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fiheaufhulsedlafife o olsetiehemoamatiug
NI X-linked recessive fihusmlunjinag
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A a A Aa Aa Aa a D‘
15e8lafide 1 AeanennAnUnduesdud
MUANMIETISUNALGSS VI Unuaneives X
Taslalay Usenaudiy 26 exons wazad1aane
polypeptides Aflenuen 2,332 amino acids
U5enaume domain 3 7He Sesdhriwdn A1-A2-
B-A3-C1-C2 #9lua1199 B domain AsAamaien
sharlsiazishiug sidennti agdl intracellular

cleavage 131704 B domain MaufiazaansngnIsis
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o luguas heterodimer Fovaznauludan
heavy chain (A1/A2/B) Wa¥ light chain (A3/C1/
C2) I@&Jfﬁuagﬁu von Willebrand factor®
ﬂtywﬁéwﬁmvaehwfiwmms%ﬂm Hihelse
Flsiidefiae madanvsnsduuawet VI 49
wuSouay 5-25° dan g iiu 1gG4° lauans
ARSI B0 A2, A3 domain ATUMI
MInNdiusTunaaas Villa fuuweaimas
Xa lurnsdisnsdhumene $idufy C2 domain 9t
TUMUMITINGTEUNAWaS VI iU phospho-
lipids’
fadudssdamsifiammyansdmumamasl
dihulsedlaiide Toun enspuissadlseslfiaey
Mynthy anaReUndivesin sliasmdsnauses
Goa e deluiihelselaidentiopuasnn
fslenufinUnGvasiiuii stop codon, large de-
letion, inversion 984 intron 22 %Lém@iamiﬁ@
Measiuamasinnn?
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eaunihe

dihedinnelng 0wy 9 Wau thustwmsmegs
Yoy ngamne Aadsed@ 4 ge 156 Sunouan
Tsowenina Fnindsfiuandhe thewmidndios ol
LAs desniBuATonna aan Sunsasasnmf
I‘sawmmaLmeﬁfLuLwnqamWﬂ dsumsitiadern
i atypical Kawasaki disease with febrile
convulsion CBC W5n5U Het 20.3%, WBC 13,200/
ML, N 32%, L 60%, M 4%, E 3%, atypical L 1%,
platelet 913,000/HL, MCV 71.8 {l, reticulocyte
count 4%, Heinz body-negative, inclusion body-
negative ¢5unmssnmlaglst VIG 2 n3w/nn.
ASA 100 4n./nn./T 3 T uananaadu 5 an./
nn./u Auensnaaeanniu ndsnilfaea

davTurtowsnlamenng winduildge o1deu
5.6 s unmeanman Talla Mﬁﬁwsﬂﬂ faeme
wansle tenlnd woianld snsendenliasad
Tssneninauiadin asanunisesdfiusoauds
47 FE 7339 coagulogram APTT 89 sec,
PT 146 sec AsasthusnsumsSnmselsmentng
TITUA

Use¥avannms wosiinamald dametn e
Fodle

Usyifnsaues uysseuuan Ufieslsedan
gandeluasauny

N15M523519MeNsN5U T 39.2°C, BP 117/60
mmHg, R 40/min, P 125/min, BW 9,440 g

Stupor, Glasgow coma score E2V3Mb

HEENT - head circumference 45.5 cm, AF
1x1cm

Heart & Lung - normal

Abdomen - liver 2 cm below Rt costal mar-
gin, spleen-not pulpable

Skin - ecchymosis Rt cheek 3 cm in diam-

eter, Lt upper eyelid 1 cm in diameter, Rt hand
2 cm in diameter
Neurology - positive stiffneck, positive

Brudzinski sign

- pupils 3 cm in diameter react-
to-light both eyes, normal eye movement, no
facial palsy, positive gag reflex

- DTR all 3+

- Babinki sign-dorsiflexion both

sides

MAsRMeDILfLiRms

CT-brain: intracerebral hematoma Rt parietal
area 5.4 x 3.8 x 5.5 cm. midline shift to the left,
impending right uncal herniation, intracerebral
hematoma Rt temporal area 1.2 x 1.3 x 1 cm,
thinning subdural hematoma Rt parietal region,
intraventricular hemorrhage in the frontal horn
of Rt lateral ventricle with moderate hydroceph-
alus

