬂmﬁﬂi@]ﬁmqmnmﬁ 10 9 snazfumliiufiaziin ITP 15053 wiasn
Lﬁ@‘iwﬁummqﬁu LT SLE (%a%:wﬂu;jm’gamﬂnfmjmmh:mm 3 1¥i1)

WONINBNMTURZANMTURAINLEA0aN (F1ddeutinnaas o shulaunndeUndalsinds
Tsnamn) ;jfﬂm 80% vzt latasmelu 1 9 laslausunusaunissnn ;Eﬂaﬂ‘ﬁ'mﬁa 20% znang b
Ju ITP fiai3833 (chronic ITP)(6)
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2. NMIAINWKBIUYITANTS
1. Complete blood count
& A o A . a . ® & A 5 '
CNULUALNAALABAAILNEIDENILALT (Isolated thrombocytopenia) lagdwaminaaiiaasdinin
100,000/ au.uy. lavlinuanuiadndvendaiianan lundindiofidywiienins aavzana
oA < A v o sl A A a X o i A ' @ & A
sauginfendsiueiunylddidgwifensaniiieiulugieniali swauazansusiniafen

a =

1 v v <3 v ‘é /KR A v <3 = t:; 53/
Uné (E]']ﬁ]&l?]%’]@l%ﬂ]jl@ﬂ?%ﬂﬂ%aﬂ PILFAIDINNITIRINILNAALRDALNN V)

]
o

2. m‘smmmaﬁ'mﬂﬁﬁ‘amﬂﬁaLwnmmqsummmazmgmﬁamm

MNIATIABU Y %uﬂ"'uﬂim‘“ﬁl,l,azmmwaaﬁjﬂazl itunIaTImlIanepiiduiniadng fgndny
8 SLE msamamsiilaun miasaatasne IR dserology L@WA anti-nuclear antibodies,
antiphospholipid antibodies %% N130@373 HIV antibody ’Lu;ﬂ”ﬁﬁﬂi:ﬁﬁm LLNzI%EJT].j’JUﬁmqﬁaU
ANWIRILIH FIWIUNNIATI Coombs’ test ﬁﬁﬁﬂaﬂﬁawnﬁ%@i’wﬁm 8137 89AaNIl3n Evans syn-
drome (autoimmune hemolytic anemia 0N thrombocytopenia)

3. NNIATVFANIAULINEALADA (platelet antibodies)

dasannlifanusumzuazenaline 3eliunsinldgenraswiulae (TP

4, ﬂﬁ‘stﬁ]ﬁzﬁiﬁﬁ)l‘ﬂﬂi:@‘ﬂ (bone marrow aspiration)

msmaﬁ]"lmm:gﬂﬁ'a"lﬂﬁ]:ﬂﬂﬁ ¥ia#81wa Eosinophil anasindwaniiasluunsie Megakaryo-
oyte i mInnansalRndwaniasuaswUsNME young megakaryocyte LRANAWTE ﬂgqﬁuvl,aj
LLuzﬁ,’]msmaﬂmm:gnlug{”ﬂa sngese e ITP M51U5236 81mIuss MIA3293719M8 TINEINMIAT9
mviasdiansndaan aalsionu lunsdindieniannmsmeeafinilivdaiulse TP ¥ilnd
Toraae Lo mﬁmﬁa@@‘ﬁmaLﬁ@mﬂmm@q}ﬁumuﬂf,ngﬂayﬁﬁﬂs:'ﬁwﬂu 9118 9 WIalan13te
TonIanszgnIINee Puisnfanldsannatuneldnmadoses wseinnadadaaniid
ﬁalugﬂaUﬁ"l,aj@auauaa@iams%'ﬂ‘]:n@iamﬁauﬂ”nm”@ﬁw 219R113A T lunszgnlasAansan
Huse gl

NNIINH

1. M35NB ITP sBhasdaunan Tuian

“‘Watch and wait“ policy

mysnin ITP sfiadsunaulan Tesudummenssnsnaneudluin.a.2534 Tag American
Society of Hematology (ASH)(7) I@ml,mmaf':ﬁ]:ag;aLﬁuvlﬂﬁi:@"’um 2ILNAALROANINNINBINITNMIAGTN
Junan aghelsfanunasanninleinmsdnsnmilulsimasinguuszioassin@) wunszauas (nse
Lﬁa@ﬁ@‘haaiNLﬁﬂa"lajvl@TLﬂum°aﬁnuﬂsvl@TLaal'j’mjﬂ'smzﬁmmuﬁa@aaﬂdﬁﬂﬁﬁé"um”lUﬁ@LLﬁ%‘?@maﬂ
witeanmsisudaamumfiaansanule asiuuwnanssne ITP sfiadounas lwdn fisa
%uml%ﬂ@s American Society of Hematology (ASH) Tud w.a. 2554(9) LERALUINIINITINEN LA
ag;aLﬁuﬁmmsmaﬂﬁﬁﬂmm:@”umwwgmmﬁvl@i”ﬂﬁm*’ﬁwﬁuwwnniws:ﬁwaam§m§'amﬁu%§'ﬂ
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AA o | A a ' & A =< o aAY A o e A
Taglunsmin Aieniszauindaiaan >30,000 / au.uu. dufazwuiiiiaaaueda (szauiien
aant) ianuindundassnsnIadinaa1nIT bl NI L1aLAAINNNTAAN NATTALVDY
& A o ' & A o . & A A Ad o ! P
indatdaaiduszaz gnalu 1-2 % ﬁmﬂszmma@Laa@ﬂaumaglummsmﬂﬂ@ malummw@]ﬂw 3
' & A 0 o A A A | A ® o A
JeAUUDILNAALADA < 30,000/ AL.NY. ‘swﬂumaa@aaﬂsluwaqmu Waaianlwa (szauLAanaan
3) Mdnannziasanlinmsinm lunwennududwmivglhoniiszau vaaniaiaa < 10,000/
AU.NY. LAzUTaULAanaan 1 NENNAANLAIILRAAINALYIN DIFILNAAINITUAAAA NN L1328z
18N 24-48 Tl (laazunsun 1)
fnsulutszmnelnglunarssnniine snfunssindweSuwsn laun corticosteroids lagazls IVIG
. i A ~ A A A = @ A X
Adaidiadl life-threatening LiasanndgymiAanengsunn T e NNIANEINLI 8RNI NT VD
InaALRaaan IVIG hidn9a1nnnslA corticosteroids aginaTatan(10) lagennlglunissne (TP wiia
LDHUNAW AN Usznauas

A) Corticosteroids ﬂa"an'saanm%fuaam‘lumjwf: Usznaueig

. mMIRaMINAALaniUaAdaINaaLAeR

«  MIRANITINALVILNANLABAIINTZULY reticuloendothelial system
- MIRNANNLTILSITaIRRaaLR DR

v Y
v

nandn1sldlunanszduny Graih

1. Prednisolone luu41@ 2 4n./nn/A% wIawfisuii 60 ¥n./a3.8./3% LTuwan 3-4 sUanw wu
TUNIADLRWININNTT 90% Mmjuﬁ"[@i’ prednisolone tW3BULALUALNNT MAENRaEN fnauaEnas
45% I@]&J@mm:ﬁumﬁmﬁaﬂﬁim"’umﬂﬂd’] 30,000/ au.8u3.Aelw 10 T9(11)

2. Prednisolone luuw1a 2 un./nn./% w3atfisuin 60 ¥n./a3.8./3% Luan 2 enfiad an
s S9dnsaaenasluanlszinm 21 8w laamuwuinlddssinsamwiiouyiduwuud 1(12)

3. Prednisolone lun11@ 4 1n./nn/3u iuiaa 4 34 1nnsdnm ludszinauamanuas ngu
ﬂs:mmﬂsﬂ(m, 13, 14) WUIHNNIAOLEBEIVBILNAALEA >20,000 / AL.HW. 019 83% WAE I2ALVBY
mﬁmﬁamgoﬁumﬂﬂ'jn 50,000 / au.uy. neln 72 T2l Lﬁaa@ﬂvmwmwaﬁﬂuﬁmﬁﬁ]zlﬁ@"fumwm
FRHIEN

4. High-dose methylprednisolone (30 Nn./AN.A%) Wwian 3 1% lasnslnaainiguwden
(intravenenous) WU Inausuaslnind 3 9 90% w3a analwsuszmuluzuia 30 an/nn./3u
unan 3 Tuuazedadls 20 In/nn A% iuan 4 79 WU laRaL e In

B) Intravenous immunoglobulin (IVIG)
% A . = 4 o o . .
I@Uﬂa"lﬂmsaammm%a’nmmrmm‘sﬁ IgG auNU Fc receptor YBIIZUY reticuloendothelium
o v . ~ A A ‘&/ = ' a o o.m 5 0 g
vinla opsonized platelets ¥ survival LWUYW LRZLTDINDIAILNAINN anti-idiotypic antibodies Tu IVIG
112UnY autoantibody @281(15) ledn13@n®1 randomized clinical trials Tudszinauauian(10) lag
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Wisufsunsls IVIG Tuawa 1 n/nn. Wuwian 2 4 ‘Lu;gﬂwﬁﬁimyumﬁmﬁa@ < 20,000/81.44.
ﬂ”u;jﬂwﬁvlﬁ orednisolone 4 UN/AN/S% WU S AN AwAWAY wanansislainnsdnenlas
AAUWIALIRI(14) AR 0.8 N./AN. WDWIAT 2 3% W38T IVIG luuuwia 400 un./nn.% tuaan
5 $(16) WU lenawdsann wananiena Ienluawa 0.8 w3e 1 n/nn. lwiuusnianiasian:
Lﬁ@@gﬁi’ﬁmumﬁ@Lﬁ@@lufuﬁ'aawé’a 24 2139 ﬁﬁwmﬁﬁmumﬁmﬁa@gafmuﬂaa@ﬁ‘ﬁ 812 bl
suiludasliien dose figasle noftannisunsndan vasmslw IVIG wulddsudsasas 15 f9 75 fiwy
vagleun anmsaseldnia( fu-ike ) 1 Uaadisse andou Uszanmsassz10 Alderluawia 2 nsy
@ann. IwWLNILNA aseptic meningitis (ﬂawﬁ;mlﬁa , photophobia) aaaaawN1ILAA anaphylaxis Tu
Bjﬂ’)&lﬁﬁ IgA deficiency

aghalsfiany tasann IVIG ﬁﬂm‘ﬁ'gamﬂ LAZINANENINNTITIWIN AT ANT Y Ba9LNEA
iAaaann IVIG laidnga1n prednisolone atnstatamw aswiniuludszinelng IVIG SsnrsRanTanls

