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Kolestazin hiyokimyasal bulgusudur

JPGN 2004;39:115-128
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KOLESTAZ

Safra Uretiminde azalma
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17 KOLESTAZ

Retansiyon/ v Bagirsaga safra
Regiirjitasyon Progresif biliyer siroz salgisinda azalma
’ 4 Kasinti ! Limende azalmis
Safra asidi Hepatotoksisite Son dénem karaciger safra asidi
Kolesterol — Ksantomlar \ hastalig l
Biliriibin — Sarilik Portal hipertansiyon Malabsorpsiyon > ishal
. (asit vb.)
Bakir ——— Hepatotoksisite (?) %\
Malndtrisyon Yagda eriyen Kalsiyum
Blylme geriligi vitamin eksikligi
eksikligi
v

A -~ Gece korlugi

D » Metabolik kemik hastaligi <—
E = Noromuskuler dejenerasyon

K -+ Hipoprotrombinemi
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Bebeklerde direk biliriibinemi nedenleri

Biliyer hastaliklar

Safra transport bozukluklari
Enfeksiyonlar

Metabolik hastaliklar
Endokrinolojik hastaliklar

Immunolojik hastaliklar

Hematolojik-Onkolojik

Toksik

Vaskiiler

idiyopatik neonatal hepatit
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oKistik fibrozis

e Alfa-1 antitripsin eksikligi

*CH: Galaktozemi, Fruktozemi, tip IV glikojen depo
eLiPiD: Niemann-Pick tip C, Gaucher, Wolman

e AA: Tirozinemi, mevolanat kinaz eks.

eUre siklus bozukluklar: Sitrin eksikligi

eSafra asit metabolizma bozukluklari

eKonjenital glikolizasyon defektleri

ePeroksizomal hastaliklar

e Mitokondrial hastaliklar




Direk biliriibinemi

#1/2500 #Gecg danisim (en az %50)
#Kolestazi erken tanimak #Yetersiz bebek izlemi
#Nedeni bulmak #*Gec izlem

“#Basarili tedavi #Farkindalik az

1Yl PROGNOZ $:Bebekler saglikh, iyi kilo aliyor

Uzamis sarilikiarda (>14 giin) mutlaka hiliriibin fraksiyonlarn bakiimah*
Erken tani=Erken tedavi=Diisiik komplikasyon
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Ovkii

#Sariligin baslangic zamani ve
suresi

% Akolik diski
$¢idrarda koyulasma
FDiski rengi kartlar

*Beslenme: oral alimi; AS, mama,
diyette fruktoz; emmeme,
beslenme intoleransi; kusma; kilo
alimi

#ishal
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K Huzursuzluk

# Letarji

F*Nobet oykuisi

K Kanama

¥ Maternal hastalik, perinatal 6yki
*Gebelik kolestazi

FDogum oykisi, dogum agirhg
#ABO, Rh uygunsuzlugu

% Pozitif aile 6ykusu

Akrabalik



Fizik inceleme

#Genel durumun degerlendirilmesi: letarji, huzursuzluk vb.
# Antropometrik 6lciimler

#*Nedene iliskin bulgular
= Mikrosefali
= Dismorfik bulgular
% Uflirim, siyanoz
= Katarakt: metabolik hastalik, konjenital enfeksiyonlar
= Hepatomegali
= Splenomegali
> Petesi, purpura, veziktler dokintiler (HSV)
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Fizik inceleme

#Komplikasyonlara ait bulgular
= Koagulopati
< Portal hipertansiyon
= Trombositopeni
= Kilo aliminda azlik

#Karaciger yetmezliginin bulgulari
% Odem, asit

= Koagulopati
= Ensefalopati

Akut hasta bebek
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\ 4

Enfeksiyonlar (TORCH, sepsis)
Metabolik hastaliklar
Hipopituitarizm

Sok

Kalp yetmezligi




Diski kartlarn

BC INFANT STOOL COLOUR CARD® infant Stool Color Card

SCREENING PROGRAM FOR BILIARY ATRESIA
No. of Booklet :

Abnormal Stool Colours

Abnormal  [tisessential to observe your babys stool color con-
tinuously after discharge from a nursery. If the stool
| color resembles the numbers 1~ 3 (white, clay-
colored, or light yellowish), the possibility on your
baby suffering from biliary atresia is higher. Please
take this card and your baby to consult a doctor as
quickly as possible. Regardless of what the stool color
is, please bring this card to your doctor at 30 days of
age for health check. If the baby cannot go back for
health check, please fill in the number of the color
resembling your baby’s stool, along with the following
blanks, and mail this card to our registry center.

