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O 1.2.2 fennziaeneeniaiviuld vise neluadunzsing 9 (post-authorization A1)
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2.5 n19MIIA coagulation factor inhibitor (Tﬂimizq Bethesda unit)

« A99a by coagulation factor inhibitor

- lifinnImsaa coagulation factor inhibitor
» <5 Bethesda units11

* > 5 Bethesda units12

LR

1. ﬂi‘mTi‘ﬂi‘uLLNNﬂﬂ LA Nﬂ']ﬂ'ﬂﬁﬂu'ﬂﬁlﬂ’]’l 10 ‘]J [¢l Factor VIII concentrate VLNLﬂLl 2,500 U/Lﬁl’ﬂuﬂi‘ﬂ
Factor IX complex 1138 Factor IX concentrate Tadifin 2,000 Unmeu Tneianaliiun ﬂ']ﬂtﬂlﬂ']‘lﬂll’littt].lﬂ home
treatment therapy

2. mm‘linmlliqmn LAy mlfmo’mmu,n 10 DAl dne Factor VIl concentrate 1aiifins 3,000 UnARaUMTE
Factor IX complex 1138 Factor IX concentrate Tadifing 2,500 Unmeu Tneianeliiun ﬂ']ﬂtﬂlﬂ']‘lﬂll’littt].lﬂ home
treatment therapy

3. ﬂi‘ml:i‘ﬂi‘umdﬂ’luﬂ@’l\t LA Nﬂ')ﬂ’a’lﬂ‘wﬂﬂﬂ@’l 10 ﬂ ]38l Factor VIl concentrate 1N N 1,250 U/Lnfaum@
Factor IX complex 1138 Factor IX concentrate Tadifin 1 ,000 U/Rew Tnm’lﬂmmNﬂQﬂLnuiquﬁuLLuu home
treatment therapy

4, ﬂim‘limulmmn uaz mﬂqafmﬂmum 10 F444l4) dne Factor VIl concentrate Tlaiifin 1,500 U/Rauian
Factor IX complex 1138 Factor IX concentrate Tadifin 1 ,500 U/Re Tnm’lﬂmmNﬂQﬂLnuiquﬁuLLuu home
treatment therapy

5. ﬂiml:iniul,mu@ﬂ Wy Nﬂ')ilfmﬁlu'aﬂm’l 10 1 ’ﬂ’lﬂ Factor VIII concentrate 134Lﬂu 250 U/Rewi3e Factor
IX complex 3138 Factor IX concentrate 1NLﬂu 500 U/ARBL Immalmmmﬂwmu”lfmmuuuu home treatment
therapy

6. ﬂim‘liniwmu@ﬂ LAY mﬂqamﬂmruﬂ 10 39l dne Factor VIl concentrate Taiifin 500 U/piawvise
Factor IX complex 1138 Factor IX concentrate a1l 500 U/viay Tnm’lﬂmmNﬂfJmeUVLQVImuLLUU home
treatment therapy

7. Factor VIl 1 unitkg 881 301NsAw factor VIl ludenld 2%

8. Factor IX 1 unit/kg @M:190DLANIZAL factor IX Tuaenld 1%

9. ﬂ@;ﬁslﬁmi%’mmuuuﬁﬂwuﬂn lﬁ Factor VIII concentrate, Factor IX complex 38 factor IX concentrate
Tifumiear 15,000 U wazlsliiu 2 afisatiiew (@unsaRa1sanld cryoprecipitate vide fresh frozen plasma
sanmaeldlae fresh frozen plasma 10 mi/kg MNNT0ANTEAL factor VI 10-15% uag factor IX I3 7-10%)

19, nacdlfinanen Ltuutlﬂqrﬂu % Factor VIII concentrate, Factor IX complex 3 factor IX concentrate ad
NUATAE 30,000 U TaelisTnanuuAss (mminwmimﬂm cryoprecipitate 1138 fresh frozen plasma &0
15 Tne fresh frozen plasma 10 mi/kg @ uNT0LNNIEAL factor VI 10-15% WA factoy IX 1R 7-10%)

11. ﬂiﬂmm%‘wu coagulation factor |nh|b|torbl,3J N 5 BU mmsn‘tumlummnwmmwmnLl,uvmmvrm
mﬂrm‘vﬂm coagulation factor inhibitor (AA13197 1 luwuamiarniunisldien coagulation factors (factor VIl
concentrate LL@v factor IX concentrate) mmu‘lsna‘lwlmﬂ)