Bleeding time: 4 min 30 sec

Bedside mixing test: L%Wiﬁﬁﬂii@%hﬂlﬁs
(mmﬁ 1) wazIasEeuLWA@as VI clotting
activity (FVIILC) Tunansiasn wiut FVILC whiy
0.9%

NSIRIRE
1. Hemophilia A with intracranial hemor-
rhage

2. History of atypical Kawasaki disease

ms¥nn usndurdtheldsumsinmnlas e
WS VI Wadhi 500 unit yaviaaadanssace
continuous drip 40 unit/h WaLNsyey FVIILC
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dl . . . dl aa (% a a A
M319N 1 Mixing venous clotting time Lwaﬂﬁ’mﬁm&ﬂiﬂ‘iﬂmmaﬂ )

FunanaRan

Venous clotting time

- Fenrthe 2 3.
- Fenrthe 1.5 88, + FFP 0.5 8.

- Lﬁa(ﬂﬁﬂw 1.5 48. + hemophilia A plasma 0.5 §8.

27 Wi
4 % 30 A
75 W

- iFaaKthe 1.5 1@, + hemophilia B plasma 0.5 8. 5 w17l

i 100% Mieaostaemnela dexamethasone 1V,
manitol IV, LPB 100 §q. dilatin IV Lﬁ'amuqu
o matnuazldlit cefotaxime 500 mg IV ¥ 6
#2313 uae amikacin 150 mgq IV drip OD Wit 10
S lornitiiymdedige (wamsedehudan
Tnnansaswu no growth)

dheldSuueamas VI disdusnes continu-
ous infusion % 8 Sufindori it 2 avrawy
$ fihedl clearance asumeiei3 VI Wiy 7.8
yiie/nn /2. %ﬂﬁj@ﬂ’jﬁzﬁuﬂﬂmwﬁﬂ (5 gifla/nn./
) o Guluemas VIT dhru 25 yfier
an. denmiay 3 ﬂ%ﬁ WUY prophylaxis regimen
diotlastueimadansandlusss

Hufl 13 9nemasnm drledaas I8lF Fvim
conc. 500 unit IV push 19638 continuous drip
40 unit/h lfidoasesuuneames VI
100% %1973 coagulogram ?Jmu”ﬁu APTT 36.2 sec
(N 30-38 sec), PT 12.3 sec, 93%, INR 1.06 (N 12-
14 sec, 70-130%, INR <1.3), TT 9.3 sec (N 9-12
sec), Hot 8089 37% WiAe 34% |H5umeesna
emergency CT-brain NUNR progressive hydro-
cephalus ustamUinmuAaseanlysuaaiisann
T waeldumavin ventriculo-subgaleal shunt 1
nasiaan LA iawas VIT dadusnu 14 u 6
s idsuelysud 14 a0smasnwmuh 5 CSF leak-
age LLazL’%NﬁVL%%u %ﬁéﬂﬁ cefotaxime 500 mg IV

YN 6 %ﬂm ey amikacin 150 mg IV drip OD
wWhsuanas VI ddwdunsiann 12 Fl

$ufi 31 2a9me3nmnULAn. subgaleal
shunt Baifeulsiudons) uasdiheGadng ma
Faunsanas ednawlay ventriculo-peritoneal
(VP) shunt Tt 34 uaeldAemaimas v
i continuous drip 40 unit/h HReRSYL
ueLes VI i 100% 6 Falumdsld VP shunt
Ke3aa9 Het 808990 37% 1da 22% naw
V31904 subgaleal shunt Tt uaeBameneani
USIUULNVBIANAD ¥ emergency CT-brain
WU progressive subgaleal hematoma at Rt
fronto-temporal region extended to Rt side of
neck WA coagulogram APTT 73.2 sec, PT 16
sec, 60%, INR 1.4, TT 9 sec 24\¢ 1% LPB 100 mL
IV drip x 2 uagl@al rFVIa 1,200 Py (120 P/
kg) 1N 2 Flaws wawemanurh fihefsuamdug
ulaasivhy 20 BU

