AANUIN 3
KUINNANUNITIEE Uy (2)
WUUTNEUTZNIAAMIZNITUNITWAIUI TS UV ILAIYIR
1309 ST mENURINIR W.A. 2565 (Uil 3) W.A. 2566
asfuil 6 Nquiou w.A. 2566

wuaneAAun1slden infliximab
fousldlsnlasifu (Crohn’s disease) Aifnudaesrnugulsild
1. szuvaydRnislden

1.1 yooysiAn1slden infliximab 91aniisnudnsusslovinuuuimsniseyiafiudagmissny
Mrualineunsinwl (pre-authorization) Insiinsameileunnmg anuneiuia wazyUlenou
nssnwiumhenudnsusslevd

1.2 nsonuuurlasuffunsldondad 22) luadmsn euiFlildidunar 12 Wew) wazaduelunn 1
12 \fiou

2 AuANUAYaEAIUNEIUIA
aounerunaiiinisldendeaduanunerunadidinumdedlunsidadeuazsnulse Tneflunng
amgmanaissylilude 3 uasiiunmdianeneinfenazquasnuilamunsndeuiionaaziia
ANLIALAL/HIBN1TINEN

¢ Y o [

3 AuanUAvaunndginn1sine

Juwnmdnlasunibadesyliivseydivnsanunveaniluaiviongsmanslsaniauiuems wie
#191NITRYMaRsLsAMLANIMSHAAU FeufjiRnulugntuneiuianiute 2

4 inaudiaysianislden

[ D2

audiAnslden infliximab lugtheeny 6 Yaulumdulsa Crohn’s disease lngdasiiasuynde
Ferelud
4.1 Lidufreszezgaring (terminally i)
4.2 {helésumeidaduindulsn Crohn’s disease ninasiasuyndafwioluil
4.2.1 femsdilaiulsa Crohn’s disease wiailonsdldsniauisess tau enmstantios
aewan viseaelubon
4.2.2 funaludld uaziinanane3idnléiulse Crohn’s disease
4.23 fimmafuiousnlsaavndu 9 1wu falsa Tsppndelugld Tsnalday ¢

tiawsveraevine (terminally i) visneis fhelsamameddianinsasnuld (incurable) uasliianunsaelidingueau (meversible) @y

e IEE Sy fUetndeinlussernansudu

e fUiednanensliiumsinwuwuudssAuussaes (pallative care) lnesjwridianaudutnuasarumndvsumidudey
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4.3 fhedunasideladevieied
431  fnmeunsndouvadlsa loun aldneg a1lddu vise fistula
4.3.2 {101 IgnausEaulIuna1edleuLTInIN activity score (CDAN) 11ANIMMI BN
220 A¥LUU 138 Pediatric Crohn’s Disease Activity Index (PCDAI) score ~11AN71
WINAU 30 AZLUL LAz 1ASUNISSN®IAIY steroid 591AU immunomodulators a7
wazlinevaussdensinwmunardeladondsisellil
4.3.2.1) steroids-refractory disease laun 911158 NL@UNAI91LA prednisolone
981w 0.75 un./nn./Ju (1 un/an/Au Tudin) wiafisuvin uuiunii 4
dUnvi lagen CDAI anastioendt 100 Azuuu Tuilvig) vise
A1 PCDAI anastiasni 12.5 azuuu Tuiin
4.3.2.2) steroid dependent disease 1 wn 81015814 nLaudi luaiu1snan
prednisolone TWi#n3n 10 un./3u vide 0.25 un/nn./Au Qudin) videwfieuwin
will#i¥uen immunomodulators luruafivinzausiudieegnaton 3 ieu
4.3.2.3) immunomodulators non-response disease lauA flomssnaunduidugh fo
A1 CDAI 1N 150 Azuuy v Wsuniudumnnnd 100 Azwuy gl
90
A1 PCDAI 3nnAIvsainAu 10 aztuu Tuldn
71 9 AlFsuen immunomodulators lurwafiwnzauetiedos 3 ey
4.3.2.4) intolerant Mag ANaTNLABIVEIYY corticosteroid %3 vimmunomodulators
SEAUATHTULTS 3 Dl 4 Arlinansenuregun nmriensvinnuvetefeived 19l
foddy st adswesedoninaigiivlnvendniniunnsgu
(height for age)
ALz
M8 immunomodulators Fngas

Azathioprine 2.0-2.5 un./nn./3u ludin wag 1-2 un/nn./u Tudlugy

o

6-mercaptopurine 1-1.5 un./nn./7u

Methotrexate 15 un/ns. 1. ludin (uinengsdaluin wazawnetlugvie) 25 un./dUn1m)
aNEWe): YR Azathioprine LWurungignsdsnslalualne
4.4 {fededaififoriu dleluil
4.4.1  uWe Infliximab JuLss FeusidmyUsznouidu murine protein
.42  Fedifinshaide muimsindetuniililisunssnuvienuauethaminzay

LONEN3E19BY
1) Sturm A, Maaser C, Calabrese E, Annese V, Fiorino G, Kucharzik T, et al. Ecco-ESGAR guideline for Diagnostic Assessment in IBD
part 2: IBD scores and general principles and technical aspects. J Crohns Colitis. 2018;13:273-84. J Crohn Colitis 2019;13:273-84.
2) Hyams JS, Ferry GD, Mandel FS, et al. Development and validation of a Pediatric Crohn’s disease Activity index. J Pediatr
Gastroenterol Nutr 1991;12:439-47
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4.4.3
4.4.4

4.4.5

4.4.6
a.4.7
4.4.8
449

Tsafaide HIV figslalldfunissnundeendulata viedsaunulalls
ogluszningiansss (onuummddsnmiianudiuisslenidléduannisldend
snnAudsaiiasiotu)

oglusenindliiunyms (eniuumddnuiianuiiuinusslevialdsuannisided
snnamudesiiasiatu)

An1zinlaauinal New York Heart Association function class I, IV
flsauszddmdssdenislden 1wy fuudeunss (decompensated cirrhosis) tusu
1Us23R demyelinating disease
Tsruzifendsegluszminsnssnwmiednuilimenia (endu basal cell carcinoma)

4.5 finmsnsentuunesumaunsldendyd 2 (2) aunnwue '

5 uIngikuzin

5.1 9uAe infliximab 7ikuziiay actual body weight e 5-10 un./nn. Tnenayly normal
saline wagliedvaenidonalusseziaiuiy 60-120 ui

5.2 mslifen infliximab wuzdlfiSuenwun 5 un/nn. AdUaia 0 dUaif 2 §Uavidl 6 uas
w¥sntiunn 8 dUam

YES):

(3

1) windUaelinauausion13¥nyl (primary non-response) Inen15uUseiiue1nis (A1 COAI
anastaendn 100 AvwuY 1138 PCDAI anastieanii 12.5 azuuuluiin) uay §sms1anu inflammatory
markers fiszazinan 12-14 dawi wmdhinnssnu enevgfinnsanifinsunsndu 10 un/nn. ud
Usgiiiui 8 davindaiivruiner mngihensuaussionsinuldfannsalisiderdos luvun 10
un./nn. mngthelineuauewionisinwidneenvuia 10 un./nn. Alivgae

2) Tunsdliszansamaes infliximab anasszninsnslden (Loss of response) Tunmdiinnig
$nw Ussllumanvnvede1n1s mninainlsa Crohn’s disease TiRnsafivvuias iy 10
un./nn. udseidfiud 8 §Uanvindufiuvuiner vnfiaenevaussdonsinwilddaiunsalien
siorleslurug 10 un/nn. madihelinevauswionisnuseewuin 10 un/an. Alivgaen

6 msUszliusznintensine
6.1 MMUUTEANENATRINNTINY Tag Usidiuein1s N1snTIsIene 1N 2-3 1w uazdeandesiay
Juiinlunvseilou sgadaenn 12 Wweay
nuewn J§U38 Crohn’s disease Apuauaiayl vangiia A1 CDAI iaundn 150 AvLUUNTE

ANAILINAIT 100 ALLUUINNNDUSNWY ﬁm%’w:iﬂ’mﬁﬂ A1 PCDAI 198n71 10 AZLUUSD anad
11NA31 12.5 AZLUUIINNDUSAN

TWsfiushwdeyalifielfilwdngulumsanageumslden emhemnsiiuguansdddedad 2 )
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6.2 msUssfiugursdasndeliiamunadnafodioainiuainnslésuen infliimab
6.2.1 UfisenfiAnTuunliemavasaidens (infusion reaction) léurn aduld endeu 14
vy Uaandanile Uaands Todu anudus wiuwen melalidy

6.2.2 91N SWNTLAFULIA (life-threatening anaphylactoid reaction) vauglvien TviseTansldy
olugtheiiinnzamduylulnaydue (mmunoglobulin A deficiency)

6.2.3 insUsuiiunisandealsauauusl (latent tuberculosis infection) Tngn1snsI90Ens
Younmeneseden aghatios 1 adaret wasiinisinauennisvesnsandotalsnogng
Tnadin

6.2.4 Aapuuaziihsrinsindodu 4 nn 2-3 Weu TnegensuarAuduiiisnium e
WisNva

7 nein1vigaEn
Tivgneilefifeusiteladanis futolud
7.1 limavauawianssnw auseyluningms) 48 5
7.2 AaemshifisuszasAguussitliannsaldondels
7.3 ftheufjiasnisiden

7.4 complete remission vixefs 81N15eeU A1 CDAI <150 Pesuulugvie) ¥3er1 PCDAI < 10 Az

Tudin $auAu ldfiunalugld wie lifimsdniauvesdildluniwansssd (wu CT scan w3o MRI)
uarszAvU C-reactive protein ag hemoglobin Unf wazaiuisalade immunomodulators
ileeueunsiiFuvestsaseld
Auzin
WINA1U190M599 fecal calprotectin 1o A258580A U fecal calprotectin Woun11 300 pg/g
nNaungne
7.5 gtheramsfanunanisinw laglifivenaduaunis eglugaeiidavesunnd
7.6 M3fadosuuss (Wengngmienousidansnauniiuszer hivasafovidomeanmsin
L%Jajul,l,’iﬂ)
waneg: ansnsaldeadausnliuiugsan 2 U laensdlfthefomsnduanidud ndmnveaen
infliximab tHuszaziaa 1-2 U aunselien infliximab nassld Wuszeznaliiiu 3

UL 4



HRENVT

n13UsEiuANTULSIVaslsa Crohn’s disease Tuflvigy

LNANTINTUTEEIUANMUTULTUBICrohn’s disease luglug]

118

Y1unang

4N

WigUWNAU CDAI AZLY

WigUWNAU CDAI AZWUU
220-450

WigUWNAU CDAI AZLLY
> 450

150-220
WuausalgdInuszanTule

uUNg, ﬁummmaz?imﬁ’ﬂé’ﬂﬂa,
dudnwinghanasiosninfesas
10, Lifidnwaisvean1sgnAuves
madiuenins Wil ldfinsvath
,laififeulwisaaglaifinnsnaliu
A1 CRP finaggeninvauuy

Y9A1UNR

wudlonmsondeumdugnies
vidathminuwingnanas
1MnNINSeYay 10, inouausa
Aomssnuuwuulsafifian
Juusitoeselifounadulidl
N139AFUYDININAUDINS
DE19TALAIU

A1 CRP §4N310UUUUBIAN
Una

Wuthatanognan
(BMI<18 kg m?), #303n1s
QARUYDINUFUDINNTUTD
Tlluresinalinovauss
FONTTINHILUULTUIIN

A1 CRP g4

1BNE1591989

1. Lichtenstein GR, Hanauer SB, Sandborn WJ. Management of Crohn's disease in adults. Am J

Gastroenterol 2009;104:465-83; quiz 4, 84.
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UGG 2
nsUszdiunuussevadlsaluiiniaeld Pediatric Crohn’s Disease Activity Index
(PCDAI) Score®

Uady AZLULY
Uanvias
Laidl
Uravieadntios (Uandaedu o linsznuiainsuszsniu) 5
Urunane /gusss (UinveeviseUinuiunsenuiainsdsedniv) 10

233152 (o)
fhegansziilonseth 1 aswiatuy

fegaansman 2-5 adwintu / defidentuidntes 2 adsiuly 5

fegaansziideninn / dewmamenniwiewitu 6 aswiatu / drenansfu 10
N199NINTUEIIIU

Un#

anasung 5

anaN 10
N13ATNMTINY

[ v
naLu ladineu
=3 A Ay [
nAY sedineulagliidy
NALIU WU guarding AneudmaLau 10
59813A59UINNIUN (perianal disease)
lufivsefailodu (skin tag) liilonns

Aailediu (skin tag) NdnLau vise fistula Nlguuss 5
Fistula N3insluaduvsenaliums ofl 10

ansuenszuumaiue s (dunnnda 38.5°C w3 July 1 duavidisiuun
YNy mﬂ’agnm%"’unmaﬁmau (uveitis), erythema nodosum, pyoderma gangrenosum)
Taid]
199
11NN 2 98 10
dwinga
dhudnstuund
dwingnlaiduvideanas 5
dhweinghanuinnin 10 % 10
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ANAEA
YUY
anasunn 1 aesidulng
ANAININNIYSBWINAU 1 229 wetleendn 2 Fraesidulng

anasNNIMseniu 2 Yrsdesidulvg 10
VULAANUNITTNY

Height velocity > -1SD

Height velocity > - 1SD, < - 2SD

Height velocity < -2SD 10
N3R5 UANS
Hematocrit (%)
918 < 10U: >33 wgleny 11-19 U = 3¢ ¥we1y 11-14 U: > 35 Y1801y 15-19: = 37 0
918 < 10 U: 28-32 widleong 11-19 U: 29-33  wweny 11-14 U: 30-34 w81y 15-19: 32-36 2.5
918 < 10U: <28 wiaeny 11-19U: <29 wwey 11-14 U: <30 v1gng 15-19: < 32 5
Erythrocyte sedimentation rate (ESR) (uu./471a9)

<20 0

20-50 2.5

> 50 5
dayiiu (nfu/ans)

> 35 0

31-34 5

< 30 10

nsuUang AT < 10 l3Adsy
AzLUY 10-30 lspguusuaniiey
o Azkuw >30 lsAguusaiunaneieguss
taN&1991984

