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2AUN 1 %ﬁ'ﬂgﬁuﬁvlﬁﬁ]’lﬂd’]uﬁﬁlvﬂﬁLﬂu systematic review U84 randomized controlled trials Nt

nag 1 T189%

IEAUN 2 WaNg WA LN wideiiidu randomized controlled trial agn9tiay 1 U3
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cohort, case-control studies
o ‘:' [ AN o = A . . . . .
ITAUN 4 mﬂg’mﬂvlmmﬂmmﬂmmﬂu nonexperimental studies, descriptive studies
ZAUN 5 wang Ly expert opinion Wia AuNNG (consensus) VBIAMALTEITTY

FZAUAIMNEWIF NI ﬂ']iﬂz]ﬁ?l (Grade of Recommendation)
szAU A funshanwang sz 1wl fudiuusinliinluldagnsann (strongly recommended)
32AU B fungthainnang uszaun 2 uwwansd juanuuesialiinluls gecommended)
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Tsannafindndvasmaining

- Biliary atresia

- Choledochal cyst

- Cholelithiasis

- Inspissated bile plug syndrome

- Non-syndromic paucity of bile ducts
- Caroli disease

- Neonatal sclerosing cholangitis

auaniaulunianlaslinmuaing (diopathic neonatal hepatitis)
. ¥
lsafaite

- TORCHs (toxoplasma, rubella, CMV, herpes simplex, syphilis)

B (HIV, adenovirus, Coxsackie, Hepatitis B virus, Parvovirus B 19, etc)

- uuafii3e (sepsis, UTI)
Tsadawlsvie
- Hypothyroidism

- Panhypopituitarism

Tsaduinunuadn
L 2
-Tyrosinemia

- Galactosemia
- Neonatal intrahepatic cholestasis caused by citri &y (NICCD)
- Hereditary fructose intolerance
- Inborn error of bile acid metabolism %
- Glycogen storage disease typeQ 4
lsnaunignIn \

- Alagille syndrome

- Progressive famili a olestasis (PFIC)

- Mitochondrial
- Peroxisomal disease
- Cystic fibrosis
5uq
- Total parenteral nutrition (TPN)
- Drug
- Neonatal hemochromatosis
- Trisomy 21, 13, 18
- Hemophagocytic lymphohistiocytosis (HLH)
- Shock, heart failure

- Neonatal lupus erythematosus

CMV, cytomegalovirus; HIV, human immunodeficiency virus; UTI, urinary tract infection
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— PN Calilo
PR o —
/;mu‘ﬁ Wi BA INH | Choledochal | Metabolic/genetic au 9
(318) cyst
Mieli-Vergani G, et al.* 1086 34.7% 30.5% 3.1% Alpha-1-antitrypsin | hepatitis of infancy 8.6%,
King's College Hospital, deficiency 17.4%,
UK Alagille syndrome
5.6%
Stormon MO, et al. 205 20% 25% - 23%, TPN-related cholestasis
Sydney, Australia® 20%, bile duct hypoplasia
3%

Phuapradit P, et al.® 100 40% 55% - - HBYV infection 2%,
Ramathibodi Hospital, congenital syphilis 2%,
Thailand sepsis 1%
Osatakul S, et al.” 52 67.3% 25% - 9% congenital syphilis 3.8%,
Songklanagarind O malaria 1.9%
Hospital, Thailand 4
Aanpreung P, et al.® 252 22% 23% - TPN-related cholestasis

Siriraj Hospital, Thailand

BA, biliary atresia; INH, idiopathic neonatal hepatitis;

N
®®

&

18.3%, infection 9.9%,

endocrine 6%

parenteral nutrition
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3. 1130329519118 A230373 RN ANNENT VWAATEE KEaARUAR (dysmorphic features) @373
V901 IWAGU 1 LR BABANANAIRINNIEI8IL AU Y AaafatlaITaeluzing aTI9a1 ATIARALD 1N
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4.1 N13ATIVNUZIH WAN1I037907198UMTN I Hedpusnlsn (913197 5)
- Complete blood count (CBC)
- "MIaUIRNE (urinalysis)
- MINUVBIAU (liverfunction test)
- M3udsavawRaa lalmrprothrombin time (PT) waz INR
- MIATIATEALIIRNA L LA
& A ~ Aa o a & A A o A A v
- wnzweluideauartzazlumnnianmssssonsdaiiansanisnNennninniad 14
4.2. MINTNBAATBIATBINGY AITEIATIAlUNINYNTMEfdnzihdas smannlinnyidadn
9l 13u lsaviadndldanas daluviaihdnSaaznauiiy (bile sludge) fautitadan 1 hemangioma tiu
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4.3 M37379 reducing sugar ilaaz lagldiinen Benedict S9vnlaauiasd fidinsiiluwsa
Addi = o Qs a k% v 1 g‘ g A [l [l )
A5aug luntdlssdulsnduwunuedn winldwauanlianagivhaaius iunglaswiala win'ladls
nalaauaasinduihaaniuaalng arsasdulin galactosemia #3a neonatal intrahepatic cholestasis
caused by citrin deficiency (NICCD)"” w3aaaiushananyning lunsdimanfivannisndihanaglasanie
‘V\li;ﬂI‘Vla AsAadalia hereditary fructose intolerance

4.4 Rsananadaagmiathnihfivesdanlniesd laun free thyroxine (T4) wazTSH lunydin
NMINIARANRIFIAITNTDITOT LU INTBUALAL panhypopituitarism w38 lunTdingsliaunTaaaniie

%

snaneen i ladiunsasianmsnenafinenaas liTalaniazedaNanIsaTIa T4 LRETSH Taeluns
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$Ane
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4.5 NM3ATINNTIFOWLIANRITE 13U thanwiifnzgnaunaslunoaidy Alagile syndrome
' o AA A o & SL o | A = o a X 23 o
duMWIIREATEEWIe danTasNadludihondsssanuazaigandaiie CMV> iudu
AI =Y 4 aa L= =) g 1 0 =Y a J = H Qs
4.6 NMIATINNLANINDIRAIRLNIIAATa LA NNINNTILAANATINWNLLIANRIFLIINAINT
aa &, Q 1 L= v 1
NNARRNLAZYWNUTAANURINITOONLARZFDL AT

23,24 s

N13§323 serum immunoglobulin (Ig) M §ia cytomegalovirus (EMY), toxoplasma, rubella
ssnsfatte CMV wariialasn1insa IgM ’Lmﬁammsﬂumq 3 ﬁﬂmﬁmnﬁmm’«ﬁnm’]:gﬁasla:
100 uedaylhdunessasa: 20-70% N139322 CMV RCR 'I,uﬂama:ﬁmmvhLLazmmﬁi’nwngamﬂﬂd’l

24-26
9

Joeas 9 My1Ifsun3daiTa herpes simplex lagM13teaa PCR luwidaa i ladunaimisandy

vesicle THALNKENNIINITATIA serum IgM TasiisTau lakazanudnmizasas 95 Laz 100 audau>?
lunydlasgu@aitia syphilis AI5a9RaanTI3 VORL dutnsauaznn®
1 o v 6 v =3 1 ) v 24 =)
&IUN1IATI9 TORCH serology 1w Taatiil latlszlomitasdeliuustihlvzina® mmsamnabea
minddunudaliizduanay o 4 4 Medsianamnme asanaawizlunoninsaniidiGananuns
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5. 13AIVARIRIRYTHIEAU tertiary care