18 iluwdrhin fihefnas Banlaedaaean
33% Wiae 29%, venous clotting time 1NN 30
W %d\tﬁ Lﬁu activated prothrombin complex
concentrate (APCC, FeibaD) 500 unit (50 unit/
kg) VN 8 Flswrsaaiy VI NN 2 Flw uazidon
hann 3 Falawo Wudt 5 uaevn 4 Falawa Twudt 7
LL@SLgaHLﬂuﬁqﬂ 8 ¥l Wasvn 12 Flaus AUV
VT I8l 16 wiehdin sesusmsamos
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Aeinae Wnawawilu 170 BU Twiuf 47 289ms
SN Q’ﬂ’;&l‘l@ﬁ’%ﬂ FVIII concentrate 4,700 %ﬁ(ﬂ,
1FVIla 110.4 8N. Uag aPCC 9,500 gila

nsfamailae

a1y 14 wfaw S5 lulsomennaededt 2
Feidas Hge 3 u lifivsyiGmelisugRmesn
Na% WAMI$5239319Me T 37°C, P 150/min, R 36/
min, VP-shunt work a, hematoma Lt forearm 3
x 3 cm Wa¢ Lt anterior chest wall 2 x 3 cm

CBC: Hct 30.6%, WBC 10,400/ML, N 34%, L
56%, M 7%, E 2%, B 1%, MCV 79.56 fl, MCH 26.3
pg, MCHC 33 g/dL, RDW 15%, CXR LUL infil-
tration VL@YT%TumﬁﬂmIm ﬂﬁ ampicillin 250 mg IV
N 6 Flaa

il 6 9asmatnw faede Fuas Fninds
mtz@mﬁmmm FITINTMY drowsy, eye-deviated
to Rt, muscle power Rt side grade O, Lt side
grade III/V, DTR all 3+, Hct 25%, CT-brain WU
subdural hemorrhage and intracerebral he-
matoma at Lt tempero-parietal lobe

Iesumssnenlagly FVIla 1,200 Hg IV stat,
IPB 100 88, dexamethasone IV antidslézums
W16 craniotomy removed blood clot WaNT
#378 FVII inhibitor wanuesiuld 70 Bethesda
unit

wasehdia e ldsumsinmlesls FVla
1,200 Mg IV ¥)n 2 “El’ﬂm LY prothrombin com-
plex concentrate (PCC, ProfﬂnineD) 500 unit IV
N 8 Falug

uft 8 vaemainn fihedadndemn wd
’MﬂVLG’T PCC 3 6 doses ey 1FVIIa 1,200 Hg 29
doses A¢lemyansl# PCC WaM3n979 ultrasound
doppler Ihmsiaan Wi laifimagediuuududon
fan

$uit 12 209m3¥nn Buduanamoos laadhy
W2y AN 1S rFVIa 1,200 Hg x 52 doses WaMS
@37 CT angiogram Waaeiasn Wil intra-
muscular hematoma at Rt scalenus muscle with
mild compression and narrowing of Rt subcla-
vian vein i fihoSufuuedlde fihe
6% rFVTla 64.5 3n. Uz PCC 4,500 yile

219 15 dow Sul3Smlulamening adofl 3
FruiGomndn 5 Surowsnlamenina fihaEuE
ATLTNATNULINYE NATNIRTIIMESTEY T
36.7°C, P 130/mm, R 36%/min, BP 120/65
mmHg, not pale, drowsy, ecchymosis Rt knee,
neuro sign-atflsunawiund

CBC: Hct 33.7%, WBC 5,890/ML, N 46%, L
43%, M 9%, E 1%, B 1%, MCV 80 fl, MCH 26.8
pg, MCHC 33.4 g/dL, RDW 15.5% W& CT-brain
WU hyperdensity along VP shunt, third ventricle
and lateral ventricle

Aheldsunssnnleeli FVIla 1,200 Pg (100
Hg/kg) tag PCC unit (75 unit/kg) IV 7l 9489
NMalEsImMrhdR revise VP-shunt Feund]
proximal shunt obstruction NNADADATT 6N
el ventricle &Nt l¢sumssnwn el
1FVIla 1,200 Ug 9N 2 %’ﬂm e tranexamic
acid 120 mg (10 mg/kg) IV vn 6 Falas T 3 S
LTSGR LagARY TFVIa duwn 4 Falaa T
uft 4 WALy 6 Falawa il 8 AR VI T
Suft 15 fihelléSy FVIa 86.4 an. way PCC 750
yiie