12. n;mwmqnwu coagulation factor inhibitor 11nn91 5 BU El,ﬁLLW‘Vlf-‘le’NI@ﬁmaVlﬂ’lZl’lmmﬁ’mumu’lm Wa
AMUIUATITBINTT LA factor concentrate bLnrfmmn‘ifrmy‘l/mrﬁmurl"rlfa\itl‘ﬂ'uil(nn’li’t\‘nn 1 Tudanneniunng Men
coagulation factors (factor VIII concentrate, Factor IX complex wag factor IX concentrate) mmul:mﬂwlma)

LAWYV, v 3 T TP
Jun........... Y [oveeieeannens
2. 0aMUAULAITINUINRUI Y. e 4. anuiunassadiaruranisdhan sunne
Wiuars [ Jaw®d [ ]'Liawid Wiuads [ Jawid [ ]'Liaudd
wlagann agann
A9tia........ e # SN L 12 T
... C i ———— FUA .,
3.&vnuunasuvindeen 2u 2 Tns 1128
ANMULRUL2ITIMINNRNULARUNTT 5. duaK@1aNTTINENUNRANTARE
e [ 1] awid [ ] Liawdd
SN 11> TS avda........ RO
FUR FUA .,




g1 7(2) Update wa.61

wuIMNANsAIALNI5 10N
Coagulation factors (factor VIII concentrate, factor IX concentrate waz factor IX complex)
dnuivld1sadTuiidn

1. szuuawsidinislaian
1.1 nsdln1sinranziianaangunsanianisaIAnLsgaIu aaylifinisldan coagulation factors ann
wihaudnisylaminadonisinm (post-authorization) uaznsanuuuwasumfunsldendayd 3(2) nn
A5 . .
1.2 nseifneidanaanlussasisusunaaiunenuiazaayidnislygen coagulation factors annuuaeeu
Andusslaminadvnissnen (post-authorization) Lta“ﬂsammuWasumnums‘l?jmum'ﬁ a(2) nnass
1.3 m‘vjsnvgﬂm‘mwa"l,mumﬂuaaﬂ‘mn (new case) dodnfudasldeiasneinnzifanaaniusas
Busiuviu (home care) waaulidnislaennaunisinen (pre-authorization) uasnsanuuuwasuAiiAunig
Tadenifeyd 2(2) davnsanuuunasunan 6 daussazarnsayd@lvidudumiraoudnilsyiaminiiviua
2. aauaNiizavdaaIuNeILIa 3 .
2.1 duagaunennanianuwsanliuimsionnzlaé uazanzinadanidulenniu aaan 24 Hlue
2.2 fuaaunennanaunsaquadihadludidauuuasdnuadsaliiasivnissoiasy flasdu Jdaduin
finsne uasiuyaaw
2.3 unsansIaniadynsda factor level uag factor inhibitor 3
2.4 flugaruwenunaniiiaiaziranilauinissuseea uazguadnlunnsyaunsaniossuusTuayY
LA3IBNAGIUNTITIANITNNTRIAD Aayanisguarihe uaziznsativsaliiag
2.5 flugaruwenuanfiyaainsnienIsuwnansanazHInguasnIauisyy 1iluda 3
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aselLifiuwneangnmeanasiu garuansanunsauaadIagsunnguIanusuwne i
Uszaunsailunisquanihedlufilfs adnvias 1 I wia rrunsavsunisquasnihalsaldanaan
Sedlufils Didu@Fneunuled
3.2 dyAansnenmsuundganaug nugua lawa iuauwned dnaiaaiwuide dnineddns
msuwmﬂ‘/ﬁnmmﬁﬂﬂjsuwmﬁ
3.3 finenuadindwiddssaunisallanigsnulaiainaiadiviae 1 I wia WiunisausunIsguasnme
Wihalsadanaandie ETufde whmidudfidoulumibeuiasifulsedn
4. \naueiawidnislaian 5

awi@in1s1een coagulation factors Tulsaldanaandadufllds aunasinnta dedl

4.1 duihalsdfumsidadainuiulsaidanaandiadludidaaviad uazaglussuunzidauaiuada 1 wia
Wisduns asngidausinsunsldensaiiiag 3
4.2 ‘lﬁmiﬂaoﬁuu%ﬁnm‘isma"amaandmﬁiuﬂﬁﬂmﬂ coagulation factors Tunseisvsia‘lalil