5.1 Hepatobiliary scintigraphy

lagl85 diisopropy! iminodiacetic acid (DISIDA) 3UAL Technitium (Tc) 99 AanTInaaaLiaas
Icﬂyﬁ'avl,ﬂmivl,aieﬂwﬂﬁ)zgﬂm”uaaﬂuﬂuqaﬁﬂﬁua:aﬁvlﬁl,ﬁﬂmﬂlu 30 w17 winaa ldwuans e lalndlu
sldnolu 24 $alug ﬂa%ﬁamsq@ﬂgﬂumuﬁuﬁwﬁ Seiuselomilumstieiiess lsaviatinaa a2 2
8% systematic review wuimMIaTaidanuhlumsuenlsaviedindauduiunizeusniaulunsnled
Jauaz 98 udlinudumziiesioss: 70 waewuiisous: 25 vesdihalsadusnisulumsnasavlainud
myrusslelolndludldian? Uslominsawuesmianait daa winwuiaslelalndsansady
sananludl#le szusnlsariasindauauoanlale windiheld3un130334 liver biopsy usathldnulsarie
idduen lidanudndudasi hepatobiliary scintigraphy 8n'?

M31AAY phenobarbital 5 ¥n./AN./3% LWIEN 5 IUNauNIIATIA 8199238 1RNNIATI3 hepatobiliary

28,30

L o Ao oA A OSqu naw.w31v§z’1 Ade ! Fqu o
SCIntlgraphy LLUEN LANVDLRYADNIERNITIATIIRIVIDRLRNNDT Abb uﬂim‘ﬂﬂﬂ’maﬁig na 60 1%
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213 L1 duda sl phenobarbital fiauyin scintigraphy

5.2. N5 THLHAAULNBATIVNWNLISINGT (percutaneous liver biopsy)

1,32,33 g agalu@i’mﬂizmﬂ

Wunsamandvszlomiann danuusinirlunifaaslsaviaiadueis
wu Janulasasa: 89-99 anwsuwizTauss 83-98"* uddasanduanutiwiguasweSunngluns
§UNANINENTINE wazm e Buiaaudaslasgiianadwnglunsranni

[ Aaa A A= o Aaa e 34y i . A, R

ANBUSINENTINENUITD Lsariatindduan® leun bile duct proliferation ¥ bile plug Tuviaing
AN AWIRaN portal tract TINAUMTLIWUNIHAN sinusoids 8t lanana nIasafuliiedunaney 6
fUant a9z lainuansmedtinizaina wngdlalasunsitassnuinenenadesnsiaduibaaunisg
WD INNE

snwaenneInelunnzausniaulumanlaslanmuaung® ldun wasduuin anawudl bile
pigment tasauinsiUfawidn multinucleated giant cell wazaawuNIANeusLTARALLT WA B §

& aAa o A \ R = o ao ) ) i
uwananidszlesilumsitanslsndug 11w viehdvwmadnluaufidauatiias Ueie Alagille

syndrome %38 non-syndromic bile duct paucity A 1na333WL viral incldSioh Taslunmsitaaumsdaite l3a
CMV Az herpes simplex BNMNWYU steatosis 19504 lsaauLuLnUain 9ad

5.3 Intraoperative cholangiography (10C) {Jun13as@dnnizinaifaaslsariatih@duei vinlae
AaulANgnauNazinl1aa hepatic portoenterostomy (Kasai's%eperation) lugisiianasinu® 1iasannns

o o . . = = A A - \ d Aaa o '
ATIUABUTNS invasive T9ATANANTATIDU G NTdEFTILTulsAriathafuauanan

1336 {91y RINTIUNIHRIFE LIAAULY

5.4 N30 32IN A RlIAGUIILN YDA NKEEREEN TIH
UNUaAN LLainﬂﬁUWuuqﬂiill (5’1UazLﬁﬂmLa@lﬂun’mwuaﬂﬁ 2)
5.4.1 Plasma amino acid 778/ |#fasI%aa]3a organic acidemia, urea cycle defect, NICCD
5.4.2 Urine organic acids Fulatifanslsa organic acidemia, urea cycle defect
5.4.3 Urine succingacétonenudun3asaifiaaslsa tyrosinemia
5.4.4 Mutation analySis sl,uﬂtﬂ'«giu”uﬂszmﬁvlwuﬁmi@maﬂﬁﬂmﬂw”uﬁfmaaﬁmﬁ"a?ﬁaﬁﬂm Alagille
syndrome, NICCD, tyrosinemia, galactoemia, glycogen storage disease 489
5.5 N13M3290% 9
laun endoscopic retrograde cholangiopancreatography (ERCP), magnetic resonance

cholangiopancreatography (MRCP) iNazaalumyifiasslsaviathdduan’ ludagtudafideyadnaludm

u

ANMULUBENVAINITATID
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Tsafivsa

amanaansalsnavluaseuns

lsaduiuunuain, l3AdUNUENTIN (154 Alagille syndrome)

a

mMauasuluia3ag@

liaauiuunuain lsnduwignys

Uszifiasiidaiieauaiuan (hemolysis) 11NM4LAeaA | Inspissated bile plug syndrome

ABO 138 Rh liithnu

< I

MIAADAVBINITANIZHINAIATIA

miﬁm%aluﬂsiﬁmju TORCH uazTnag

115N TUT2IRA AR DILLLIN ARITIRINIAINTIA

PFIC type 3

ninuIniiaita m'jnmqﬂﬁn‘ (SGA)

miﬁm%aluﬂsiﬁmju TORCH uasTnag

13230n3AaLe 1w UTI, sepsis

o = a dv a A
NETAIRI/DIINNIIAALDDLULUANLIE

= v a
DILLU NAILRE

15AAUINUNUBAN 111 galactosemia

9 A a & oA
NNEAIRADIINNNITIAALT LU AFILIEL

= =
Fu gauulid

U

o = al dv a A
NTAIRI/DIINANIAADALUANLIE

lsaauLuunUadn (1% orgafiiGhacademia, urea cycle defect,

MSUD), panhypopituitarismt@atzniadgaslaun lnsasdudiiia

1@suansanmImanasaiiaam

Total parent€raltputrition-associated cholestasis

11

PFIC, progressive familial intrahepatic cholestasis; TORCH, toxoplasmasisgflibella, cytomegalovirus, herpes; SGA, small for gestational age;

UTI, urinary tract infection; MSUD, maple syrup urine disease

A13199 4: URININITIHIRLLE ﬂt‘iﬂﬁ]’]ﬂﬂ’]i@l‘i‘]%‘g’l\‘iﬂ'\ﬂ

A19AIIIINY

a0 &
Tiﬂ‘Yl‘]J\‘l‘!i

wsnties, maesaidulath

Tsaduiuunuadn miﬁm%aluﬂﬁﬁn@:w TORCH

Dysmorphic features

Alagille syndrome, aAnuAaUn@lasiulaudng g

NI

- Chorioretinitis CMV, toxoplasmosis

- Cataract Rubella, galactosemia

- Posterior embryotoxon Alagille syndrome
ASHLLAN CMV, rubella, toxoplasmosis
wlaflalnd