Normal The baby’s stool color is most like No.
Date of this kind of stool

k};}j& Name of the baby Birthday
L Name of the mother  ~ Tel.
Address
4 The hospital or clinic where the baby was born
If the number is No.1~3, please inform us by fax
X immediately. We will provide the related information

and help you out.
Fax: 02-2388-1798 ; Tel: 02-2382-0886

DTG A N Infant Stool Color Card Registry Center
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One of these babies has liver disease.
Can you tell which one?

Difficult to decide? What can you do?

Check your baby’s urine colour
If yellow — tell your doctor, health visitor or midwife

Check your baby’s stool colour:

Healthy Stools Suspect Stools

Stools suspect — tell your doctor, health visitor or midwife

If your baby is still jaundiced two weeks after birth
(three in a premature baby) ask for a split bilirubin test

B

Need more information? ﬁ
isease Foundation

Contact Children’s Liver Disease Foundation on
0121 212 3839

yellowalert.org 36 Great Charles Street
Birmingham B3 3JY

fighting childhood
liver disease

Scan with your LH
smarmhoni E E Telephone: 0121 212 3839
and visit CLDF's '
Yellow Alert b+ childliverdisease.org
website Join the conversation... cldf-focus.org
E 9 - Follow @tweetcldf info@childliverdisease.org
ks y Find us on Facebook — search CLDF Registered Charity No. 1067331




Al tJaall o=

g/ Children’s Liver
Disease Foundation

fighting childhood
liver disease
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#/ Download on the

S App Store

His40l Al & Tt ad W

Information

Jaundice can affect up to 90% of newborn
babies and usually occurs two or three days
after birth. In most cases jaundice will peak at
around day 4 of life and then gradually
disappear by the time the baby is two weeks
old. Jaundice is NOT a liver disease and does
not necessarily indicate that a baby is ill.

Jaundice that continues beyond 14 days of
age in a full term baby or 21 days ina
premature baby should be investigated
immediately.

If a baby’s stools and urine are not a healthy
colour then this should be investigated at
whatever age and shouldn't wait until the
baby is two or three weeks old.

Prolonged Jaundice
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Tests and Referrals

All babies with prolonged jaundice should
have a split bilirubin test.

Any baby with jaundice persisting longer than

14 days from birth in full term babies or 21

days in pre-term babies and/or suspect colour

stools or urine should be referred for a split
bilirubin test straight away.

Levels of bilirubin and next steps

Level of Total
conjugated bilirubin Next steps
bilirubin
Less than Review
0,
720 % (25 200 weekly until
micromoles/ .
) micromoles/ | levels return
| to normal
Refer to
<20% (25 Mo;%’ghan paediatrician

ANDROID APP ON

Google play

N

Stool Chart

Persistently yellow urine staining the nappy
can be a sign of liver disease.

Persistently pale coloured stools may indicate
liver disease.

Click on any of the colours below to enlarge.

Healthy Stools
. Order a Pack

The Yellow Alert App is supplementary to the
Yellow Alert Pack. CLDF's Yellow Alert Pack
has been put together to help in the
identification and referral of prolonged
jaundice in newborn babies.

H2

H3

H4 The Yellow Alert Pack contains:-

+ Jaundice Protocol - A protocol written for

H5 healthcare professionals to provide general

o O =
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Laboratuvar

FEnzimler
=< AST
= ALT
= GQGT
< ALP

#Sentez fonksiyonlari
= PT
< AlbUimin
= Glukoz
< Amonyak
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K AST, ALT

