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duowidsuwaulwin
(Pediatric Acute Liver Failure)

susdn NuUISHY

unun

) a 1Y) < < a A Py aa o v o ' < aa o

sunedeunduluandunnzandunaislasumaidadouwazlinissnwedasngs ns3tedeld
\nausiues Pediatric Acute Liver Failure (PALF) study group' Fsusgnaumeanuugaselull e Liflanwug
204l5ARUESINNNDY, ANAATIINNTIATILAAIDINITUINEUVRIRUEEUNSY, Tn1sudeivasdoniaunf
Fanuede prothrombin time (PT) unAM#S0LNAY 15 7N %39 international normalized ratio (INR)
unnIvseintu 1.5 Tagldanunsaunlulamienisiiianfiuaniasniiens saufuiannisnisauss
(encephalopathy) 38 PT 11nnusewindu 20 3wl e INR innnmsewindu 2 Tagenalivselifiennis

PN9FUDITIY

s:U100N¥N
guAnisalludndalinsruuidn lulssmeaanssowsnimudunedeunduluynnquengyszune
17 sioUsz9n35 100,000 Ausel’ dwsudeyalulsemelnesewingd w.e. 2559-2562 dn1suananeduluiin

Vaiundua 171 578 Ussinaudesaz 5.9 Wunisugnanedumedeusdneiunedeundy’

EaZaRne(nd A
wYISASSINYN
WiedlUadensedusing o Wu Mfae, Nizgiiauiuinauiaun® (immune dysregulation), A1y

a

A5U1ALaen, lsAwwnuadn, lsauzse, nslasualsiersesn vnlmannisuinduresiulasiiwaddunie
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A1997 1 ANNRTDIN1IEAUNRYUNTULENANYINDIYUALNINTIINWIBIUJURN SIS (FianUasain
LONANT919B99 3,5)
18 | any/ngulin 15A N13M99ANHRIUJUANS
N3N fne HSV, enterovirus, adenovirus, HSV PCR, enterovirus PCR,
LINLAR h¥arusniaud hepatitis B serology U94115A1
lsALnUadn Galactosemia, tyrosinemia, hereditary | Lactate, pyruvate, amino acids
fructose intolerance, mitochondrial Twden, organic acids Tudaany
disease, glycosylation defect,
urea cycle defect
mslwadsuden | lspmlafinsusniile, ndadlerila Echocardiogram, abdominal
NauUng LAY, severe asphyxia, ultrasound with Doppler
vascular abnormality
nlifuiuAinunf | Gestational alloimmune liver disease | 36y ferritin ludon, Wue1sle (MRI)
FOIDIAIUVU IoARTULLILRYUIN
(lip biopsy) tedouman
71150 fne Ih¥adudnaue, U, HSV HAV IgM, HBsAg, HSV PCR
gaaINY Acetaminophen, valproate syavgluldon
TsALunuedn Hereditary fructose intolerance Lactate, pyruvate, amino acids Tu
\dem, organic acids Tulaang
pliquiuiiaund | lsagiduniusieduauies, Autoimmune markers (ANA, LKMA,
macrophage activation syndrome, ASMA), IgG, ferritin, fibrinogen,
hemophagocytic syndrome Insndwelsd, dndwilielunszgn
msiadeuden | lsamlafinisuanude, Echocardiogram, abdominal
NaUnG nanullowlasniay, severe asphyxia, ultrasound with Doppler
vascular abnormality
in fnae h¥adudniaue, U, EBV HAV IgM, HBsAg, HSV PCR, EBV
gazA1TNY Acetaminophen, valproate syavgluldon
aliquiuiaund | lsmgiduniusieduauies, Autoimmune markers, 1gG, ferritin,
macrophage activation syndrome, fibrinogen, Insnawelse,
hemophagocytic syndrome Anduilalunsegn
Asaieuden | Budd-Chiari syndrome, lsAalaiinIg Echocardiogram, abdominal
AauUn@ uginille, ndadlewalasniay, ultrasound with Doppler
severe asphyxia, vascular abnormality
lsALIWMUDAN Wilson disease Serum ceruloplasmin,
24-hour urine copper