- Peripheral pulmonic stenosis
- Dextrocardia
- PDA, septal defect

- Septal defect

Alagille syndrome
Isaviesin@duan (afia embryonic)
mi@aiialuassinga TORCH

Panhypopituitarism

29ATIGLAN (micropenis), midline defect (LT

thnuwrds tnanulnig LNATUGY)

Panhypopituitarism

CMV, cytomegalovirus; PDA, patent ductus arteriosus, TORCH, toxoplasmosis, rubella, cytomegalovirus, herpes
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nIa3v

HAaN13Ia39

' v

Tsafives

Complete blood count

INaALRaadIRnIBLIALRaAT126N

mM3aaia la3& (1% CMV, parvovirus B19),

hemophagocytic lymphohistiocytosis (HLH)

Urinalysis

I3 A =) a A
-LURALRBAVIINIDLUANLIE

Ahaludasnig

-mMsfaiTanabulasie

Y ad o
- Mzth@dsnnanglaila

Liver function test

- Alkaline phosphatase LLaz GGT g3aIN

- GGT éwidaind

- Albumin @

- MERANUNMILAWING
- PFIC type 1,2 uaz inborn error of bile acid
metabolism

13AUTUTUUT

Coagulogram

Prothrombin time 81RaUnA®Ia INR> 1.5 Laz

[l v = a a
lasusaudlumomstiaiandn K

ANEALMELALUNA Isﬂﬁ'w”u'gml,ﬁ

Blood sugar

v Sa
fanadilutian

nudadn lsa m”um”ugmm

opituitarism

Urine reducing sugar

lenauan lapfinmsavanglaalanaay (u @

= a ¢
ﬂﬂuﬂ@naﬂqLLaﬂIﬂaVﬁiﬂuq@]qﬂwi

Waduwunuedn (galactosemia, NICCD,

hereditary fructose intolerance)

CMV, cytomegalovirus; PFIC, progressive familial intrahepatic cholestasi§"NIC

deficiency

0
,5\%
o\

eonatal intrahepatic cholestasis caused by citrin




Jaundiced infant 2-12 weeks of age (1, 2)

Serum total and direct bilirubin

v

4 Direct bilirubin (>20%)
(Neonatal cholestasis) (1,2)

v

Hx, PE, LFT, CBC, BS, UA, PT/INR (3)
+ thyroid function

v

13

4 Indirect bilirubin

v

Normal PT/INR
I

v

Abnormal PT/INR
despite of IM/IV vitamin K (4)

v

v Y

Not sick Sick and/or hypoglycemia (4) |—| Referito Ped\GI (4)

|
v
Pale or acholic stool (5)

'

US liver (6) Choledochal cyst or
other surgical conditions (6)

v
Yellowish stool

A 4

US liver (6)

A 4

Non-diagnostic or normal

v A 4
Suspected BA (6) or Refer to Ped lsurgery
——™ non-diagnostic (7)
v
Scintigraphy and/or

percutaneous liver biopsy (8)

A 4

v v

Suspected BA Non-BA

A 4

Investigations as clinically
indicated (9)

Treatment

v

——+| Refer to Ped surgery

A\ 4
Refer to Ped GI

v

v

Unknown causes (10)

accordingly

A\ 4

v

v

Medical management

v

Yes -

Idiopathic neonatal hepatitis (10)

Improve or resolve in No
3-6 months
v

Not improve

Refer to Ped GI

Hx, history taking; PE, physical examination; PT, prothrombin time; INR, international normalized ratio; US, ultrasonography;

BA, biliary atresia

wuneue: gAtadunaurugifiusazdaluningal



14

. aa o
Recommendation L3119 N13013293UIng
A Y Y oad . = . . = o i
NIINNAIIRIRYN1ITUIAAY (neonatal cholestasis 1138 cholestatic jaundice) a8 N1INNUBINITAT
A ' o A o 'Y A A ' A A ' AA A aY v
wassTwnulaszidy ganinzfanissdauniada (I, B) LL@IQ%%’]SZB’]Q&J&L%GQGTJH@]VL@]
mIninuuuuad mindansaimasswmwiiuaiy 3 e LAENINAUUNNFNRINIARBIWIIIA U
2 dilan IHianzidaaa7a total bilirubin waz direct bilirubin 1Nagindudiniassiiala (v,D)
NN339398 neonatal cholestasis Aa direct bilirubin ¥1NN31 1 YN./AR. %N total bilirubin Hag
71 5 YN./A8. %I AU direct bilirubin ¥MNN3INTALAZ 20 Va4 total bilirubin %N total bilirubin Jen
VINNIRIBLYINNL 5 UN./A8.
msnﬁﬁmaxﬁ,’lﬁﬂ”ﬂﬁaom’sﬁ]ma’lm@mmﬁzJ AU inlaunssnyszia @373319M8 NNIATII
Lﬁa@m’ldﬁadﬂﬁﬂamﬂﬁadﬁu Teun CBC, urinalysis, liver function test, prothrombin time, blood
sugar (W38 dextrostix) (A13197 3,4,5) (II, B) asiwzidalufeauaztaaizlunisnidennisasas
a & A A L Al v K a a 4 . a 1 s
mMIfaBansamIniiannisnin 950 Tu liAuuy Ransanasa thyrold fuietion lunsdiliausnda
AMMzwsadzaslaunlnsasdnsa panhypopituitarism NINTMIATILULNe redueing sugar WN&sae 1A
AULNLNUBRNUITHG
4.1 gihwnde PT onfaUndnia INR unndn 1.5 uaghifutouiladion1sdia vitkamin K a3
Aafsnmzaunuidounaunialinauinunueiin eafRuaiRBuwndidomyiaanaiiadoland
(I, B)
4.2 filwfiamaniin Jla §u on wIadipMadaliiianataiaannnzAaltanuanisy 1w @
walunszusion minassanziedaslisnundinend jEuenasainasiatwizisio wina skl
&/ ) 1 1
AUUAITNNTINFIAD
4.3 aunqaug ldun linauindadin 13aduTuuInian1zauNeBuuWaY panhypopituitarism A3
A . o A A aAn o =
mm@]aLLW‘nslgv*nmmtyl,wam’amuﬁmﬂ@Um (I, B)
Aa S Al s A v A A A an o \d Aaa
MINNINZIhaad N Ugadnsadannae AT lATUMIATANNANINa RN TATiana AL
awaan bl nauany 200au

MN39379 ultrasonography AT nTenilugieniiganszdaniagrarsziniestnd (1, B) 1as

aaslsariathdliawes lumaduindniadeuiitadan 989 PNNUAITAIGEARIUNNELAN
PRI \ d Aaa o v ., . S aa

WAN1IAT73 ultrasonography TitsTliaviath@dudsn leun triangular cord sign (11,B) 9ath@d
PNALENTIBATIA lNLDIE AIdsaTaiaduNaTissiuayunsIiaanlen leun hepatobiliary
scintigraphy %38 percutaneous liver biopsy #3alunstnasamraiuanlale asssdSnendasunng
I3
L@N
o | A a o | o . & \ S Aa o o & oV
Hiefgaszdannane udua ultrasonography linwusnsuzdsiliaviathaduen (mate 6) Adalal
NINAANTIRAa IR AAUAK AITEIATIANLANAD hepatobiliary scintigraphy Waz/%38

percutaneous liver biopsy (I, B)



