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ANNEX 1 —MINIMAL CLINICAL DATA FOR SUSPICION OF IEPBAS

1. Demographic and familial data
Demographic

o Initials. .o Surname D:I:' (3 first letters) and First name D:‘ (2 first letters)

R Y Male |:| Female

e Dateofbirth...... LI LTI/ A/ Jvwwwmmydd

Family history

e Siblings with the same clinical picture...............ooocooovooeovesoe.. Y |:| N |:| --------- Not Known |:|
........................................................................................................................................... If Yes:................Numbers D:‘

e Parental CONSANGUINILY? ... Y |:| N |:| ---------- Not Known |:|

Clinical Examination Diagnosis/Treatment Initiation

e Date of Clinical Examination................. / / yyyy/mm/dd
e Or hospitalization date...... Start date / / E”dd0t€| | | | |/| | |/| | |

o Icterus (JAUNICE)........cooovvveeeeeeeeeeeeeeeeeeeeee e Y |:| N |:| --------------------- Not Known |:|
@ PRUIIRUS ..ccccoooooooooecceececcccccceecceeeeccecee e Y |:| N |:| --------------------- Not Known |:|
e Steatorrhoea (I00se Or fatty StOOIS) .........oooovvooeeereccccccrerrrr. Y |:| N |:| --------------------- Not Known |:|
@ ASCILES ..o Y |:| N |:| --------------------- Not Known |:|
®  HEPAtOMEZAIY............ooeoeeececeeceeeceeeeeeeeeeeeeeeeeeceeeeseeeseesesecererers Y |:| N |:| --------------------- Not Known |:|
@ SPIENOMEEANY.......oooiiioeeeeeeeeeeeececeee e Y |:| N |:| --------------------- Not Known |:|
Vitamine A deficiency

L -1 1114 s Y |:| N |:| --------------------- Not Known |:|
o Decreased NGt VISION ...........ccccooooooooooeoeooceeeoeeeoeseeesseessssrsssssrsi, Y |:| N |:| --------------------- Not Known |:|

Vitamine D deficiency

@ RICKEES ........ooooooeoeoeoeeeceeeeeeeee e Y |:| N |:| --------------------- Not Known |:|
Vitamine E deficiency

L 1YY Y a1 (T W Y |:| N |:| --------------------- Not Known |:|
e Cerebellar ataXia............ccccccooooiioioiooeereeeeeeeeeeeeeeeeooeeeeee Y |:| N |:| --------------------- Not Known |:|

Vitamine K deficiency

e Hemorrhagic SIgNS ..o Y |:| N |:| --------------------- Not Known |:|

3. Blood Biochemistry
o Dateofbiochemistryexamination....| | | | |/| | |/| | |yyyy/mm/dd

B [ [ [T Ju...Notknown[ |
LV ST D:D:' UI/L.......Not Known D
e Alkaline Phosphatase (AP) D:I:l:l UI/L.......Not Known |:|

R L[ T T Jum....Notknown| ]
®  Total Bile @CIUS ... |:|:|:|:| umol/L..Not Known |:|

®  Bilirubin (t0Tal) ........ooocceeee s |:|:|:|:| Hmol/L..Not Known D
e Conjugated bilirubin.................cccooovvooeirvveeeeceeeeeee e |:|:|:|:| Hmol/L..Not Known |:|
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Haemostasis

o Prothrombin time..........ccoooncs
e Prothrombin time...........cooooncs
®  Factor Il ... s
®  Factor VII+ X. ..o
®  FACTOr V ...ttt

D:‘ SeC .. Not Known |:|
D:‘ R Not Known |:|
D:‘ R Not Known |:|
D:‘ P, Not Known |:|
D:‘ P, Not Known |:|

4. Abdominal US

° DateofabdominalUSexamination..| | | | |/|

| |/| | |vvyy/mm/dd

Liver

® Increased VOIUME ...
®  HeterOgEeNEOUS ..o s
Dilated Bile Ducts

®  INtrahePatiC ..o
o  ExtrahepatiC.........ccocoooiiiiieeeeeee e
o Lithiasisorsludges ..o
Spleen

O VOMME Normal [_].... Abnormat [_]... Not known[_]

Kidneys

O SIE Normal [_].... Abnormai[_]....Not known[_]

®  ReNAICYSES......oooic e
Gallbladder

©  MOIPROIOZY ..o Normal|:| ------- Abnormal|:| ----- Not Known|:|

Y |:| N |:| ............................ Not Known |:|

o Lithiasis orsludges ..o

Y |:| N |:| ..................... Not Known |:|
Y |:| N |:| ..................... Not Known |:|

Y |:| N |:| ..................... Not Known |:|
Y |:| N |:| ..................... Not Known |:|
Y |:| N |:| ..................... Not Known |:|

Comments: | Text:

5. Excrement Investigation

e Date of excrement investigation........ | | | | |/| | |/| | |yyyy/mm/dd

©  IMIEAN WEIBNT ..o D:I:‘ (8/24h) .......... Not Known |:|
L 3 Ve T =11- 1 SOOI N P ————— Not Known |:|
@ LIPIAS ..o (8/24h).......... Not known [_]
e Ratio Lipids/Dry Weight ..o D:‘ Do Not Known |:|
6. Treatment (bile acid)

®  INdIiCAtioN........cooooii e Text

®  Trade NamMe ........ccocoooiiiiieeeee e Name®

e International Nonproprietary Name...................... INN

@ DOSAGE ...euiiiiiiiiie e Text

®  POSOIOBY ..uiiiniiiiiiiiie e Text

O SEAE DA oot N 7 I I T
R, LL LI L dywywimmydd
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