39nk
fheledliidemeildsuuoaingumnrion 2
LLaﬁ‘lW%%%aaﬂi]‘VlfﬁgiﬁJSGLB%VL‘ﬂ’Sj cycloxygenase
9ENINIFADADETAINTA Readhti vlims

&34 thromboxane A2 9l potent agonist N
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180 7
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Bethesda unit

60 -

Days

5 1 sedumauunamaszosihe

) A \IL 9 v o I A A
platelet aggregation (&l elviu lamanaging
A U ‘:9;;2 a 1

mmaa@aaﬂu@ﬂammmauagqq

mmudareoniusuadludihelsealdiidy wuléd
Usvanns 0.0054 Tesall® Felldanameyszano
Soray 20-35 lapasiinmyimamanndtssanm
1% P aa 1 o v X VL v
Fouay 50 209 IanTia manmthunei Lo
Wisseeaag factor VI lwAaaaausn Wiyhiy
100% FonnEuA factor VIII continuous drip
Il Fgmarnne? ddh

Swsmleinas VI 41 (eibo/aal) =

¥

Clearance x #.(NN.) x sEFuuaLaRs VI Adiams (%)
100

v § ¥ v .
m3lrunawasidaduiuy continuous drop
AYIMEA standard heparin 2-5 giie/sa. o
M thrombophlebitis ne{siinasia hemostatic
effect™ wazdwinilisysuany factor VIILC lu
A 9o | v , . A
Laa@ﬂmmﬂmw 50% mislm continuous drip 4 %

1 ¥ 6 ¥ v %
i) aa@mw{lﬂmmwmammumﬂazmmﬁaaaz 20-

50" #alumashwithelsedafidefidinzdasean
Tusmasrin Woa lumsSnwmwu 2-3 &lensi® ¢in
ANY 2EHMITMUY prophylaxis Taens
% 6 1 12 a % 6
Tunewaas VI Wadu 20-30 gibe/nn. dlaviag
3 A% WUN ﬁﬂﬁﬁmmmﬁa@aam@ul,ma@wm NN
:-J’ 1A, A 3: 1 £=I14

15.5 a39eal) e 1.9 ATyl

Clearance F03unasas VIILC badnundivniu
4-5 gfiynn /. fhaulafio fhemeidl dlear-
ance 7,84 tfiie/nn /. luiuil 2 wdaehdia tisuen
flemaidesamafinnmzanssnunaas VI 9
an Lm&lmzmmmﬁ factor VIII WU continuous
drip W3BLUL bolus injection M munamas
VI Alurgtheslnnme azlimansnnmanuas
dnaulewans Vi ludondunled

AWSUm3 W prophylaxis WehLssme asEy
1‘151’ primary prophylaxis ﬁdLLGﬁL%NﬁLﬁaﬁaaﬂsl%%
A39LsN (WHO mea‘%ﬂﬁm@m 1-2 1))
I@ﬂﬁ pre-transfused FVII:C level >1% 0a1R