LKMA, liver kidney microsome antibody; ANA, antinuclear antibody; ASMA, antismooth muscle antibody; EBV, Epstein-Barr
virus; HAV, hepatitis A virus; HBsAg, hepatitis B surface antigen; HSV, herpes simplex virus; IgG, immunoglobulin G;
leM, immunoglobulin M; MRI, magnetic resonance imaging; PCR, polymerase chain reaction
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UIUNN TINERavANBdlaNsNIEdusEUUIANiUlaIs inflammatory mediators viliinn1ssniau
17319M18 (systemic inflammatory response syndrome) tlugnisaumaiveseivisnatesyuy luvay
= Y] = v Y] Y L. . a a a s & A

Wenriuaslinalndesunsdniaulaeadne anti-inflammatory mediators aldeinuun fis waddaidiony
MMUUNNTLarnaUALDIwBATNNBLIAaAAY LAN1IE immune paresis dawaliiinAnudeswian1sinide

Tunseuaidon Faduangnisdedinvesiisduneadeundu

Y = ) I3 v ! ' o =
GHl L‘VWFU@QJTTJZ‘;WU'NEJLQEJ‘UW@‘UI‘UWIﬂ LLEINEN ﬂubLUGLuLLG]a%’NmEg 9N LLaﬂQiumqi"l\‘Wl 1

MSOUdQY
ANFINITENILAUNM YL UNAUDNABNISTNUTEIR, BINITHATDINITHEAY, NITHTIITNNY LAy

v

N399I IU URNT Al

2INIHATDINITUEAS
a1nsnedtindianusandsiulunuamauazens msnusnifindndonnislidime wu ondey,
anunlid visededlilla Tudnladindlein1sih (prodrome) wu sewwds Aduld onleunowrziudfmuaz
AUNADY 0INNTDU 9 MNAMTUNINDau Taun @eneantunaiuems, Tnainamziimaniluiden waz
AuAnAUAsuulaly dueinvneauesiiinainn1izAuane (hepatic encephalopathy) 81aiinniely
1l o = 9 ¢ = 9 v o aa 4 v 2 & 3
nanluitileauianansdlai wiadu 4 szeu Insorfudnvaznisadinianaeiulufndntaziinls

AILANILUAITIN 2 Ay 3

] Y a a Y < o oA o N Y a A
M1I9N 2 53ﬂU°lJaQ@']ﬂ'ﬁvnQﬁllaQV]Lﬂ@QWﬂﬂW?%WU??EﬂuLWﬂa']ﬁ!u@?:lﬂ'l']ﬁialﬂ/ﬂﬂu 3 U (PALUaeanNenNase1999n 1)

Grade ANYULNIIAATN INTUENINIITTULYSTEN/S AN

| wag I Saalsinnn nannsusuUdsuwlad Swédndunivseln

Il 9%y, duau, wgAnssuwIudm (combativeness) | Sidndl

IV Laisdnsia laifiswlang
IVa RoUaNBIsanIsNIzaumeAniuln Decerebrate #1358

Vb lsimeuaussnonnuidulan decorticate posturing
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=] IPN o I ' = o Y a a
M99 3 E]']ﬂ']'ﬁ‘l’]']ﬂﬁu@ﬁmLﬂﬂ’\]"lﬂﬂqjgmU'J"lﬁﬂuL@ﬂ@']&alll'mfn'] 34U (PALUAIRNNBNAITDNNBDIN 6)

Grade ANWUENI9AATIN 911548 U (asterixis)

I duawdntios, euphoria, INAna, Sy, 91INTIINUNTB LN

mmmmmlumiﬁm’smﬁaam, nainsusuUAsuLUaS

I WosTy, duaunan, yadndsy, woRnssulivanzay ATIINU
i 3298, Fuay, NgRNTINTININM aTanuEUIesIile
W% Laigdne Asyalainy

NsnNsovIlUINUNIORDOUNUNMS
N399I UNLHOMANMAVDIFI U UA UNFUTUAITNINTAUIANUMLZAUA LD INTUAAILAY
9189095ty (1317 1) dunsasiaiioUssdiuanusunsawazanizunindeu laud MInsannveauysal

vaadiadean (complete blood count), Mmsvhauaedla, n1siauvesiv, Bidninslad, nsuldsinveaden,

v
o °

seavdnia wazwewlulle TudUaeiianudndudewnsiavuiedu misldisnisdaduladuniunis
waandons (transjugular biopsy) WieannudEesonsiindeneaniulst ag1alsNnUNsNTIaRNET
p1adeldlanansansvamnvesiune@eunauls Jagduanuimtilunisdmaiaiiemanginnisd
Wnunu leun wellanisanaidadesinlida  wazwalln metagenomic next-generation sequencing
= €1 aa o a a ) ¢ & Y a o a v vy ' I