8. Hyams JS, Ferry GD, Mandel FS, et al. Development and validation of a Pediatric Crohn’s
disease Activity index. J Pediatr Gastroenterol Nutr 1991;12:439-7.
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WUININIIAAUNISTYEN Infliximab
fotdlélsn Ulcerative colitis Tuiiinfisnudseniugulaild
1. szuvaydRnislden

1.1. veoysiAnslden inflikimab nnvihsnudvussloimuuumemseysifusazmisemuimmely
NauMssne (pre-authorization) lneiinsamzileuunme anunenua wavUlenewinissn
flumbsanuansuseleml

1.2. nsenuuustesusnfunsliendad @) Tuadwusn eEuiRlWdiduna 12 deu) uazadutelunn 1
12 ihiou

2. AuaNURYaEnIUNEIUIA

aouneruiadisinisldendeaduaaruneiviadidanundenlunsidedouazsnwilsa lnedunnsd
rneyanufisylilude 3 wasiunmdiamemaiindeuazquasnungmunsndouiiensaziinainlsa
LaE/MIaNTSNY

3. AuaNUAvaNNginnsine
Juunndlasunisdesyiiniogdvnsanummeaniluavinunsavmanslsamiuiuemsuaziu
W30aU1018sMAnslsAnIaAuemT FelfuRnuluanuneiuianiude 2

4. wnaataydianislden
o1siAin1sl4e1 infliximab Tulsa ulcerative colitis nefiinmusinsunndadsil
4.1 WiduUreszezaniing (terminally i)
4.2 Hineng 6-18 T
4.3 flonsuazdnvarmsdeandeaasnerdineidnlaiulsa ulcerative colitis
4.4 gureiinnusuusavedsasziuliunatagulswnlagil Pediatric Ulcerative Colitis Activity
Index (PUCAI) score 1nnNIMu3atiifiu 35 Azluu
4.5 guheneunslduazlinevauasdesiuinsgiu (laun corticosteroids aminosalicylates wae
immunomodulators) lneftaesosdidnumy audelatenisdaselud
4.5.1 E:Jﬂwiajmauauawia corticosteroids 38 steroids-refractory disease &l PUCAI score anas
foendn 20 Azuun n&INlATuET aminosalicylates (5-ASA) wwmdiul $aufulé¥ue prednisolone
YungIeg1eey 1 Uun./nn./u (gega 60 un./) viveiiguwinunuiuni 4 v
4.5.2 fflhefidesilennen corticosteroids (steroid dependent disease) #3elsianunsaanyuingn
prednisolone 1#ind1 0.25 un./nn./Au videwfisuwi wilduen aminosalicylates vuiadiufl Saufuen
immunomodulators lurafimueauegnatios 3 ieu
4.5.3 immunomodulators non-response disease oA fernssniaunduliuga fio A1 PUCA
1nNIMEehAU 10 AswuY ST 9 TIlESU aminosalicylates $aufugn immunomodulators luvwai
WILNZEURE1UY 3 1hou

P 8



4.5.4 intolerant MY ANaU19LABIVOIN corticosteroid ¥3® immunomodulators SEAUAIL
suuss 3 i 4 Refivansenusoguamuiensinnureseoiresaiitudfy Nutwadiafsmosede
mm%zy@uimaaLﬁﬂﬁ?’]ﬂdﬂmmgm (height for age)

LB
1. fuughvnnen Tz s

® Aminosalicylates
O Mesalazine 60-80 un./nn./3u gegn 4 N3/
O Sulfasalazine 60-80 un./NN./TU gegdn 4 N3N/
® |Immunomodulators
O Azathioprine 2.0-2.5 1n./nN./U
O 6-mercaptopurine 1-1.5 un./nn./3u
2. unsdlldoudlsaacy wasunmddmganisldonluudn desnifanmsiiduressnisveslse
TunmdanunsofiansaniFuelnalle
4.6 fihededififeru fwioluil
4.6.1 Wil Infliximab Juuse ieuidLUszAsuTidy murine protein
162 dodhifimsfnde marnsindesen AilFsumssnumdomunuesnumnza
0.6.3 Tsafaite HIV Adaldlasunssnudendwlasa wiedmunslals
4.6.4 agluszridansss EnduwmdiEnuniinnudivinsslewidldsuanmsldotunn
Arundesfiaziniu)
4.6.5 agluszvindliunyns (eniuunmdeSnudauiuiivsslowdildsuainnisldond
snnhaudssilanietv)
4.6.6 1n13ziiladumial New York Heart Association function class il IV
4.6.7 MsaUszirvidswionslden wu duudsuuss (decompensated cirrhosis) LHugfu
4.6.7 1UT21R demyelinating disease
4.6.8 TsruziFandsogluseninensinumiesnuilivievia (enriu basal cell carcinoma)
4.7 finsnsenwuunesuiifunisldentad @ (2) sudidivua

5. 1R fikuzin
5.1 u1nen infliximab 7kuziiang actual body weight #e 5-10 un./nn. Inewaylu normal saline
waglrednasndennnluseaglIa UL 60-120 W9
5.2 mslien infliximab wuziliSugrvwn 5 un/nn. HdUaT 0 dUawidl 2 §Uaviil 6 way
prantunn 8 dUnn
5.3 msfasanld infliimab 538U immunomodulator leannsiAnndd Mo

" lsafiusnwndeyaliweldidundngulunmssynaeunislien lnevhenunsiiuguansdldndad « )

P17 9



NUBLIAG)

1) magUaglineuausidon1ssny (primary non-response) lngn1suseLiiueinis (A1 PUCAI
anasfeunin 20 AvLUL) waz§INTIANU inflammatory markers iszeziian 12-14 a9k unnd
Fymsinem o19vgRasaiinuaendy 10 un/an. udWseifiud 8 davivdadinvunnet wn
fUnenovaussion1sinuldd annsalesioides Tusuia 10 un/nn. maftaelinevaussiens
$nwdheenvunn 10 un/nn. dSnwdBemnaiidussaunisaflumsguagtasannndi

2) Tunsdifivszansnmues infliimab anasszninensldien (loss of response) Tuwnmegsinnng
$nw1 Useilumanivnwese1nns mainanlsa ulcerative colitis fnnsardinmaendy 10 un/
nn. wilsuifiudl 8 dUnvindadinunnen magdUaglinouaussenissnuidiesvuia 10 un./nn.
TS nudidennaifvszaunsaflumsguagtasannnii

6. msUszliuszndnensine
6.1 nMsUszliusuUsEANSHaYaIN1TINEN
IngUseiuaInNs N15RSIIITNNE YN 2-3 Whieu uazdeandestavduninlunyssideu egataeyn
12 \au
naewmn §U3e UC nauauadsiaen nungis A1 PUCAI deendn 10 AvluY v30anaunnnii 20
AZLUNAINABUTNY

6.2 NMsuszliunuANUaanne

T RnmunadnaRssierainiuannsiaue infliximab

621 UffSeAntuvarlismnaaeaidons (infusion reaction) léun Aduld endeu 14
Wy Uaandanile Uiands Todu anudus wiumthon melalaidy

6.2.2  INIWAYLAFULTA (life-threatening anaphylactoid reaction) vauglien TnseTansly
elugftheiiinnzamduylulnaydue (mmunoglobulin A deficiency)

6.2.3 ﬁmiﬂiuﬁumﬁﬁm%ﬁmiiﬂLL@ULL&J& (latent tuberculosis infection) Tnen15M57988149
Hounmenedidven agetios 1 afwiel uazinsinauennisvesnsindetalse
pe19lNATn

624  AapauaziihsyTinnsindesuy 9 90 2-3 LAou T,ﬂa@mmmazﬁuﬁmﬁmaumumm
WY E

7. Wnaeinsugaen
Tingaefiedvausttaladants duiolul
7.1 lspaay” suuwnmeimivaunisinvenele

“InamimsIdadelsnesu vinetia A1 PUCAL tiosnin 10 Assuusmiu msdesnassaldvg lunuinavsenmss niauvesinlélvg) Lagnansnsin C-
reactive protein wae hernoglobin Unf Wusseziauuednaies 2 ¥ uasUeanunsaldennau aminosalicylates waw/3 immunomodulator e
uptMsMBuTedlsarals

L1 10



7.2 ldpavauawan1siny mussylunanevg U8 5

7.3 1AnenslaifissrasAguusailiannsaldosels

7.4 fheufjiasnisiden

7.5 ftheransfanunansinw lngliivenaduaunis eglunaeiidavesunnd

7.6 fUreiiveviunisiden infliximab aude 4.6

vy dwiuderuuissens wu msfiaide Wnganisinwdeen infliximab $1a5179un7
0IMsAnTeATY vie nidinsmnsssuaznisliunyasiunngfasanliveatan Taglunsd
fandm gawannsanduaniden infliximab 168nass audoued

U1 11



NN8L9AR
Pediatric Ulcerative colitis Activity Index (PUCAI)

anwaznisaaiin AZLIUY
Uaniag
Taidl 0
Uindniley 5
UInnLau 10
degansuludon
Taidl 0
USunandntesuazlives 10
USinandendntasureanias 20
UTuann (@inninfesay 50 U9999915%) 30
anwazganszlnediulvg]
Wwidleund 0
Wiaantae 5
WaITALIU 10
$urunTivasgaanszlu 24 Falus
0-2 0
3-5 5
6-8 10
>8 15
f1899913EABUNANNAUNAIIINUBUNAULED
Taidl 0
3 10
N3NNI INVDINU2E
Uni
anaIuNg 5
AAAIDEHINUIN 10
LONE15919949

Turner D, Otley AR, Mack D, et al. Development, validatiion and evaluation of a pediatric ulcerative colitis

activity index: A prospective multicenter study. Gastroenterology 2007;133:423-32.
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LUINMSANNUNNS I8N posaconazole
Wauly Tidmsushw invasive mucormycosis lugUqenlsinauauaavialinusiasn

amphotericin B

1. szuvaydianslden
1.1 veayidiAn15lden posaconazole nnlBuANsUsElovindin133nw (post-authorization)
Tnolifinsameidouunmed anuneiuna fanunsadsldenlifumhsanuansusslonilinou uas
amzioufihefildonfumhenuansussloviviamssnw
1.2 nsenuuunesuifumsldenind a2) nnedsitaglde posaconazole fugthe svuuazeylax
TgUaeldsuanounsoys@ldlaitiu 14 Yu uazunnddsldomsdauuurlosunisveeysia
Faus TuiBudadnge
1.3 nsdififlszuuniseutiinisldenveamthsnuanivsslon szovnafiouiiflunisldendusn
14 Yuuazadasialu nn 14 Yudwduginelu wagnn 28 Sudwiugitheuen
1.4 nsdindslaifisyuveyiAnislden posaconazole vomsauansUszleny oylaulsifeuaonis
anunenuiadudeusiinisldeuny

2. ANANUAYDEAIUNEIUIA
Juaaumeruanfunvdianznauiszylilude 3 uasdunmdanznisavdunnouss
Suguasnulsalszdnfvestie wag Jymunindoune1avziinainlsatas/vsen1ssnw

3. AuauUAvaunndginn1sinen

3.1, Wuwwdidemgilifunddooydiviodtnsnumeantlusymvioigsmanslsafnde
nunshemanslsafaide Fsufthnuluanunenuianade 2

32, Tunsditlifiummdaude 3.1 Wsomslsmeunauwisiunmdild Suniideoydiviodtng

q
[ 1

PNNUNNEANENIYIANENST YTBEUINNTIYAERS Nilausanudnylunsidendnanliiu 2 au

4. naugiaysianislden
auilAn15l¥en posaconazole lulsa invasive mucormycosis I@aﬁmm“ﬁﬂiuv‘]ﬂ%ﬁﬁﬁ
4.1. soslilugieszezgaing (terminally i)'
4.2. nsdlldgunsitedeindulse invasive mucormycosis snunasideladentelud
4.2.1. AFIINUEDIT WUU non-septate hyphae Tnen1snsramanensinemsenagadine
vosdsdsmmaiildnmadintuionienmanggaandundsiivsaanide (sterile site)
u‘%amﬂmsmz@mﬁ’wmeﬁamﬁaé’aﬁ%ms aseptic technique

T {aeszazaarie (terminally i) vanefls fhelsamameddldannsadnuild (incurable) wagliansadielidindus i Greversible)
Faluanuwiureunnddiny fliesdedinlusssiandudu

e fUiednanensliiumsinwuwuudseAuussaes (pallative care) lnesjwridianaudutnuasarumndvsumidudey
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4.2.2. LWWzL%’a%{uL“ﬁjai’l order Mucorales W4 Rhizopus spp, Mucor spp, Lichtheimia spp,
Rhizomucor spp, Cunninghamella spp, Apophysomyces spp, Saksenaea spp,
Cokeromyces spp, Syncephalastrum spp. anasdmsiaildannisiaduilondenis
L%Wz@@%’]ﬂﬁ?ﬂmeﬁﬂ'ﬁ’]ﬁmm%ﬁ] (sterile site) M%mﬂmim’wamﬁ’lmeﬁﬁmﬁﬁyﬁlﬁw

25713 aseptic technique

¥

4.3. lipovaussiseliaunsanusosn amphotericin B G]’]iJLﬂiu"'MﬂJEﬂWU@‘VI‘LN fatl

4.3.1. ﬂ']'i@’]Lqu'iﬂ'ﬁuLLiﬁsﬂu laun 4 umsaﬂmmﬁmmaaum MI09T8LVUALY naalAsunIITNE

Aawe1 amphotericin B Tuudee9tioy 7 u
4.3.2.nsalnafiurala Ao CrCl Yasnin 30 mL/min

4.3.3.n3eHat10A89d U NTANNTULTITEAY 3 Yl wazliaiunsaniuaueen1ssne

UszAulsenaq
4.4. fimsnsonuuunesuidunisitedyd A2) wﬂmamﬂ%mﬂumma

5. vuneikuzuazisnsiven
5.1 dmsunshienluivguazifinengaaus 13 Tauly wusdlildeniu
< a a v o I o v & a a o o &
- wuudialuving 300 Sadnsuiuay 2 Aseuusn waeniilalurwg 300 dadnduiuasas
5.2 dmsumslienludinery 2-12 Yuaztmdinunnnia 40 nn. wuzihedalumnadesiulivg
5.3 gUrendlsaduianuiauni Tusedu Child Pugh classes A-C lalfiasusurunmen
5.4 gUhediinsinuredeiiauni lddesuiuruinen
VB TR UGB LLUATlITUAUNIREUALEIN T NYIMALANAILTILVD LTI EY