P2
1A

lu;ﬂ”ﬂmﬁﬁlﬁa@aaﬂmﬂgmmﬁmaLﬁ@é'umﬁmm%"i@ WIDNTDLITNLRNIEFNTALI ﬂ”&ﬁgﬂ'swﬁo
(%] @ > 1 6 e U
NIAAIN Vlmmaglummmm‘mgmnnﬂﬁlelG
Imma‘agﬁ@mﬂﬁm IVIG lulsa ITP THauLI Sinowiaadt
1. Qﬂaml,@iazﬁsagm”mﬁlﬁm IVIG o itAw 2 n3u siaflanty dani13su I lulsaneuia 1

a9 wazlulwenslunissnenasndeani

1
% (>

2. Lﬂu;j:’ﬂ’aUﬁvlﬁ{umﬁﬁadfﬁ'hﬂukﬂ ITP AfloNMITuI I@ﬂﬁmmeﬁmuﬁmnﬂma e
21 fifeneandalnaiiinansimwnaationd
2.2 il isolated thrombocytopenia 318U megakaryocyte lulunszgnind
2.3 vlajﬁmm@ﬁue] PagsInImNEAEand 1w MIfaida (ud
3. n30id absolute indication laLlaalsn ITP Formszuuss iluluamunmsiasuiaunnd; 53t
3.1 Jilg (viG iuenvwuusn wazlails IvIG iusdodlunssnen lagld IVIG shauny
\NAALRaALAS corticosteroids
3.2 #wInnaaLiaatasni 20,000 / aU.NN.
3.3 ﬁmauﬁa@aan'guu‘seﬁqﬂmmia‘%‘?@] leunnnzifensanluaisizaag 11w suad
Uae T0971849 TaIan UaTNILAKAIANT
34 111 IVIG MunainslimssnsunaIgIuus’ laausuaddanssnen 1w msli
INSALEAAIINNY corticosteroids W1t 3-7 TWEIAITTIMIMNAALADAFININHIBTTIHINAAR
4. N30l relative indication I@mﬂ’ﬂ’a o150 ITP Asdudaslasumsaasu lasSinmsinsudon
UEih 0!
4.1 FIWIWNaaLRaatasnii 50,000 / aU.UN. NOWNIINING
42 |65 corticosteroids uaz anti-D u&a ualimansaiuimwmnsaaan lwunnins0,000 / au.uw la

5. dasldidudiheszazgarhe (terminally ill)
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C) Anti-D Immunoglobulin (anti-D) finaln ﬁaﬁﬂﬁl,ﬁ@m‘saﬁﬂﬂgu Fc receptor 14 reticuloen-
dothelial cells laga'lain133n anti-D ulFunu IVIG Lﬁaammwmgﬂﬂdw finsdnunlay Becker T, et
al.(17) slu@ﬁh alya ITP luidn laglsd IV anti-D luamia 25-55 uan./nn. wuinaunsavinliinaaiies
gaﬁu >20,000 / au.4%. Moln 7 54 wasanswladnisénunlag Blanchette VS, et al.(14) 1iNali/5ou
WisUNTLT prednisolone Tuuuna 4 un./nn.A% 1uan 4 74, n5LE IVIG 0.8-1 n./an.A% L
2 1% WaTMIME IV anti-D luwuna 25-50 uan./nn. tduwian 2 3% wuin imc“waamﬁmﬁa@luﬁﬂw
IV anti-D AaUawadIT1a819 Tl WIsunaunuenan 2 i

aeislsfiauiadsuvwmavas IV anti-D 1w 75 wan./nn. wuidminauawes lalduaneneny
0180 2 18A(18, 19) FWSUNATINABINEALVEI anti-D Ao vlWiAia Mndaiiaauan (hemolysis)
aiusalaiuuzsinfiasle anti-D Iugﬂw ITP AdUSinmaas Slulnadudinit 10 nsw/es. WA
£, MINDURHOIVDILN URTIZHLINVINIADLERES IbeNUAazTRa N lana1IN1T96% JIWAINS
Trafsiataasiinds auanTen 1

NIINBIANLLADADDNTHULTI

Q’ﬂaUﬁﬁm’mﬁa@aan;umﬂﬂsﬂ ITP el i aaLd oA uNUaZsNIZATIANY et pur-
pura I@2¢ Lﬁal,ﬁ@mauﬁa@aaﬂﬁgmm 1T 1ianeanluauns Sanusnududasinnmssneie
il sz6v indaideainduatnimans ;‘QJTﬂ'JUﬁﬁﬂymuml,ﬁa@aaﬂﬁmaLﬁ%é"%@iﬁﬂ@i@%’i@I@ﬂLﬂWﬁz
WHanaanluaNad AITLAILNNTYN CT scan 1ags1at37 SI8AUMITABIRANSIINTaNAY balA

1. m3l# corticosteroid 11@g9 ldlin pulsed methylprednisolone 3u1a 30 UN./NN.(UWA
980 1 n30) Aatidumfaadiluiam 20-30 wafi

2. M3l IviG Taelwluamwa 1 nsu/mnn. Tuazass 2 Sudadani asvnliszeuinsadaniuds
anivreauilaaant u,a:ﬁaLf]ums%'ﬂmﬁ'ﬁﬂszf,‘%w%mwlumﬁ'ﬂmmam}ﬂLaumﬂLﬁa@aaﬂgmm
Tw 1TP Tagiamzifiasaununsli corticosteroid uazindatian

3. mislindaiian (platelet transfusion) udiinlasvinlumslwingaiiaaas lidldlunissnmn
TP uilunsd Sugmidensenfionudusuansdedia wimsltindadanazdnarinliszay infia
Boainduinitaoszuzannan LL@imm:‘mﬂa@é’umwamﬂﬂwtyml,ﬁa@aanﬁau AMyshnduae
ldwalasadsliindaiiaaluamagininung 2-3 i

4. mIaashy (emergency splenectomy) axtnsldszauindaidaaindnasnisiaiia otnels
AanwainasfisurnnasannlinauanasdamIsnEndseeInan L aseu

107



mz:y"ﬁ'y VL@]E’N%, laslsanl ﬂEﬁL’JIT Idiopathic (Immune) Thrombocytopenic Purpura in Children

A3NEA ITP wai3asolulen

L@‘Tﬂmﬂm}.ﬂumjuﬁ wiinfiszdurauniadeatidnatudsindifanuinduiazdaslinis
shwudaghslafiasanswmnsaiiaafadin lddunuinuainmInisnaiin

@”@fwﬂmmUlumﬁ"ﬂmpjﬂm ITP wia1333 ABMINANINANIZLAAABDNTUITI NIBAHAN
N @iaqmmw%%maagﬂamﬁm&ﬂ %a&jaLﬁu‘ﬁ'mmsmaﬂﬁﬁﬂimLmeamﬁnm ITP wia15839
Usenauaag

A) NMIINEIAILEN

mﬁgﬂﬁwﬂ%ﬂaﬂ 9 ugthe ITP FiaiTes1 Mfidansanfidanudaynendin Usznaude

1. Corticosteroid lagdin131in dexamethasone luu11@ 28 UN./A7.8./7% WIB prednisolone 4
an/nni w4 T4 ng deu iunan 6 Wan wudnlenad(20)

2. VIG Tuawa 1 n3w/nn/ i udsli 2 Ju lasiimilnn 3-4 dlew adnelsianunisinm
i U?’ﬁ'ﬁﬁ@iﬂ%ﬁi’mgwm

3. Anti-D swsnsWlElalu 50 wansnn. iWwas 2 54 1a Ulﬁ%mﬂ 3 fUant dnsulunsdl
Alinouanasansszfansantsuvmeendwidn 75 uan/nn. le
a%m%”‘umamjuﬁ@ﬁ:uﬁ'wnﬁ@5uﬁﬁww11°ﬁl,wiaTavl,&iﬁﬁmmﬁiﬁuﬁuﬂizﬁﬂ'ﬁmwf@Lw"L@TLLri

4. Azathioprine TW193UUTEN U 2-3 ¥A/NN.A% lawalalg3INAunL Prednisolone

5. Vincristine Tunwa 0.02 un./nn. laglwailanwiaznss 4 dleanviaadani diaauauasd a1
1Wsvinarie 4 é’ﬂmﬁﬁalﬁsxﬁumﬁmﬁa@gﬁu Fawudniseauanad Uszunm 46%(21)

6. Rituximab tJumonoclonal antibody A&N31308URL CD 20 Bosiaasuedam lansI3192
unmsaansse antibody agnslsfiany tiasanduenfidsnaiuns ﬁaﬁﬂﬁﬁaﬂaﬁﬁagﬂw%@au
uasdamMTINIANAITIWYIIL namda limanininmszay infaidealiunnnimiawiniy 30,000
/ au.an PunufioiiiieasandauUndlaslien rituximab 375 wn./as.a./ nnddaidadanuuwin 4
fla1(22) la mwudwgﬂwmumﬂ %ﬁimvumﬁmﬁa@qa%um ol 1-2 glanvina lasuen SRIuTe
unsnBawiinese s laun 19 vunndn wasanuahAananaswae i lasun

7. Thrombopoietin-receptor agonists Lﬁaaﬁnﬂluﬂgqﬁuwudwmm@ynaamil,ﬁ@maz ITP %an
mﬁamﬂmiﬁﬁmsﬁﬁmmﬂﬁ@Lﬁaﬂi@mﬂavl,ﬂmaﬁwgu FIAANNMNINANTANEITEY MIFTIINEA
daalulunizan I@Uﬂﬂiunéjwﬂﬂumﬁlﬁﬁ walugfthefdudlngfdu mp Sessfinsunndudn lag
ANANINOLAWEIA 30882 75 ﬁsﬁmmmsﬁﬂwﬂuqmmﬁﬂﬁlﬂu ITP 22 718 Augas iR NG
fﬁﬁwaﬁlmﬁﬂLﬁuLamﬁﬂu;ﬂmyj(%) Tasnslien romiplostim (thrombopoiesis-stimulating protein)
daldtmtsamwa 1-10 lulasniwnnynadenst 8N NiieN Eltrombopag ( TPO-receptor agonist)
TRATVUTEMUIUA 25-75 WN. G0 %alﬂﬁwa‘luﬂﬂﬁmjwﬁmuﬁu lagauninhldindaiiangs
Iulduszanmdasas 60-80 lagfiszpziaan msaouanasnelu 1-2 §lenss uazad ldwulszunm
7800 (24) nadhatApefidsnsawnyla fa ﬁmwmﬁlmdamnﬁ@mazﬁuLﬁa@q@ﬁu, nN3LAA reticulin
fibrosis lulanszgn wenNiinsnuenuAalndvesminnusessy iedusanmale dmsum
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lumjwﬁmmmﬂﬁu@amﬁﬂ 7L severe chronic ITP tHinti WIadNANIENUARA NN IV
;jﬂw lagaasnansauduine ejwhifu

B) n1iaaxnu ( Splenectomy)

snsumsaasuludnnuindnsaauaues 70-80%(25) MM IsasnuanazsEsn fazvinlu
;ﬁ’ﬂaﬂLﬁﬂﬁlei@auauaa@iamﬁﬂmﬁaslm corticosteroid, IVIG #38 Anti-D WaziiNANITENUABADANW
%’?@maaﬁﬂaw%asluﬁﬂaUﬁﬁﬂ}ymLﬁa@aaﬂﬁmmﬂuéﬁmﬁmia%%l wazuuzthlddanonsifionns
lunausuaddanssnsmwinnin 1 J uas ﬂ?iﬁﬂl%Laﬂ‘ﬁlaﬂﬂquﬂﬂﬂ’j’] 5 ﬁLﬁalﬁs’Nmﬂﬁqﬁﬁmmuﬁ
AL I@ﬂﬁﬂﬂﬂ'ﬁ@”@ﬁm&lmgﬂm ITP J8asnanerasnii 1% uwdaddlsnaniivanisseisfa ;&”ﬂm
mbﬂﬁﬁuﬁiaﬂﬂaLﬁ@ﬂﬁiaﬂL%ﬂ?i‘ml,i\‘i (post-splenectomy sepsis) ﬁnm%a encapsulated organisms L7
Pneumococcus, H. influenza L8z Meningococcus %'omsijaaﬁ'ud'wmiﬁﬂ polyvalent pneumococcal
vaccine fiaueaany 2 dUanw TaunusULTENw penicillin 125-250 U, Suas 2 A3 uazdasliaiy
jﬁ'ugi:ﬂazlLLazpjﬂﬂmaﬂﬁ‘%umewm’T@m%a oy lags

a3

Q
T30 ITP e nidwlsanwu laa ot giazinIngnInilsnd niwaaglsasunInyseidn
1a91n Y28uasnInsnaseniy nasnsinendsznavluadrssvanssha S98UszaNnSA W laluen
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sUn i 1 uagagnalnuaswensaninlulse ITP(4)
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L] 1 o G,
A19191 1 LAAIIWIAUAZNITADUAKDIVDILNNLTINE ITP Twtan (14, 16)