Fefiuselevireitadeanuiauninsiugaanineaduanvgiifadunedeunduld sgelsinnu

@ o w

Wiedhinlunsdwsiaieminaldiieguaranalaluanizuianidy

mMo:nsnBau

AMTUNTNYDUVBINITAUMBLUINIUIZUUAN & ASaAAIlUAITIN 4

MSSNWY
nssnwaMgiuMeReunau WunsgualseAuUszaasmiunsinmdinglse de1denisoua
Inefiuavivdiniazfnniueinisesnslndtn e desiuniesnennnzunsndouiiinduiuszuunig 9 Tuag

Pselvinsyhauvesiunduinund vilesenisugnanesu

A155nEN2 LU’
1. INTNIANDIATANDIUIL

AsAnAINEINIITEUVYsTAamMed1lnade esnnuilduanvemdnvesnisdedinludiae
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o v ' v o = ) o Y a a
ATWN 4 ANITNINYBUTEUUFY ‘]IUQ‘UQEJG]UT]EJLQEJUWGU (AALUAINLBNEANTDI9DN 7)

STUU AZUNINGOU
Uszam Hepatic encephalopathy, auesuay, Anudulunglnanfsuveas
Wmlauaynasadon ANFULADAFIINAIZVINETITUN

Volume-refractory hyperdynamic circulatory failure

M adumela Amgmglaauandeundy, Nizlanuinin, Nivdensaniulen,

naueNsmeladuIndeunau (acute respiratory distress syndrome)

s aglademeideunau (acute kidney injury), hepatorenal syndrome
faumINle Relative adrenal insufficiency, hepatoadrenal syndrome

\Fon msudsinvesdeninunf, disseminated intravascular coagulopathy
NIUAUDINS Lﬁaﬂaaﬂiumalﬁummi

Qﬁﬁmﬁuuasamﬁa Systemic inflammatory response syndrome

a & A a oy = g N
G]@L‘?J@V]U@ﬂ, maautaany Vﬁﬁﬂuﬂ'ﬁguﬁl’aaﬂ ANLYBLUANLIYNIDIN

a15un, Indeus Wnasluiden, wesluieds, anuliaunavedn1iznsn-ag
wazlayunig ey, Inunadey, wraley vsenaawnsiluden

Catabolic state with negative nitrogen balance

o

nilnzdunedeundu e anudulunglvandsezasnuenlaniens von siiinTured neurotoxins By
daaliiinenmneanes Msquallasdwilalaedndnlusiulidifiu 1-2 ndu/nn./3u, Werssuie lactulose
= ax Y = ' 3 L. o o o ' a & = a

weeUfTusnligadu Wy rifaximin wazdesiuladensedu wu nsinde, Wensenlumaiuems,
anuRnUnAvesdidninsladviennuldaunavesnsa-adhudon fUiefiinneatesuinnisannisnszdu
AU, davinueulvidsurgs 30 e, Snwiladensedu wu omsdn, 14, sendausiluiden, ladeusnly
a Y a a a a | 1% A v v a o

Hon waznmzuiu astinisenafanuaaulninausssumeiieningUisfevar 5 91afie1n1sdnuuy
lduanso1ns mnnudanudulungivansuegenisiiansanlyi hypertonic saline 38 20% mannitol

FUAUN19Y1 hyperventilation a819uNz @

2. me¥nwaugaiuaznisivaisuien
Frhesuneaziinamds cytokine daaliiAnnisvenesvemasnidondiutans suduilnng
deewns Sulsemuldden vhlvaasilunaenden Seensliansiegaiivane mnlinevausssie
mﬂﬁmifwmmmlﬁmﬂ'izéjuﬂﬁmﬁaﬂﬁmﬁawaamLﬁaﬂ (vasoconstrictor) 1%y norepinephrine 3l

msAnwluglngfsusslevilumaiunisinadeuvemaenidendiutanelaglivilidnesdi ™ egdlsinm
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1

