[MTAOH2EIZ XOAH®OPQN

NMAIAOXEIPOYPI'IKH KAINIKH
AiguBuvtng KabnynTtng . MNapdikng
AHMOKPITEIO MANENIZTHMIO OPAKHX



AITIA XEIPOYPIIKOY IKTEPOY sta NEOINA

= ATpnaia xoAn@opwv

= 2UYYEVNC KUOTN XOANOOXOU TTOPOU
= XOAoAIBiaon

= AuTopaTn PNEN XO0ANOOX0U TTOPOU
= AUTOMOTN PREN XOANOOXOU KUOTNG
= 2UVOPONO BUCUATOC XOANG



ATpnoia XoAnN@oOpwyvV
[TAOOAOIKH ANATOMIKH

AUVONIKN TTPOODEUTIKI
BAGBN atroppacns Twv
xoAayyeiwv. Elkova
XOAOOTOONG

‘Htrap okAnpng ueng
OKOUPOTTPACIVNG XPOIAC.

< 2 gnvwy, UTTapén XoAayyeiwv
> 4 ynvWV QVTIKOTAOTOON XOAQYYEIWY UE GUVOETIKO 1I0TO



ATpnaia XoAnpopwyv
[TAOGOAOIOANATOMIKOI TYnol

TYIIOX I TYHOX II TYIIOX IIT

15% 85%

YT1rapgn MIKPOOKOTTIKWY CUVOECEWV E EVOONTTATIKA XoAnpopa
oTtov TuTro III. (Apxn BcwpnTIKNG PAONG Via ETTEMSOON)



ATPHZIA XOAH®OPON

EMNIAHMIOAOI IA
2.uxvornra: 1/10.000-15.000
Kopitola / Ayopia=1.4/1
[TapaTaon VEOYVIKOU iKTEPOU

AITIOAOIIA

loyeVNC (reovirus type 3 — avTiowpoTa 68%)
MeTaBoOAIKN (L-Proline, monohydroxy bile acid)
[TaAIVOPOUNCN TTOYKPEATIKAG EKKPIONG




Ala@opikn AIACNQzH

(AMMEZ2OY YTIEPXOAHPEOPINAIMIAZ)

ITAOOAOI'IKA
Aoipmén MetafoAikd
Hrotitioo 0.-avTiOpovyivy

ToEomhacuo TI'olaktoloupuio

CMV Tvpocvoupio
20QIAN dpovkToloupio
EpvBpd YmoOBvupeoeioiouog

‘Epmng

XEIPOYT'IKA

Atpncio yoAneopwv
KbYotn yoAnodyov mopov
Y. PoepoToc YOG
AVTOUOTOS PNEN TOPOL
AVTOPOTOC PNEN KOO TG
XoAoABioon



Ala@opikn AIATNQ>H

*IKTEPO2X: NeoyviKOC TTEPAV TWV 2 BOOUAdWY AUECOU UTTEPOXNG

“FlaBoAoyikocg” Arpnoia XoAngpopwv
*Kakn Bpcwn, pIkpo fapog  *KaAn Bpéwn
*MNaoyxouoca own *KaAn own
*Kormpava K.@ *Kormpava K.¢ apxika,
APYOTEPA ATTOXPWHATIOUOC
*METpIOG IKTELOC *ApXIKA NTTIOC IKTEPOC,
aT1TO TN YEvvnon ETTIOEIVUWVETAI APYOTEPQ

(Eppavng 10-20 nuepa)
UETATPOTIN ENUECOV,0€ AUECOU
*Hmrarousyalia *Hmraroueyalia > 2-3 UHVEC




AIATNQ>H

=>KTEPOG
>ECHO
=>KaBeTnpliaouog 120aKTUAOU
= AladEPUIKN OINTTATIKN XOAAyyEloypaia
= /\ATTAPOCKOTTIKN XOAQyYyeloypagia XOANdOXou KUOTNG
=99m Tc-IDA (Imino-Diacetiec-Acid)

= AI00EPUIKNA Bloyia NTTATOG



AIATNQ>H

Kbotn yoAnooyov mépov

*ECHQO ATTOKAEIOUOG KUOTIKNC
dl1AaTaoNG XoAndOX0ouU TTOPOU

XoANOOX0C KUOTN MIKPN (apwuEvn,
Ogv oUOTIATAI

AucnuEVN NXOYEVEIQ NTTATOC, OXI
OIEUPUMEVA EVOONTTATIKA XOAQYYEIQ
( €KTOG TUTTOU I — MIKPEN dlaTtacon )




AIATNQ>H

*KaBeTnplaouog 120aKTUAOU YIa aveEUPEDN XOANC
*AlaOEPUIKI-OINTTATIKN XOAQyyEloypapia
*A\QTTOAPOCKOTTIKI XOAAYYEIOYPAPIO HEOW