6. N15UTLLAUTEHINNNITSNE
6.1 AI5UsAUTUNIUUTEENTHUAYDINITING

Tidsvdiugvaenielu 2 davindalasuen wWisumieuiuneulen posaconazole msLnnal

Yoladanily fail

6.1.1 91N15N19AALN JUAUALNUINTINSAAD WU N1sPnenUan AsUseliuses 1o w@une

nsAneTileda wwusuiliudecinuanvednsdlada
6.1.2 seelselunmisd Sufusunsiinde mieuuuundng )
6.2 msUszdumunuaende
TWRnnunadnaAeaves posaconazole finuvss léun

* Common terminology criteria for adverse events (CTCAE) version 5.0. Myeloma Academy. (n.d.). Retrieved November 24, 2022, from

https://academy.myeloma.org.uk/resources/common-terminology-criteria-for-adverse-events-ctcae-version-5-0/

Tusauinwndeyal inelfidumdngnilumsssaeunslden lnemhenumsthiuguansddldentod a2
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NatILALe | W1sEmes AYUTULIITEAU 3 AUTULIITEAU 4
Fiu AST, ALT genAUNARIVU (upper genAUNFAfIU (upper
normal limit) 5-10 1 normal limit) 41nA77 10 ¥
Total geandAUn@sauu (upper genAUnFAfIuU (upper
bilirubin normal limit) 2.6-5 111 normal limit) 41nA77 5 1
e DR A fiuvs uar vinalavion | duaefsimimesnsyaevieriai
wilwesgraned] (1) Gju‘ﬁjﬂwaﬂ %39 Steven-Johnson syndrome
#59(2) unaudandewdion 38 toxic epidermal necrolysis

LON@158 198 9 Division of Aids Table for Grading the Severity of Adult and Pediatric Adverse Events Version 1.0, December,
2004; Clarification August 2009

7. NN TNEAL
pdngiheldsusasu 2 duamiudr aunsaveldedededtd lunsdiflennsvsnatindty
wag/viesoslaAlunmedRtuusdilianysol autimne
Tsivignen posaconazole Wiaiiuluninmsidontsteln fail
7.1 nsdlUnenavauswian1ssnuwilaganysal (e1n1meadinmeliuaz/vieseslsamely
vide wdotieniian) lasvhluuszana 8-12 §Uavi
7.2 wddleluud 28 fu fuelinovaussensinundaeneisdeladendssd
7.2.1 mmsmaﬂﬁﬁﬂ?umamﬁu vienmiduansaufnUnfsntulnglianunsnesunelé
FeaimBu ionamnsdodsdmmaandiwinannidetudedeiiios
7.2.2 mmudw‘z"iya??aﬁiam posaconazole ‘«l’lﬂNaLW’lzL%E)
73 ansaldeduderuiadulumstnuildualiuandatuderndt Wy grinuainzde
7.4 lllalsaRnidelu order Mucorales
7.5 ANa19LAB991NYN posaconazole eV 3-4
7.6 anuglsainvosthedsudufiessezaning (terminally il)

8. fauuziniiuiy

8.1 ns¥nw rhinocerebral mucormycosis §Uaegaaldsunsindnioniedofifnidssenliun
fign fuaededldiunsquainunimiuiudasunmdnislande udn

8.2 nanstounuaieleriliiinistufinuaisnisnaden dnvazvesaiss undnguly
nyszdoudiislaalunenuanniesdjiinisvesaauneruavsedunstuiintunvsedou
yosuwndnTananFlunsdsldsmude 3

8.3 87 posaconazole flUfATensdefuseninaniug1dus lives ﬁqﬁ?umi%m’maau%’ayja
founi1slien posaconazole fug1duqifuasldiueywienidsazlafuiane 1uain
https://www.drugs.com/drug_interactions.html
Fregns eifialdsau (contraindication) fuen posaconazole éiud
Posaconazole ifiuszsuendasialul auinfiwannels
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Sirolimus SEAVUANTU 9 WinAnRwanela
Quinidine, pimozide s¥AUEILLTUD19YI A QT prolongation
HMG-coA reductase inhibitor SgAugfindue1avinliAa rhabdomyolysis
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LUINSANNUNNS I8 octreotide vHinoangnsuIu
Tsallesansauldauasinanlnlsinstu (Thyrotropin (TSH) secreting pituitary adenoma)

1. szuvaydAnslden
1.1 v0eysiAn1514e1 octreotide wiinoongnd utu nvrsaudnsusslevdneunisinu (pre-
authorization) Inefinsasmzileuunme aaunetua waggUlenewimssnwiumhenudnsusslev
1.2 nsonuuunasuifumsldendad a(2) lundausnillden wagn 9 3 Lo

2. AMANURAYRIENIUNEIUNE
2.1 \uanuneruaifiguauatunisguadiie fadl

® ANUNOMNTINNSOEINTIITDS LUUVBIR BN F AL D

=) 1 [ & a [ =) < ! L4
® UNTIATITOAWM TN IEMETEUUABNTIMET (CT scan) w38 Wouenslodesliaas
(MRI pituitary)
& ¢ = 1%
uadiunndiamenauniszylilude 3.
2.2 unmndlangne@vaunnieulzsuguanulyniunsndouionasiinanlsanag/m3en1s
Hiita

3. auandAvawnndginn1sine
Juwnnddsmgilasunidesyifvioydivnsanunmeant luaviengsenanseoulivisuas
Wngvadau vieanununsvmanseeulivienasiunzueiay

4. nauataydianaslden
audAn15le1 Octreotide ¥ilnoangns uu Tus{U3e TSH secreting pituitary adenoma lagil
nesmATURS 6 90 (4.1 - 46) el
4.1 lidugiheszezaaine (terminally il) f
4.2 fUqeldsunisiiadedndulsa TSH secreting pituitary adenoma lneifinan15nsiansu 3 4o
Festeluil
4.2.1 flonsnendinTidnfuldiulse TSH secreting pituitary adenoma 1y wilesdne Todu
vmiinan Uindisus w3 ounngvin1ssnwasdednazidulsm TSH secreting pituitary
adenoma
4.2.2 fi5efU TSH waz free Td w30 free T3/Total T3 gendnund Tasiidnsdudulaounnd
%”L‘?ﬁ?%’]ip}ﬁ'ﬂﬂﬁﬂﬂ% thyroid hormone resistance tag thyroid hormone / TSH

antibody interference

T HUaesreraavine (terminally i) maneds gUaslsanienmedsliaiusasnuild (incurable) uazliansaylelidingusiiu
(ireversible) #lupuiurenngdiny fUisasidetinlusssziandudy

e flednanensliiumsinwwuudssAuussaes (pallative care) lnesjwridianaudutnuasarumndvsumidudey
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4.2.3 wulll ssensenldaues 91nn1sAsIAaNTedaae33 magnetic resonance imaging (MRI)
%30 LONTL3EMeszuUABNNLADS (CT scan)
4.3 fheBugeutnFuNsHIen
4.4 gUheile1n13vedlsa TSH secreting pituitary adenoma Tnefidousigoddendad
4.4.1 mslyioieunsindniielrisesliulnsesdithgnnzunfinounisiide samfunsdiifould
anunsarneanlanun 1w dn15a13Ld7 cavernous sinus tnedszaznisiienauninaglasunig
M (fhedoadrumsriidadlenuauennisld warlssusnduszesnalsifiu 3 Hew) vie
4.4.2 msliienszrinsemInevauesienmsinudenisaisuamdsindalunsdiifeullamisn
rdineenldnun vi3e fUheldsunsarsuandissegaieniesanliannsaridald (aeldsue
Wuszoznanladifiu 18 1hew)
4.5 ftheiinansrnsydusesluudoladonds dwieluil
4.5.1 n3fifiausdn I5AU TSH wag free T4 38 free T3/Total T3 geniun@
4.5.2 nsdindesinda fiseiyu TSH uag free T4 930 free T3/Total T3 ganinun@il 4 duUami wds
KRR
4.6 finsnsenwuunasuiiunmsldentad a2) anufidmus’
5. YuIAgILaISN1TReN
5.1 wuzhliisunssnwidae octreotide wimoongniuu luvwia 20 un. Sadindrandoasinn
(deep IM injection) wn 4 dUaw
5.2 MsUsureemsUsziiuainennsneediinuasseau TSH uas free T4 wag free T3/total T3 Tu
nsdlfiheliannsamunueimsmenatinuasiirsesluuinuni ndadulen octreotide vlinengrsuny
Tuud @ dUai enefimnsanidiismuinendu 30-40 un. 9 & Uaw (AegeEaRe 40 un. v 4 EUa)

6. M3UTEIUTENINNMTTNE

6.1 NM3UsTAUAUYTLANTNAVDINITTNY
6.1.1 Useifiuormsnendin wu wilosdis ladu dwinan vindsee
6.1.2 95391052AU TSH uae free T4 uae free T3/total T3 N 1 Lhgu
6.1.3 9533 MRI pituitary 71 3 - 6 \fiew w&IN1HIFA

6.2 MsUszliuduauUasady
6.2.1 Aanuornsuienfiornintulugie
6.2.2 famuenslifialszasdannisléen octreotide wilmoongnauiu Wy syiutaaly

Fon uagiiluguid farsandwsedansenadguing dedtasdiennismienain

7. NIN1TVEAEN
Tvgegilonsianutelateniaiwmaluil

* 2 o o v A gua o 1% I o o VoY o o
Windusnwndeyaliieltiluvdngnilunmsnsaeunslden lnemhenunsiuguansddldedad @)
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7.1 nsdifiliondeunssindaiiieriuaueinsvessesluulnsesdiiginitund uay/vde ileanuuia
voiioson finsavgasilensiany sedu TSH, free T4, free T3/total T3 agluinmusiund wielvien
AsU 3 ey (Fuusnstinsdatulianmnsanserinld Tldereauietusingn wiaddeduiiiu 6 Wou
tuusiisalden)

7.2 nedifliemdsnsridauag senan1sinwdenITaIsas RsumgaeLlonTIany sedu TSH,
free T4, free T3/total T3 aglluinauaiun@ wazansanduansunsneluleansesusesluusudaiy
AnUnfsnafmdmgaen svoznamsliilunsdiae iy 18 Weu

7.3 anuzvesiieiasudu terminally il

7.4 fiheiinormstradssannislis octreotide sfinoongnsunuauliaisalden octreotide

¥iinoongnsuseld

7.5 gUrgUiasnisHnein
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wuIneiAunslden rituximab
Yausld lsniinlsiedaefaeannninlinauauassianisinediseniugiu

(refractory neuromyelitis optica spectrum disorder)

1. szuvaydianslden
1.1 veeuilAnislden rituimab 9nviissuansUselovdnuuuimsniseydAfiudazmiteay
ivualineun1ssnu (pre-authorization) lngdn1sasmeileuunng anrune1uia wazgUae
Aowimssnwiumhenuansuselev
1.2 nsenuuunasuiiumsldentiad 22) luadusnilléertuiiie wasadwiolulunn 6 Heu nie
ynasaifinisdsdneen

2. AUENUAYDIHNTUNYIUTA
2.1 Duanumenuiafianansoguaditelsailsibddefaseniiny sin193tads tronsnu uaziiuy
anm Tngilunndnuiissylute 3
2.2 ansoanwtodmmanmienduulivinauesvideludumdald
2.3 \duaoumgraifiyaainsmisnsunnginfonaziaauainudymiunindeuiionsaziinan
lsAuaz/m3anssne laun Ussamunmd nuisussamunnd wasdngunng

¢ Y o

3. ﬂmﬁﬁJ‘UWU@\‘lLLWVIﬂNMﬁﬂﬂiiﬂ‘Hﬁ

Y
U

LUuLwasmlmwmaaaguw‘%aq@ﬁ’mmmmwaamiummﬂwmﬁmm wIeNUITUTEAM
MenFUfuRnulugauneuIanute 2

4. wnauateydianislden

aulFn15lY rituximab Laediinaeinsunnve il

a.1 sealiludieszevaniing (terminally L)

4.2 mmisuammaiuimLﬂmmaumlﬁuﬂaau (pseudorelapse)

4.3 fhelesunsnsiaiedeindulsaiilsieddefaean@inisieinaet IPND 2015 (nanuan)

4.4 fhehinevaussiensinvvteinadradssaneildlunssnu delatenils loun

4.4.1 WHugUaefieeldSuangnslagnsnis I8un prednisolone based regimen (Ingfinasld

prednisolone AU1A 10-20 mg MB3U) 39 azathioprine based regimen (Iaadin1sld
azathioprine UM 2-3 mg/kg/day) %30 mycophenolate mofetil based regimen (Il
1514 mycophenolate mofetil wu1m 2,000 me/day) luszoziianiimunzay (6 WHeuty
V) wazdaimsmisundudusiveslsa

"t Uagsrezaniine (terminally i) vaneds gulelsanianiedelaiaiuisasnuld (incurable) wazlianunsayelidingus1niu
(ireversible) #lupuiurenngdiny fUisasidetinlusssziandudy
winews flesananesslidsunsinuwuulszdudszaes (palliative care) tneganisliananuduiinuagauyndnsunududdy

- T
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4.4.2 finadradesnne wien senislasenisudddude 4.4.1 aunseisldanunsaldonsiudy
Tunismuaulsald 1 fdoudmiunislden prednisolone ldun fnzuinnaga
filsianansnmunuls 3e nszgnNUBLNITULSY Y3 N1IY avascular necrosis ¥i3e Ag
fefiuangt vie mnufnUnAvnaumueaTuduiidwaienngymwanin Sdevudniu
msldien azathioprine lun infinmeidadenuish (agranulocytosis) Liafinzfivee
fu (liver toxicity) ¥38MTI9NUAILVIN thiopurine S-methyltransferase dgeauysal

4.5 finsnsenuuunesuiiunisldentad a2) aufisivun 1

5. YuABILarIsnN1TIe

5.1 TfSududae Induction vuna 1,000 me Tuiudl 1 wazsn 1,000 me lusudt 15 ndsanduli
rituximab A33a% 500-1,000 mg 1N 6 ey wie fannsaaTvsydy €19 18 wintesndn 1%
annsaldevhatunnnd 6 weuls