ayansAnuiluindadlilinnn demsseidlunisliansiy fe fUieliuunlduzinauesuiuuazlonuinth
o & oA

satiulaUsziiuinfansinlunasadaaieanatasnisivaiouraddoniwar AIanUsuiuansiinlias

AnnunasuazUsunalaaniznn 1-2 Falus

3. sTuvuWnUadnuaslavuIn1g
HUheiungazeyluan1ie catabolic state AoeNIINANUNLTUUSEIMTDEAE 20 VBIANTIY
Uni misuFulasunnislimdsnuiismeanazeglunneaunauinia ieannisasisvesiesluniy §Uieh

llanunsasudsgnemsniinle asiansanliansemsnisangliowns gliendeinislinsiianunse

v
v o a v

TansumavasadentawimsidseTadnfiuiazanesuiy lnadenbiaisasanenglaaniianinududugs

g
%

(10-50% dextrose) Tuauia 4-6 un./nn/And glheunnesianesnisnglaageds 10-15 un./nn/wi &

findedliansavarenglaacuvaenidenslyeg AisianunTiaseAuimatudennn 2-4 Falus

4. szuumaiumela
farsanldvietiemelaludiiedunedeunduiedosiumadumela lesndUlgeainng
wianl lan 81n1snsanes, N1sindesuwss, nzdensenlulen, vty wiengueinaielagiuin
a o v < v P Yo v Al ' 1 ' < ] al ' P
Aeunau lugUleinninfesas 40 deslasunisliinestiengla’ egrslsimunisaaniosiisnelasios
%’ﬂmmmamaigwj’mmiLﬁﬂmimmL%Uﬁﬂﬂﬂ?ﬂ%’l,ﬂ%aﬂﬂhamﬂﬁ] (ventilator-associated lung injury) wag

nslvadoureuientuaues (cerebral blood flow) InstanglugUheniauesuiu

5. lauazraunuanin
amglameidsundudunnesunsndeuiietudes fadunsedu Wund anuduwden s, s
Andelunszuaiden, lesuswidemsiidufivseln waznig hepatorenal syndrome n1stasiuiilelng
nslansiheghadivane, wandssmsienduliaanzanniull, vandeseidufivdels Tusefidtaane
sentesanunsafiansanliasiniaufuendullaany Wy furosemide waransazane colloid wie fresh
frozen plasma (FFP) Wisliin1siwadewvesdenlufilmesiadivme dwlusefidlaaizesnioeviolid
Jaamzuarlinevaussioansiiwazendudiaanzdingn asiiansanlinisinmdionsidanaunula

(renal replacement therapy)

6. IEUULADA
mMsunluresudsnaliinmuRnunfvessruunmsudsinveadon 1aell procoagulant uay
. o P a a 1 @ [ 1 o [ o a A
anticoagulant anad wavinliian PT Aeund egrslsfimunsanasisnaninaunaiuyilileniaindonsen

W@ITRY ASHAINUSENDUVBLARAAIT LS 18TRYa U TR uiataenunITwnsNgau tawn Aazdiy,

auesvly, Yeaurnduidesunduainnisiidiudsznevvenden wasnsiindudenandu Asliiandue
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neTiuLiln1denanaiioann1siinna1ienseseandiay (hypoxia) mingUlenididensenuinyse
foslasunisvivinanisynat ashiindadenuas FFP vnnidendieanlinene1alif recombinant activated
factor VI nsdiffidediinzesnsliarsiiuazdiudsznovvendon o1ausulunnuiaunfiveinisulm

Y99anMI875 thromboelastography nouRiasanlduUsznouveden

7. STUUNNNLAUDINNG
mﬂﬁmé’uéy’amwé"qmm 19U H, receptor antagonists, proton pump inhibitors NVaDALEON
M itetlesiunaginwidensenannszimzeing flhefuneidsunduiitonnisviesnu iasannsinw
femiliwoayfiunmaendonsimiuenduilaane esmitluresfesoafiuuvdmoansinidouuadise
yi3oido é’qﬁy’u?jdﬂ’;imzﬁzmaﬁ%ﬂaaﬁaaLﬁaml,%aﬁaiiﬂluﬁﬂaaﬁﬁé’ﬂwmzﬁuaamiamL%@I@&thwuai’mz