IV Anti-D
Prednisone IVIG

mMInauanaInyln

e 28 54 26 77
(%) 24 31819
mynauswaInelu

< 66-80 87 71 -
(%) 48 T4

Y o woAnsuLlRauag, 1 eduldandon |0 Uradsur 1dafoauasnan
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iwiniAn, anuaulaiags | thadswe Nal]
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Taazunsaifi 1 wunnINUEAILKINIINITINE ITP Tiwanlaaldszauanagnuss
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v l
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Platelet Dysfunction

WIS I TURNN

VNI
& A fA 1 AaAa a P Y
WnaatRea Wiwaaan Wdfedos Juuweadszunm 2-3 luasan §319910 megakaryocyte b
1 r-§ Aa a 1 ;a ~ a =3

lunszgn dena3sT3a317 5-9 Tu Adndvasindaiianiszans 150,000-450,000/ lulasias indaiian
rmihndaylunszuiumudsdivasifoadulguni (primary hemostasis) Havasindaiaeadadain
mamlunrmummmammumzlml (secondary hemostasis) ¥i1#iAia fibrin UszaunnuazIunga
fupedinsatiaauinmiiauiauns anulalnduesnsadaaiinlfonnsidanasninoin ans
a v o (=3 = = . = o a a . A o
Aedwldannimninaatienfianad (thrombocytopenia) W3e ¥euaalnd (dysfunction) 495nalsa
c!l 1 o = . . a J s . g 1
Aduuaniia (inherited cause) LLaZLNAYBNIYAR (acquired cause)quwu%zmaﬂaﬁaLaWﬁz platelet

dysfunction

ULHININITIARE

9276 ansazaInsidanaantduwuy primary hemostatic defect talAlRaaaanL3SLIas muco-
sa LT% epistaxis, gum bleeding, gastrointestinal bleeding L8z hematuria ﬁaLﬁa@aaﬂﬁc‘h%ﬁwm@
LN LT petechiae #38 ecchymosis' AYITNUTIR mqﬁﬁwﬁmmma: 15270a38UATITINDINNT
LL@iamuluLﬂ%amﬂa $18997n130 inherited platelet dysfunction UN@NENAAKUL autosomal recessive
(AR) &ntI% Wiskott-Aldrich syndrome (WAS) Atnenaauuy X-linked recessive, seiafidanmyaiue
mqﬁam‘iﬂﬁﬁ@ﬁamwﬁ@ﬂﬂﬁﬁtﬁ@mﬂmimwa@maw‘"uqmm annnnlsafiAedwnnongs U5z ia
AWLWILUY eczema waztlsziamstaiie vlwaaislse WAS wenanitaissnlsiamsleonfidne
GaNIINIUILNAALR DA LLa:IﬁfmJizi‘im”'maa;gﬂw

A39319N8 WUAN MUY petechial hemorrhage, small ecchymosis #w30dlRoAaNaN mucosa
T Uﬁﬁmmﬂfﬁ'a@aaﬂL‘%‘va%'w”ﬂﬁn’mﬁ?j‘mnﬂﬂﬁgtyLﬁmﬁa@‘ifmﬁw lsanaaiaainuRalndue
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fifla 21anUsINNLITANIINIBAWEUANIE partial albinism 11 Hermansky-Pudlak syndrome W&y
Chediak-Higashi syndrome (CHS) #anannitalsasiaiimeluynizuuiemlianismeoauiianann
afunsamsiRensanlugie

NM3ATIINRDIU AN
1. Complete blood count LLaZ peripheral smear

é’mmmﬁmﬁaﬂuﬁﬂwﬁﬂu platelet dysfunction sinagjluinuaind 13 l3a Glanzmann
thrombasthenia (GT), platelet receptor defect LLas acquired platelet dysfunction with eosinophilia
(APDE) wsaonagnindnala ualearialuainlisinds 20,000/lulnsaas 11w Bernard-Soulier syn-
drome (BSS) uaz WAS mi@mﬁﬁmaamﬁmﬁamﬂﬁ%gaLﬁﬁ’;ﬂ”ﬂﬁ‘i'm’m YUIAVDILNAALRDALA
mMsfedvadiniaiiansii

1.1 pweuasnaaiion pwanaaiaanitannindng (<5 i) aswuldlulse wasla w”l'svlﬂgi:ﬂa
pazfindaiiaadsiuday indaianumalnanineImiiwedadaauassunin “arge platelet’ t
PuaEnnITWaTasLlalRoauaISaN “giant platelet” large platelet 3wy lalunsdififnissonga
Baauinduagngsiais 1w 1sa APDE giant platelet ﬁlzwuvl@“luiiﬂw”ugmmﬁﬁmﬁ3Jﬁ@ﬂnamaami
FIUAZNNIVNNBTBINAALREG LT BSS LTuen

1.2 MIfaFvadnaaiien lasdndindaiiaatlnfazfadueuazdl granules U3tk granule 8
anazfaiaInwululsa APDE wazinaatdaadadnlulsa gray platelet syndrome

1.3 Susauniafian natzanudwwniafaalasiudwwniafaadiandasgansae
fRIVE18 x 100 ﬁ‘im’mmﬁmﬁaﬂﬁﬁuvﬁﬂmﬁu 20,000 ﬁ]szﬁuf{hmumﬁ@]LﬁaﬂimﬂizmmElw;ﬂ’ﬂm
platelet dysfunction udridia aranuirdindaaendiais 1w lsa BSS nIgdinainiaifaainng
\Weseg18uann13e pseudothrombocytopenia '«iﬂﬂLﬂﬁ@Lﬁa@Lmzﬂ@jwﬂ”ﬂ@T

2. Bleeding time (BT)

Lﬂumsmaauﬁgmiﬁﬂmumaamﬁmﬁa@ LAZHAALREA N1TATI3 BT Iuﬁ%}ﬁ;ﬂuﬁwiﬁ%‘ mod-
ified Ivy method LNBlHLNALNSLENES LT% BWIANTI 2-3 Uw. Bn 2-3 ww. lagldanuansaniawun
40 mmHg fUnd 2-7 wifl nMsaTIaNIussnaaianae3s BT J1aa13323900 aasgiulu
myudanansit MInsae BT Juibanaidnasuns anveuilddasni LRZANNT I Y VBINATIT
#n BT 2zen7 lelugils ofiin platelet dysfunction agnslsfidanawuindienundlea wananil mingilae
fenufiadnfuasnsrnusssnsadoadalimasne usrdaaunanissne a23a37a BT B9 30
Wifl eI ssnEanas nuaasinlenaszaunile

Waeae lunIn navh BT 15auei 20 mmHg fnsunmIEn <1,000 N3W, 25 mmHg
§193U 1,000-2,000 N34, 30 mmHg §1AILNINAGN >2,000 N>
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3. Platelet function analyzer (PFA-100)

waiasdoNasramivhausesnaaiion saiiln screening test uNuNIasIass BT uazd
mﬂ%&nn%ﬂuﬂ?ﬁgﬁu PFA-100 4 @1 sensitivity a2 specificity ﬁgamﬂﬂ'ﬁﬁama: 90 lunv3%any
GT uwae platelet dysfunction 210 aspirin PFA-100 Jdpenin BT Iuﬁﬁumia@m’]uﬁﬂwa’mﬁlﬁ@“ﬁu
INTUABHNNTATID BT

4. Platelet aggregation test

Wumsnagaunivhawaeandaien swnnineaslsaifinanniriwseanaaiaen
AaUn@ e nMsnasauld platelet rich plasma %38 whole blood MRAwTUTaUeIn3090TIa Q’ﬂm
avstizauinaaiiaaiu 100,000/lulasdas lummaseulasiianinizdu (agonist) &9t adenosine
diphosphate (ADP), epinephrine, thrombin, ristocetin, collagen L8 arachinodic acid ANBIUTNIINDL
suasmanInitaaslinindaiiaarauiadndle 1w GT azaauauaddasmInIzduians ristocetin,
BSS AauauaIfaanInIzdunnaIntin ristocetin WAz storage pool disorder 3zWudud first-wave
aggregation Lﬁ@]ifmf‘jmam ADP L&z epinephrine &% collagen-induced aggregation 3¢aARIDEIN

Un®

5. Platelet electron microscopy (EM)

saInglasiaiisvaniaifen le TagrialuTassansvasinsaaaalaun Peripheral zone
Usenauaag open canalicular system, platelet receptors LLl82 membrane phospholipids, Sol-gel zone
Usznavlidae platelet cytoskeleton, Organelle zone Usrnauaae platelet granules Tfia Dense
granules U3znaue8 non-metabolic pool U84 ATP waz ADP, serotonin &g calcium WULIZu1
3-8 granules/1 TN WAz alpha granules 84dlsznaulu alpha granule saulnaidulisdn wiain
adhesive protein laun fibrinogen, fibronectin, von WIllebrand factor (vVWF), thrombospondin &g
vitronectin; growth-promoting factors lawn platelet-derived growth factor (PDGF), platelet factor 4
L8 transforming growth factor; coagulation factors @A factor V, X1, XIIl wae antifibrinolytic factors
laun plasminogen activator inhibitor-1 Wusz31m 50 granules/1 Lﬁﬁa§, Membrane zone Usznauaag
dense tubular system YhniNALAD calcium 1uszUaalsas calcium aananlu cytoplasm Liainsa
\RaanNNIEFUATAIN1IFTY prostaglandin MIATI96E EM ENWLNNIINAMLVEY alpha granules 3z

wululse Gray platelet syndrome N1I8@8IVDI dense granules wulu storage pool disease’
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6. Other investigation

LBUN1IAT33 clot retraction LAAINNNIVNNUVBILNAALAEA L2 fibrinogen WL clot retraction
AaUn@lu GT, stool exam lulsa APDE 819wy parasite @317 Sa8as 56, Immunoglobulin level
WU IgM nlulsn WAS, mim’aﬁ]mmmﬁ@ﬂﬂﬁmaﬁugmm ztsfunguniinaaslininaaiien
AauUndmenugnasld

ﬁ']l,‘ﬁ(i!