52 lunsdififUedennsdutineusous 6 iWeu mnsudusedien ritudimab 41 Sududonans
5¥AU CD19 Ds¥AUNINAINSoUaE 1 3o Seau CD19/CD27 wnnnatdesay 0.05 Tu 2 Tusn uag
1nnInTesag 0.1 Tuldnlu ¥89 mononuclear cell @wnsaluen rituximab Tusun 375 mg/m?
dills 1 a wilugaesveznm 12 Woutuasdedenlidiu 3 ade (Witfusau induction)

5.3 Tlldennnnia 3 adwied (lifusautas induction period)
e Waoun1ue1nn598d infusion reaction 99081 rituximab nnAsInouNslRe nadis
A17% infusion reaction 91181 rituximab Tiviin1susudassilunislienseanganisiven
Frmsrmanenastiue

6. NMIUTLAUILTNINNNITINW
6.1 N15UsLIRUATUUSEENSNAYEINTTINE
Uspidiugthevdsldsuolummafineaududuszesng 12 dWeu lasTaandnsniadusy
Weufuneulden snsinmsifugimsanauwnnninfesas 50
6.2 nN1sUsTIuAUANUABANY
seuinensloion Tihsesdyanadn Wesmngthsursseenaienmsusionls

7. \nUINSUYAYT
Tivgaenilonsranudelndenisiuioluid
7.1 fihelinevaussiemsinumdslisualurueivanzanudnduszoznan 12 ey lasiing
Hudmdiliennnd 2 afuiol
7.2 ildevedesunufunisezing 5 U duswusiiaglésu induction therapy
7.3 anuzlsafuvesiithowdsuduithessezaaig (terminally il)

Musafivinudeyaliieléilundngrulunsasinaeunislden Taembenunsiduguanisdsldedad a2)
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AAKUIN
LNEU9IN15919a8 ¥e9 International consensus diagnostic criteria
for neuromyelitis optica spectrum disorders (IPND) a.f. 2015
mM33fadelsa NMOSD fiwu AQP4 IgG (NMOSD with AQP4 G )
1. o1msnerdiindesidnvarsumeauiisiun (Core Clinical Characteristics) aehetios 1 fafusioluil
1.1 @uszamansniay
1.2 lvdunasdniau
1.3 ngue3 Area postrema laefonmsagdnviienduldoniumnnmin 48 dalus ivnanmdulsiny
1.4 NgueININIeNIUaNes

1.5 Symptomatic Narcolepsy %#38ng181115 Diencephalon \3gumngu
1.6 Symptomatic Cerebral Syndrome
2. 529U AQP4 1gG Taeldisn1snsiasmewmaila cell-based assay
3. lainvanivnduiieueeinisle
ﬁswaaeﬂ;sﬂ NMOSD 'vﬂ,uwu AQP4 IgG vnsalwswwa AQP4 IgG status
1. mstduneediniifidnuazsime aufidivun (Core clinical characteristics) ag13tios 2 810113
wazdnldiu anessolud
1.1 Fesdiegnatos 1 o1nsiusuiidilaiu
- @UUTEAMANDNLEU Y90
~ladundsdniaunazdnvazidu Long Extensive Transverse Myelitis (LETM) saneds soelsadidl
ANNYININATY 3 VasaNTEANFUNAS
- NYUBINNT Area postrema
1.2 egatdes 2 91n1sSunePaindi idnvarsunnzaudismun (Core clinical characteristics) T
Fumisiuaneinaiu (Dissemination in space)
1.3 whldtudesmundindnlunmduesle*
2. a59kUnu AQP4 1gG Tagldid cell-based assay wisolianunsadnsiala
3. laiwuaungduiieureeinisle
*GuammmwaJLmumqmmammﬂammumi faelsa NMOSD 7ilalnu AQP4 16G %3 olinsuna
AQP4 IsG
1. amudulssammsnauindudodseslsaluduonilesoluil
1.1 wuorsleanaslinuanuinunivs efiiiesseslsa nonspecific white matter %38
1.2 Wuenslowduuszaman (Optic nerve) nsranuseslsadqaugiiiaungly T2w nie dseslsn
gadolinium enhancement Tu T1W g131nnIA3miwasnuerdulssamamseiisoslsa
7 optic chiasm
2. amglvdundadniaudndudesiiseslsaiianuendeidesiuinnniwiewiiiy 3 dedonszgndu
v&s ieiiseslvdundsdlereilosnnuennniutenintu 3 ferenszgnaunddlunsdiigiasiae
fusgiRnlanunngludunasoniau
3. NANEINTT Area Postrema Sudes fiseelsalunmdueislefidusiusiu dorsal medulla/area
postrema
4. ngueINTAIUANeY (Brainstem syndrome) ST ud e seslsalunimiduensled dusius iy

periependymal brainstem lesions
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LUANIIANUNT5 LU mercaptamine (cysteamine bitartrate)
Wauly nephropathic cystinosis

1. szuvaydianslden

1.1 weaydinislden mercaptamine (cysteamine bitartrate) 9nuuleauansUselevinounissny
(pre-authorization) Iaginsasmeileunnmg anuneruianazdUignowiinissinwiuniisny
ansuselevyl

1.2 nsenuuurlesuiiumsldentad 22 luafusn uazveouifedwiolunn 1 6-12 ieu

1.3 myvepydinisldensuiu msldeaies warnismenevesiisusar ety umdivinnsdnuiia
VA NwAraUNUAITENTIINAN1IINY ToyarUie wazuuunesumAunsidetyd 22) wuese
yigadnsuslonilaglduumnuimisnuivusl v oauevhanuiiReadesivun uasded
maudskahsnunaadesiiunstudeslddundhiivesmhenuiuumy

. AMENURYIIENUNEIUIA
2.1 @gunenuianan mnese aoruneunaiisinnsldendesduanuneruiafidanundeslunisidess
wazsnwlsa Ao
211 \Suanuiifuwmgiseyluted 3 Telfanuneunaduudsanudszasddenieauans
Uselewilii ovoauifuaramedouanmuneunausazuviadunsdll Tnedimsamedou
gouneTUIAT UM ENUEYSUsslemivi omierunansii e S uteuning
212 Fuwwdiamgmamiszylilude 3 uasiuwmdiamenaamnduiindenazimguasnuniam
wisndeufionaaziinainlsauas/ s emssn
22 @UNETUTAELYIU VNEE danumenuaii Suase viseguai s wivanuneUIanan

. AaUANURYaUNNEN155nY

=

31 wwnddvinssnevan iWuwnnd @ eawgi b sumisdeeudfvioydivasnnunneanilueyav
nyiuganans FeuuRauluanunenuianudes 2.1
3.2 wwgdivinsSnwauny laun nunsunme vise egsunmg Tuaniunenuiaaumuilasunsus s sain

AennenslsmenuiailuduadUae

(4 wa 1
. nauiadiAnislden
4.1 BiduUeszezganie (terminally i)
4.2 lasumnsagudunsiiagt nephropathic cystinosis Mg IMseraTin T uRavNeviBalf URnsee
Todalatevisialul
[y [y . I = a | a
4.2.1 M3InTEAU cystine ludiadionvinaaininung
4.2.2 NIATIINU cystine crystal ANTeANAIMILN1IATIANAY (slit lamp) Tagdnwunng
4.2.3 MINTIANNUINTIUNUNINAETUSTINeLsAvesaRsLandaveddu CTNS
4.3 fmsnseniuurlasuiiiunsidenda® A2) ynassiagldendugie

" fhesseraating (terminally iW) vanedls fuaelsenmemeddsianansadnelél (ncurable) warlianansavaelidinBuetiu (mreversible) Fdlumnudiu
vaunngsnwn gihewwdetislusvesiangudu

e flednanensliiumsinwwuudseAuuszaes (pallative care) Inesjwridianmnuduuin uazanumndvsinuuddty

TWsafiusnndeyalimelfilwdngulumsasaasunslien lemberunisiiuguanisdddenda 22)
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5. YuIAgILazIaNslden
Mercaptamine (cysteamine bitartrate) ¥ia immediate-release cap
5.1 nsalfthedin: henvunn 60-90 fiadnsu/Alansi/Au utdiinn 6 9ol (1.3-1.95 nfw/msnasns/w)
5.2 nsdlgUneglva): Wenwun 500 fadn3u vn 6 alu
e YunneasEaliiiiu 2 N/

6. NM1sAARUKAZUTZIUNANITINY)

6.1 Tvihmsusediunan1ssnwmn 6-12 ey

62 mssulieadausn dosdalpsunmdgvhnssnumdniiamadeuliiiie uadluanumeuiavesumme
VN3N mEan LLazé’w%’Umﬁé"qsrm%y’qffmiﬂa'mwaaﬁ']maﬁwﬂmEJLLWV]ET;:JVT’mﬁ%’ﬂmamuiéf

63 fihemnsededdiunmmauszdulasummdvhmsnumdnifledamueinisednaiosn 6-12 ey
feufiazdsenseusisly

6.4 UNNEINNITSNYIMANAB9E 918U TUSHEURANILDINITUATNANITNBUANBIRHBNITS NYINE N3
Shwn WA Amisviauedls (BUN/C srmsnnessuudy o Mieates wavennislifiadszasdainns
$nw1da881 mercaptamine (cysteamine bitartrate) TWuAniisuansuselovilaglduuimnemud
mipnuimusl i erasheuiiieatossmun wasdlofinsusst wnhsnunmaiesidunnslu
Sodillhiduntifiveanhsnuiuum YN 6-12 o

7. \NQU9INITVEAEN
Tinsumgaeufiofasddnunsidldfunurideladents fuiolud
7.1 fihefiamzumsndeuanedsenaidusunseiundin
7.2 gtheinujise1n1suiien mercaptamine (cysteamine bitartrate) vinuuss
73 uaelilianusandelunissvermummuanissnuns el Gusend 9x1461 mercaptamine
(cysteamine bitartrate)
7.4 ghenansinnunanising Ingldfivianaduauais
75 anuzlsafuvestherdsudugtisszezaning (terminally i)

YN 24



KUINAAUNNSIGYN nitisinone
Woulvlddwmsusnen salnls@iilisastinf 1 (hereditary tyrosinemia type 1)
Tngldianznisinungdqenaulasunisugnaiedu (liver transplant)

1. szuvaydianslden

1.1 weauddnislde nitisinone :nmusudng Uselevinaun1ssny (pre-authorization) lagidn1g
amzluunmg annunenunawaziignewihmssnwivmiisamiavsusslev

12 nsenuuumesuiumsldentad a2) lursusn uazvesuiffedselunn 4 6-12 eu

13 myveaysiAmsldenGusu meldosioiio uasnamgnemesineusior ety wmddvinissnwmdn
waraunumsinsimans3nw Yeyaguae uaziuuresuitiunsldendad A2) iuedeviienudvs
Jsrledlaglduumenuiivisnuimualy vieangynuiiisitesimun uand afinisusisds
smhsmunanaditesiumsluesdlmdunifivemmisnuduwm

. AMENURYIIENUNEIUIA
2.1 @ouwenuianan mneie aoruneunaiisinnsldendesduanuneruiafidanundeslunisidede
wazsnwlsa Ao
211 uanuiifumddseyliludef 3 lnelanumenuadundsmussasddonnenuans
Uselewlii svoousiPuazameifouanmmeunausazuiadunsdll Tnsdnmsamedou
aonunenUIatunthsnuansUsslevind evdsnunansiildSuteuming
212 Fuwwdiamzmamiszylilude 3 uasiuwmdiamenaamnduiindenazsmguadnuniam
wsndeuTionaaziinainlsauas/ s emssn
22 @UNTUIAENYIU VNEE danumenuaii Suase viseguakUeswivan N UIanan

. AaANURYaNNEN155nY

31 WuwwedFemgilisumldesysifviendidasnnummeanilusyamnnuiugmans deufuanulu
ANUNETUNAMLUR 2.1

3.2 lunsaifildfiunmddvinnssnumdnlusyauneiugemansfidivualy nude 3.1) Wgdunenis

Y
lsaneunawssdsunngndanuianudinglunsldedna nddasunidesydaniedidngan

Nl

wmganiluansselud
3.2.1 nsglgtheiin

- QUANVINUITIVANANTLIATEUUNMUAUD M T LIARY
3.2.1 nsaidrerlng

- QUANVILIATEUUMNLAUDINNT

4. \neuaiaydiRnaslden
Tnudasfinsunndonsdaluil

4.1 BiduiUeszezganie (terminally i)

12 fiheltoadonudeladonil nadidwieluil

fUhessergevine (terminally i) visnedia flaelsamamedslianinsasnwlél (ncurable) uagliamnsad e Widinguemiu (meversible) Fehumnuiiu
vaungSnw gihewwdetinlusvesnagudu

e lhednaneslifunssnvwuudssAuusas (palliative care) Wnesjwridianmuduuin uasanamndvsinuuddey
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4.2.1 ﬁﬂaaLﬁﬂﬁﬁUiﬁaﬂiQUﬂ%’aLﬂu tyrosinemia type |
422 flomsmeiu/ensidniiu tyrosinemia type |
.23 Newbomn screening waaiinaiduuan (positive)
43 msldunmsnsndudunsidede lselnls3ideiing 1 (Hereditary Tyrosinemia type 1) Tnedieladantls
soluil
4.3.1 195un1393998udunIenNIInTIIMINITNAIENLTY098U fumarylacetoacetate hydrolase
(FAH)
432 n52ANUaIsTATdaord Inu (succinylacetone) Tulden (#2835 Tandem mass
spectrometry (MS/MS))
433 panvastatlaozdlnu (succinylacetone) Tullaag (11878 Gas chromatography mass
spectrometry (GCMS))
4.4 fUwdalilavinmsUgnanesiu (iver transplant)
45 Snsnsenuuuresuiiunsldendod a2 noedsiedddendudan o
5. UIAEILAZISNTLgEN
nsfinsSnwneulgnanediy REBURY 1 me/ke/day widliuaz 2 ads
wds AL 4 FUANINg Ny succinylacetone USuaamnn @unsanit uvuingdu
1.5 me/ke/day wusliiiuas 2 ads uazmnsnduenafinenldauds 2 me/ke/day uuslsuay 2 ads
(VWInenEaan Ao 2 me/kg/day)
Tunsdlfionisamuguliduunfifuszeznamils unmderafarsaunviumsuimseliinie
Suazas Tnemswunnensio Tuwinda
NG AUUSUIUININIUTEAU tyrosine Tuden waliuSumsuazdnnaUsuia tyrosine Lay
phenylalanine
6. NsAAANLazUITIIUNANIISNEN
6.1 Wivhmsussdiunamssnwnn 6-12 hisu
62 mudliedusniosdlnoummsirinmesnymsniiamadeuliigie warduanumeaveumsgin
s man uardmiumsdseedeialuaunsovmsdlaoumggrnnsinuaumy
63 fUreynmededdsunmmalszdiulasummdfinmssnymdnilofnnuennseseieeyn 6-12 Weu
reufiszdiensousely
6.4 UNNERYIINTININENADIAIT1I8UNTUTEIUAAN LD INTLATHANTNOUALBIRBNT TS NYINAINTT
Fnwrmunisef 1 TWun nureudnsuslevilaelduuanisauindisauiivuald vie
AnuzThauiistesiun wandlefinsudsdmnhenunaraditesiiunsludesiliiluniiive
MhEUTLIY NN 6-12 Lo