4.2.1 Weiailasdunnudanaanfauvinaanismenisuwnd Afanudassanisvinliifa
Lanaan o .

4.2.2 fidanaanvisiule wia Maanaaluaiodzeneg

4.2.3 msfnnsiianaanssasianeu (early treatment) Aviiausnsuiainndullldsantnu
(home treatment therapy) mmaau”tm‘mLmammﬂmuam'ﬁﬂsuiwumuum
4.3 finsnsanuuuwasuidunislaenfead a(2) mudvuatt
5. auALninuzU
5.1 msilavAusizasniniiziaanaan

ndnnstien coagulation factors auszduANTULTIAAIaINIT wiaa A LTunaunis
HIdaAILEAITUAI5I97 1

>~ & o o = o -
719591 1 auingiiadauanusutiinssau coagulation factors*

561U coagulation factor(%)
wfinuasainisidanaan ALFUGU sTFUGFATIANTY
16
1. \§anaanlutaszazdusu danaaniinauiiaauiadn a1sdu 20-30 -
LHR Aean1s
NNUANTIUF*
2. \damaanlunaruiiaauinlngi (aniu iliopsoas) \danaaniu 40-50 20-30 (unu 3-7 Ju)
U2 wHRsin&N
3. Wdanunatdndviunaiy 1y Mda'ldfvdaniguidanaaniu 80-100 40-50 (uu 7-10
U9 NI9LAU Ju)
21115 ama adurddnyuay iliopsoas
4. jrdnuunalug Ldu KIdaUa wianAaaNY 80-100 40-50 (wu 1-2
flavivsaauuna
w1e)
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UULLUG .
* Factor VIII 1 gile/ATan¥u wAuszeu factor VIII Lo 2%
factor IX 1 giia/Alandu tAnsyeiy factor IX ‘e 1%
FFP 10 fiadans/Alandu tAuseeu factor VIIL 16 10-15%, factor IX 16 7-10%
** pisifivuma 6n'lvy aaulu Biuaweasiauduiasasfen tudiunazvininanis anciuiuaunne
14 fibrin glue $3uAY dental splint a1 lisiasIWunataasiany
auaeiladain protocol . .
nszfu,ﬁamaansuuioﬁuﬂumautﬁamaansuuso‘lumuﬂsunaumaoa"im.,ﬁﬁLﬁamaam.iaﬂ iy Tuda
waznaiia TeemirausassusesasugihaliFnwwiugihauan uazdoinmains nsinmTsn
LRamaandadtuiiiasra coagulation factors wngjile wa'liiAu 15,000 IU/a%9 Taedndnanuiuason
Wiha 1 auhFumssnen Wiy 2 s/ 1 dau (Lisdadanunuefszasmsinsunisinslutloudssana)
5.2 N300 zaamaanf;uuwu‘m
5.2.1 nssigihai bifisssuunanas
nadifihaiiannisidanaansuusunn szomuaummnumm 1y Tuanay Turdasvias Tudasan 1w
As¥nmee coagulation factor uu 7-10 Ju dudusitwniaidanaan uarnsuda a1l coagulation
factor ana'luigvnalunismiuauainsiianaan dasldwarsuaauruds (fresh frozen plasma) uag'las
Taligtlensinara doudaoluansed 1
auaeniiladaan protocol ‘ ‘
nidliianaansuusaiiilunnzidanaanuuselusullsznavnasaisniidanaaniias 1y lusa
wazaautila annsidanaansunsanitiluduasiafefinig ([Rudia wiakdaanidu Taanuiausn1ssusea
Suhihal¥nelugihely insihenlsaldanaandadTufll&ase coagulation factors unejihe wei'ls
1Au30,000 IU/mo‘uaomsmsnmssm:ml,a"uauisawr;m.na("l,ua'lnmmmumoﬂuaomsmsnmsanmm
uaulsanenunaluilvuilseunal)
5.2.2 asaigibhadidaseuunanas
fihandssdruunanasiuauae (Waanivdawindu 5 Bethesda unit) uwndatasnilusasl
unatpasluauaNgenINiseylinny ans1en 1
Wihafiassuurainasiuauiage (11nnin 5 Bethesda unit) wugiinisnsn Taaunne
mﬂummmmww"mommwﬂav]mmm Lwawmszuﬂﬁ unatpasidnduaiiaiiae (Bypassing agent)
Lwammmmﬂaamaan"l,mﬁumma wWansengaiell nssnmthalsadanaandtadiuiide ulden
Waulanusazmbhaudnidssiaminuue
5.3 mssawinnizidanaanlussu:suny .
tilunisang ulawmastiihaliAuliviiau (home treatment therapy) Lwaiuwﬂmmammﬁ
1eFunsinausunsdaenannau sansadaunanasivihalduiniainsidanaanlussassusiu via
ueseanalydia "L‘]Jaﬂ‘mamuwmma“lnammﬁmsumwﬂmmwmmwﬂmmuuauﬂsmﬂﬂm‘lmwma
Wisudunsisasndeunaiaasn Alsenenuannasodiadidanaan wunihliwnnsidatersaduiu was
svamihudeniamnuiy iavgaainsidanaan Usaifiuannisidanaan winainsieda liveldaaly
a1 2 0T isudaunateasizuzu 250 afie dusuribatinaiy <10 1 wag 500 giia d&usugihawan
ang >10 1 uaslna
mummﬁ‘lﬁmy protocol wuzinlvaraunateasunilaliiAiuly (home treatment therapy) anu
P lunisen 2