INaALAaATINIBRAUNALANILRA (Inherited platelet dysfunction)®
Isapasindaidoafivhawialnd LLi_iaaamﬁuﬂ@jwﬁa
1. aNuRaUNAVal platelet receptor ban

1.1 Glanzmann thrombasthenia Lﬁﬂiﬂﬁﬁm’mﬁ@ﬂﬂamaa platelet aggregation L‘I‘ia\‘imﬂ
mIaaad Mamie il niamivhauAaun@as GP libllla 1NaanIRRINTINLLL AR G 819
lafidseifiifenaandadndludoiunsen Smuinaaiien gﬂs'wwaal,ﬂﬁmﬁa@l,l,azmalqm”smaamﬁ@
\Ranagluinuaidnd n13asa BT azu1n uazwuanuAauUn@uad clot retraction 180379 platelet
aggregation 9¢ADURUDIGA ristocetin Yt M3t utwnIfadnlasld fow cytometry 3TWLIN
specific antibody @@ GP Illa (CD 61) %38 GP llb (CD 41) aaadw3awne bl° pjﬂw GT ANUFAIBINT
FIUAT early childhood” mmma:mmmamgmmmﬂﬁammﬂ@mﬁ'u"l,ﬂ@lwmm‘"maa GP lib/llla
ﬁlmﬁaagj LLaﬂugjﬂwquuﬁN newborn Wa LﬁﬂLﬁﬂﬁﬂﬁaﬁﬂﬁEuLLNmﬂﬂd'}Lﬁﬂi@] 2INTURZANNT
LLamﬁwm_iaEleﬁLLﬁ purpura, epistaxis, gingival hemorrhages L8z menorrhagia &% Gl hemorrhage
wae hematuria wWu'laiae® Lﬁa@aaﬂwﬁ'\aQu”ﬁm@qm’%amimm”@magmlﬁamﬂvl@ﬁﬁuﬁ'u”

1.2 Bernard-Soulier syndrome QE‘]J"J?;JI‘E@ BSS aziianuialn@vas platelet adhesion
Hasanmsanas 1amell wiansviauRelnduas GP Ib/X/V @adu VWF receptor tndatian
azflawnalng f1 MPV %qai‘fu mqm”waal,nﬁmﬁamzagums UWIULNEALRADN1IUNG AARILEN
far® n3aanaaandlads 20,000/ lulasAas® MsaTran1eRed A BT azenaann luunied plate-
let aggregation azwuianuAaUnfda ristocetin MIasdusuMIARaslasls flow cytometry W
71 specific antibody a8 GP Ib/IX/V complex (CD423_d)6 anad BSS ulsafidasuonain vwD a9
NaananudaUnduas vWF 1a4 lay BSS tonaanawignIsauuy AR Tuwmef VWD fulng
inItanaanINIENIINLLL autosomal dominant (AD) ANTHUITIVEIBINIUAZEIN TUERI L1AE]
118 BSS fianunainnans ;jﬂamﬁ'ﬂuammmmgal,l,@ii’ﬂmiﬂs omIuaza M IugasiwuLas e
epistaxis, gingival bleeding, purpura, bruising L8z menorrhagia wiaNstiananludd tRanaanlu
suadnsaadpzmulunylatas

1.3 Collagen receptor defects \iaannsanasnIananelUuas GP VI wia GP la Gﬁd‘ﬁﬁ
WiNfAsUNY collagen ¥lwiAaanuAalndves platelet adhesion ;&”ﬂamlzﬁf{hmumﬁ@Lﬁammzmm@
Ya9naaLtiaalnd @1 BT azentiveaanitas® @339 platelet aggregation WuaNAALUNG8 collagen
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;ﬂ”ﬂ’;mzﬁmﬂ’lmg\m@iamqﬂ’aﬁaﬂ IinsthonaanIwuINITuLLL AR
1.4 ADP receptor defects \inaNMIaAaInIa19n18 baad ADP receptor P2Y126'7 ;ﬂ”ﬂw
A InLazIBIaNaaRealnd a1 BT a1an31Una platelet aggregation wulanuAaln@da ADP
a’lﬂ’liLﬁa@]aaﬂﬁ@%LL@iE%LLNﬁﬂUﬁG?%LLN&J’m AENEANNNBINTINLLY AR
2. anuKndn@wag granule content 13@ storage pool deficiency*®
udvaantdn
2.1 Storage pool disorders ﬁvlﬁLﬁﬁaﬂTadﬁu systemic disorders LT
- Gray platelet syndrome tAnannisunarg lueslus@iuly alpha granules vl
INAALRBALAS megakaryocytes Lﬁammgmﬁuiﬁa@ eRninaaLaafadnuazduwalng wanan
fznuanudalndves platelet aggregation 6@ thrombin
= Quebec platelet disorder Lﬁuiiﬂﬁd’lama@ﬂ’mwqummLL‘LJ‘]_J AD LNA3MNANN
Na1n@va9 alpha granule proteolysis LazN138A8IVA alpha granule multimerin Gﬁd Lﬂﬂﬂiﬁ%ﬁﬁﬂﬂm
factor V 1 granule M lAseauuas platelet factor V LLaﬂﬂiauguﬂ nnanuriaanad lawn fibrinogen,
VWF 1180379 platelet aggregation azwuauAaLUnfda epinephrine
2.2 Storage pool disorders ‘ﬁ Lﬁl U BINL systemic disorder 5% LD
- Hermansky-Pudlak syndrome Lﬂ%liﬂﬁd’lEmaﬂ‘ifl’lx‘iwvu‘qniimmu AR Q‘JT‘JJ"JU%
danwme occulocutaneous albinism 3 ceroid-like pigment aglfl,u macrophages madvl"llmz@ﬂ 21nN17
Lﬁa@aanlug&?ﬂaﬁﬂ@:wﬁ%z‘gul,mvl,sjmn ezl BT 917 1haanmyznameliaas dense bodies 1ia
@319 platelet aggregation 2z laiwy secondary wave §a ADP, epinephrine, ristocetin LLaz collagen
- Chediak-Higashi syndrome Lﬁﬂ'ﬁﬂ‘ﬁmmaamaw”uqmsmmu autosomal re-
cessive Q’ﬂ%m:ﬁ granule muﬁﬁiﬁfyjﬁ@ﬂﬂaaglu melanocytes, leukocytes Wa fibroblasts @ bajwy
lulndaiiaa Q’ﬂ’s = Aans e occulocutaneous albunism Lazand recurrent pyogenic infections N3
A379NIRIUJUANT Fmwauzesniafendnd BT u11 In138aad1a9 dense granules wazdanaNy
NaUn&@vad platelet aggregation
- Wiskott-Aldrich syndrome thama@m'mw”ufgﬂﬁmmu X-linked recessive LN@
NNaNVNAUNAVBI WAS protein (WASPp) %aayj’uﬂaﬂﬂm X g&fﬂamzﬁl,ﬂﬁmﬁam‘m,awumLﬁﬂ
ATIINLANNNALUNGVDI platelet aggregation UL storage pool deficiency Qﬂauﬁmmwamﬂﬁ@j"mﬁu
unwiad lauinsdaeton LazATIAINY eczema ANAINIES
3. anunaldnavasn1slandaay content Tw granules
Lflum’]mﬁ@ﬂﬂﬁﬁwumnﬁq@hmjw platelet function disorders a13tNAINNANNNAUNAVD
signal transduction 91NAILNAALREA ANNHAUN@V4 internal metabolic pathway LazauRalna
289n5Uaataas content 14 granules Lfiamﬁmﬁa@gﬂm:@u Taaf5anas content o granules Un@
Qﬂ?ﬂﬂﬁj&l‘ﬁﬁl:ﬁ BT 17 Liaa379 platelet aggregation 3¢ 14wy secondary wave ¢ia ADP, epineph-
rine LAz collagen @Taasi’mmaﬂiﬂlumjuﬁvlﬁuﬁ cyclooxygenese deficiency, thromboxane synthetase
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deficiency Waz defective G protein activation L%61%

4. aNnNAalnaVad platelet interaction nu plasma coagulation factors

l@unlsa Scott syndrome tinananuAaUn@lunisuansaanaad phosphatidylserine LA V83
inaaLian vnldindaiiaa biaun3naun factor Va-X wae factor Villa-IXa complexes b@ LWHA LA
Lﬁ@ﬂ’n&lﬁ@]ﬂﬂmumiﬂiz@j’u factor X LA prothrombin lunsiia platelet-dependent fibrin formation

5. Tsandaidanriemindndan 9

ﬂi‘immsnwuhﬂmﬁmﬁamﬁwmﬁmﬂﬂaﬁu6] TIUNU connective tissue disorders 619¢) LT
Ehlers-Danlos syndrome, Marfan’s syndrome, osteogenesis imperfecta LLaZ fragile X syndrome #an3an

HUe9819WLIINNL Down syndrome LLaZ thrombocytopenia with absent radius (TAR syndrome)

] v
a A P=] o

[ ) a a 0 .
mamLﬁammm%wmﬂn@lmﬂmmqmnm'ﬂumwaa (acquired platelet dysfunction)

ni a = A o a Qci a g o A 10 & 1 dld o

lsafinnnindaatiearanuiadndniiadunenasinaislsa aretrsvaslsandnsvinan
Aadndnnameiiianmenasinudasdiasi

1. Acquired platelet dysfunction with eosinophilia (APDE)

=3 A o a Qd‘ a &/ Qs Qi Yo 9/03 1

APDE \Julsaindaifaarinudalndiieiunmonsaninuldtes wuldaudais 2-10 9 uaz
wuunlugag 3-7 9° meuszndawy laivin 9nu uazwuannlugiadewunmes 09 wsnaw APDE §
Menuasiwan ud wa. 2517 wszwulsatanlundmaedoaziueanideld nunsdeimelng®
Aihedulngainudused laddldnwiaansih sniueimsifeansean annsifansaninudasda
ecchymosis J898931A D epistaxis, gum L8z oral bleeding, petechial hemorrhage, gastrointestinal
bleeding Uaz hematuria MN&1GL a1n1TiRaAaNTULIY ITuiianaanluanasiuny ldias*®

WAV APDE WU inmusiwgiwida wadnneadasnumanunentluniudueins
ldiuri Hookworm, Trichuris, Ascaris, Enterobius uaz Giardia lamblia laswuilszanmiasas 56 81149
d A A v A A ' A o A o A X . .
puanaiannFInszauaniiduasnenduw Ha9InWURANIUVBINILANIUBES eosinophil LAz
IgE*
MIIHIRL AU TIRAINENITIAY IINNUNTATIT CBC 813NLNITTAINNNITLFLREN N1 leu-
kocytosis WU'l@Tasaz 80 Hauninuanaaiiealnd aranuinaatdaadinin 100,000/ lulasdas e
=3 v ~ 6 A = A A T a_ A v v v
Wwnias aaslssiieanuinaaiaadawmalng @adan uaz granule thas wu'ldlszanm Sauas 84

. s ‘:; J ¥ . . 1 o o . .

WATWU eosinophil LNNABUIzU1kTBEAE 80 N1IT eosinophil 27308 WU 2-3 gUa# szau eosinophil
§9912300RE 4-43

lastlidmainsiamzianzas duiumsldduushungisuazdinaseuduizasnddn’
anaRa sl diswent asuiunstasnueimsifeasan dhildgwideneaniuussdududasld
InaaLRaa Lsaidnennsoilsadnisnna baluaidseann 2-6 Lhan
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2. Drugs

NASUNIUNITTNWIBINEALEaafinuLasfa Acetylsalicylic (aspirin) aspirin ¥nl#inaaiaon
vomdalnd Tasgugaenlss cyclooxygenase (COX-1) ¥nlwin1saas=euaas thromboxane A2
aspirin lindaiiaarnuiadniananaigvadiniaiian mmjuﬁuﬁaanqwfﬁ%ﬁm aspirin @8N
Ej:&l non-steroidal anti-inflammatory drug (NSIADs) I@ﬂﬂ’uéﬁimsﬁwmmaa cyclooxygenase Aot
AL I nadINEaLE e AN AUANASITIAUaI8NLYINTS Wanandt aspirin SerwsnyinlwiAaidonsen
Aadndlunisnusniialaae?