TWsafiusnndeyalimelfilwdngulumsasaasunslien lemberunisiiuguanisdddenda 22)
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A15199 1 N15AARIINANIIINEN

218 5 Yauly

91giaendt 1 U 21y 1-5 1 ) RUNYLG
: : wazdvgy :

Succinylacetone (Wan@u138 NN 1-3 \gu NN 3-6 WY NN 6-12 LAoU
LHoAUUNIZAYNTDY/ Udanis-
quantitative)
Plasma amino acids N 1-3 Lo NN 3-6 LAOU NN 6-12 LAoU
CBC NN 3 1nou NN 12 lhau NN 12 lhau
Liver function test uag NN 1-3 Liou N 6 LAou NN 12 1hau
Coagulogram unazduunf
Alpha-fetoprotein (AFP) NN 1-3 gy NN 6-12 1pigu N 6-12 LAoU
Abdominal imaging VN 12 W NN 12 W nn 12 e | *wieid ofi fe
(ultrasound/ CT or MRI) Uaindesniu
Electrolytes, BUN, Cr, Ca, P - NN 12 lhau NN 12 lhau
Developmental evaluation - neuduinlsaiou | neuludilsssou
Ophthalmology dloflemsvded | dleflenmsvied | leflennisuded

Foustmeeddn | deudineediin | deusinenain

7. \nUEINTNEAL

TisamgeelegUlslidnuasiidilatuinuandeladentsiiolud

71 fUrelanewnsndeuanendenaudunsedundin

7.2 gUhainufisennisuiien nitisinone YATULSS

73 faehilianusaiielumssusmuimunmssnuieliBuseuiiaglden nitisinone
7.4 gUhenamsAnmusanmssnulaglidmvsnaduaunis

7.5 fuaeldsunsugnanesiu (lver transplant) Wunadisa

76 anuzlsarnvestieasuduiiiessozaeaving terminally i)
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LUIN9AIAUNNS LY sapropterin (BH4)
Roulalddmiulsa tetrahydrobiopterin (BH4) deficiencies
1. szuvaydianislden

1.1 veaudAn15iden sapropterin (BH4) a1numiigaudniuselevinaun1sinel (pre-authorization)
lnginsameideuwnmgd daiuneuia wagkteteuyinssnuiuniisnuansusslev

12 nsenuvuredumiunsldentad 22) luadusn LLavmaauumﬂiqmalﬂwﬂ 16-12 Lo

1.3 mwaaummﬁ%mmu nsldesenilos way Nsngne1ve LAz 101y WMEEviNTSNY
AIsinsdnan1ssnwn TayanUae LLauLLUUW@SQJﬂ’IﬂUﬂ’Iﬂ“UEJ’IUQyU 2(2) LAUDADNUILIUAND
Uselondlaglduunmenuiiveisanuimualy wioameauiiioadesdivun wazidlofinnsuse
whsnunaaitesiiunsludesindunihitvewnhsnuiuumy

2. AMANURYIIEAIUNEIUIA

annungnuafiinisldendesduanunenuiafiiarundenlunifdowarinulsn fe

2.1 Wuanuwenuiafiiunmdfiseylfluded 3 nelianumeuadusdsaudsvasdrontnenuans
Usgloniifl svoeud@uavameifouaniungruiaudazuviadunsdll lnsdnsameidou
aonungUatumhenuansussleviiemhsnunaiildfuneuning

2.2 @1N5ONTINT0d9NI9 wazkUanan1snateiugvesdunalsAngy tetrahydrobiopterin (BH4)
deficiencies 7i§nwlddaeen sapropterin LA Guanosine triphosphate cyclohydrolase | (GCHI),
6-pyruvoyl-tetrahydropterin synthase (PTS) wag Pterin-d4-alpha-carbinolamine dehydratase 1
(PCBDI) 19 sanfsanansavinazuiana BHA loading test 161

¢ Y o

3. ﬂmﬁﬁJUﬁl‘U@ﬂLLW%ﬂNVﬂﬂ'ﬁiﬂ‘U’]

v

Huwmndgdennaildfunidosyiivierdinsanummeanlusyavinviugmans defoRauly

9

av Yo wa 9]
aﬂquwEJ’]U']@V]VLGﬁUﬂ’ﬁ@HMG]FLUGU@ 2

4. \neuaiaydfnaslden
audAnTslden sapropterin TugUaey BH4 deficiencies Ingdpsiiasuynde Fareluil
4.1 lidugUaeszezgaving (terminally i)’
4.2 9533 plasma amino acids #WusefAU phenylalanine Twdengenituni
43 {iheiiflennavidensiany feladonds fwieluil
4.3.1 §01n15119AATNLART 1Y SIFIBaURARILVNSS 0 oculogyric crisis NMsiadaulmRaUnd
(dystonia, hypokinetic rigid syndrome, bradykinesia, resting tremor, cogwheel rigidity)
afdyayrunnses seufisweian walidn Waunnnsandn
4.3.2 fiuseTRrseunh (ivessaudanunsan) WJulsa BH4 deficiencies
4.3.3 AFIANUANURAUNFAIIN newbom screening lagwu phenylalanine g4

" fhesrezaaie (terminally i) visnedia mUaaisﬂmqmamiummsﬂiﬂwﬂm (incurable) waelslenusataeliEinE uema (ireversible) @dlupmnuiu

‘UBQLL‘WVIEJFJiﬂH’W FJU’JEJR]%L?IEJ“U’J m’luizammauau

wnewe lednanensldiunmsinwwuudssAuuszans (pallative care) Inesjwridianaruduiinuasarumndnsmududhdny
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4.4 GSumsmsinduiusedelatents duweldil
4.4.1 asndusasnuimuilananetugnelselugu GCHI, PTS, wag/vise PCBDI Budumyitadelsn BHA
deficiencies 73l Sumssnwdae sapropterin (ngalald Naﬂ’]iGﬁ%ﬁ]%&Iﬂﬂ’]i?ju%@@uﬁaﬂ%’jﬂ
usn msBuranmTRBunImENsveeysfedusnnely 4 dow)
4.4.2 Han15MA@U BHA loading test wuanlinisnevausslanidilanu BHA deficiencies (Msuia
HANTSAOUAUDR bUVINELnUe 2)
NUBLN0
1) maidndnenisvadey BHA loading test Tidulunuiusiaznasmulsenmartivun
2) yurnefilddmsulsyifiun1sneuauadsionn sapropterin (MAdaU BHA loading test) Ao 20
fadnsw/Alansu/Au uarUssidiumsnevauesil 8 uazil 24-48 s Tnegfiiunausinsneuaues
fon1ssnwseeldd fe s2iu plasma/blood phenylalanine #i 8 F2luwdsls sapropterin anas
1NN31 80% Vs baseline AouiEue
4.5 finsnsenuuurledurfumsliodad a2) nnadeitagldentuduae -

5. YuIAgILazIaNslden
nyedldiion153nwE{Ule BHA deficiencies vu1aely e 2-4 dadnfu/Alansu/du (USuany
UnnAY 0IN1shagRaNIwiBalfuRng)

6. NMIAAAUKALNITUTHEIUNANTINY
6.1 lin1sUseliunansinwnn 3-6 oy
6.2 mauliisnafausn Fesdilaounmedvinnisinufamadeoulsiitne warluaounenuiavesunms
AN
6.3 funennededldiunnsinusedulasunndfinnisinuiiefnnueinisegsiiosyn 6 1ieu
rouflazdserseusioly
6.4 WNGRMINITINBIA09d9918971UNTUTTUAARNINDINITHATNANITNOUANBINBNITSNYINGINIS
Snwmunsedt 1 TuAmhsnuavsusslenilaglduummmuiimhsauimualivieausyiny
fuiedosimun uandefimuiianihsrunaafiediiunsludesilndumifiveamineny
fuunu 90 6-12 \iiou
AT 1 ANTLAAINSTANANINANTTNYY

, ARANNNIY | Ussiliuennisnig | UsEiunmuInisias/vse AARNUTLAU

129018 an o . =
: ARtin szuuUsam seauryUlygn phenylalanine Tuidan

0-12 - “ - o

P NN 1-3 Wiy NN 1-3 1w NN 3 Whiou NN 1-3 Wy
WPiau

1-6U | vn 3-6 o N 3-6 LAOU N 6 LAOU N 3-6 LAOU
6-12TU | vn 4-6 \piou N 4-6 LioU N 6-12 LAoU N 6-12 LAoU
>12TU | 9N 6 Lhsu N 6-12 Lhau VN 12 1y NN 6-12 Lo

" Wsaiusnudeyaliielfidundngulumsnsmaeumsiden lnemhemunsiiuguansdddendad a@)
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7. \naueiN1VIEAEN
firsanvgaedoftieddnuusddnldtunasidelatenis fuiolui
7.1 ffthefiamzunsndoudsenaidudunseiuddin
7.2 gUrglilanunsalienlugduuuiudsemule
7.3 fheinuisenisuwiien sapropterin ¥AgULSS
7.4 Q’ﬂ'gaiaﬂﬁmwm'wﬁaiuma%’ummuﬁmummi%’ﬂwm%ahi@uaamﬁaﬂ%m sapropterin
7.5 fheflon1amsssunlszamugas uieiduunndu (severe or advanced disease) ndaanlifen
yungansioidlesnudiedietion 11
7.6 aaglsainveaitherdsuuiihoszozaaing (terminally il)
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WUANNAIAUNTS MY sapropterin (BH4)
Foulvldidwsulse phenylketonuria (PKU)
1. szuuaydianislden

1.1 ¥aoydAn1slden sapropterin (BH4) a1nuiisudniuselevinaun1ssnen (pre-authorization)
lnginsameidouunmd daruneiuia wazdtieneuvimssnuiumilsnuansusslev

1.2 nsenuuuneasuiAunsldentyd a2 iuﬂiauﬁﬂ LLavmaauumﬂiamaiﬂwﬂ 16-12 Lhou

1.3 ﬂ']isuaaummﬁsuml,imu nsldendaiiios LAEN1INE ALY URLARY ety WHNEEYIINTTN
AsinIsinan1sThw TeyadUie wazuuurlesumiunsidentad a2) auedenuigudng
Usslomflaglduuamemuiiniisanuivualy wioausvihauiineadesivun uaviilefinsuses
wihsnunanafiesiiunsludesdlidumihivesmhenuduuny

2. AUANURYDIEAIUNEIUIA

aonungnuafiinsldendeaduanunenunadiieundedlunsifadowarinulsn fe

2.1 iuanumeunadfunndiiseyiluded 3 Wneliaomumeaduudsnnulsvasddemieaudns
Usglov il ovoeusiAuazasmzifouaniungiviaudazuiadunsdly lnefinsamedeu
aonunguIatumhsnuansussleviniemhsnunaiildTuneuning

2.2 @1U150MTIAUIEIRNI7 waziiUana plasma amino acids 439 blood phenylalanine (Phe) levels
¢ sanfsanunsaviuasuyana BH4 loading test 1e il oUszifiun1sneuausron1ssnedlee
sapropterin Tu@jﬂaa phenylketonuria (PKU)

¢ ¥ o

3. ﬂmﬁNUWUBQLLWVIEJNVI’m']’i’iﬂH']

u
=) Y

LUuLmes;jLﬁzjmmmmlmwmaaauﬁamaq@ mINLIMEaNT luYEvIIYIIMans JaujiRauly
anuneuiailasuniseysiflude 2

4. \nausiaydlifinaslden
auliAnslden sapropterin TugUae PKU Tnedosiinsunndasmeluid
4.1 Ldugheszezgaving (terminally i)’
4.2 fthefiony 1 eutuly
4.3 wa plasma amino acids #5zAU phenylalanine Tuldananaun1ssnyl >360 pmol/L
0.4 lF5unsmsaiuiunisitadelse PKU meesufoRmameiimsludeladenis seluil (feusn
fUaelsA BHA deficiencies 88n3an PKU)
4.4.1 Han1InTINATIZYENT pterins Tullaanzuag DHPR activity luideauni
4.4.2 #en139333 mutation analysis Wumiﬂmaﬁuﬁ'}ua@u phenylalanine hydroxylase (PAH)
4.4.3 nMsynIvadeuNInevausisenisiiien sapropterin 20 me/ke/day (24-48 F2lu9) wdai
msnavauesfidudnuarvadlsa PKU fie 528U phenylalanine Tuidond 8 43l ndslasu
1anaNTioENT1 80% vad baseline ua 526U phenylalanine Tudend 24-48 Falua fag
nIAUNG

t fessageving (terminally i) vaneis Nﬂaaiiﬂmamsmlmmammmsnlﬂ (incurable) wazlslenansav el T3mduemu (reversile) slumnaudiu
VBTSN QUJEJ%La&mﬁﬂ,uiwmmauau

wnewe flednanensldiunmsinwwuulssAuuszans (pallative care) Inesjwridianaruduiinuasarumndnsmududdn
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4.5 fihedeudulumannasina 2 4o fe
4.5.1 lesumsshwiiensmunuesuaaddlseiu phenylalanine ludentfiuni 360 pmol/L uay
4.5.2 wa BHA loading test Wu1Hn1mauaUesnagn sapropterin lngseAu phenylalanine Tuiden
anaduN >30% 31N3EAU baseline
vanewn Msidnanenismagey BHA loading test lulumuilusaznesmuusznaivun
4.6 finsnsenuuuresufiunisldentad 22) sufidmua