== Kalp ve iskelet kasi, bobrek, pankreas, eritrositler

> Koenzim: B6
*ALP

**Kemik, bobrek, ince barsak
**Koenzim: Zn

#GGT

GGT normal kolestazlar
PFIK 1 ve 2

Safra asit metabolizma boz.
Artrogripozis

MVID

Hipopituitarizm

“=Pankreas, dalak, beyin, meme, ince bagirsak, bobrek

FALP, GGT
% YASA OZEL NORMAL DEGERLER ONEMLIDIR

59. TURKIYE MiLLi PEDIATRI KONGRESI
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DIiGER TESTLER

#Tam kan sayimi

‘:Endokrinolojik incelemeler: sT4,
TSH, ACTH, Kortizol

skEnfeksiyonlar: Idrar ve kan
kultlru, serolojik testler

# Metabolik testler
== Alfa 1 antitripsin, Pi fenotip
= Ter testi
**Idrarda rediiktan madde
**Idrar organik asit
“* Tandem mass spektrometri
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*Vertebra grafileri

#1leri metabolik testler

“#Kas-deri biyopsileri

FKranial MRI

#Kromozom analizi-Genetik testler

“#Konsultasyonlar
%< G0z muayenesi
== Kardiyoloji



BASLANGIC TESTLER

#KCFT Paneli

#1drar ve kan kltdrleri
#:1drarda rediiktan madde
#1drar stksinilaseton
#Tandem mass spektrometri

# Abdominal ultrasonografi
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Ultrasonografi
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Kolanjiyografi

#*MRCP
#*ERCP
¥ Intraoperatif kolanjiyografi
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Tani

2-3 HAFTAYI ASAN
SARILIGI OLAN

KOYU RENKLI iDRAR

ACIK RENKLI DISKI
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BILURIBIN
FRAKSIYONLARI
BAKILMALIDIR
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[ Direk biliribinemi }
I

Akolik

(=)

Transaminazlar, Albumin, glukoz

Tam kan sayimi
PT, INR

|
)

v

A 4

{ Ultrasonografi (aclik) }

AYIRICI TANI

BILIYER ATREZI
Koledok kisti
Safra camuru
Alagille sendromu
Alfa 1 antitripsin eksikligi
Kistik fibrozis
Neonatal sklerozan kolanjit

v

intraoperatif
kolanjiyografi

KC biyopsi
ERCP/MRCP
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A 4

AYIRICI TANI
Enfeksiyonlar
Metabolik hastaliklar
Endokrinopatiler
Alfa 1 antitripsin eksikligi
Ailevi kolestazlar
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KRITIK 6 HASTALIK

BiLIER ATREZI
GALAKTOZEMI
TIROZINEMI
HIPOTIROIDIZM
SEPSIS

UROSEPSIS

59. TURKIYE MiLLi PEDIATRI KONGRESI
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m s l I
ALP  GGT p

AST ALT

Thil Dbil Alb PT

Biliyer atrezi



CERRAHI

Intraoperatif kolanjiogram
“#Kasai portoenterostomi

#Cikarilan ekstrahepatik
biliyer materyalin patolojik

incelemesi
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Alagille sendromu



Ishal
Akrabalik +
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. HmB

Alb PT

Progresif
familial
intrahepatik
kolestaz (PFIK)
Tip 1



25,00

2,30
Bl
GGT Thil Dbil Alb PT

Hb: 6,5 g/dI
Rtc: % 5
Hiperkloremik metabolik alkaloz

Kistik fibrozis
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S

Diusuk dogum agirhgi
Koryoretinit
Mikrosefali

I 3,30
=

Thil Dbil Alb PT

Konjenital CMV
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AST ALT ALP GGT

TF
]

Thil

Dbil

Alb

22,00

PT

Katarakt

Kan kultiru: E. coli

Galaktozemi
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l . =

Thil Dbil Alb PT

Niemann-Pick Tip C
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AST ALT ALP GGT

22,00

l 2'80
H =

Thil Dbil Alb PT

Wolman hastaligi
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Tedavi

Destek tedavi

e Beslenme: Anne sitlu, MCT zengin mamalar

e ADEK

e Kasinti: UDCA, kolestiramin, rifampin, fenobarbital, naltrekson,
ondansetron, cerrahi

Ursodeoksikolik asit

Blyume-gelisme izlemi

Asilar
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Tedavi

Komplikasyonlarin tedavisi

Nedene yonelik tedaviler

e Laktozsuz mama

e Enzim tedavileri, NTBC
e Enfeksiyonlarin tedavisi
e Hormon replasmani

Cerrahi

e Kasai portoenterostomisi
e Biliyer diversiyon
e Karaciger nakli
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