3. Renal failure

mMsvhupesinaatdaafidaundlu renal failure SAnananudalnduas platelet adhesion,
platelet aggregation LaZANIRARITE platelet factor 3 N13§1723 platelet aggregation test WLAMUN®
Un@sa agonist a8 TUALTW ADP, epinephrine, thrombin L&z collagen'" lu;‘?ﬂmﬁﬁﬂytym renal
failure ﬁ?uwud'lﬂi:mm‘?amaz 25 3 mild thrombocytopenia TI0A8 8LV thrombocytopenia LN®
27N impaired platelet production ﬂavlﬂﬁv‘iﬂﬁmﬁ@Lﬁa@ﬁﬁmuﬁ@ﬂﬂahgﬂm renal failure @an1364
289815 guanidinosuccinic acid WAz phenolic acid TITUNUINAALEDALAZTATININITVINNUVDILNEA
LR26 lugjﬂamﬁ'\aﬁﬁ dialysis WUINMIYUTaINEALEaacdw M3 AR I e Wi ldnadants
T DDAVP, cryoprecipitate LLaZ platelet concentrate transfusion lunitﬁﬁ"lajmmmmqummiLﬁa@
gan e’

4. Liver disease

ik pfifiaywn liver failure %38 cirrhosis Asfinansznudanisuisdvasidaannmnimss
coagulation factors 8a@a3 thrombocytopenia 3710 portal hypertension, hypersplenism L decrease
thrombopoietin LazwanINAgINLIN SR aar AN GG IBAN NN IR platelet aggregation
defect #a ADP W&z thrombin nalnfivihlwindaidaavinuieUndiinannsiisduwses fibrin degra-
dation product NN IANAUTEITZUY fibrinolysis FnlisunIwmsvwesniadon®

LBININITINEN
% v ! ~ =\ o a =Y .&’ > = £ t:i a

LmeamﬁﬂmgmﬂTsmnamaa@mmuw@ﬂﬂ@ PUNUMITUAURIELNG winidulianina
g g { 1 v v Q qu/ a 1 Qs Clq:
Iunmansiesannannglindieg daslinisinmlaaudy wu lsady liale nunamngam

1 dl ) v =3 A o a a 1 Y =3 A o a =Y 1 o a 1

4 9 mﬂummqml%mamaa@mmumﬂﬂ@ mugmzﬂsﬂmamaa@mamw@ﬂﬂmmmLu,@ Yaid]
NIINEIFNIZ SALIRANIINEIAD UmsﬂgﬂmﬂLsﬁaﬁﬁuﬁwLﬁmﬂumﬁﬂmﬁﬁﬂﬁgﬂa JRILVININN
Iiﬂi%%ﬂ’m WAS™ uaz CHS® sukihoniiannisiaensan El,ﬁms%'m:rﬂ@aqumﬁa@aaﬂmwwzﬁ
NUNNMTINBIG1 9 A

1. Antifibrinolytic agents llunsdiianaanlu mucosa 11w epistaxis, gingival hemoarrhage
138 menorrhagia NiliaNuTwLIs NN nIaliTwiumsinmaulueimaiensanfiiianuiuusann
& A A o L . ~ . A o va a A o
U1 AITRANLALINNS LT antifibrinolytic agents 1un¥8l hematuria Luaaﬁnﬂmamlvxm@amaa@q@@ﬂu
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maLawaanz antifibrinolytic agents NilZa glfluﬂ?]ﬁ;u”u"lﬁ WA Tranexamic acid VW1ATUUTENY 15-25
an.J/nn. uidlwnn 6-8 F3lug W58 10 An./nn. Iimanasaiiaadinn 6-8 59la9 gnitaunsanaud
inentntnlea 1unsdl local oral bleeding 11w UstamAinoun lagnawsialwidu 5% (Tranexamic
acid 7W1a 250 un wanlwin 5 96)

2. Desmopressin (1-deamino-8-D-arginine vasopressin, DDAVP) ﬂavl,ﬂmsaamm%iuaa
DDAVP lumssnunindaidanrnauiadndiusslddostaia us DDAVP nazqulina endogenous

14,15 &

& o 1 QI g . 1 L4
release 184 factor VI s vWF smmamvl,ﬂqmimmumaa platelet adhesion™ ™ 431 9IS D

16,17

DDAVP a13liwavinls BT a?uaﬂmﬂ“ﬂm storage pool disorder L1471 LLazwudﬁgﬂ’m BSS i BT

18,19

a1 enadle’ DDAVP 15uin'™" agnglsfiany mineuanasso DDAVP 1u§ﬂaﬂL%§iwf:"LaJLL1Luau
AINAFAUNIINAURUAIGD DDAVP ﬁaumiﬁm‘”@mmmﬂﬂ% d'mg\;l”ﬂw GT vimazlinauauasda
DDAVP DDAVP #idltludszindlng duasfialvniswasaidans vwia 0.3 uan./nn. (VWAFIFA 28
UAF.) HaN NSS a4 ldUSu1a7 30-50 ¥a. 8aN19aaALAaAGI MK 30 W17 81NNTT9LALIUas DDAVP
@A flushing, hypotension, water retention Gaonavildiie hyponatremia Vl,&iﬂ’ﬁslﬂmﬁﬂmﬂq@%’m’i’l 2
1 Msaauanasda DDAVP azanadiian § Wilalien (tachyphylaxis) aaslisnsnieann 24-48 T2 lusrian
1 DDAVP snllna aaviis S9unssinlwls DDAVP %q@mmﬂﬁa@aanﬁvl,&igmm uaslfimatiasni
mmmﬁaﬂaaﬂmnﬁ@mﬂ'ﬁﬁlﬁm@iaa’m'mﬁa@aanﬁvLajguLLia

3. Platelet concentrate transfusion lWlunsdingaiiaarhnanuialndng 2 M ITuuTILaz LAl
AoUAHEIRaMISNEN AR 2t lha MIlrinaaldoaTuTuanaRunULRENR 8 transfusion-transmitted
infection, allergic reaction LLa:miLﬁ@mmﬁ”ﬁoQﬁ@"ﬁumu@iamﬁmﬁa@ (platelet alloantibody) I@mﬂﬁ
@Tmmmiamﬁ@Lﬁamfummﬁunuﬁ@ﬁummia HLA antigen %38 glycoprotein fanewe'ly 11w GP b/
IX/V 1u BSS uaz GP lib/llla lu GTanansnaamaianssssniidiumudainiaiiiaald lasldinge
Baautununsniaslaiionann walw HLA-matched platelet uazmsliindaidaadutuann
4% plateletpheresis 9zaaANULALIA1 9 Wisufpuiumslwinaaidaadutuain random donor

4. Recombinant factor Vlla lm”l,umniﬁ;gﬂ'amﬁ@miﬁwgﬁﬁmmudam§@L§amm:ﬁmms
\Haneanjwusv™ Isnumsls rFVila luauia 80-100 aan./nn. lu@fﬂm GTRfaNm3iaanaannarh

tonsillectomy Wuin lanaa?!

nsYa9n
| o S 4 o o
Hia3idaTUsz4167 (identification card) Fsuanlyn uuwinen1sguainm uaziasnadw
dadanulsswenuianlinmisguainsdszdr guisnduitarsninidoinsldenlunga aspirin waz
NSAIDs a¢° msmmtﬁaqmmﬂuﬁaaﬂmLﬂuﬂizaﬁw LRZINENAMNEZANAVDINURILEND quj
A A o A a v o = v 1; 1 A
wijaddszdiden a1awasanli hormone lumimiuguiszdindauliunainauauaz lisnniinly
- q = G v v o . . %
21NTLRaAaeN epistaxis mawm:mmsnmuqﬂmmzlmsm anterior nasal packing @38 gel foam

A Al ° T~ [ = XY . o | < A °
Laa@]aaﬂmww‘nlumimvﬂu mmml%qumaa@%mﬂ fibrin sealants Eﬂ') ﬂIiﬂLﬂﬂ@Lﬂa@'ﬂW\ﬂu

121



WIRT Rz TORUA Platelet Dysfunction

Aatnduneme snaeeldsindadaauazaulsznauvadidanlumssnen aoiusn3a329 anti-HIV,
hepatitis B, C profile Wz liver function aginsiasilaznitansa wasl¥induw hepatitis A uas B ﬂ”ug?ﬂm
mjwﬁnmwf’
T wnsasde WU fimay
1, gdl”ﬂa s &9&8 Inherited platelet dysfunction LLa:@TaamimmtmmﬂmsmaﬁﬁhwazLﬁ'm@w

LT NNIRIAID platelet aggregation, msmmmmmﬁ@ﬂﬂﬁmdwvugmmLﬁaﬁuﬂ'umﬁﬁad'ﬂ

2. Qﬂw platelet dysfunction dasnNIINAFAUMIABLEUAIGaLN DDAVP wiaf linauanas
da M3l¥nssneiiiasdudie DDAVP waz/mia tndaidan

3. Qﬂm WAS %38 CHS ﬁﬁaﬂﬁ%’umsﬂgﬂmﬂmm:@ﬂ
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G6PD Deficiency and
Other Hereditary

Hemolytic Anemia

ANNANEAL 193V

w

UNIN

mMfannidaaeauasuandefiiinanuanidia (hereditary hemolytic anemia) §3NTALLI
sungauiulsznavaddaifieauadldidumangulng da anwuiadnduesdlalnadu ldud 1s
ATIARTLY (thalassemia) kazFlulnadudaln@ (hemoglobin variant) AuAaUn@vasianlod taun
nzwiadiaulad 3-Bn-Wa (glucose-6-phosphate dehydrogenase; G6PD) nnizwiadiam bl lng
an lawua (pyruvate kinase) wazion oy LLazmmc‘i@ﬂﬂﬁmauﬁiaﬁmma&ﬁmﬁamma (red cell
membrane) L% hereditary spherocytosis La2 hereditary elliptocytosis LIua ﬂ@;wi‘sﬂl,mhf:mmm
rltiAaemsfaniuuuiBeunaunseisess waxlansusuiuifmdnfie s19aTanLaInIem
\AABIALRABILLL indirect hyperbilirubinemia tilaasamiwasl fudnsaznuindaiiaauasdsan
(reticulocyte) TU5ananAud wazwulaliaauaidansacialndauussaing

t:? 3 =< 1 €A A A A
sluuwmzﬂm’ammazwmaLauvl,srm -BN-NG

N1IETNIBILDW bl I-BN-N6 (G6PD deficiency)

AMEnTadtaw oy GEPD Lﬂumm@;maamauﬁ@Lﬁa@LLmLmﬂd'lyﬁLﬁ@mﬂn'ﬁmmauvlsmfﬁwu
VL@TﬂasJﬁq@ mazf‘:wumﬂlun“ﬁmﬂﬁﬁmﬁzm@maammL‘%U lawn wansn 1aLde aziaannand was
LaUNzLALNALa e T U™ ?