15

8. 8.1 W& liver biopsy WnWud bile duct proliferation finnuudnslunAtaaslsavasiidduas (11, B)
WNNANIATATUIhaaua s IRanelsariatihaduanle A lddanudndudasvin hepatobiliary
scintigraphy
8.2 WA hepatobiliary scintigraphy wnlaifimtuaslalalndaanunludld siuayunsifadnle

R \ A =V o A o o v & '
rioihddudu udanasznululsaaungdug Ald mindimtuaslelalndaanuludldidn uaasin
lailglsaviatih@duan (1, A)

@ @ A oV oo Lo AA o A e \ [ R
WNNANIATTa ladanitadn lanulsariatindduaunsas liaunTnealsaviadauan
@ L = d o . . . A Aa o A
aan e arsssdadasunnganiNayin intraoperative cholangiography (I0C) gadun1sitaasn
wingngauazdasunngaunIni liver biopsy uazmirndaiianIsnm luduaawdsnunintg
l0C Susgunitaaslsariatindfuan
AA Y ) \ o AaA oA A A A v @ R

9. 9.1 lunsdiimansarmaduldtszisliariavddudaunionndgnsziniesdshidnuliaviaing

FUAU AITRENATIVA UMM LIANRIFEAINAINITNIARHN
ana 1 nq(d a dql/ 6 Y A A — dll a dnl’

9.2 MNIMINNARRNLITRIMIAaTaluassd InFsanadedwletignaifaasianimifaide

FUW2N239 (Teatduanin 9) hiuustinlAgInsia TORCH fiter (Ill, C)
9.3 mngﬁfﬂ’;s"l,@ﬁ'ummsmwaamﬁa@agj AITIANNTIEALLY  TPN-associated  cholestasis (9

manun) laggdlasidudasaraduinndaluil o e

o | = y &S a [ o () A A ak

10. wngihelidenststliala Asanldmaipeadiggbilzaauszionu winamandesdan
, - ; . - X

wianpiadlaluany 3-6 Wiaw ez idiopathicneonatal hepatitis WInnzanAD AT
muluany 3-6 1hou AITEIdaUNNELIRAQIR UM TANINEATIIME AU

lunisnn aqfams:mﬁaﬂmwunn he bRl A IIZEZIIAG N WITNATIVABKILIAYID

2
o 4Ad

AAVAWAINDINTLITNINARA
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NNISNEINIZWIAAIIUNITN

1. ATINBUBNEL

1.1 msda Elunsdinisganuviedinduandy 1w choledochal cyst lsaviath@duan idudu lasd
I P o AaAa o« o 1 . Y . o 35
ANV IAAUABAITNINIARA hepatic portoenterostomy (Kasai’s operation) ﬂﬁﬂluaﬁq 60 %

1.2 mysnwlagisuidfouarmis Sanudagluliaauwunuadn'™® 15w tyrosinemia,
galactosemia, hereditary fructose intolerance D uaw

1.3 MIINIIGIE7 1% 81 NTBC i tyrosinemia’™*® nslen ganciclovir lunsdins@aise CMV ué
ufledsldddesyiedatsBatnitaiau  iasnnazduaniauannsdaie cMvaulngazmoiesld

o Flyaa A A ! @ a dI o A 26, 1. A a a @
LS N %Sm:r"lL&la&lﬂ’ﬁa’]ﬂﬁiizuuﬂizﬁ’mi’]SJ@’]mrﬁa&l Sﬂ(v’]ﬂJ‘ﬂEuLLix‘] L e PT quw@]ﬂﬂ@ Lﬂu@]u

2. mysnudszaudszaas
A o | a S ad A o A A A [ AN o ¥ oa ¥ a
Wanihuinzinaniess nanauanae 13RIV 898NIN higaN BT Ued NG i nIatna
laLaaaaIaa NadLad 989 laganizatnidinsaiing Mliinsvina derasau 1ia portal inflammation Waz

38,39

o A ¥ add, o a A A by . o ]
NWINQAOI1NNN Nﬁ“lladﬂ’l’szuﬁﬂmwmﬂiyaﬂﬂizﬂ’liﬁudﬂa ﬂm%qﬁWIﬂTuqﬂqi"ﬂqﬂﬂf]iﬂaUVLTNufUﬂW3aG

wazmMIgadua1Ian1saug unwiad ldmuatyivled uaginaiaduinfousdne g laslanizadng

faaaniunazans L lNwlasgIns i+

LLazmﬁ]Lﬁ@mauminffﬁau;mm LT LADABaN ENAIIINNITUNG
a a 43 wd o o ‘]_] o ~ a d44 ﬂ £Z
A0NW 10" AT TALRZEININSITULYSzR MW N Td e dY 84 Lduen
Q Q Q =
wann1Isnvdszauilszaas fa
2.1 mallnruiivaninalzgsl ﬁmmﬁﬂﬂ”@mﬂLﬁ‘aﬂaaﬂ“’umazv;wIn"ﬁmmiLLazmﬁn@

2404 dialhpfinaidagaisaanaslasuluaiulugd medium chain triglyceride (MCT)

AN AUINRAUTEAI 6
Tasfigasinsasas 30-50 voslaalth(@IBensuund MCT 1w Pregestimil, Panenteral tiuew) Usunm
linoleic acid ﬁﬁaU‘ﬁ'q@iumiﬂaaﬁumwmnmhﬁuéﬂLfluﬁa%’ayaz 3 wagwasen (Gofisulanunslesy
long chain triglyceride Tunii3annnsatieionsasss 6 U89ANURINTNEINBADITE) *° wanainit adslw
wasugIniudaImsluandng AITRUNSIIWTOURT 30 VasANGasmIUNd (RDA) lagfAaain
weight for height Aitdafidulng 50 wazauInlildsdulusmnagefis 2-4 niw/nnAu4 aniulumn e
hepatic encephalopathy 13N luilnnjwuiN31W branched-chain amino acid luﬁﬂa alyaauuds
sunInaaMILAa hepatic encephalopathy®” udssliinsanunfuguludn wananniteasldsumsiasa

anfiunazaslulodit (919197 6) uazIandunazarslutingra?404’

2.2. AANITAIVBINTAUIAUAZAITA1S 9 ﬁ'a.gjflumaa(m”ﬂ 1 M3 ursodeoxycholic acid
(UDCA) an1afitszlawit launalnaasende ﬂ‘széjﬂﬁﬁmsmE’imuﬂmﬁwﬁﬁ,ﬂuﬂwaé‘ulﬁayflugﬂazmﬂﬁw
Ieadn uaziifusdaduanns ﬂ‘szé;”umsm”uﬂs@f:nﬁaaﬂmﬂ@Tu ﬂaaﬁ’unﬂyumnmiama&i?iaqmuﬁuﬁwﬁ
(cholangiocyte) I TANLVBITRRALP® MIANBILDY RCT Waz non-RCT wuingaels
Lauvlsﬁﬁ@?’uﬁifuslu TPN-associated cholestasis*®®' lugﬂa UIiﬂﬁaﬁﬂﬁauﬁuuﬁaﬁﬂﬁ@ portoenterostomy e