5 uIngIazIsn1sigen
N sapropterin 3 sULLUU%“UUizmuﬁauﬁa muvATiuus feil
mummﬂﬂumﬁﬂm Ao 5-20 mg/kg/day (VUIAEIAIEA AD 1,400 mg/day) TS udud
10 mg/kg/day Yuazats ndsanduauisausuvuinenliszsdu phenylalanine ludenUrsegluyas
120-360 pmol/L

naeme NM3EN sapropterin siagliniudiun1sdnin phenylalanine Tuansuas/miouu ey

6. NMIAANINLAZN1TUTERUNANITINE

6.1 lin1sUssiunanmssinenn 6 Wheu

6.2 masulisiadausn desdslnsunmesinnissnuitame Seuliiuae warluanuneuavesunmg
HvN33nY

6.3 funennededldunsanaussfiulasunmdfinssnviiiodnnueinisedeiosn 6 oy
rouflazdsenseusely

6.4 WNNIHYINNITIN YA 098 951891UNTUTHIURANINBINITHATHANITADUAUDIHBNITTNWINFINT
Srwunssit 1 Iuanhsnudnsuselovdlaglduunmemuiimhsnuimualivieanginy
fiiendostmun uanidednmsudatimnsnunaaiiosidunsludesdlfdumiiivomineay
fuunu 90 6-12 \iou

A15199 1 AITNUEARINISAARIUNANITS AW

, - _— ARANTEZAU UslunaIuINISHI®
12997 ARAIUNISARTN . u . .
phenylalanine Tuidan seaulyIUlggn
0-12 piou N 1-3 Lo NN 2-12 dUam
1-3 1 NN 3-4 Lo NN 1-4 \iou
3-6 U NN 3-6 LHOU NN 1-6 Liou 1A
6-12 U N 3-6 LAOU NN 2-6 LADU 1 A5
12 Y Auly NN 6-12 Wiy NN 3-12 Wiy

TWsmfiusnndeyalifelfilwdngulumsasaasunslien lembenunisiiuguanisdddenda 22)
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7. \naueiN1VIEAEN

firsanvgaedofiieddnuusiinldtfunasitelatondsteelud

7.1 fthewdsuanuniduszozgaing (terminally i)

7.2 ffthefiamzunsndoudsenaidusuneiauddin

7.3 gurgliianunsalienlugduuusudsemule

7.4 {UheiinUfiTensunien sapropterin ¥ATUKSS

7.5 fthelilvierusuilolumsfunmuivunnisinumie lifugesiaylden sapropterin

7.6 {lheennsuuss (severe disease) u3aidiuanniu (advanced disease)
(fictinical progression of disease \lawflsuiiu baseline InglalldiAnan co-morbidity)

7.7 ftheliansnsndnwsedu phenylalanine Tuiden Wiiosnd 600 umol/L dedlasiu 2 s (s
L3iifiu 6 hiow)
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LUIM9ANUNN5 M1 adalimumab
Wouly Mdwsushelsadedniauasiiakuy (psoriatic arthritis)

1. szuvaydianslden
1.1 veeysiAnslden adalimumab 91nmiasauansUsslovinuuumaniseyidfudagmissany
muunalifeun1ssnw (pre-authorization) Tngdimsamzidouunyd aaume1uia uaggUlenawih
nsSnwiumhenuansysslovd
1.2 nsenuuulasuiiunisldendad a2 luadausn euifRlWHduna 180 Tu) wazadsdelunn 1
180 Ju

2. AMANURYDIFAIUNEIUTA
aoruneruiaisinsldendeaduadaiuneiuiaiinundeulunisitdadouassnuilse Tnod
wwdlamzynenuiisyylilude 3 wasiunmdiamemsindouazquasnudgmunsndeuiionnaziie
NLIALAY/NTBNITSAY

3. pauaNURvawnwndginsine

uwwmddemngilasumisdesud@viendiUnsnnunneaniluanenssenanslsadonas junfady

1
=

FeufURnuluanuneuianiute 2.

4. wnaugiaysianislden
auifAnaslden adatimumab Tulsatesniavazifiniu (psoriatic arthritis) Tnefiinausiasumndadail
4.1 dedlilufUaeszazaniing (terminally il
4.2 lgsunsifdadeindulsadednavastindu auinael CLASsfication criteria of Psoriatic ARthritis
(CASPAR criteria) 2006
43 T iannizmasniauiisuuss (active disease) pgndlaoenanils fail
4.3.1 @9sU axial involvement (spine #5® sacroiliac joint) Aol BASDAI > 4 39 ASDAS > 2.1
4.3.2 @3 peripheral joint involvement @asiiUauan (swollen joint) > 4 U9 ails dactylitis
wae enthesitis 1 siuwnistiuilu 1 4o
a4 lipevausdonissnudisendiunissnauiildlyaiiesess (non-steroidal anti-inflammatory
drug 1138 NSAIDs) uay 1@ ugundndiusuivasunseniulsauinsgiu (conventional disease
modifying anti-rheumatic drugs %58 csDMARDs) (*s1gasidendnsdwmnumuneis) lny
4.4.1 n3fddl axial involvement fasliinouausdsia NSADs > 2 llalu 3 Lfiow wag csDMARD
e muneuInsgIu (standard target doses) = 1 ¥l WU 3 hsu
4.4.2 n38dd peripheral joint Aoslinauausssia NSAIDs > 2 ¥ialu 3 1Heu uag csDMARDs
Y amneNInsgIY (standard target doses) > 2 wHinTINAU WY 3 Lhou
443 guUhglaiaunsanuen NSAIDs 3o csDMARDs lute 4.4.1 3o 4.4.2 1ieanniianatnaides
ogsiitfuddny idwmadenanminvesiitae visliaunsamuauiemsinvussiulszees

o w

4.4.4 Fvevalunislaen NSAIDs %38 csDMARDs Tude 4.4.1 %39 4.4.2 agailtudAey

 fUiesrergaving (terminally i) naneds fUaelsanianiedsliaunsasnula (incurable) waglianunsavielidinduenivu (ireversible)
Faluanuwiureunnddiny fliesdedinlusssiandudu

wnewe flednanensldiunmsinwmwuudssAuuszans (pallative care) Inesjwridianarudutinuasarumndnsmududdin
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4.5
4.6
ar

fodliiineuien adalimumab Juuss
sodliufinishinige sauiaNsindedgn (recurrent) llasunssnwIvseAIUANRE 1M ZEY
finsnsenuuuresumiunsldendad 22) yaesaldenduddae

5. YUIAYITLULUN

n15lden adalimumab aasldaruaiu csDMARD Wilasueiau Tnedvuinuagisnisiden e

adalimumab vwn 40 Tadnsu Aatularmts nn 2 dav

AuugLNaLAY WekUienauauaswian1siny) Ansefiuuiuiinndt 24 a1y msiiusseeing

294151981 adalimumab  AeuUsUaATWIAET cSDMARDS

6. NMIUTLUILTNINNNITINWN

6.1

6.2

msUssdiudnulssavinaveimsinm Ussluynessiinsenuuuesuveeysifldedeiios
fineuausssonisinu (responder) visnefsmannausiasl

Q{J’mﬁmﬂﬁmmﬁﬁﬂﬁﬁﬁu 1nefin15ana3u9A BASDAI > 2 %38 ASDAS > 1 d5unsil
axial involvement #391in158A839983A1 DAS28-ESR > 0.6 d1u5unsal peripheral involvement
nsUssdiunuauUaensiy
AnaudygaazeInsiisuszasiainnislden

7. \nuaNsugAYn

e adalimumab Wensianudelatenils fsialuil

7.1
7.2
7.3
74
7.5
7.6
7.7
7.8

Fitlimeuauasion1s3nw (non-responden) vidsrilinuy 24 duami

Hugheiilsaingszoran Inenaefidaveunmd uazansnsandusnidoilmilsmadietennishizu
\DudUaeszezaavine (terminally i)

AUgUiasnsiven

iAnomsldtassasdieusaulianusoldewiale

fanssst Wiaovgaewiensusdansmauninasaaen)

msfadeguuss (e aewEenauiihamaunwiusser iuaendeviemeannsindosussy)
Arenansianananssny Ineldfivnuaduauens eglunaefitdavesumnne

*“NUELNR

WA MNIENIRSgIU (standard target doses) 489 DMARDs dwsuithelsadasniauasiniu lawn
- Methotrexate 0.3 un./nn./d&Ua1 (15-25 un./dUa9)

- Sulfasalazine 40 un./nn./3u

- Leflunomide 20 un./3u

- Azathioprine 2 un./nn./3u

- Cyclosporine 2-5 1n./nn./3U

TWsmfiusnndeyalinelfilwdngulumsasaasunslien lembenunisiiuguanisdddenda 22)
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wuansAiunslden adalimumab
wauly Tidwmiushulsadedniaugannees (rheumatoid arthritis)

1. szuvaydRnislden
1.1 voeyslAnslien adalimumab MnvienudyEusslonimumnminseysiafudasmissnuduald
nauMIsN (pre-authorization) Ingiinsameieuunngd anuneiuia uagyUienawinissnwiiy
wpnuans Uyl
12 nsenuuumeiufiunslioad a) Tuaausn (eusfFElAlHTwm 180 $u) uasasateluyn 9 180 u

2. AMANURYDIFAIUNEIUTS
aoungvaiinsldedenduaounerviaidanundeilunsifedouazinwlse Tnedunmd
rneyanufissylilude 3 wagiuwndlamzmaindouazquasnutiyvunsndeudienaaziinainlse
WaY/MINITFNN

3. AnauUAvauWndginn1sinen
Juwwddemngilasumisdesyd@mvserdiUnsanunneaniluavenysenanslsatowas junfady
FeufUuRnuluanuneuIanute 2

4. \nauateydinislden
osiAmslden adalimumab Tulsededniausanmoss (theumatoid arthritis) lnefinasriasunndasil
4.1 dediduithesvergarineg (terminally i)'
4.2 lgsumsifdadeindulsatedniauumesdaunast American College of Rheumatology (ACR) 1987
130 ACR /European League Against Rheumatism (EULAR) 2010
43 filEannzmssnau disease activity score DAS28-ESR > 5.1
a4 fhedulummnasideladents fil
4.4.1 limeuaussionissnuisnesdiuginaniuiuilasunsdiiulsauinsgiu (conventional
disease modifying anti-rheumatic drugs %#3® csDMARDs) N@11@8 W1UNITTNEIA 28
csDMARDs WUUR@s > 3 11U lngeg1atios 1 aunudsadus methotrexate uagavdoalasu

a

gwsaziluvualmineginggu (standard target dose) (*518awl8UAB1NBINNUNLNBLNS)

o

ARFaNUENITeY 3 WOU SNIULTIUNIDINATIMALIINASITeNBETTE AR

]
]

4.4.2 fUaelianunsanuen csDMARDs Tute 4.4.1 1iesannifnnatnafesedeilfdifyy fidmwasio
AN MTINVe U viTellaunsamuaNmensinwIUsyAuUTEAes
4.4.3 ferulunislyen csDMARDs Tute 4.4.1 ognsiitiedAgy
4.4.4 fUqeiAula SUT adalimumab AUl 1g @a1urlsAau (remission) wazaIu1TaNE ALY
adalimumab ¢ uirUaeifndinsinsureslsnegetoswiniu low disease activity (DAS28-
ESR > 2.6) ndavigaen
4.5 dedliweune adalimumab uKss
16 dodaifimsfinde suviimsAndesen (ecurrent) Alildsunsinuviomuguosnamnga
47 Snsnsenuuuesaidumsldendad 22 inessildenduag 7

t fUaeszeanVing (terminally i) nanedia fuaelsaneanieddliaunsasnuild (incurable) waglianunsayaslvidingusiu (ireversible)
Falumnauiiurewnmglsnw fUiezdetinlussszimdudu

e fliednanensliiumsinwuwuudssAuussaes (pallative care) lnesjwridianaudutinuasarumndvsumidudey

TWsmfiusnndeyalinelfilwdngulumsasaasunslien lembenunisiiuguanisdddenda 22)
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5. YuInAETiuuzL
151481 adalimumab Aa5l8AUE R U csDMARD 7ildsuegiiu Tnsdvuiauazisnslden Ao
adalimumab wun 40 fadn3u Aadduldfomls yn 2 dai
Auuzdi iy WeUlisneuauadsan1sinw asiisrerinswesnislden adalimumab
pruddy WedUefiduddtanngnmssniaumiestiios (DAS28-ESR < 3.2) auidlalsaidngssozasy
(DAS28-ESR < 2.6) Tiansanvignendnnsm

6. NM3UsAUTENINNNMITTN
6.1 mtsmduulssAvinaveiisinm Yssdiunnadsiinsenuuuiesuveaysifldedeiios
fineuaussionisinu (responder) vianefsmannausidsl
fteflennsvenatindtu Tnefinsanasandl DAS28-ESR vausduen adalimumab > 1.2
yide i innnemasniaumdeatios (DAS28-ESR < 3.2) vide Tsaudngsreraty (DAS28-ESR < 2.6)
6.2 MsUszdiusmeLUasnsy
AnmudaauazeInsiisuszashann sl

7. NN SNEAL
Isivigaen adalimumab ensiawutelatentds fwielud
7.1 fflineuaussionssnen (non-responden) vdsanldenuy 24 duUani
7.2 Jufeszezaanie (terminally il
7.3 gtheufjiasnislden
7.4 \feenmsliisUsraaieusaulianansaldediala
75 sessd (Flnevgaeviensuiatansmauninasaaen)
76 madndosuuss Wievgemienausdansmauniussesbivaenfeviemeannisiaideguus)
7.7 ghwreamsinauramssnw Inslifmenaduauns Weglunaeiitiaveamme
*MUBNP)
YU mENgU1nsg1U (standard target doses) 484 csDMARD dnsugUlglsatasniauginness
Loun
- methotrexate 0.3 1n./nn./&Un% (15-25 un./dam)
- sulfasalazine 40 un./nA./3u
- leflunomide 20 1n./3u
- chloroquine 4 un./nn./3u
- hydroxychloroquine 6.5 1n./nn./Au
- azathioprine 2 un./nn./u
- cyclosporin 2-5 un./nn./u
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LUANIANUNNS I8 infliximab
wauly Tidwmsushwlsadenszandundedniauviininga (ankylosing spondylitis)