@ lod G6PD ﬁ%ﬁﬂﬁéwﬁylu Hexose monophosphate shunt %%aﬁﬂ%a%ﬁdﬁa Pentose
phosphate pathway (PPP) I@]ﬂLidﬂﬁﬁ%ﬂ’m’]‘iLﬂﬁiﬁl% glucose-6-phosphate il 6-phosphogluco-del-
ta-lactone wazii/asu NADP il NADPH %9 NADPH az1/asw glutathione Tstfln reduced form
Avnwinfiasnii oxidant injury lﬁﬁ'unmsﬁaﬁmaﬁ'wma lasannidaaeauassins NADPH léann
PPP 1paunadinn nzwsasenled GePD sinadaidaifiaauasdutaninaasiuszuuing®
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lunnazdn@ taulad GePD lullaifaauasaziwihfiagluszaudninfisnannyilaais ad ox-
- o X Y RN . y
idative stress (WaTW Lawlad GEPD Azt Itaulin ainu gidnzwiadienlad GePD ulaz
A & v o ! o AR o ; A = A
fianlodagluszaudinhawily lunzdn@ladn lugaseims uazazusasemsdaannidaiien
WAdLANLAUB4 oxidative stress NNNINUNE®
i GBPD (G6PD, Gd) agjuuuausnivadlaslalan X dunik Xq28 amzwiasiawlsl GePD
TNENAYNIWKINTINULIL X-linked recessive adwis {idnTizwiasiawlsl GePD sulwajiduiweame
. & a 1 v A
(hemizygous male) Fidifiuniia Ga- unlaslalon X uazdrudosiduiwandly (homozygous female,
Gd-/Gd-) 8¢9 13na wieMidunine (heterozygous female, Gd+/Gad-) 81AUFAIDINITVDINIIEWID
D B . . . {
au lraf ladsaTursanna bn X-chromosome inactivation Ntawalas Lyon tud a.¢4. 19619 laslulay
A o ! A A & AaA v A& .
X nhnulusdazisasvasndanidunmenwansazidulaslulanniin Go+ wia Gd- Ale Dasulng
o v A . & ' Ao A o ) P2
FARIUVDI Gd+ Uar Gd- wlnalfsdasniasadd walunwinzuinelagasinnaan laulasunite
(skewed X-inactivation)® ¥nl##lfu Gd- 1NN azlszauion kuddantandannIveIn1IznTadLath lasd
X e
G6PD 4t la
Aan 1 6 = ot o 6 o A ~
gINIMIARRNYaINIzNIadaw i) GBPD JanusunusnuszaLvadenlollwion uazaia
vaimadfuudasluszauiu maudszduauanuguiniaaudinaenloduazaininiaidin
@ o oA o A Aa = & v v A P A A o = A
16 4 5200 Ao 72auN 1 USuamdwlodiasninseuaz 10 vasUnfuaziionnifaisessannidaiian
= et A [} a . . . o t:l a =3
LAILAN VAIZANNRILUTIININUINLAG (neonatal hyperbilirubinemia) $AUN 2 WAz 3 USNND4LEY
lodasnitseuaz 30 lunzdndazlaifionnsda wdazianuiiosdenisiianizdadounanain
[daliaauaduanatnadaUNa (acute hemolytic anemia) LazANEALRRBI IUNIIALINIAR FINTZAL
::i A a =3 VL 6 a 1 o > Q/EL n‘ (4)
71 4 AoUSunoudnlmiUnd LaeInTLLITEAUANUTULTIAILUATTIN 1
Aaa [ 1 6 ) > o z:.,' A 1 o
myfaasnensadienlysl GePD vlasmyiaszauian lofludaioanad saulumsnsiana
nsadlulszmnsmansalienly semi-quantitative test LT methemoglobin reduction test %38 fluorescent
spot test
a o . A o v A . = [ ' A & ' A o o
HaT4 (mutation) N ALAA GBPD variant 45189114031 100 THa TILAsTRARANUTNNUS
% % 6 o ana ' 6
nuszauvadenladuazansuzammeadiin ludsanelnyg anugnuesnnizniasanlsd GePD
lwwamoagniosaz 11-157% G6PD variant inutianfia G6PD Viangchan, GBPD Mahidol, GBPD
Canton, G6PD Union lLaz G6PD Kaiping®'”

1 6 Y
mmﬂlaam'szwmotaulmd G6PD LLaznN13INeN
v A : & . W A Aa ] A o o o
EV]NI]'\']$W5BGLQ%VL"IJ3J G6PD a’mlmuuvlwwmm‘i@laa@mm VUNINFIVLRAIDTINNILNBFUNRND
. . 1 AaAa 1 6 1 v A
oxidative stress A1 9 B'Tﬂ']ﬁﬂ']\iﬂﬂ%ﬂ?lt’)Jx‘]ﬂ'TJZWiﬂGLi’J%VLGIiﬂJ G6PD LLUGﬂaﬂVL@Lﬂ%ﬁ’]iJLL']JU A NI
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13939 (chronic non-spherocytic hemolytic anemia, CNSHA)
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@131911 1 NSULIAINIHUIIVDINIIZNIDILaW 7] GEPD

Class Clinical manifestations G6PD activity

(% of normal)

v None >85
H+111 Asymptomatic in the steady state, but risk for neonatal <30
hyperbilirubinemia, acute hemolytic anemia, favism
I neonatal hyperbilirubinemia (severe), chronic <10 in most cases

non-spherocytic hemolytic anemia

aaudasanianasandaen 3

' ' =~ I~ 1 3
@13197 2 gfigInNsaNszARIRINALIARaALAILAN kAT WIastan sl GEPD

NANYDIY A081981
Antimalarials Primaquine, Chloroquine
Sulfonamides and sulfones Sulfanilamide, sulfacetamide, sulfapyridine, sulfamethoxazone, dap-
sone
Other antibacterial agents Nitrofurantoin, nalidixic acid, chloramphenicol, ciprofloxacin
Analgesic/antipyretics Acetanilid, acetylsalicylic acid (aspirin)
Miscellaneous Probenecid
Dimercaprol
Vitamin K analogs
Methylene blue
Ascorbic acid

AALLURINNLANEITONIBIN 10
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1-40% w9t 3 32al
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[ & A £ o W o o ' o | A X v & D A v '
TunsuLise m@*‘nuvl,maﬂ@slvl,uvlmuqumm@; LT 14 aihalmaiﬂwmmumlumammﬂwmwmammw
A ilot Vel ﬁwvl,&ivl,@‘f%'uﬂ'ﬁ%’ﬂmﬁgﬂﬁaw:ﬁ‘*ﬁaﬂﬂ'ﬁ lltuawiaziale lunia
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1. Venous clotting time 1%;@’3mIsﬂﬁiwﬂLﬁymﬁ@ﬁguLLsamﬂ e ThaTULTILWNAIT
nUn@ (@1Un@ 5 -15 win)

2. Mixing venous clotting time* 1J35n13a 1388948 9 Tfthodulsadlufifoe wiad
70729z NAUFIINARANARE 3 NAaA waan 1 idurasaila) naaan 2 latduunaiaas VIl iy
09 1.2 o %@ LRZAAAAN 3 lalauLWaLaas IX [uTw 1.2 o%a ADUNITATIVAANUINAL 1 KA WID
15 lulasaas adluranan 2 uaz 3 i liinataasTuTwnnwAsaaaza1u luinak LLa”'szLﬁamg
118678 two-syringe technique Lﬁ:uLﬁaﬂgﬂw&luma@maaaﬁa 3 1800 NRONAT 2 NN, LTULNWNIT

6 A = & & A A o ! v o a & o
Nsudatnraean 2 Lay 3 LAUIRADANARAITIWRI 5 AT Lwawamaaﬂgﬂaﬂl%mﬂmLWﬂmaimm
v A

v ) A A = o A = = o A o | ' A
Tu‘ﬂa%ﬂ%%aa@ QULQQWWLQQQLLTG@I{L%%QE’]@W 2 Lae 3 L]JTEIULV]E]UT]ULQE]@EH]JQEJE’]EJ'](]L@IU'JI%%R@@
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71 1 Amananlinadfedbusnliadlufifon wedldategndas aouansluenT9n 1

3. Coagulogram i activated partial thromboplastin time (APTT) 812031106 Wl prothrombin
time (PT) W&z thrombin time (TT) Un@

4. Factor assay 103z@U FVIII:C uaz FIX:C 61 <1-40%

5. DNA analysis’ Lﬁumimnmmmﬂ@ﬂﬂamaaﬁuﬁmqumm%nmlm@a% VI %38 IX
ALTILUANNENNTDUBILIA b LTU large deletion, intron 22 inversion, nonsense mutation ﬁiama‘ﬁ'
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AN IEIRINUUITBNTUT I (inhibitor) ladeuaztasnin® Gﬁamﬁ’ﬂmﬁluﬁﬂmﬁﬁ inhibitor
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AT AR (subcutaneous)! wnusAATNNAINLHE TEDNENNANLAZNALSIIMNAA LAUNU
Jszunms 10 w1

1.4 nMIoanmaIng ;‘TﬂaﬂI‘iﬂﬁImﬂLﬁﬂﬁaaaaﬂﬁ%ﬁmﬂnﬂfu AWNLRNNZFN A NWIN
Vl,ajﬁmim:mm:l,mﬂ;mm W 31890 1w Jetas inite JanI8% 3 88 %%aa”mmuag’n”uﬁ

1.5 gunwniald ldlwlasdim innziwinfunazilddadni g lasawizdaiin 9o

A o v o o o o ° (= A v o ' v a X YR Aa
82 INNWI BT ALY DILUNTUTNRINNNN LT lantaidanaan it aadnan latNud ihendigunw
LD9LII9 TN RaRaNEasNIN LazrINAaINILRanaanARIuLDwUNG lai5an3n
A7 & a ~ A A o A

1.6 mimmgimmvlﬂ I@alﬁssu“mmﬂumummamqahmmao wWadduaasluwuiasas

FINTANNETaL s lAR UNLa Wl L9504 maamﬂm@imﬁmﬁfmm:‘*ﬁ'sUL&%&JLL@idIuﬂwaﬁgﬂLﬁaiﬁQ
H & ' = a A & v =3 = = o v ¥ o

ﬂ';zﬂmumaqummwwmwysm LUULDY NILAaN LG &N TONIAWLA LLazgﬁmLmﬂmwm"lmaa

135



° o a A a A A s
S IWNITIE IUFNNT TsadlaRiauuazlsn1auIafuuIne

v
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1.7 NMIINEI0LNATUIITNIGIWANTINGET N1IU0INH UazNIIUN TN IR UaAR DA
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LRIRZDG

2.2 tuduunalng Wamdsznavvasfoaniouwaaasidutunou SULNg

2.3 miinawdensanswialng wisdensanlude ThlTiszaudiaiinds as9az 15-30
Wit 00 1-2 Tlud T 48 ﬁ'ﬁimuimﬁalﬁﬁawq@

2.4 tifafsanludaszazusn 1ENdaRiae (elastic bandage) WiklAriuA wazasiasin
WD LT D Th