Aa & o Al Ao | o a | ' a
NAALYDDYINVALIY ﬁiaQU'JUﬂ/luuqiusﬁaﬂmaﬂﬂilnmlnﬂzﬂuaﬂwamangU%’NLﬂu%qﬂiﬂ

8. szuupiiduiuuazlsnfne
AUleRuNeundunuauiaunAvesseuuiAuiunivin cellular uag humoral vilvility
::4' i a & & A ' A o 9 ) . . e
ANUEERNTARTe tnaleninutsy Ao LuATSENIUUIN WU S. aureus, S. epidermidis Way Strepto-
cocci fhunisnnunsiadelavse taun madutaangluseniinisldaeaiutaans wazlealusenly
wsostienela mswnzweainiden, Jaanie wagagaiusine 4 innsanlienujiusiinsounqunawunilise

o Y A v = aa =
ﬂill‘U’JﬂLLﬁSﬂiNﬁUL@J@QU?EJll@']ﬂ'ﬁ‘Vﬁﬂﬂa‘LmLTJ?IEJ‘LJLLU&Q

n133n¥IIUNIElsA
Isansannsiduannguennzdunedeunduiiinissnwmdnniz e1afiudnsinissentinlag

lidaavihnsugneaneduld Awieludl

1. AUMYLRYUNAUIINYI acetaminophen™
n3l#¥uen acetaminophen (v danaliingalslevlusuliiiemeiiazidaas N-acetyl-
p-benzoquinone imine Fudetuannisasunlasuesen (metabolize) Tng cytochrome P450 vilsALin
fustesunazln o1n1suanIRdiinulsmusseznamadlasue fo nelu 24 Fluausnilonnislisimne
wu pduld, o3y, mwiEnianas svesingiadensinmy aminotransferase Unf ilaiing 24-72 4l
91M15lUFUINILAAAY A1 aminotransferase gauN MINTUUTIRLATIANUGAULA, Handes, Frukazlane

'
P

sonndlerng 72-96 Falus anduisiionimieamaninnsinnueteieanesyuudumas Tlona

S aa 4:4'

\d@edInuniian A1 aminotransferase gann (8131001 3000 leg/dns) demlunsnannisiinsauingin

1

A1 mniuszeziluldasdngsseviludy mssheidesduaisannisgaduvetendiginanie Tngyi gastric

lavage wazl¥ activated charcoal NM35nw19WIE A N5 N-acetylcysteine 981991UYI99]
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2. lsaduunuadn
Isalunguiidilinsvgifnsainuudaludsznalve esnndulsamenuasidedninluns

dwn193lady Urgenatuilennisuanssuadismsnautialeglng a1nisianuvainvaieiilveinde

M9iady awvensiialsadnlvaiinnnanuiinUnAveeulediaglusiuvudansusianie Use TaidAny

¥ v
a aa a

flpndeTinlaglimsuanne, Temsiintug) q Tudisineegluaniie

a

Ten nsusssulueiog,
wien wselonsillasuuszmueimsuiatszian Wusdu lsalunquilifiennisuansdiuneideundus

wandlum1s199 5

M15199 5 115NN, M35 wasnensallsAFULLNURANTIIB1N1SwaARIRUELBEUNSU (FakUada1nNenansendds

7i 12)
15A Gl INTUEA N33ty n3INEILEE
LAZANWAZINNIEY nensallsa
Wilson msnaneviuguesdy |- Suilomistaseny | - $1eBsszuumisli |- 19K chelating agents
disease ATP7B yilsildanunsa | 5-40 ¥ AZWULTDY Ferenci®| WU D-penicillamine,
Funesunseenmuing | - emsuanmannvane | (a1l 6) zinc
U FuDNLEU - AzuuungInsadlsa
Lﬁauwé’u,kﬂﬁugﬁa 17107791 11 W50
nIRfuMEIREUNaY Ugnenesu™
Tyrosinemia | weulesl FAH vl | - Bailonisvaseny | - Aminotransferase | - Tsfewnslusiiush
type | NITUIUNITAAY 6 \Aouusn wu dule, | lalasn - 911iA phenylalanine
tyrosine lalauyseluaz | msuladhvesdeniin | (100-200 leg/dns) | uwae tyrosine
\AnmsAsesansiidna | Unfguuss, famdes | - AFP g9 - A1 NTBC
sedy, I, Wil uay | - Sanudeadn - analaanzny - Ugnanesiulused
a304 LIS 9FU succinylacetone g¢| limauauainsinw
- Budulpensiadiu
ietouleailu
Windena1
Classic yaeulesd GALT ¥l | - Buflennisdas - asyataaniewu - s wmshiudnina,
galactosemia | NILUIUNTTNINAEY 1 lioulInLAn reducing substance| nuANIna w3
¥manudning - famdes aeaulid uag galactitol ga Wsnlva agvilwens
yiawysal - ANTEaN - Budulnensiadu tunely 1-2 dai
- fiewde £ coli lu VERIGPIGS
nIzlaLfon Windenuad
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M15199 5 N15ITNY, M35 wasneInsallsAFULLNUBANTIIB1N1SWaAAIRUELBaUNSUY (FakUadaInenansendss