° @ I ° 9 (> & 4 o ' o | [ o [
&1152 M3lwe1 UDCA davinlwian lariauadin Lﬁal,ﬁwﬂuqu@mlugmmwﬁmﬂu” uazynlwnig
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o A X ¥ ¥ . . _
wigduladiu® wenanfionaduszlomitlunizindaianangednsg 1w PFIC, Alagille syndrome,

idiopathic neonatal hepatitis uaznEi@tAnAYIAIBNE 9ay>>

] =S 1 1 = 1
meiﬂﬂmmul%mﬂumqumuqu
2.3 MIINVIAINBINTT LT% 8IN1IAK mﬁﬂhUa@a’lm‘zﬂ”wgw,lﬁﬂumsr]ﬁﬁma:ﬁﬂﬁﬂ”ﬂ leun

ursodeoxycholic acid, cholestyramine, rifampicin, phenobarbital5g'63

¥ < o A

= & s ¥ ] 1
3. NMIINBIANNLUNINT WV portal hypertension Taiduxaanlsnauindadsess Teazlinanluwuur

NTUUANR

4. Adjuvant therapy Tul3a71231AAUAWKAINITHIAA portoenterostomy AN IANHNDINT LIRS
{ @ R ' . = { ' o '
LNETILAANITONLELYDIVIANNA LT corticosteroid TIUWIALNLRLIZHZLIRIN LT MLARZ NI IAN B LILANEAN

6469 I NMTANHLLL meta-analysis MINLINHANNLANA1IDEN

ABLAZHANIANBNEIAANUUANAIN
Taausznirangunld uazlale steroids™

milipuTiuweiiadasnwnsiiaraihdaniaudi g (recurrent gholangitisyMasn1idiaa
portoenterostomy t#asannisdnsniivias Sadsliddeaytuitainnaldun jTuemosadanmiiarie
i@asneudng la vaniuuusshldfiuedjiuzamad fTun e s-12 dlend ldurn amoxicillin
cephalexin, trimethoprim a1 37 snunsdnegfaslhi trimethoprim-sulfamethoxazole %38

. o Aol , ¢ ae <& 72 ' & A (Y Al ¥ o
neomycin #asanfgLhoiduriaindaniay 1 a9 augrnIte 172 wuiiena 2 silaldnadlunisdasniu

P d A S A a o o f a9 W v ad . 15
risihdaniudulafisunugionldldsuend sl asnu
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. Y A A & add
Recommendation N133n¥INIINNAAIEHIAA
a o AaAa w v @ ,
nanfdulsaviai@dueu advldsunissidaurdle las portoenterostomy muluanylal
LA 60 % (I1,B)
U n:id :’ =) a; d‘» s ) v U >3 dy
8 2. MInifinzhdaiess uusthldnisguadiulazuins aad
4.1 WANWRINUIBEAT 30 VBIANNFRINIUNA (RDA) las@nann weight for height 1
wWasigulnan 50 (I, C)
4.2 156w 2-4 nsu/mn.A% (I, C)
4.3 'luiu MCT Saay 30 — 50 a4 ludunsnua (11, C) uazl# linoleic acid aghirtasas
a2 3 VaIWAsIwNaYaInunTnanTa lsiusndw (v, D)
4.4 Fondunazaeluluiuluudazinaua1199 6 (11, D)

4.5 Fndunazaneluii 1-2 wihwesanudasnsund (v, D)

4.6 Wusmadan:d luftheninmaesydvlatmieldodudsglasls elemental zinc
1-3 4N./NN./A% (IV, D)
4 3. Asanlien ursodeoxycholic acid (@wiaen 15-20 wn a3 lunnzindeasasslu
30 G3a198U3: Tomilu TPN-associated cholestd®Ty(I#B) nztin@dasang (IV, D)
LR idiopathic neonatal hepatitis (lll, C) Iiﬂﬁaﬁ’]aauﬁu ARl portoenterostomy
(I, C)
40 4. MInAdnnsihdssasivndennsgmnaastnly ursodeoxycholic acid (I, C) w3a
Rason iU 15w phenobarbital §iAnu 2-5 wn./nn/3% (1V, D) iudu
78 5. mﬁ'ﬂmﬁﬂh@Taamsmsﬁﬂmw‘v"uLﬁmLm:ﬂ'\avlsjﬁﬁaagﬂﬁm{@ﬁmwamﬁ'ﬂm laun n3
1o corticosteroid Lﬁaa@msé’mamaaﬁaﬁwﬁlugﬂaﬂﬁLﬂuiiﬂﬁaﬁwﬁaum”u ARIENAA

portoenterostomy, L&é nTalAtnUfTiuziwatasnuviasihdaniaudig (IV, D)



P a A SI‘I o A osl A 3’4»’24041
AN 6 VW IAIANNBALANY L LANWN LB A LBNITNNHANITHIAAST
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L RET ARIA Monitoring*
A 5,000 — 25,000 IU (water-miscible)/ 3% Plasma retinol %38
retinol-binding protein
D Ergocalciferol (D,) 800-5,000 units/ 3% @ Plasma 25-hydroxy-
Cholecalciferol (Ds) 3-5 lulasnsu/mnn./iu vitamin D
E Alpha-tocopherol 25-50 1U/nn./5% (Wiia'l@ds 200 1U/MN./3% Wi | Plasma vitamin E:total
gasinznaiandn E) via lipids ratio (mg/g)
D-QOL-Tocopherol-polyethelene glycol 1000 succinate (TPGS)
15-25 1U/NN./3%
K 2.5 Un. fin 2 AssdasUay (enTRad1IUAN) w38 Prothrombin time

2-5 UN. AALTNA"Y nn 2-4 U

O

* TunItNENNNINRINTID LA

X
P
O

R

O’
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ANSNEIN5DL3A (Prognosis)
& o < X > laa o o {

mawensatlsadadlunmaniu Suagiuang a1gfIfasbuazmansNnanzas

fmiuliariaindduaunlasunissida portoenterostomy fiauany 60 % WU azlin1szune
?,’ a ] o v a 1 Y [l o 1 ¥ d' a [ v [l %
vashdnatidaduldied uddridasitudaaigin 00 lUudr nansrdaazlay
ANNRNTINARIRADTDEAT 20-307°
=2 o ! R , \ o Aa A

nnndnzszalugioliavathdduauludszinadieg wod daseedion 4 9
w891 HNG@ portoenterostomy lag lidasiumytgndnuey dszanmsasaz 37-5947° damvaad
5 dwaarhrnea portoenterostomy luanaizananins fesasaz 90 lasgihonveadiadszunm

A A o [ ' o A ' { o | [ a

AvInidasIuMTlandeau’ msfaauszazenwudng 10 9 dihesouas 25-40 d7av00

74_77a/oqz'd A 9/‘]_] - A Fl’ wole X o
@\Tuuﬂﬂﬂqsm(ﬂ@’]&lﬁd AULARTNURRINIO QA DL UDI LIS HUSHTILNINISANY