3. mMssnEnaunuaguanasinIwnIadnlsenautian’ wielaidu 3 s
3.1 lWmssnsnaunuilaiionnisidaaasn (treatment on demand) ;Eﬂwﬁﬁmmnﬁaa
€ai di o 6 v Y A 1 A ni
2ANATITWLWNNEN LTINENLIANaTULWALAa SNt URIadULTzNauLadLaea (AN97 2)
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1-2 A33 NN 12 fﬂmlu;‘?ﬂwkﬂﬁiuﬂﬁma uazYIN 24 %’aimluﬁﬂwkﬂﬁiwﬂﬁﬂﬁ
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A A e A 0 A & v A
21MILRaAaaN 1ATIN1 IR kaIUNIUTLTuWUA iulasesnisnase Lo ANFINTAIN® 8IN3LREA
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Aaf oA @ o o b ) o A ] i
NaUu danlud w.a.2559 Taisunamlinssnsuuudesnuluamadiisonin low dose prophylaxis
2110 8-10 yik@/nn, FUART 2 A39

4. N133N®1A218 DDAVP

DDAVP (1-deamino 8D-arginine vasopressin) %38 desmopressin Vl@Tgnﬁnm‘L‘*ﬁ’lumﬁﬂmQ
thonddgwifanaaniie 1iu lsadlaidoe Adanusuussias (FVIIEC >5-40%) adudl W.a.2520
RINNIDLNNTZAU FVIIEC ez VWF 16 2.5-6 1711 1a88 3 1™ T%iauad DDAVP 7 laNaffaa THhaae

136



° o a A a A A s
S IWNITIE IUFNNT TsadlaRiauuazlsn1auIafuuIne

NWaaaliand (4 NAN/NA.) UWIA 0.3 NAN/NN. (FIFA 28 UAN.) a=aneluinnde 0.9% 15-20 ua.
datnaaaieadid g luaan 10-15 wifl azldnaneuauaigiga 30-60 w1l donsuin 8-12 Falug
£1 DDAVP §i7asnatng 1“119)/[,@TL.€)°W’]$E§‘LJI’JEl‘ﬁﬁmﬂ’]ﬂﬁaﬂaaﬂvllj?%uid WI0AINMIYNRADNT baiNn
LT q@wwu nounm oot olasuemansas msnausuasdasnluasinaseslanalidivinnss
uIn doanyalien 24-48 1109 nanazisulwendelusn wananit DDAVP Ssfigniiivmiazansan
\Haa AIslREN antifibrinolysis L% tranexamic acid I¥%1@ 20-25 wﬂ./ﬂﬂ./ﬂ‘?{l AWINaE 3-4 ﬂ%ﬂ RIPL
el

5. NIQUATUATNH

ms@uaqmmwamﬁmaawa FRIULTINWIAINUTZENA TS 2 ATI WENENAIATBIRIN NaWA
azv‘iﬂﬁ’wvmgi LLa:@TaaVL@‘T%'Uﬂﬁm’mwvumﬂﬁ'u@]u:wwz‘i’@im,@imq 2 H035 udrdaauaTIat ez 2 A3
raunnsmansalini lusuldluseanianfinannuasnly ugraseumionuaziudradanie
\foa (dental splint) vl lddasliunanssiduduuniihe

n15daIn
1. mnesgnziaulsaslailiasuels
nisnaseungiolsadluilidenindudasldiudunsih Ui nmmeiugemaad loun ul
AF7 1198 ﬁﬁLLazﬂwaaQ’ﬂaslﬁl,ﬁuﬁﬁaaﬁ'mm Wosfassnenddulsadlufidouds myitass
menfdulsadlufidsudsandsziaasaunsa wislaiiu 2 nga
1.1 w@aﬁﬁﬁu%‘f&ﬁLﬁmmaazhami,%a% (obligate carrier) lag ligasasranianasl fiia
M3 baun
- gnanzesdthemalsedlufife

H
a

- wihindgnmeoduliagludias 2 au wisunni wisndsnilgnmodule Fludias

v

1 LLa:QﬂmaﬁﬁﬂiﬂﬁIwﬂLﬁmmo 1 ah
A Aa = ~ A A A o A A v
- wijindanmoduladlufite 1 au usslifeniadasmensagnAdmenisansan

u

Wulsadlufids 1 aunsannnin
1.2 wisnarnddulsadlafifaurds (possible carrier) dasandunNIATIINIWDIULA
mynddulsedlafidoudanialal lawn
A Aaa A A ' \
- anamvesmdiniiuliaglafifoudsatnouinan

1
=

sndanmudwliadlanias 1 an lagluilszidasauaia

U

.« Wil
. wiidsludgnmedulsedlufite waiiUsziadauluaseuaidulsadlufide
miaTanmeasl fidiRensitesunziddulsadlafifoudsznaudisnmiamatass
MIuTIaaa9la0a (phenotypic analysis) lagnTiaszauaas FVIIC w30 FIX:C fhldszaudini
50% 1_i01_|amfﬂm’jaﬂmfmﬂu;jﬁﬁﬁuiiﬂﬁiuﬂLﬁ'ma n3aiurlsodnawinon wenanil e1ald ratio 189
FVIII:C 1l von Willebrand factor (VWF) é1nin 0.6 iwnmsiaaaunizndinlsedlafiaoie ur
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FIUNTAN=H DNA T3assianuaunusluasauas) (linkage analysis) 370 restriction fragment
length polymorphisms (RFLPs) %38 dinucleotide repeats maaﬁuﬁmqummﬁﬁa FVII %38 FIX ™'®
8131301 informative marker % S TUNNIIRIRYN1ENAEWIIAT L UNRDUNS LAz TIRIRENIIN LN
& Pt o o P Ao A = A ' . . .

AYIA uamnnuiuﬂm;uummmmnm'mw@ﬂﬂmnl,wnwaauuisﬂaluﬂLaﬂ L4 intron 22 inversion
Anulasasaz 40 maag’ﬂmhﬂﬁhﬂﬁﬂ 18 THATHUIINN ANNIATIANNRAUNATHA intron 22
inversion LIH&1AULIN WIN LANAALAINTIVILATIERAIAMNAAUNEN LRI DY

wigaf lasumsitdeindugnguliedlafifowds Slamaassdansdgnmodulaglud
1RO 50 Qﬂmﬂﬂnﬁasaz 50 maaﬁﬂmﬂﬁ\mm LLazﬁﬂmaﬂﬂ@i‘"asaz 50 gﬂanﬁﬁukﬂﬁiuﬂ
a A Y & =< a Y A daa ~ ~ ~
Woudanilauudiaess 50 2893nR1ININNG amuzml%mgamﬂﬂiﬂﬂwﬂmmmwgﬂma

dau;&”ﬂawmﬂIiﬂ%IuﬂLﬁﬂﬁﬁm%WﬁmmmLﬁmmmaaLLaxmam%"J"Ld'ﬁLL@iamu"l,@T WIAN'le
anTy Qnmm:ﬂﬂﬁvmLﬂ%ISﬂ%‘ImﬂLﬁﬂ mﬂ"lﬁ@ﬂma Qﬂa’nﬁ]mﬂufgﬁﬁguiﬁﬂﬁhlﬂLﬁEJLLNGLL‘LLuau
£ ' o ' o ® oo | A { = a
sm?ﬂ:mmaﬁiﬁﬂvlﬂlmmgﬂ%mu@avl,ﬂvl,@ ’541LLuzmlﬁaﬂmBﬂﬂmﬂLﬁwmﬁgmﬁﬂ Wwalwnduling

TuAidsnualianasauasa

2. mPnanglsadlafidaunnisnluwaysad

nadan ldisiRenwayasieud fauddeitmimigiemaas gaunndazananayasiuayid
1a8n3¥i chorionic villus sampling Lﬁ'amqmsﬁ 11-14 glanst ‘Iﬂ%ﬂi@ﬂmilﬁn:ﬁ’m%’l (amniocente-
sis) Lﬁamﬂqﬂﬁﬁ 15-18 §le# "3aLane pure fetal blood Lfiamalqmsﬁ 20-24 o nmsnidn
weasgazilamaduliadlafifasasas 50 3962431A312% DNA W3an31a32aU factor VIII clotting
activity (FVIII:C) %38 factor IX clotting activity (IX:C) 1Ren33faaslsadlufidslwunimsnluasss

I5@1awIaaLUITWe

150aUIRRULTUS LﬂuiiﬂLﬁa@]aaﬂﬁ@]ﬂﬂaﬂ’]ﬁwyufgﬂiiwﬁdﬁﬁElﬂ’]%Lﬂ%ﬂ‘i‘iLLSﬂI@]El Erik von
Willebrand™® 1ud w.¢1.2469 wiadu 3 adia" fa

Type 1 D quantitative defects fyzauiawladuususunainas (von Willebrand factor, vWF)
aaad JanwaensanonaaniswusnssuLduluy autosomal dominant TopanuAaUnfvesduiing
uaing UniduanuRaUndluwuIiass promoter region nunnidunsunisrng lUvasdunia non-
sense mutations W&z frameshift mutations ¥NlAN138319 VWF 8aad UANMNINT B VWF H9Un@

Type 2 1w qualitative defects Sm3tasnutaslaseairsnes VWF SansmemItianaani
WHINTTUTULAINY type 1 UN9HaLduLLL autosomal recessive UaanmzANNAAUNGUEIEUNN
dunsasuudasfinnileindluunsdumits (point mutations) ¥inlwsnsmessns vWF ﬁﬁqmmw
@ lannL@a (mutant VWF) s‘fi'aﬁﬂﬁl,ﬁ@mmimmﬁﬁﬂLLazmimwmaﬁaaﬂﬁﬁamm@n@mﬁﬂﬂ
sanndangylaidu 4 ngutas fa type 2A, 2B, 2M uaz 2N

Type 3 1w complete deficiency 3261 VWF énann QﬂaUluﬂ@juﬁﬁlzﬁmmnﬁamaﬂﬁ@ﬂﬂﬁ

138



° o a A a A A s
S IWNITIE IUFNNT TsadlaRiauuazlsn1auIafuuIne

yuunadpaiinuliaglufidoiariiaguusinnn SmatnenaanInignasw autosomal recessive 813
wziduanudalndnseuusmaaisiaiasinis (homozygous) Wiadnani (compound heterozygous)
lagansmeanulalndorsazidunisanenyluve 184 %38 nonsense mutations Las frameshift mu-
tation 320U VWF i’JZJVf? multimer ez FVIII:C ﬁ]:@%’lmﬂ

DINITHAAINIIARN

@
v A A 1

Qﬂmﬁ'ﬂﬁaﬁ’wﬁm WRaaian Lﬁﬂ@iz%lﬂﬂﬂ’j’]ﬂﬂa UNINLREADDNINNIHIAA AADNIINI

riuansw exmadenaaniuda lunduiiiewuld lidessniiugiae type 3 iiniiu

MIATINRIlIIANS (@131971 3)

1. Bleeding time lu;jﬂwﬁﬁmmi;mmﬁaﬂ 9193 bleeding time AU dasdimIasianas
asilunofiasd a%m%’u;gﬂ'aﬂﬁﬁmms‘gmmmn 92§61 bleeding time y1annIUndunn lunsl jua
lunsfaaunanssnsassInladInlsznauvafionTiaa1d g A13A323 bleeding time TAuKa
30 917 1% bleeding time AWAIIINUINATN 30 W7 WEa 22 wiFi medwgﬂwﬁmmauauaam
MIINBILNY