7i 12) (si)
1sA A0 2INISUEAAY n1satady ANINEIAY
LAZANBUZINNIE nensallsa
Urea cycle | Ornithine transcarba- | - OTC deficiency - wonliflegeluden |- anseiuuenlandely
defect mylase (OTC) Sudernmslutemsn | - asvatlaanizny \don lnsalushiu
deficiency wutssiian | sncfugmdanidu orotic acid Wensazanenglaa
W11zYlIne1l - Judumsidedelay | Saududugiu
fe1n13%1 AIATIVTUNTD - T sodium
- fl9nn1sdy, 938, toulwailudu benzoate %38
‘wqaﬂsimﬂﬁlau, N384 RRT
Aule, UYL UNGY
Fatty acid | AuiaUnfvesng - fonstuthaduthe | - @eadunsa ~ Asan1aiia lipolysis
oxidation aanensa vl Y309MDIMNT WU Ty, | - LL@&JIQJLﬁEJQQSﬁu Taglsa1msnisans
defect nalaavsedlau lsangu | #ule, dandes, funne|  éntes wseliwladnlnadiy
Hitionmssue tdud | - enanundaderila | - winfings Tunainansdu
LCHAD, ACAD9, MCAD | Reaunfisausie - dhmasludonuas | $3ufU camnitine
uay CACT deficiency Tinwualaululaang | - wensallsaldd
- Budulpensiadu gnmeluiemsngs
Bile acid fmnuRiaunfveteuld| - 81N15UANANNAUAIN | - ASIAEBANU conju- | - 19 cholic acid way
synthesis ldlunszuiunisadne]  efaeulniiinn gated hyperbilirubi-|  3nfuftazanglulusiy
disorders | nsahAugugd (cholic| - Tsafiformastune nemia Wag GGT #1
uay chenodeoxycholic| léiun delta 4-3- - psalaaneaiy
acid) virlwiinnsazau| oxosteroid 50- \Sasile FAB-MS
voansah AT iuiy reductase uaz oxy- | liwunsntfugugd
sterol 7o-hydroxy- | - 8udulnensiagu
lase deficiency
Mitochondrial ﬁmﬁﬂmaﬁui%ﬁuﬁ - iindlonsiaUnf - udnmgeluiden |- ShwUseAudszees
hepatopathy | fertesfiunssuauns | wanesvuu wu awes,|  wasthludunds - laluugihUgnenesu
@519 ATP lnganie sl ndwide wadu | - fudulasnsiam \iesnnsinilonnns
oulwsl complexes 1V | - 810159198 loun wuleflundadle | meavessay
Fdesaninie, FUNIONTITU Falyawnsosnw
799U U0AUNY sadesiulssme
msugnanedu

AFP, alpha-fetoprotein; ACAD9, acyl-CoA dehydrogenase family member 9; ATP, adenosine triphosphate; CACT, camnitine-

acylcarnitine translocase; FAB-MS, fast-atom bombardment mass spectrometry; FAH, fumarylacetoacetate hydrolase;

GALT, galactose-1-phosphate uridyl transferase; GGT, gamma-glutamyl transferase; LCHAD, long-chain 3-hydroxyacyl-CoA

dehydrogenase; MCAD, medium-chain acyl-CoA dehydrogenase; NTBC, (2-(2-nitro-d4-trifluoromethylbenzoyl)-

1,3cyclohexanedione); RRT, renal replacement therapy
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A15797 6 sTuuNsRzLuuiTlun1sItadelsaladuluin ((anUasainenalsonsdan 13)