1. szuvaydRnislden
11 voousiAanslden infliximab aamuhssmdnssslevlmunumansoys A usd agmiisay
Avualinaun1sine (pre-authorization) lnedn1samelguunyg anune1ua wasyUae
Aewhmssneniunmdisnudnsusslem
1.2 nsenuuunaiuiiiunsldisnd a2 Tuafauen (euifElHlHiduna 180 Tu) uazadadalunn 4
180 Ju

2. AENUAYRIENIUNEIUIE

anunguiafianisldendesduaauneuiaiidanundenlumsitadouas Snwlse Tnes]
walshawwmqmuﬁiquﬂwﬁa 3 LLazﬁLmesTLawwmqﬁw%famz@LLa%’ﬂmﬂigmLmaﬂsé’fauﬁa’m%
ARNLSALAL/AIBNITS N

3. AauaNURvauwndginnsine

=

SeditnsIINLIMEanTluaIvIegsAanslsATauay

q

Juwnnd e ilasunisdooysfin
sundaty FeufuRnuluaauneuianude 2

4. wnaugiaysianislden
auglfn15lden infliximab Tulsadansegndundsdnauvilnfnda (ankylosing spondylitis)
Tnefinaiasunndadsd
4.1 sedbiduithesvaraeving (terminally i’
4.2 lesunisitadedndulsadensegndundsdnauiafndaniuinaei modified New York
criteria 1984
4.3 ﬁﬁﬁvﬁ%ﬁfﬂm’;zmié’ﬂLaUﬁEuLLN (active disease) Na1IAB axial involvement (spine 38 sacroiliac
joint) fosil BASDAI > 4 %38 ASDAS > 2.1
44 Tpavausssenissnuidiasedun1ss naui i lyas esess (non-steroidal antinflammatory
drug ¥3® NSAIDs) wageéiuganfniiusuasumssidulsaunnsgiu (csDMARDS) (51eaziBen
pdvanesnasgugnBsmness) lnedununasideladoniisteiolud
441 doslinauausssio NSADs > 2 wialu 3 1Hou waz csDMARD vuia msneumsgu
(standard target doses) > 1 vlia u 3 Hou
4.4.2 fUaglianmnsanuen NSAIDs we csDMARDs lute 4.4.1 iesanniinnadnades
ogailfodndny fidwmasonun miinvestiiae visliannsaniuauiionissnw
UsgAuUsemas
443 fgenmlunslten NSAIDs #39 csDMARDs Tuts 4.4.1 s wditidAgy
a5 dodlsiineusien infiximab Juuss vieuiduUsznouiidu murine protein

T fUaeszeraaving (terminally il) wanefs §Uaslsannanisdsliamsasnuld (ncurable) waglianuisadielidindusniiu
(ireversible) Fslupuiuvasnmdisny flheandedinluszeznaidudu

e flednanensliiumsinwwuudssAuusvaes (pallative care) lnesjwridianaudutinuasarumndvsumidudey
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4.6 fosdiinafiale TIMIMIAneE N (recurrent) AllIFUMISNv VT omUANBE WL aY
4.7 Imsnseniuurasuiiunisidendad A2) ynassildendugiae

5. auIngiinuzii
nsldedaingasidmugifu NSAIDs wie csDMARD #ld3uagiiu Tnefluuinuazisnislden
fie Infliximab wun 3-5 fadnsi/Alaniu veatmasadens SuduiidUn1d 0, 2, 6, uazse
AENN 8 UM
Auuziuiuiy Wedhoneuaussdenssne Andefuunumnnii 24 §Uavi msUiuan
YunETeLinsrzsinareanslien infliimab feuuiuanyuIng) csDMARDs

6. MIUTLAUTLAINNITING
6.1 msvssdiudulssdviaveansinm Jsndiunassiinsenuuusesuveeyiiflfedoides {7
PRUAUDINBNITINY (responder) MneRsnanasiee
Qﬂw:ﬁmmimm%ﬁﬂﬁﬁﬁu Inetin1sanasussA BASDAI > 2 wsa ASDAS > 1
6.2 myUszdusunilaonsie
Anmuda uuazenshuislseasAannslden

7. NN TREAL
Toivgaen infliimab iflensaanudeladonts dwielud
7.1 dfilineuausrienssnu (non-responder) ndsannldenuy 24 dunnsi
7.2 Huftaeiilsaingssozacu Insgasfidaveaunmd uavanunsanduanldeluldnnguoe
f91msinsu
7.3 Judthessesgaiing (terminally il)
7.4 JUaguasnislyen
7.5 Aneiniskiislszasaensauliansalduisiele
76 danssst (Ffthevgamienousdaasmauniiazaaen)
77 mshadeguuss (Wthengasuionausadansmaunitiuszerlivasndoviomeainns
am%ya':;uma)
7.8 JUwvansinaunan1ssnw neliimenaduauns Weglunasfitiaveawnne
*HAEN0)
YA mE11953U (standard target doses) Y84 DMARDs dwsugjiaelsadensegndu
vassnauvianga leun
- methotrexate 0.3 un./An./&UAM (15-25 un./@Uav)
sulfasalazine 40 un./nn./3u
leflunomide 20 1n./3u
azathioprine 2 1n./nn./3u

- cyclosporine 2-5 1n./AN./U

Tsauinwndeyalinelfidumdngnilumsssgeunslden lnemhenumsthiuguansddldentod a2

PN 39



KUINNNNNUNS I8N liposomal amphotericin B
wauly 1A Invasive fungal infections TugUaenlaiaursanusiasn amphotericin B

1. szuvaydRnislven

1.1 weoydAn1slden liposomal amphotericin B 9 nuuisa1udniusslesinganissne (post-
authorization) Inefinsasmeifeuunmdaniuneiuia wazsfUaeil aiduinissnen fu
ngnuavsUselend

1.2 nsenkuunesuAMAUNSIde T 2(2) wﬂﬂ%ﬁﬂﬂ%’m liposomal amphotericin B szUUa%
oylau WigUheldsuginounisvesysi@laiiu 7 Ju wagliumwndddsldoameouiiove
ouslh nsldensvezinan fewiAlunsldenadiusn 7 Yu Gruiomadu 14 Yu) uazadsioly
YN 14 Fu (Wnmdasasuuurlesunisvenysi® s fuiidudsdes lnsasdeddnarlumsve
autifaInseuy 7-14 )

2. aauUAvaIAnIUNEIUIA
Duaoumeuandumdnmznenuiszylilude 3 waelivwndiangmsanandunndonazsiy
auainy Jymunsndeuienaaziinanlsaias/m3enssny

3. AnauUAvauNndginn1sine

3.1 Wuwmdimmgildiuntdesyd vioydidasnnumeanilueyavieiysmanslsnin
o vi3e auamogsmanslsnssuunamglaazamgingilsaszuunsmela viooyai
nushvmanilsafiade viseyarninunsnvmandlsassuunismela dsfuaeuly
AOUNETUARNUTD 2

32 Tunsdiantumerunaldfuwndanudo 3.1 Wfsnenislameauiiunmgildsunisde
oysiRviodlinsnnummeanianuiengsmansuioavnansvmansitauinudiungy
Tumsldendsnaniegades 2 au

4. \nauataydifnaslden
auﬁﬁmﬁ%m liposomal amphotericin B Tulsa invasive fungal infections Qjﬂ’w‘mﬂ
anunsamusios amphotericin B ¢ Tnefinawisie
4.1 sesidudUhessezanving (terminally il) '
4.2 lagnunsalden Posaconazole, voriconazole %30 micafungin e
43 l¥sumsifadeuiuey (definite) 31dulsa invasive fungal infections Fomneddsladeviesd
431 smawuideguany (hyphae) w3efar (yeast) uagiinvhaneiiloidesudasain
M3 ATIININENTINE VI oy LwadInewesdsdwnsiaiildanmsdatuiionde
ﬂ']imz@mmsi"]Lmﬂﬁﬂsmmm%}a (sterile site)
432 wzidewusiany (mold) visedas andsdmsiafildanmsiatuie ERERRET
NNAUMSTIUTIANTe LavildnvaEInain veoNaENULSETiLEnEINsAnLTe
433 wnudenndosnuaeuariteusdindudenolsaindesis viewuidetasaniden

" Wanifuinndeyaliiielfidundngniunsmneseumslislnemisnumsiuguanisdildeniad 92

" f{Unnszezanying (terminally i) visnefis fuaelsamanieddliamnsasnuld (ncurable) uagliamnsndaelidindusnity
(ireversible) #dluanauresmmddine ftheazdeiislusresmsudy

winews flhedananamsiasunssnviuuulseiuussaes (palliative care) Tnesjwisianmuduiinuazanunndnsumududdy
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un153fadefdulule (probable) 3u8ulsa invasive fungal infections &evanedianis
weitlllduuy definite wazdsvneuseesrdsyneuselliinsunnde
4.4.1 ftadedownugiaeegeios 148 leud 7 neutrophil < 500/mm’ w1unan 10 Ju
Tursfidudalsrnnden vie lF¥umsugnaelunssnuuu allogeneic 3a Idaos
Alaamesosn (W prednisolone) 1NnnTn 0.3 faansumenlansusoiu Aanenuunuiy
A1 3 §UenA si3eldiennagiiduifudu (W dclosporin, alemtuzumab) utas 90 Yuil
HAUIN Y150 HlsAIANRuUNNT DU InRE9TULS
442 fifnuarmemddniiuandnsinden w
Uansniau — Aanuiausn@ly CT chest 38 chest X-ray 8g19tae 1 9819 A dense
well circumscribed lesion %39 air-crescent sign %38 cavity
BanAaNs NLdyu — 4 ulcer, nodule, pseudomembrane, eschar 739 plaque Tu trachea
%38 bronchus
msfndelulnsdledavioayn - fnmisdbudu sufvenisediedos 1 o8 fio Uan
el ualuaynluY eschar viooin1sanandinnszgnlndifsssudansyuon
n1sinidafiaues - fegreies 1w 2 4o Ae dfeuluaues wSe I enhancement vas
\ovfuanesann MRI vide CT
4.4.3 ﬁNﬁﬂWi@i?%%ﬂﬂﬁ@ﬂUﬁﬁaﬂ’]iﬁﬂﬂﬁ\‘imiaﬂl,%aiﬂ W wuil esranelueume BAL
bronchial brush 38 sinus aspirate MNMIATIAFING2asIAL Temaimeie
w50 N159539 beta D glucan T nauInd ms U invasive fungal infection & 1
uoniuilean Cryptococcus Wy Zygomycetes

§

4.5 §Uhelden amphotericin B lurunauinsgiusduineinishifielseasd dsil
4.5.1 nsalinfiusiale

v Creftinine cleara-n?e Sreftinine cleara-n?e LLuQMﬂegﬂsiﬁaﬂﬁﬂu
noul¥ien amphotericin B wasle1 amphotericin B LD
1| GrClannnda 30 mL/min egifial | CrCl doenda 30 mL/min | 14 liposomal
n39ApIv1 dialysis amphotericin B
2 | CrCléasndn 30 mL/min ke - 14 liposomal
g3lailavin dialysis amphotericin B
3 | v1 chronic dialysis DEUA7 - 1% amphotericin B o
NRU8LARA

® [ U38AsilA serum creatinine oulazvidslvigwiaiuegales 3 Ju uaviinainseudUae
A2en13l1 normal saline solution (NSS) neul¥ien amphotericin B ¢iae

® i1 creatinine clearance l@2MnNN15AUIN creatinine clearance 19@ns Cockcroft-Gault
equation A® creatinine clearance (mL/min) = (140 — age) x (Wt in kg) x (0.85 if female)
/ (72 x Scr - mg/dL) %99 n1vinee eGFR

o Tunsalftheidn (818 < 18 ¥) N157AM301A1 creatinine clearance Toglunaefifiaves
wwne
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4.5.2 o slaifisUszasdanuguusassiu 3 Julur
1.6 nsenuuueiuinfunsldstnd a2 ynafiilldetuithe™ audidmuslude 1.2
NUBLNR
1. A3l invasive aspergillosis T304 voriconazole fiaw
2. N3t invasive mucormycosis 191584114 posaconazole TugUaeneu
3. nadiAnde invasive candida 7iaeen fluconazole Waelylanansalden amphotericin B laRansauld
micafungin
5. yuiaeniuuziuazisnislien
1%e liposomal amphotericin B luwwn 3-5 fiadnSusothnings 1 Alansusiotu Juaz 1 as
#e33 IV infusion Tunan 2 s (anaawde 1 Halusldmndihenuenled)
6. M3UszliuTENIMsinm
nadiftanfineuaussionsinulasauysal svognavesnsinuniinasidsd
6.1 n3el candidemia %39 fungemia
Tlduulaiiu 14 Tu wdwamzdeludenduay (aeialunamzideludendnduaunely
7 Tu vdslvieninw)
6.2 n3al deep organ infection
Tenldaunindnwugnenadnmeluuagseslsalunmisdunell viemdevesiianlneily
Uszan 4-12 dUam
vangwe Tunsdifiaunsodsudusdudeneindunuuiuld asdeaudeuliisiian
7. \nUEINTNEAL
1‘13?1/1&4618'1 liposomal amphotericin B e
71 awnslfeiudernindulumsinwildnaliunndnetuiedndt iy grinkamisie
72 fthelimovauestomsinunielu 7 $u vl Saunefedeladents feil
o fnufiulsasewiios (persistent) 1wy NaIzen UL PR
o é’ﬂwmzmmﬁﬁﬂqul,mmmﬁyu ienmivduaninnufinusnduind ulasliaimsn
osuelddheanivnau
® vsuindieRenn amphotericin B Minkamnsanilivenie
o anuslsainvesitherdsudugtasszezaning (terminally i)