(%] 4:1 2% A L
'oumh‘u@'mm‘naqﬂﬁslmmmﬂmaa@aamjaa;ﬂma
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Alé lawonliioony 18 9 viaawdngienlun)® us
o X 5 .
iu@ﬂammumumﬂm secondary prophylaxis
Tosunmadiereonidsaniloimaienoongus
U
drumssnmdihelsadlaflide fifiasdm
wlaimastiu® Wiosnngihefisy factor VI in-
hibitor ngdm'? 5 Bethesda unit 4% high re-
AV va P . AVy
sponder RN\LG]?,Jmi% bypassing agents ‘NVL@WLLﬂ
recombinant activated factor VII (tFVIIa),
prothrombin complex concentrate (PCC)/acti-
vated prothrombin complex concentrate (APCC)
¢ v Pl
nalnMIeangYidYed rFVIla s’ aveangyisn
° 1 ldld A A lﬁl °
Fumlnimsanneramanniden Fah ilams
\desian1iy DIC Wandsannaadutay rFVia 2y
% lil 1 Aa [ A ° Y A
n3Ldfu factor X fiojunfnas indaidonthlsife
thrombin %9 thrombin ﬁlﬁ@%uﬂﬂﬂﬂmzéju factor
@ A [~ % |
V wasndaidanrenadinanidell @wisves
1FVIIa 100 Pg/kg auwﬂmmmmmmm FVILC
Tunanasnivify 50 M Fsensidnduamai
sansane Wiana lnmaudsiansidon lugiae
T5#laMAe)"® ssonannik thrombin AfeAuETsnTEdL
thrombin-activatable fibrinolysis inhibitor (TAFI)
SugamIaymuaNIaen MSUNEMIATIAMIiad
UATGMS agwu FVIa ¥hWilenead prothrom-
bin time (PT) duas’ usiseiuvas FVILC 1
wanaish Ll ldtsnandsyaninw e fiflseeu
FVIIC geananeuauessianssnmeng Fvlla (56"
6
nalnMIsangyaved PCC uay APCC el
NTULUKEY T9daRaevas PCC/APCC wuini
Aa nl A o A o d‘ [ gd
lomafermeaniangadulaufiladeidendside
dnzaasrihemnewas PCC/APCC 74" Germy
Asndangadiuayn |fszanas 4.06/100,000 A9
2IMT I PCC/APCC™ Gtine M3l bypassing
agents 7@ PCC 1ag APCC ENANAMIATIAN

L% A va d‘ ;dl A £ a
VinsUiRNM e iaviutulseRntnmmwaag bypass-
ing agents esana
1 ~a XK ¥ I £

Tnehstlseme Anenuiems i FVIla 38
APCC udfthemitme Idnaduiiimola lnefidng
ﬂﬁmawmﬁmﬂﬁﬁamiaauisl,ummf] borderline
YaImsInasenme DIC uatemImnainfzn
FafauwNT W rFVITa Tanfusnaieas Vi
7 g o A =3 ¥ 1o
i wanandt Ssimesuiomsld (FVITa giiums
sLﬁ tranexamic acid I@&J‘ﬁ tranexamic acid AU
il plasminogen 13104 lysine-binding site ‘ﬁﬂ,ﬁ
\13~iﬂmﬁmﬁ%ﬂﬂ plasmin Feaa fibrinolytic activ-
ity”! waswu iy DIC"#% e

nmsenieen daeludihelsealaifemtio

/:ild % 6 4

PUFTRNIZEIT AN TSR 98 T84
MSNINENIATIYNA aziduaienaraEIu
Usenovansdon ustluonsfenn Smsldvsnenns
yAnAUATEY Iusnunsguas et ARt eman
Haehaamea’

&AWSUMIMN immune tolerance i HN13 14

¢ v v | e Al

wnewsasidadulunauenen e sz A 4l
M9 immune tolerance Bivhii FodislailigUuan
PaqUusnasgndoran uenunldasnsdseay

P v 24
NadISaUTTaNSaLaY 50-85

£ :;/l KR v Y o o 2 v

faris Aedaalicunmbundiheuasiinasosly
maquatihelsedlafidefisansduumamadlna
ensnvdiasyTannidufien dwiueaseuniagie

g v U ] U
utnsn dquardihusthsindanaanm way

Yo A A A A

33 WBUMIeTIRMNILERlRB R Reun wu
MEsye FVIILC 47% Wag ratio FVILC/YWF:Ag
whiiu 0.356 (47/132) uaashasadug i
Tselafideusls (oeldenqadeitiaenth 0.8) Fsms
aTaavaLNIemM Il sensitivity Souay 87.5

2526

Way specificity 308y 100%% snsen lathavian

Tseglailide 1 snliurgihe Sedoslidusaime
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Postoperative Massive Bleeding in a Patient with

Hemophilia A Undergoing Brain Surgery: A Case Report

Surapan Proraputpanjun, Samart Pakakasama and Ampaiwan Chuansumrit

Department of Pediatrics, Faculty of Medicine, Ramathibodi Hospital, Mahidol University, Bangkok.

Abstract: A Thai boy with atypical Kawasaki disease receiving aspirin with undiagnosed hemophilia,
was reported. He exhibited bleeding in the brain requiring craniotomy. At postoperation, massive
bleeding occurred due to high inhibitor of 170 Bethesda units to the factor VIII clotting activity.

Several bypassing agents were administered to save his life.
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