I@y"l;iﬁaaﬂgﬂdmﬁu
LARAILRINANY

Uadpnfinadanisnenynilia l@™ " leun n13vienaa portéenterostomy natany

'
A

60 1% M7 LIRIBINNANMLRABINAIRNA MIdviaideniaudt 9 pTadaalnsuariiaan
U8 LazUITRUNIDAIARLANE
o | Aa S A A o . @ ' A A
Edﬂ?ﬂﬂllﬂ’]ii:ll’]EJ‘IJENW]@]VLN@‘HME]’]T']N’]@]@] portogfiterostomy 2z laimnaaasuaziioy
& ddAfL vL.qu/q, . v74wé’: a L A |
ninuazisiialueny 3 dwinldldiunsgndngdnt auitarsinangidaiiansgndng
a ' :’ AadA o L2 1 ‘f( 1 Qs =3 d' 1 A A 2
a1l T,Sﬂ“nam@mummf}umamﬂmaamsﬂgﬂmmulumnﬂwuuamq@ﬂaﬂi:mmmﬂaz 70 1w
I~ ' o A 19 ' + o o YR ' o A =
wndgndedunengiesnd 2 1 dagiudgemeeudidindandodun s uaz 10 Dgefisiasas
80-858082 I@Ugﬁfﬂa Uﬁaaﬁumﬂ@Qﬁ@juﬁ'u"l,ﬂ@aaﬂﬁ%

[}
>

v 1 dy 1 04 dld g/ = U 1
mammlaamsﬂgnmﬂmu‘lumsnwumaxmﬂm% leun
1, ﬁwaﬂﬁmaﬁﬁaﬁﬂﬁm’ha%i‘luma:@?'mﬂm%a%’asw:ﬁm leun

- sm”uﬁﬁgﬁumﬂﬂdﬂ 9 ¥N./AA.

- 3€aDhprothidmbin time aNNINA1UNEA 5 U7 %38 INR > 1.4

A o a :7 A v 1 %

- wma:aaywumlmaa@ (Baenin 3.5 NTN/AA.)

2. ﬁmammﬂf’ﬁaumﬂﬁuLﬁaﬁgmm LT YBINUIUT J18anaaNNNRAAALAAAYAA
raaaernstes g wiazlasumasnslagnissesnaasuad udu

3. dnmzandhile walldsunmssneinelnruwinisag1adun

4. HoMIARAUAINTULIILITN A 8L18E9LANTN (intractable pruritus)
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M3 fia MIdariaindfiliswesaan uazyinmeszunasing (hepaticojejunostomy)

maumm%@uﬁﬁﬁﬂ”@ leun viehdsniay vieshduan waziialuviend Tuszozonadh
lldsunmssnaaeen sz liiAianzunsndeu lawd qaﬁwﬁé’mam‘%?a%'a wazuziSiwasvionng

(cholangiocarcinoma)

azauantauluvnian (neonatal hepatitis)*?
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Lﬂumam”ué”mauluminmqﬁasmfﬁ 3 1Aau MINdanIamies aule lag
A ~ A A & v a o ' a & A
wqams:masﬁ@ma"l,m@ﬂ"l,@ m@vl,m*mmwmm@ql [ ARsialta lsanalunnuasn
sawﬁamjuﬁvlaimmmm@%’mau (idiopathic neonatal hepatitis, INH)luﬂﬁ]ﬁgﬂ'u F1UINATIINN

> s U J a g s o v
mm@;mamuanmu‘lumsn%mnmu I@]ElLﬂW’]zﬂ’]i@]@L%ﬂLLﬂinﬂWNW%gﬂiiﬂJ 9714
wn 6 a U [ % [ ] -jl’ =

gUAnniued INH lunInaaasanidusosa: 65 Liusesa: 15 AMzausnLEuNguhazd
ANBUNINLITINLARLARINUAS LTARGLA ballooning degeneration WU multinucleated
giant cells laslassas19usiins zonal distribution Un@

mMyI%assn1z INH lasnianaldwuaingaug sesausniey lidnsinsanz

wiumsinmanzindas sulnawioiesldluaty 3-6 au

1 a dly
nanlsafaLze

nsaeszalisa
Aa d? a A/ 1 <& 6 A 1 N . . dq’ A 1
NMIAALTALAAIBIUIZTRINNAINTIANIDTENINIARDA (congenital infegtion) LTaNWULaE
VL@TLLTi rubella, cytomegalovirus, herpes simplex Ludn I@]ﬂﬂﬁiﬂﬂﬁjwﬁﬁﬂﬁlzﬁmmmaz
ANNTLEAIAUTINAIBUANLHATIINBINITARBILATAL L@

® n3@aLTa cytomegalovirus (CMV)

mandanlngin ifans lusenifipaswunmiaseatauivue shuintas
ﬂd’]mqﬂﬁﬁ ASBLAN mﬁcﬂLﬁa@@‘hua:ﬁqmLﬁa@aaﬂmu@h WWWIN chorioretinitis,
periventricular calcification ~ n33n¥A YagEaulngiauanisuaInMfaaiinazni lalas
LLa:Iuﬂﬁlﬁ;u”uﬁam%1uﬂ131ﬁm<§1”1u”b§‘aﬂ'avlai°ﬁ'@Lﬁm IwnsTnsadnisainszuudsesn
' o A A o A
saumsmaﬂiﬂ@w;mm

o nmyGalndherpes Simplex

9 A < A a o oA i A . .
ANALUAMBELANURSUNUATUNINUY LED1) (vesicular %38 purpuric lesions)
q’q/ = = =Y =) &
UBNMNRLINLDIMINITLLUUTZENN (TNUALENBIBNLAY) TINDINIIRenaanAaUnG o9
a dq, dQ/ U 1 L s ot 1 1 = Aaa =} =1 U dl dl o v
mm@Lﬂﬁaum"lwvl,mumﬁﬂmmusl,myﬁ]:Lamnwsaumammnmauﬂgmm N LR LT
snlunIn baun acyclovir
® n13@aLTa rubella

WUANMNNALUNGUDIAN (cataract, microphthalmia, glaucoma, chorioretinitis) A21%
Aatn@vasriala ( PDA, VSD, PS ) 5788932 uudsean (microcephaly, meningoencephalitis)
wasdAWNAINS ( blueberry muffin, purpura) M3snsnduuuulTsAuUszaasananslases

laidnslaedwlsalulint

® L%avh%'aﬁus] ﬁa’lﬁlwu‘lﬁ LT parvovirus B19, varicella zoster



29

saungulsaaudniay (A B,C,D.E,) ilusinguasauaniauluizninldiasann
v dl A a dy L= = Qs =) dla dq’ o Qs >3 =
aniulunmsnfunsandunnzniadade haauenigud minndaide lhsaausnizudain

[ 1A o a a dw d‘» o
sl,myumlzvlmmms Anifaldun1sfaalsasd

=% 49‘ ~S A
nsAMLTaBUATILSY
Aa & A A A ° v a o oad = a A A O
msaattasuaniselunszuafdaavinliiAainaadannanduuaduuanise Wanalsa
WU laNILNTNUINLAzLNINAY hawuluunsuaulatasninlauawe Escherichia coli %$anani
%) %) % cjd a dy a +~ % 1 >3 6 %
ganvauaniaulunmsnninmsaadaluszuumadulssie laainwulugig 2-8 slanvnad
ARDA
mMsfaTedRaauaiuiia dndanissiudng laun asaanawinnua hydrops
fetalis, osteomyelitis, periostitis, nasal discharge Yaaanial ¢aNtitnasdlaniad wazlHuwn
AmTuazLiay I@]Um’lmumwadmmsﬁ@”\aLL@iLﬁﬂﬁamuﬁaguLm nEinalaslwen penicillin
¥ & { @ e ' (Y [ ' A &’ o . .
HONAINMNBTALUANSHNTNZAUANLFLIINGAY Lol MIAamad mlsauas Listeria