21N15 8INITUEAS
. AZLUY
KATNANIIINNBIUHUANS
M3 WU Kayser-Fleischer rings Ny Tainy
(2 AZLUU) (0 AZLUL)
21N1519InUsTANAE LS Y Tainwu
USenansraduaisleanasidnlanulsa) (2 AWUL) (0 AzWUL)
indenuwneuanlagnansIa coombs N Tainu
Juau (1 AZLULY) (0 ATWUL)
USunaumneaunslutlaaniy Un@ 1-2 191 > 2 W MiSeASUAY
(augliifidusniauidaunau) (0 AZLULY) (1 ALLUL) Unfusiiiy > 5 windle
161 D-penicillamine
(2 AZLLUU)
USUNUNDIASUAY Unéi <59 > 59
(-1 AZLUY) (1 AZLUY) (2 AZLLUU)
waasuAngd rhodamine (NsaiN ka1 N Tainwu
7593USUUNDILAIUAU) (1 AzLUW) (0 AZLUW)
56U ceruloplasmin Tutden > 20 1n./9@. 10-20 un./aa. < 10 un./9@.
(nephelometric assay) (0 AZWULW) (1 AzLuw) (2 AzLUL)
nIRBuUNANELG wunsnaeiugne | wumsnangiugne ainu
15a 2 1aslulay Tsa 1 1asluley (0 AZLUL)
(4 AzLu) (1 AZLLUY)

[

3. ANuRaUNAvassTUUNNAuiY

ay

3.1 lsAndimuniunanuaulas (autoimmune liver disease, AILD)"*

Y
v

15AiAna1nN158 autoantibodies sawadduLazvioud Gelinsvanngnszunuudn

orainandadesuiugnssusazdanndensiuiu Tsanquiutsoandu 3 Ussiam loun lsadudniauann

v
o a

QHAMUMUALLE (autoimmune hepatitis), 15AvioUABNEUIINYTAUMUAWLEY (autoimmune sclerosing
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3.2 Gestational alloimmune liver disease with neonatal hemochromatosis (GALD-NH)*®
Juavmuesiunedeundulumsnusniiniinutes inanuoufvefivesnsaie IgG
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wanwvedlsaRURess wWu viesu suuds Wudy nsshelaensdsudeidensiuiunislsy intravenous
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3.3 Hemophagocytic lymphohistiocytosis (HLH)**
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AN51991 7 naeinnsnennsallsadunedsunduluin (Fanlatannenansenddan 24,25)

King’s College Hospital (KCH) criteria

FUMBLREUNGUIINYT acetaminophen

oH Tudenuns < 7.30 (ngldTuiuszsuresennismisaues)
videfidnuaseludvnde

- Prothrombin time > 100 3u1% (INR > 6.5)

- psuefiiuluden > 300 lulaslua/dns

- Hepatic encephalopathy szau Ill 50 IV

FuNBLEEUNGUIINA R DY

Prothrombin time > 100 3undt (INR > 6.5) Ing/lsitufusedv
YBIDINIINENDY

vieiignuazsoluilaghades 3 4o

- 91y <10Uv3e>40 Y

- @ninNAudniausiin non-A/non-B 3aLina NN
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- Prothrombin time > 50 U9 (INR > 3.5)

- Adasiuluden > 300 lulaslua/dns

Liver Injury Unit (LIU) score

LIU = [3.507 x AnUa50ugean (Wn./aa.)] + [45.51 x A1 INR

gean] + [0.254 x Auaulanilugaan (lulaslua/dns)]

INR, international normalized ratio

A19199 8 Revised King’s Wilson’s Index (AnuwUasannionansosdei 14)

AZLUY Uaglu INR AST Wadanw17 uaayliu
(lulaslua/dns) (giln/an9) (x10°/8n9) (nSu/an9)

0 0-100 0-1.29 0-100 0-6.7 > 45

1 101-150 1.3-1.6 101-150 6.8-8.3 34-44

2 151-200 1.7-1.9 151-200 8.4-10.3 25-33

3 201-300 2.0-2.4 201-300 10.4-15.3 21-24

a4 > 301 > 2.5 > 301 > 15.4 0-20

INR, international normalized ratio; AST, aspartate transaminase
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