EDEDREREER DK v@?i@.néb@né!v@?vvonéviev@?vg

()

-

R

AS NIET
Laalad) cilaglaal) 48

dar
e
O

S

=
A
SOOI E OO ESOEEOEBOTOE

OO
| : P . f T ) Lo
oy
@
&

e

SOESOEOEOEE SOEEEDOEHOEE OO




o sl Gl giall S )
N @ ASUNET

Laalad) claglall 404

el Saally Ag RS (3l

L4

o

iy giligh a3 AN Balal) o aliad) Al acds

oladl e Yy a‘}a\ﬂ ol Jadad

ot =Y a A sty i Y010 G Blhm s o
To be Kept away from Dust in Dry Cool place of

15-25- ¢ and relative humidity 20-40%
i :.




@ ASUNET

odadf
@ ASUNET

dmalad) cila glaal
alid g jSaally (g ASIV) (53l

O o \./ Cea O \‘/ <o>m<o>v<o)—v<o>v<o>v‘o>v<ohv‘o>vdo>V<O>V‘c> \./\’/




ol e ghad? s
@ ASUNET

o..)©(4o,§©(

|
40%«05@40»@40-—”40 -—vqo»wqo -—v«::»v«o»M‘OW‘o.-vqon-v‘ohvdo»
1



INCIDENCE AND PREVALENCE OF AUTO
IMMUNE HEPATITIS IN CHILDREN WITH
CHRONIC LIVER DISEASES AND THE
CLINICAL SIGNIFICANCE OF ANCA IN
AUTOIMMUNE HEPATITIS
Ghesis

Submitted for Partial Fulfillmenr of Master Degree in Pediatrics

Presented buy

ABD EL-NASSER ALY IBRAHEEM
M.B.BCh.

. e
PROF. DR. AHMED NABIH EL-SHAZLYY, i
Professor Doctor of Pediatrics
- Banha Faculty of Medicine
Zagazig University

DR. MONA EL-BESHRY DR. MOHAMED M. RASHAD

Prof. Dr. of Pediatrics Prof. Dr. of Pediatrics
Banha Faculty of Medicine Banha Faculty of Medicine
Zagazig University - Zagazig University

DR. BEHAIRY E. BEHAIRY DR.AHMED A.EL-SHAARAWY

Ass. Prof. of Pediatrics Ass. Prof.of Clinical Pathology
National Liver Institute National Liver Institute
Menofia University Menofia University

BANHA FACULTY OF MEDICINE
ZAGAZIG UNIVERISTY

\<;:\? 2002

At












ACKNOWLEDGEMEN

|

First and foremost™ thanks are due to GOD.
I wish (o express my deepest gratitude to PROF. DR.
AHMED MNABIH EL-SHAZLY Professor of Pediatrics,

Benha Faculty of Medicine, Zagazig University, who I
1 showed great interest, and courtesy during writing this study, : i
h Many thanks for his kind supervision and observation and ]
? for his intelligent advice, without which, this work would , g
; not have coue out in the way it is. : 1
; Fowould like to express my appreciation to PROF. |
; DR. MONA EL-BESHRY, Professor of Pediatrics Benha T
ﬁ Faculty of Medicine, Zagazig University, who generously ?
= aided and dirccted me and who never declined from offering

] help, however busy she was.

] [ wish also to thank PROF. DR. MOHAMED M.

i RASHAD Professor of Pediatrics, Benha Faculty of

f‘ ‘ Medicine, Zagazig University, for his friendly cooperation

1t which helped and directed me in the study

’ bowish also to extend my greatest thank and deep

g ' gratitude to PROF. DR. BEHAIRY EL-SAYED BEHAIRY

{ Ass. Prof. of  Pediatrics, National Liver Institute, Menofia

University, who was of great help to me and support in
every step needed to push this work in the proper way.

I wish also to thank DR. AHMED A. EL-
\ SHAARAWY, Ass. Prof. of Clinical Pathology, National
Liver [nstitute, Menofia University for his kind guidance.

L

s N

oy ey
D A T T e T )






@ INTRODUCTION AND AIM OF THE WORK......
B REVIEW OF LITERATURE ............................

.......................................

...............................

....................................................

...................................................

....................................................

¢ Drug —induced liver disease .........................
* Metabolic disorders
- Wilson’s disease ........oovvveveiiin

- o |- antitrypsin deficiency ........................

- Hereditary tyrosinemia ..................o.o.oo.0,

- Niemann — Pick disease .........oovvvveve .

- Gaucherdisease ..........cooei i

- Glycogen storage disease .........................

- Defects in galactose metabolism .................

- Defects in fructose metabolism ..................
- Cystic fibrosis ..o
- Alpers’ disease ..........ocoviivviiiiii

- Autoimmune Hepatitis ..............................
- Introduction ...

........................

.....................................

..............................

- Mixed or uncertain forms of AIH................,

- Autoantibodies .................




CONTENTS

= SUJECTS AND METHODS
w STATISTICAL ANALYSIS
@ RESULTS

= DISCUSSION

= SUMMARY

= CONCLUSION AND RECOMMENDATIONS ..
= REFERENCES

= ARABIC SUMMARY




"I LIST OF TABLES Il

Title
IN THE REVIEW OF LITERATURE

Common disorders producing chronic hepatitis
Components of HAI

Example of correlation between semiquantitative
grading and verbal assessment of biopsies

Grading activity in chronic hepatitis

Scoring system for staging of chronic hepatitis
Histologic classification of drug — induced liver disease.
Drugs implicated in the etiology of chronic hepatitis......
Clinical presentation of Wilson discase

Diagnostic tests in Wilson’s disease

Clinical and diagnostic features of at1-AT deficiency
Manifestations of Niemann — Pick disease

Manifestations of Gaucher’s disease

Hepatic forms of glycogen storage disease

Hepatic involvement in GSD

Presenting features of cystic fibrosis

Biliay tract /liver complications in CF patients

Diagnostic criteria for CF

Subclassifications of AIH based on autoantibodies

Major features of severe AIH at presentation

Diagnostic criteria for AIH

Original scoring system for diagnosis of AIH
minimum required parameters. ..................

Scaring system for diagnosis of AIM : additional
parameters

Revised scoring system for diagnosis of AIH

Indication for treatment of AIH

Prognostic indices of ATH

Variant forms of AIH




LIST OF TABLES

Distribution of the studied groups

Comparison of the mean age between AlH-1 & AIH-2

groups '

Comparison of the mean age between ANCA positive &

ANCA negative groups

Sex distribution between AIH-1 & AIH-2

Sex distribution between ANCA positive & ANCA
negative groups :

Comparison of the clinical features between AIH-1 &

Comparison of the clinical features between ANCA
positive & ANCA negative groups. ............co.oooeennn.
Comparison of the liver function tests between AIH-1&

Comparison of the liver function tests between ANCA
positive & ANCA negative groups

Comparison of autoantibodies between AIH-1 & AIH-2.

Comparison of autoantibodies between ANCA positive

& ANCA negative groups

Comparison of response to immunosuppressive therapy
between AIH-1 & ATH-2

Comparison of response to immunosuppressive therapy
between ANCA positive & ANCA negative




b

LIST OF FIGURES

IN THE REVIEW OF LITERATURE

The normal pathways for copper metabolism

Steps in the formation of glycogen and glycolysis.........
Autoimmune attack to the liver
Antigen binding groove

Frequencies of the subclassifications of AIH

Clinical and prognostic features associated with HLA
DR3 and DR4
Features of  patients in

subclassifications of type-2 AIH