2. Coagulogram gﬂwﬁﬁi%ﬁ_} FVIII:C @%Wﬂ’j’l 30% @il activated partial thromboplastin
(APTT) fgnnund

3. Factor VIl clotting activity (FVIII:C) 4unusfiavaslsianiafuusud nanée type 1 &
326U FVIIEC 35W319 20-50%, type 2 §32@u FVIIC 359319 2-20% Was type 3 d32@U FVIIIC ¢
NN (<1%)

4. Von Willebrand factor (VWF) SunuTfiauaslsnaud s A UL TUELa I T NIATIINI NI
M3 A umnzdanisiBaaslinianIafuuIuaae N3R5 VWF activity 1580731 ristocetin cofactor
activity (VWF:Rco) ﬁ]:ﬁﬂmjﬂ’;ﬁismau‘iaﬁummf (@1Un& 50-150%)

5. Ristocetin induced platelet agglutination (RIPA) Tu platelet rich plasma madgﬂ’a HEALG
84 U6 platelet aggregation dossawazUng snviu type 2B 4 hyperresponsive E%’J%Q’ﬂ’m type 1 LA
type 2 19MBa1lWNa RIPA Und fhazat vWF lwndaidaagandn 30%

6. Multimer analysis :J4n13503391A398319289 VWF ¥ lalulssnenunaunsuie duseload
TunsuanoiavaslsnianiaauuIwa LI TALI%

NN3INIRY

mﬁﬁﬁ]dfsﬂ‘imau%ﬁumuﬁmﬁmﬂni’&ﬁmaam"lmq@mﬂiwﬁiaq@ms] LT LRaARILAN
Lﬁamz@mﬂﬁ@ﬂﬂﬁﬁlﬁ@%ﬂugﬂammzmam%’a JunsaMIaaneanunAadndnaimsrnaanse
RADNIINGN 9 FIUNIIATIINWIRBIUJUANIINIATI90819%88 2 A1 1540991NNNIZLA3HA inflam-
mation M3PIATIH ldsunquriniia azvild vwF fszeutAnds wananiiseauves VWF 539wy
Wilaea Liaany O aud1n@vas vWF @‘%ﬁﬂ'jﬁlﬁawyj’ﬁu (@hmﬁlwaaﬂuﬂﬂﬁlmﬁawg O 75%,
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A 106%, B 117% uas AB 123%)

N3N
% &’ o Aa A A 6 A A a o 1 o
mysnndunuaiavadlsalawlafuuInauazanmaienaanfadndidunan lalanusudu
14133 ®19UNTZNI bleeding time 1duind SNLIHINENALREA0NTUUTINN LT \HanaanluaNe
v v 1 Y v (%]
1. nmslianaiundie dilnases wazasauaia
milianusunigihe dinatas uszaseuaduiddnninligieldsunsguainsfgn
das Uaariugtifng usztlasnuarniaiiansanuinainmsrieaa wannens g lagldldiaIoudadig
wihnaunsihiannsdana ansmsdasiulailiiidgiae type 3 dan1aiiaasaniuussninaeg
Ca X .
Tnsiiiaduluasauain
2. msiialawIaaLuIwALNALADT
2.1 Desmopressin (1-deamino-8-D-arginine vasopressin D) DDAVP) DDAVP (Juans
Faanziniduounuives antidiuretic hormone Suthanlgasiusnlulsndlufifvuszioudafuusud
lull w.a.2520" DDAVP azlunszdun1anas FVIILC uaz vWF annioadidulaiauy DDAVP 13 ld
nadlugiholsaauiafuusudiasaz 80-90 1 type 1 Uz type 2A uaz 2N U9 ¥wld l3a type
2B uaz type 3 1w1@fildia 0.3 nAn/nn. (awagiga ki 28 wan.) azanaluiinia 0.9% dauh
o v = o v Rt z 1 Qs a 1
naaaLRaAdI T g Wk 15-20 wfl v lszay FVIIEC uaz vWF gediundnazauidu 3-5 i melu
1281 30 WA UAAIBYUIN 5-8 uAz 8-10 TA. §1%30 FVII:C ez VWF anus1au §Iu3U W HINN
| < [ o | = v | =
150 aian./puff (N13W% 1 A33) 1A 150 wan. Tugfihiodn uaz 300 wan. lugdiodlng Sadusmags
Al A @ & . o
nidlglulsainia tnszal FVIIEC waz vWF:Ag 8991 2-3 i malwian 1 $alus
% a A 6 6
2.2 M3lawiaanuIwaulanasnaun
1aWINRLUIHALNALADSH b cryoprecipitatie wananilluunaiaas VIl iwudusiia Humate P,
) A o | A A FaAA A [ A
Alphanate uaz Immunate lZlumaiuiaalugiolsaaniafuusudniifonaan aauaadluaisn
[ Aa A A A o a A v A .
4" upzmilirawdafuusudunaiaas 1 glla/nn. iiaszaawIafuLIUdUNALAaT |6 2% T4 half life
WiNAY 6-7 T laawrinii luutue? half life 289 FVIIEC WAL 24 971u9 G9nininnsiiunaiaas Vil
dntu Tugiolsaglufifoie asmeuisfuuudunaiaaiiliidnlaziasiu proteolysis was
FVII:C ianasianngistasuazannuneaiaat Vi Wt il snfaanasiaszauuad FVIIEC
3. MIINBITNAN 9
o o A o i i = %o
mM3lFaneumIEasfNLien (antifibrinolytic agents) fa tranexamic acid PINYNDRINNIIRANEY
;;' o A > A o Aa . . 0 .. ! :
dufan ilunfmunziuniziianaanluaisizndl fibrinolytic activity g9 1w lugasthn lasa1aas
lfidunsinwudey uneiilfaasanliyuus) wiameinmiwild lasldluswa 15-25 an/nang
A3d A 2-4 ATIdaTIn inszUsudsenu (daas 250 an.) uazda (250 Un.) 10 WN./NN./ATS
Conjugated estrogen Hanslumvutdsaaianalnit laiwise indaslilusmags uaziionld

Ty ﬂﬁﬁszgaaﬂmmmzmu
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agﬂ
V) YR P = A A o A £ o Aan % A o
migLLasﬂmgﬂ’meaMﬂLaﬂLLazBmamaaumu@ﬂﬂ@wa@ muﬂummumsﬂmﬂgﬂ@ma
'mLqumﬁm:niam”m:wmqﬂa'lmmomil,l,wmﬁﬂ”u;jﬂfm ;jﬂﬂmaa LRZATAUATY NI BIN
AINILRAABAN LAZIANIITNEIANNIIAaa 0N atNINUT=ANT NN TNNINIaTIIME N uusls 1

ﬂaaﬂ”uvl,aﬂﬁﬁ;gﬂa ﬂﬁﬁmm‘nﬁa@aan%ﬁaqwmmnswlm
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A13719% 1 n1suiawna Mixing venous clotting time

“aan AIBHEN afiglwnsusiseavasiian
naag Eiﬂ'mi‘]ﬂ“?i 1 ;Eﬂ'msmﬁ 2
1 Lﬁ@@ﬂjﬂ?ﬂ 2.0 4@, g1ININRIG BN
WinnL 15 N WiNNL 15 N
2 Lﬁamjﬂ’m 2.0 48, HEUALUNALADS VIl [ads  #undn 15 wifl 819131 15 WIT
3 Lﬁamgﬂm 2.0 YA, NENAULNALADS IX LuTH 819N 15 WN gunin 15 wifi
MInUana lsadludide 1o Isadludiae 4

P % a % % ® o =) ] o Y = ) A
131791 2 ‘Iﬁﬁﬂﬂ'\‘ilﬂ&l‘i$ﬂﬂﬂ%%EIﬂ']iLL'ﬂ\‘WYHIQ\‘]Laaﬂﬂ'lﬁ‘iﬂaﬂ?ﬂriﬂa‘[&ﬂlaﬂ*

a -~ [ [ [~ =
FHAVAIDINITLRANDAN S2AUDIUINUNITUTIAIVAILRBA (%)
nl U %] 5 ‘:; %) U
ALTNAR srauaganzansule
\RafaanNNaINLha MILEULNE RONITNHNUANIIN®  20-30 -
2. Raqeanlunsutiaawalna (8n1i ileopsoas) 1Raa  40-60 20-30
aanluta LNARNAN (W% 3-7 1)
3. HIAAUVWIALANDIUIWAAY 1% HIGA LRAIBNLRY, LAaa  80-100 40-50
aanluannd, NMILARENANS, 8108, 9ILIZEIND LAY ile- (W% 1 §UanA)
opsoas
4. dhaauwalng 1w iaets, nIadaasuad 80-100 40-50

(W% 1 FUAARTDIUUKNARY)

* Factor VIII concentrate 1 gﬁ(ﬂ/ﬂﬂ. Lﬁmmyml,wqama? Vi e 2%

Prothrombin complex concentrate W38 factor IX concentrate 1 gﬁ(ﬂ/ﬂﬂ. Lﬁ&]izﬂyﬂLLWﬂL(ﬂa{ X 'lo 1%

FFP, FDP 10 ua./nn. winszauuwataas VIl 'le 10-15%, unewaas 1X & 7-10%

Dry cryoremoved plasma 10 48./nn. L‘ﬁINLLWﬂL@lag IX ¢ 7-10%

Cryoprecipitate 0.1 q\‘i/ﬂﬂ. L‘v‘\ilmvaLLWm@lai{ Vil la 10%

Heat-treated lyophilized cryoprecipitate (1308 200 8%a) 1 gha/nn. iuszauunataas Vi e 2%
“ mMafuuns aalny naunn lunamefiduduniadinlsznauvesdoaieansadadlugunas
MRADNNT BNIUNUARNNS LT fibrin glue $7UNU dental splint 813 A2 Mo LWALABSINTURTDFIN
Usznavvediien
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@15197 3 N13039NRBIUPLTAN209l3A10UINAULITHATHAG

Type Bleeding

time

FVIII:C VWF:Ag

Ristocetin RIPA in PRP Plasma Platelet vVWF

cofactor multimers

1 Normal or T ‘L

\J

\J

2 T Normal or»l« Normal oer ‘L
3 T ‘L‘L Absent

Normal or \L Decreased Normal or \L

Normal or \L* Abnormal Abnormal or \L*

Absent Absent Absent Absent

* Except type 2B (increase sensitivity of ristocetin induced platelet agglutination and normal multimer

in platelet)

RIPA = Ristocetin induced platelet agglutination

PRP = Platelet rich plasma

P o Uy a a €l A A
M1919N 4 ﬂ'l‘;’imslflgjﬂ'.lﬂ‘[’iﬂna%’aaal,l,‘.lJS%ﬂ‘mJa'm’ﬁl,aaﬂaan

ANBMENS WA FVIC il s wanason Whnang
ARTN (a%a/nn.) 1w
madaalng  40-60 Tuazais INWIITAU FVIIEC 31NN 50% INNTILNARIL
ANIHIAALAN 30-50 uazaa INWITLAU FVIIC 1NN 30% IUNTIHERL
HIDTULIUIN
Msnount 20-30 1 0% INTEAU FVII:C 31NNI1 30% wWnaenwas 12 v
\HananLad 20-30 1 0% IN¥I3ZAU FVIIEC 1NN 30%
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