XOANOOX0OU KUOTNG

Dvo10A0YIKH YOLOYVELOYPADLO;



AIATNQ>H

*Tc-99m Imino Diacetic Acid Scanning (99m Tc-1DA)

ATpnaoia XoAR@OpWV HITATOKKUTAPIKOC IKTEPOC
2XETIKA KaAn HraTiki kaBapon  YTtroAeimmopevn Hirar. kabap.
Mn QTTEKKPION OTO EVTEPO 1 ATTEKKPION OTO EVTEPO
& & G &
10 MIM. 29 M TN S0 MIH 50 MIN Q
AFTER INJ.

& HoAERERY LMJ.

30 MIM. 4@ MIN. 70 MIN. AFTER INJ.



AIATNQ>H

*Aladepuikn Biowia ‘HtmaTtog
Tvwaon
XoAooTaon

YTreptrAaaia XoAayyeiwyv
AVETTAPKEIQ O,-avTIOpuWivng
UIMEITAI ATPNOIO XOANMOPWY.
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OEPANEIA IS

EmréuBaon Kasai-Tutroc 111 (MNuAaio-£vTepo avaoTopwaon)










OEPAMEIA




EMINAOKES - ANTIMETQIMIZH

XoAayyelTioa

AVTITTOAIVOPOIKN) BG)\BI5C( syKo)\aaopou
AvTIBIoTIKG
KopTIKOOTEPOEION

[MuAaia utTEpTAON :
KIPOOi 0100¢pAyou OKANPUVTIKEC OUTIEG

QOoKIiTNG oloupnTIKA
UTTEPOANVIOUOG EMBOANIGUOS OTTANVOG

Aucatroppo®naon AITTOUG

diaiTa pEong aAuocou AitToug (aTTeUBEiaG aTTePPOPNON)

Aucatroppopnaon AirrodiaAiTwy Bitapivwy (ADEK)
xopnynon BITapivuv



AMNOTEAEZMATA - [1POIrNQZH

IAIKIO (>4unvwyv povo IvdNnc 1I0TOC OTIC TTUAEC)
*Eyxeipnon <60 nuepwyv 74% 10eTNC emIRiwon
*Eyxeipnon =60 nuepwyv 19% 10e1NC

METEYXEIPNTIKOC IKTEPOG

*XoAepuBpivn > 10mg/dl
*XoAepuBpivn 5-10mg/dl

+ KIPOOI 0100(pAYOU
AIQUETPOC XOANPOPWV TTOPWV (>150-2003m)

BaBudc mapeyxupatikng BAGBNG ()

MeTauooyxeuon
NTTATOG




[TIPOTNQXTIKOI [ IAPAFONTEX

Xpovoc ereyfBaocng Kasal
<60 nuepwyv 10eTnc emiwon 68-74%
>60 nuepwv 10eTnc emRiwon 15-19%

Ytroxwpnon Ikrepou

ATtrouacia Tviwoncg — Kippwaong

ATtrouaoia .Y

> 150-200 pm (avoIkTa XoAngopa TTUAEC ATTATOG)



Aveu Kasal

Kasal

\ 1/3 10 xpoviv

EKBAXH
N

—  KatdAngn evrog va\FLQ(bva 2 XpOVWV

1/3 10eTAC emBiwon Xwpic LTx

1/3 amotuyia eTéupaong —

v




Kasal vs-lLiver Tx

e AvoookataoToAn (Aoiywén-veamtAaaia)
o ‘EAA&IpNn yooxEUPATWY
o EcaipeTika duoxepnc (MIkpn NAIKia)

Kasal - Amotuyxia Liver

[1EPITTAEKEI AUCAVOVTAC OKOUN
TTEPICOOTEPO TIC OUOKOAIEC TNC
METAPOOXEUONC







" 2vuyyevn Kuortikn Aiaraon
| XoAn&éyou lMépou (ZKAXT)



2UYYEVN KUOTIKN O1aTraocn Tou xoAndoyou
mopou (2ZKAXTI) kararaén kara Todani

Type I

Tomog I: MovApng cakoeidAg didTaon
TOtrog II: EKKOATTWUO
Tomog lll: XoAndoxoknAn

TOtrog IV: NMoANATTAEG KUOTEIG
€€WNTTATIKWV Kal
EVOONTTATIKWY XOANPOPpWYV

Tomog V: Nocog Caroli

Hovipng A TTOAAQTTAEG
evOONTTATIKEG KUOTEIG

Todani T et al. Am J Surg 1977;134:263-9



Type I 50-95%

Type I1 2% Type 111 1.4% -4.5%

Type IV 15% -35% Tyvpe V 20%



http://www.google.gr/url?sa=i&rct=j&q=prenatally+diagnosed+choledochal+cysts&source=images&cd=&cad=rja&uact=8&docid=Rh698ruYBh5HaM&tbnid=5kzFHYAaaJvK0M:&ved=0CAUQjRw&url=http%3A%2F%2Ffile.scirp.org%2FHtml%2F1-1900067_25037.htm&ei=vqw9U6-bLsON0AWU6YHoAQ&bvm=bv.64125504,d.d2k&psig=AFQjCNGWYzFS8ndMZsNLj_-_pExisioykA&ust=1396636187971262