* ﬂ’lﬁ'ﬂisLﬁuisﬁUﬂaﬁmguLLiﬂﬂJaﬂaﬁﬂﬁlﬁﬁﬂﬂﬁzmﬁ A13NA15841913 Division of Aids Table for Grading the Severity of Adult and
Pediatric Adverse Events Version 1.0, December, 2004; Clarification August 2009
T usaiiusnundeyaliiielfilundngnlunisasinasunslielaemnenunmsiiuguansdaildead a2)
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WUIMINNUMSIGEN sofosbuvir + velpatasvir waz ribavirin
RaulvlsalaadudniaudiFasmnaneiug MelugdUreniivialilinnsine HIV saude

1. szuvaudanislden
1.1 veaulAn15lden sofosbuvir + velpatasvir wag/%39 ribavirin 31nnUIEUENSUTElav
foun13§nW (pre-authorization) Nnas Tnsfinisammeifouunng aniunenuia uazedae
Aowinsshw Aunmbsnuaniuseles

2 psenuuuvlesuiiunisldendnd a(2) Tuasausnildeniugae”

2. ANANURAYDIAAIUNEIUTD

anuwerantinsldeniseaduanunerunaitinundeslunsidedouarinulse Ae

2.1 Lﬂuamuwmma‘muLwaamﬂmmmmamummma 3 maaﬂmiaﬂsﬂmLLaummsaﬂgummm
ATLULUIVBIUNNE AN 12 Imsﬂw A0IUNYIUIAY ULIIAIUUTEEIA M 8 NUI8IY
awﬁﬂiﬂ%wwamaaumLLazaszU&JuamuwmmaLmammqmuﬂimiﬂ lnginsameileuy
anuneIafuniIsnuEnsUsylerinsenmhsunasdilduteunng

2.2 @NTORTIINGOEINTIY HCV qualitative 191 HCV PCR, HCV core antigen %38 HCV quantitative
W HOV RNA (Judula

23 11150052918 aait ou U uaaluszuun e 9 Ldwn FIB-4 score #50 APRI score
Aliusziiueusuusvesaiingy

2.4 lunsdifthefiade HIV fosanunsonsaavdedsnsna HIV RNA way CD4 Talaefiunmdsiugua
fhulsaRnio HIV

¢ Y o

3. AnaNURvaWngEinnsSnen
3.1 LiJumqiu,wwswlmwmaaaqﬁaﬁaq@ﬁmimﬂu:wwaaﬂﬂummizwmaLﬁum‘ms %39
3.2 Juorgsunmdialuildfunisdeoutnioyddnsnnumeant Tagldfunisfuseann
AE118NN5LTIN VR Y38
33 unngilduniseusunisinuilsafiaielifadusniavdii esslnemiisaueesiy/ne
Inegnde/ana/ansvnaindniiiedes lunsalfiguiedusundsmsdsdounmdmute
3.1 ag 3.2

4. nauaaylianislden

audiAn1slden sofosbuvir + vetpatasviriuﬁaﬂai%%’ﬂwﬂmh%’aﬁué’ﬂLau%ﬁya%’mﬂ genotype
LLa“sLEUi’JJmU ribavirin Ium Urgfiulds A1 Model For End- Stage Liver Disease (MELD) score
laiAiu 18 1/1LﬂmnﬂmimﬁLﬁualaﬁamuaﬂLau%Lﬁaﬁﬂ wﬂiuwmawumﬂmmimm%a HIV s2umelnedl
nasiasuyndenuterundelul

4.1 lddugiheszezaavine (terminally il)'

4.2 1l Eastern Co-operation Oncology Group (ECOG) performance status Faust 0 f 1

" Wsmiusnwndeyaliieldidundngulunssnaeumslden lnemhemunsiiuguansddldedad a0

eszevgeving (terminally il) vaneda mmaisﬂmqmamiummsﬂiﬂmim (incurable) uawlslenasomeliiinguemiu (meversble) Fdlu
mmmummuwwamﬂmgmmummnm’[,uiuaunmauau faifu fReinammsldFunesnyiuulssuUszass (palliative care) Tnpsjavridlst
anadutinuasmndvsmadud ey
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4.3 gUrelsahdadudniaudisesanaumslasunssny desdiauaudivnteseludl

v v )

431 fuasdulsnhfadudnaud Feseiliingldsunissnu uieiasldsunssnwidaeg
peginterferon alfa (39 2a #38 2b) 32UAU ribavirin LA LUADUAUDIFBNITI NG
viFelslanunsonunatnafeseseld viewesldfumssnuudinduinindell

4.3.2 famnudlasasnieuiioriunsinm

433 Torgsaud 18 T Fuly

4.3.4 »529NU HCV RNA Tuldenn1835 HCV qualitative 1214 HCV PCR, HCV core antigen
%50 HCV quantitative 141 HCV RNA (Judu

4.3.5 gUaeilen eGFR unnndvisewiniu 30 dadansseund

4.4 nsflfUaesuuds IA1 MELD score laiiu 18
4.5 Tunsdififeilsesin aunsoldsnwldasusnauiiFesdld dnsdsiolui

451 fihoinde HIV Aldilsafndenislenaluyaeiy

4.5.2 fUasiadolfadusnautizost (HBY infection) dasldsunissnun HBV infection
AUANUIY

4.5.3 uaelsaugs InedUledesinunssnyuasnuitmenia uazilssesiiaiuasnlsa
\iundt 6 e’

4.6 finsnsenuuurlesuifunsldentad 22) mudidua '

Y v

5. davhulunisine
5.1 sunsarvielisiilafierBusenlunisaudie
5.2 fllsauszddidsmunuinulaled 1wy arusuladings v Tsavaemdensialafusy
uanltienas Tsalvsosdifufiv way HIV fidlimsfindonisloniaoe
5.3 fftheflegszninamslieuaiivan

6. gnansinwuazauiaefiuugiin siclugteiifivielifinisiade HIV sauae
S2ULIAINITSAWILAUNY 12 dUa%
6.1 nydilafduuds
sofosbuvir 400 faan5u + velpatasvir 100 fiadndu Suusenueniuag 1 uia
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to aged related macular degeneration)”

2. TspganmdnvaniuananiuInau’ (diabetic macular edema: DME)
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	6. การประเมินระหว่างการรักษา
	6.1 การประเมินด้านประสิทธิผลของการรักษา
	ประเมินผู้ป่วยหลังได้รับยาในขนาดที่เหมาะสมแล้วเป็นระยะเวลา 12 เดือน โดยวัดจากอัตราการเป็นซ้ำเทียบกับก่อนได้ยา อัตราการเป็นซ้ำควรลดลงมากกว่าร้อยละ 50
	6.2 การประเมินด้านความปลอดภัย
	ระหว่างการให้ยา ให้เฝ้าระวังสัญญาณชีพ เนื่องจากผู้ป่วยบางรายอาจมีอาการแพ้ยาได้
	แนวทางกำกับการใช้ยา nitisinone
	2.1 เป็นสถานพยาบาลที่มีแพทย์ที่ระบุไว้ในข้อที่ 3 โดยให้สถานพยาบาลนั้นแจ้งความประสงค์ต่อหน่วยงานสิทธิประโยชน์เพื่อขออนุมัติและลงทะเบียนสถานพยาบาลแต่ละแห่งเป็นกรณีไป โดยมีการลงทะเบียนสถานพยาบาลกับหน่วยงานสิทธิประโยชน์หรือหน่วยงานกลางที่ได้รับมอบหมาย
	2.2 สามารถตรวจหรือส่งตรวจ และแปลผลการกลายพันธุ์ของยีนก่อโรคกลุ่ม tetrahydrobiopterin (BH4) deficiencies ที่รักษาได้ด้วยยา sapropterin ได้แก่ Guanosine triphosphate cyclohydrolase I (GCH1), 6-pyruvoyl-tetrahydropterin synthase (PTS) และ Pterin-4-alpha-...

	1. ระบบอนุมัติการใช้ยา
	1.1 ขออนุมัติการใช้ยา sofosbuvir + velpatasvir และ/หรือ ribavirin จากหน่วยงานสิทธิประโยชน์ก่อนการรักษา (pre-authorization) ทุกครั้ง โดยมีการลงทะเบียนแพทย์ สถานพยาบาล และผู้ป่วยก่อนทำการรักษา กับหน่วยงานสิทธิประโยชน์
	1.2 กรอกแบบฟอร์มกำกับการใช้ยาบัญชี จ(2) ในครั้งแรกที่ใช้ยากับผู้ป่วย29F
	2. คุณสมบัติของสถานพยาบาล
	สถานพยาบาลที่มีการใช้ยานี้ต้องเป็นสถานพยาบาลที่มีความพร้อมในการวินิจฉัยและรักษาโรค คือ

	2.1 เป็นสถานพยาบาลที่มีแพทย์ผู้รักษาตามคุณสมบัติตามข้อ 3 หรือสามารถปรึกษาและสามารถปฏิบัติตามคำแนะนำของแพทย์ดังกล่าว โดยให้สถานพยาบาลนั้นแจ้งความประสงค์ต่อหน่วยงาน สิทธิประโยชน์เพื่อขออนุมัติและลงทะเบียนสถานพยาบาลแต่ละแห่งเป็นกรณีไป โดยมีการลงทะเบียนสถ...
	2.2 สามารถตรวจหรือส่งตรวจ HCV qualitative เช่น HCV PCR, HCV core antigen หรือ HCV quantitative เช่น HCV RNA เป็นต้นได้
	2.3 สามารถตรวจเลือดเพื่อนำไปคำนวณในระบบต่าง ๆ ได้แก่ FIB-4 score หรือ APRI score  ที่ใช้ประเมินความรุนแรงของพังผืดตับ
	2.4 ในกรณีผู้ป่วยติดเชื้อ HIV ต้องสามารถตรวจหรือส่งตรวจ HIV RNA และ CD4 ได้โดยมีแพทย์ร่วมดูแลรักษาโรคติดเชื้อ HIV
	3. คุณสมบัติของแพทย์ผู้ทำการรักษา
	3.1 เป็นอายุรแพทย์ที่ได้รับหนังสืออนุมัติหรือวุฒิบัตรจากแพทยสภาในสาขาระบบทางเดินอาหาร หรือ
	3.2 เป็นอายุรแพทย์ทั่วไปที่ได้รับหนังสืออนุมัติหรือวุฒิบัตรจากแพทยสภา โดยได้รับการรับรองจากผู้อำนวยการโรงพยาบาล หรือ
	3.3 แพทย์ที่ได้รับการอบรมการรักษาโรคติดเชื้อไวรัสตับอักเสบซีเรื้อรังโดยหน่วยงานของรัฐ/ราชวิทยาลัย/สมาคม/ชมรมทางวิชาชีพที่เกี่ยวข้อง ในกรณีที่ผู้ป่วยเป็นตับแข็งควรส่งต่อแพทย์ตามข้อ  3.1 และ 3.2
	4. เกณฑ์อนุมัติการใช้ยา
	อนุมัติการใช้ยา sofosbuvir + velpatasvir ในข้อบ่งใช้รักษาโรคไวรัสตับอักเสบซีเรื้อรังทุก genotype และใช้ร่วมกับ ribavirin ในผู้ป่วยตับแข็ง ที่มีค่า Model For End-Stage Liver Disease (MELD) score  ไม่เกิน 18 ที่เกิดจากการติดเชื้อไวรัสตับอักเสบซีเรื้อรัง...

	4.1 ไม่เป็นผู้ป่วยระยะสุดท้าย (terminally ill)30F
	4.2 มี Eastern Co-operation Oncology Group (ECOG) performance status ตั้งแต่ 0 ถึง 1
	4.3 ผู้ป่วยโรคไวรัสตับอักเสบซีเรื้อรังที่สมควรได้รับการรักษา ต้องมีคุณสมบัติทุกข้อต่อไปนี้
	4.3.1 ผู้ป่วยเป็นโรคไวรัสตับอักเสบซีเรื้อรังที่ไม่เคยได้รับการรักษา หรือเคยได้รับการรักษาด้วย  peginterferon alfa (ชนิด 2a หรือ 2b) ร่วมกับ ribavirin แต่ไม่ตอบสนองต่อการรักษาหรือไม่สามารถทนผลข้างเคียงของยาได้ หรือเคยได้รับการรักษาแล้วกลับมาติดเชื้อใหม่
	4.3.2 มีความเข้าใจและพร้อมที่จะรับการรักษา
	4.3.3 มีอายุตั้งแต่ 18 ปี ขึ้นไป
	4.3.4 ตรวจพบ HCV RNA ในเลือดด้วยวิธี HCV qualitative เช่น HCV PCR, HCV core antigen หรือ HCV quantitative เช่น HCV RNA เป็นต้น
	4.3.5 ผู้ป่วยมีค่า eGFR มากกว่าหรือเท่ากับ 30 มิลลิลิตรต่อนาที
	4.4 กรณีผู้ป่วยตับแข็ง มีค่า MELD score ไม่เกิน 18
	4.5 ในกรณีที่ผู้ป่วยมีโรคร่วม สามารถใช้ยารักษาไวรัสตับอักเสบซีเรื้อรังได้ ดังกรณีต่อไปนี้
	4.5.1 ผู้ป่วยติดเชื้อ HIV ที่ไม่มีโรคติดเชื้อฉวยโอกาสในขณะนั้น

	4.5.2 ผู้ป่วยติดเชื้อไวรัสตับอักเสบบีเรื้อรัง (HBV infection) ต้องได้รับการรักษา HBV infection ควบคู่กันด้วย
	4.5.3 ผู้ป่วยโรคมะเร็ง โดยผู้ป่วยต้องผ่านการรักษาและพบว่าหายขาด และมีระยะเวลาปลอดโรค เกินกว่า 6 เดือน31F
	4.6 มีการกรอกแบบฟอร์มกำกับการใช้ยาบัญชี จ(2) ตามที่กำหนด32F
	5. ข้อห้ามในการรักษา
	5.1 ตั้งครรภ์หรือไม่เต็มใจที่จะยินยอมในการคุมกำเนิด
	5.2 มีโรคประจำตัวที่ยังควบคุมรักษาไม่ได้ดี เช่น ความดันโลหิตสูง เบาหวาน โรคหลอดเลือดหัวใจตีบตัน ถุงลมโป่งพอง โรคไทรอยด์เป็นพิษ และ HIV ที่ยังมีการติดเชื้อฉวยโอกาสอยู่
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