= an o
smwuqmmmiuaﬂmﬂ

o
n1samdialyslaga Toxoplasma gondii
Aa & A A o v O oa = A A Aa
NINNAALTaATaNNITINLITaLR 10925 Mk ATHeLanKIadTE: laluIund
obstructive hydrocephalus, choriororetinitis, intfacranial calcification, meningoencephalitis, AL
dhula udansduniasanalinulunnsdy Mesnnaadedasldsumssnsmnaelaslfen

pyrimethamine sulfadiazine a2 leucOvorin Wkiaan 1 3

TsaauLuunNU e aALAE WS NIIN

Galactosemia®'°

=) e 6

Lﬂ%Iiﬂ“/l']dqu‘qﬂiiﬂJ fNENAALUL autosomal recessive WuUay Jatian1Inilseunme

q
%

1:47,000 udwinifadnldtraradusuanefeiia annnaewlodisaylusiums
galactose metabolism ﬁLﬂsﬂuﬂ’lLLaﬂIﬂmﬁuﬂQIﬂa e galactokinase, galactose-1-phosphate
uridyltransferase (GALT) LLas galactose-1,4-epimerase ﬁﬂmamuaﬂiwa ﬁaagmﬂﬁmmﬂu
nalaariaw ot Il auunseme myvnaewlsd GALT ﬁ]zﬁmmi@mmﬁq@ﬁmﬂu
classical galactosemia

mmuﬁ@vléfﬂgd WATIIIWULIN 6 284576 %é’dﬁ]’mvlﬁmlﬁﬁf{’lmmmﬂiﬂa Twdinmanii
aianlas] GALT ﬁ)zﬁmiﬂda"umnmaﬂiﬂa galactose -1-phosphate LLaz galactitol ‘%mzﬁﬂ

AUATILFINL YN IANIIINIIUTAIAULNNIDILAZHaNNITANREDI NIUTIAVaILRaaRAUNG
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a? 1 = Aa d‘ly . A a (2 a Aa )
LRUGVLNIG] TN GQLT E. coli I%ﬂitLLﬁLaé‘l@] NAADNTIZAN ANVNAUNAVBITUUUTERINIT
ataxia, tremor, apraxia, LLa:mmUﬂWiadWﬁﬁaﬂmjy’]
mItnadasdurinlalasnsasiataaniziNant reducing substances %38
. A Gt aa o o 6 =1 A A
galactitol LLazﬂuﬂuﬂ’]iiuﬁmUI@EJ@]TJE]T’]’]SW’]\‘J’]WIJQGLE]%VLGMJ GALT 1%LN@L§]Q(§]LL@N HNIGIIAINIT

e 6 =
ﬂaﬁfJW%ﬁqTa\‘i 8

v

) A AA o Aa
N3N I@ EJ\W]a']%'ﬁﬂi@%ll'ﬂl]%’](ﬂ']ﬂLLﬂﬂIVlNLLﬂZﬂ"ILLﬂﬂI‘YlﬂVLﬂ@ﬂ 2ADIA

Neonatal intrahepatic cholestasis caused by citrin deficiency (NICCD)'*"?

ulsarmaniugnan wugt@nsallulnedszanm 1:50,000 avmslwisman ldud

Fvdasriainaas aule inaadnluidan e19a379WL reducing substances lulaanaz
(galactosuria) N13§1373 plasma amino acid 813NWUAMNAAUNG mmimﬁaadmlmy'msvlﬁmo
Turrudusn vlwlesumsitessindu INH Fsowminuensiniaiingedlime ud
gmmﬂ'fuﬁaé’mwﬂﬁ]uﬁaaﬂﬁﬂﬁwﬁu nanfimousiazlszolsasudSdenathiymarsndule
i1 dadaladuonalifionmsdniasniearadennisves citrulinerf@gybe 11 TCTLN2) Tagfonns
B 0 L3 FUDILANTN wovlufioluifangs aunodounawaiptEodiomnldlasonislgn
finuay

surgiinanniInaenutuefiu ShCI6A13 ffiamuqumia%”ﬁﬂﬂsﬁu
aspartate-glutamate carrier isoform 2 fINTHILNLUIRTBYADIAABWATY uazviwinnTeluns
wugIanilaouien aspartate aanainlulaneudadlasin glutamate 1 Eauny Fensaasilu
ﬁamﬁ@f:ﬁuwmﬂz%ﬁﬂ”mﬂummumimLmuaﬁfﬁwmﬂﬂﬁﬁﬂluiwmy LT W9ITYIY LUUNUDA
Fuvasanslulaiasauaznuaning *nigandase bunn udn

mﬁﬁaﬁuﬁLLmLuauﬁamsmwmsnmslw”uﬁ:maaﬁu MINBIYNIALINDIAITURT U
#fuanlng au galactosuria Wl gi:ﬂa pnitdonaz 90 Wnmiwldiesmoluany 1 8 luszozeny
Ishsnmemslsuanfibataunzy fe ﬂﬁmﬁmmmimﬂﬂmmmgq M3 arginine
hydrochloride wa sbdiuth pyrivate a1atuvasnuldlwifinainsvas CTLN2 lunadaun e

Tyrosinemia'*"

WuanufaUnduasuuiwmsiuunuadduaainsaazil tyrosine § 3 7iia TRang
AMuERTY Aa tyrosinemia type | WULIZUNT4 1:100,000 LRANNA BN UTVRITY
fumarylacetoacetate hydrolase (FAH) ¥nl#anaiawlas] FAH GAﬁoLﬂuLauvlmﬁmguﬁg@ﬁﬂ BUD
NIZUIBNIIALA tyrosine

Mvﬂﬁa’lﬂ’ﬁ@%LL@i{ﬂﬂﬁﬂﬁaumEJ 6 LGaw 01 b lETUMIINBRLLFLTIA 81N1TINNe
@”ua:‘gmmﬁalﬁﬁ@mazﬁmwu a1 I bawila renal tubular acidosis wazANNAAUNATILL
Uyzan luﬁﬂaﬂﬁﬁmmwéﬁmq 6 Laaw azimaduinlindusnwmssess snundnains

I‘mm”mﬁa%'a Fanconi-like renal syndrome, rickets LL&‘;ﬂ’]iLﬁ]‘%igLﬁﬁJI@l“ﬁ’] a1alansihauay
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Aaundneszuudszamiuusnduaiag adiolsa porphyria a1uunwIaswainIudidizadiien
Y a Aa ' . X { %
inazAaUn@zuuss uazazaTanudl O fetoprotein Tugslasiads 160,000 wIlunIu/wa.