= PR . A Y | ° [Y] Al v o o o
7751947 2 unlamasinsduduainuuziintisnaunrihalidulindrumianissnun (home
treatmenttherapy) nnzidanaaniuszuziaucu uanauaigrihauazanusuusyaadatuilida

dludlifaia dludlifad
(aiin/se) (atin/se)
safiau | sall | dawfau | sail

dszLanuay syeuunALaas NABULADINNICAVIN T
tf1lel Tudan l&amaan

angvaunii 10l

JUULTIUA <1IU/dl »3a La"amagmao‘luﬁau’sa 2,500 30,000 2,000 | 24,000
<1%uadand | naruilataalifinsunariy
1@9 dunfAau

Juusviu 1-5IU/dl w3a tdanaantadiluunenss wia 1,250 15,000 1,000 | 12,000

AR 1-5%uadailnd | IRanaanvanennnaIng
1aLILLANUaansamGaLaN
Juunsevas 5-401U/dl w3a | liAaaifinldanaantay wafl 250 3,000 500 6,000
5-<40%2a9A1 | LAaADANTULTIUAINIT
Uné 1AL uguLsInIanIdalna)j
angdeua 10 flaulyd
FJULTINNA <1I1U/dl w3a &anaantaslurania 3,000 | 36,000 | 2,500 | 30,000

<1%uavlnd | nauiiatashifinnsunaiuy
@9 vrunfau
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suunsvihu 1-5IU/dl »3a damnaantadtiluunvase wia 1,500 | 18,000 | 1,500 | 18,000
aERN 1-5%uavaniné | tRanaannaaeInnaInIg
aldudndaaniakiIfaLan
JunsIdas 5-40IU/dl w3a | liAaaiinldanaantay weadl 500 6,000 500 6,000
5-<40%ua9A1 | LADADANTULTIUAINTT
Uné 1AL uuLsInIandnlna)j
UBHENUA:

- Factor VIII 1 gfin/Alansu ‘Lﬁ'u'szﬁu factor VIII 16 2%
- factor IX 1 giia/Alandu vAuszeu factor IX e 1% 3
- Coagulation factor (flanguuarbigusatdu'lile Searsdsuvauiaenlildaunuamialidans
6. n1suszifiunanissnen
6.1 nsuszisiudulszansnuauavnissnun
6.1.2 \faauanualaagainain1sneadiin uay/via Mwil uay/via sedudlulnadu
6.1.2 d1siavlif coagulation factor ununin 3 Judiuld asesIdanud APTT waassauns
vinnuaasunataasInag
Tusgauihvunania’li
6.1.3 fihaldanaansuuse waa Wisnlna aa lusauguavsanissnieae coagulation factor
(1&anliivigm wia
APTT £9em) w3a sgsuunALaasfionci=n) amsasamiassuunataas
ye g anussEnuLnALaasguni1 5 Bethesda Unit Tviunndguanaauifiidnianaaisneiann
wihavuanilszlamiiilunsazasailal
6.2 nsdsudiusnuauilaaasy
6.2.1 daeuainmsunwvianaiadulusiha
6.2.2 daaunnzautdanansulueie
7. \narvin1sugaan .
7.1 nsdlfnmanzidanaan ingaeldladangihangalua aansihawiu wiansnaliae
adengiduna
7.2 nsaildilasAunaunisrida ‘lvmumm“l,mLuawﬂm"l,msnmﬂsnm'lumu'\mma'lLﬁumamsﬂaonu
7.3 iinanslifvdlsravdannnsldendegihe Lisnunsanuls wiaAnanudaoiAunin
UsyTaainaglesu
7.4 amany assunnataasgenin 5 Bethesda Unit
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