MIIRIRLAD @39INU succinylacetone Tudaaniz waz Hugueranisasranisnaiy

s 6 =
Wiga9du

MINEN Wamsninsaasziily phenylalanine waz tyrosine 61 TaunUlwen NTBC
gugdlanbusl 4-hydroxyphenylpyruvate dioxygenase LWalainwnsiia fumarylacetoacetate
91N tyrosine 1 linauauaIdamITnmaInadITnslasnsUgndoey
Alagille syndrome (arteriohepatic dysplasia)'®'’

\Julsanenignasn dnemaauuy autosomal dominant tiaannanuAaLn@dlu Notch
signaling pathway dn1snanawugues Hu JAGT uazdudasidnisnanswusvaidn NOTCH2
WuLlszanmk 1:70,000 M3nAaddn amsuaadiiaananuiadndlutult g Hipasdl

A ¥ ad oA a A R o )
MR Lingad Lhasanndnnaaainienie lUvasriaing luade1nasnevialaazwy
peripheral pulmonary artery stenosis NI=QNWU butterfly vertebrag @313@13¢WU posterior
embryotoxon kazANNAAUNGLY anterior chamber ansaeilaaddumzlann nirnluun an
ANLATHIIANNNY ANILARNEY aynilanm ez bulbous, fip, NTFAIRNNALEINILFAILALAN UL
ANNAAUNGAAINE SuAUMIATIITwaaUN M ItaadrIani e vt lual nIeenaay
aagANNAalnGuaddn JAGT uaz NOTCH2

M3 AT emztiuiasnsnsihaasuazanuiaUnduesiala ns

1 o 1 [ o = 3 1 [ A a a %
H1G@ portoenterostomy Liifiszlunip gt Bulsnduadnuainznlianuiadndlasianizay

LRZWIba mnkm‘"mﬁ’%ﬁu‘lﬂ;jm'amvmrﬁaﬁa:ﬁaa%'nmimalmiﬂgﬂmmﬁ_l

1 v
Tsadauliva
Panhypopituitarism &:-°

A & &a o ' [ - ) A

AamIasesluninasauazaasaren NNWUTINAL midline defects L% 144 septum
pellucidum, septo-optic dysplasia, cleft lip 138 cleft palate gasluuainadnadansnadting
49l@ bile acid independent ¥l HA1LRRBILLLINGAT kaziaadlies a329319Nuwy
hypotonia, umbilical hernia, nystagmus uaznsznsauniinig lsawalaziia septal defect 1u
NITINLWETIY 8133ZWL micropenis e

SO T \1 ¢ 1o A . T 21,22
NMENIBITAILNW LINTDYALANILWA (congenital hypothyroidism)

AMzwsaezaslun insasaudiiasinidn primary hypothyroidism LA@31n  thyroid
dysgenesis HieiionInuniaUULINAAIAILGALINLAG SIWALUBINNITVBINITNTBITDS LUt

nseud laun Ya9rN 39T RALNN TadLFLILRY NutaaninUn@ hypotonia, umbilical hernia,
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skin mottling, Aszndannig dula viosda A2uR9 hoarse cry, slow deep tendon reflex LLag
gunndniodl mIsh Ae Twaaslawinsasd
UszanmTasas 20 VaINIINMIIWNITNIad INTauaaaslanuaniia azda1nIaltnaa

WYY indirect hyperbilirubinemia Wiaaniaw Las hepatic glucuronyl transferase £ bl NN

S1UANLIUATFITDINIININABALRDAAT
Total parenteral nutrition-associated cholestasis®>*’

mMzidsinnmsliasamnimanasaidans snifals 2 slainasanlwasanng
mevaaaidand Taadlusuaauluiy ans ﬁmsq@ﬁgmiaﬁwﬁua:tﬁ@ﬁuuﬁmmm V958
Foslumaiianedl ldun msniiedouinwue imsinusnifiatas iweme ﬁiiﬂﬁuagﬁau q
13a9Lia1913 1% short bowel syndrome, gastroschisis Nazuuafiisaaswi@ulaanniiuly
s ldian madadalunizusidan was endotoxemia Mylalesuisemudvis mslwanwna
NaaALR AT UIZHZLIAI WY WATNNITVINENTENWITUHNTAA a1 PINWARBRREA LT camitine,
taurine 1&g choline LU

faansanya TPN i1 mmimaﬁm:ﬁﬁmf}aﬁq@mﬂﬁmmsmwaamﬁamé’a
Uazanas 1-6 fan usdh lingald TPN landuazdydinge Walifaauuds

msnnUsznausanssusyliamismng eateral aaszpzaamsliewisminaaa
\dan mysnwuaztaosrunmzunafiSonsydulastniinluslddn MIQUARLFIUNADG
AandnlasdtUnannidoietesiumsa doinszuadan M@y taurine, cysteine waz
choline 8713%38AANTLNALIUGABLTAAALNIAT MAEN ursodeoxycholic acid 15-20 UA./AN./A% 32
reunTlravasinduszaandanfenauaasing MIAN®TI Y fiwuin mslvnsalasusiia
omega 3 lumsarmsmgnabaliesmetasnuuazvinldnnzindasnnislimsenvsms

= o dg
NRDALRDANTA DY

Drug induced cholestasis®
o @ ' A v a ¥ A a \ P Y ad &
wuldraudntas snwanssianaliiianzindas lasdinadansseriuvasi@nioas
auLazviathd wenSanwd laraioatng lawn bland cholestasis, cholestatic hepatitis,
cholangiolitis L& vanishing bile duct syndrome (@13797 1.1) ¥lAdansaanaes au wie

219920 aNN TN L AU NLRULRUUNAUINN MITF
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Bland cholestasis

Cholestatic hepatitis

Cholangiolitis

Vanishing bile duct syndrome

Anabolic steroids
Azathioprine

Cyclosporine

Amoxicillin-clavulanic
acid

Azithromycin

Amoxicillin-clavulanic

acid

Ampicillin

Amoxicillin-clavulanic acid
Ampicillin

Cimetidine

Dicloxacillin Azathioprine Ciprofloxacin
Erythromycin Clindamycin Clindamycin
Griseofulvin Trimethoprim- Cyproheptadine
Itraconazole sulfamethoxazole Erythromycin
Ketoconazole Ibuprofen
Norfloxacin Ttfimethoprine-
NSAIDs sulfamethoxazole
Ofloxacin

Trimethoprim-

sulfamethoxazole
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NN TsawenunanauInIg
Plasma amino acid SW.’@]‘W’]aGﬂiEﬁ: IW.IINNTUA INW.ASIT
Urine organic acid L8z succinylacetone SW.’@]‘W’]aGﬂiEﬁ: TN.NUNBUA IW.AINT

AIATIINIINA yw“’ufm asbndnIulsaay

IW.51015UA

- Alagille syndrome

NICCD LLaz citrullinemia IN.INTLA uae sw.gvmmmtﬁ

Galactosemia

iw.ﬁgwwmmtﬁ

Glycogen storage disease - IN.AIT

aa [ A 1
28nmsinuaaauazdadnas
1. N1IA3I3 plasma amino acid
\iuLRaa 2-3 ¥A. NA3 heparin 0.2 ml #9N9,syrige ™At luiian 1 721N (MINFIN TN,

A

aulwluuen plasma uazutluiugdy inssdasd fuanagmelu & ou. windasmanuliuund
wuliiaulingian -20°c liraw)
2. NN13®7373 organic acid LLae syeCinylacetone Tudaae
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