2uyyevn Kuortikn Aiaraon rou XoAndoyou lNopou (ZKAXTI)

SKAXT N
1:100.000-150.000 (Japan 1:1.000) @ @é& ﬁ&

ONAu/Gppev:3-4 / 1(tuTrol I, IV)

orAu/appev: 1/1 (Totrol 11, 111, V) ?6 J}(



[TpoyevvnTIKN Olayvwon

Ecloda
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http://www.ncbi.nlm.nih.gov/pmc/articles/PMC2580013/figure/F1/

KAIVIKEC EKONAWOEIC

* Neoyva- Bpeen (1 xp)
ATTOQPAKTIKOG IKTEPOG
ATEAR aTTOPPAEN OTOPAXOU




KAIVIKEC EKONAWOEIC
Aiayvwon: 2/3 otnv npwTtn 10<Tia

o AIOAEITTWV IKTEPOG )
« KolAlakn yada - 30%
* KoIAIaKO aAyocg )
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Type II



cyst
(extrahepatic/intrahepatic)

patic
disease

pancreatic duct




- gall bladder
=
/ cystic duct
common bile duct

e IVa e V
Typ Typ -

X hepatic ducts
(diseased)
L] Type V
choledochal
cyst (intrahepatic)
|


http://www.google.gr/url?sa=i&rct=j&q=prenatally+diagnosed+choledochal+cysts&source=images&cd=&cad=rja&uact=8&docid=luIRASWcZtLFrM&tbnid=k7t-LenCBjgDbM:&ved=0CAUQjRw&url=http%3A%2F%2Fwww.med-ed.virginia.edu%2Fcourses%2Frad%2Fgi%2Fquiz%2Fposttest01.html&ei=Sa49U8-jKsPR0QW0mYCgDw&bvm=bv.64125504,d.d2k&psig=AFQjCNGWYzFS8ndMZsNLj_-_pExisioykA&ust=1396636187971262

Koivoc lNaykpéaro-XoAndoxoc¢ lNopoc (KIXrI)

(Anomalous Arrangement of the PancreaticoBiliary Duct —AAPBD-)

duoioAoyiki cupBoAn
(0.2-1.0 cm)

Koivo KavaAl = 2cm

Koivég lNMaykpéato-XoAnddxog MNoépog



AlTIOAoyia

* [TaAlvOpOuNON TTAYKPEATIKWY EVCUMWY

OTO KOIVO XOANOOXO TTOPO (Koivo KavdaAi)
| Babbitt DP Ann Radiol 1969;12:231-40

o ATTOQPaEN TTEPIPEPIKOU TUNMATOC

KOIVOU XOANOOXOoU TTOPOU
Spitz L. J Pediatr Surg 1977;12:39-42



2Uyyevn KUOTIKN d1araon Tou xoAndoxou mmopou (ZKAXTI)
&
Koivog lNaykpéaro-XoAndoxoc¢ lNopoc¢ (KIXrI)

AuoAeitoupyia Oddi

|

AVAlEICN EKKPIOEWV
(TTayKpPEATOG + XOAN)
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KaTtaoTtpo®r BAevvoyovou
£Ca0BEvnon XoAn@opwyv




gD

F«’

| OTO KOIVO XOANdOXO0 TTOpO

KuoTn xoAndoxou Tunoi I, III, IV

MaAivopounon TTayKPEATIKWY EVIUHWV

KuoTn xoAndoxou Tunoi II, V

FeveTikoi napayovTeg ?

Miyano T et al J Pediatr Surg 1996;31:1417-21




2Uyyevn KUOTIKN d1araon Tou xoAndoxou mropou (ZKAXTI)
&
Koivocg lNaykpéaro-XoAndoxoc lNopoc¢ (KIXTI)

2% %

B 80-90% KuoTtn xoAnddxou ——Koivo KavaAl : "
[ (92% SKAX 10wV | kat IV —>  KIX
‘ | peyaAn AgiovotnTa ToTTwV I, 11, kai V) y
Koivo kavahl xwpic KiaTtn xoAndoyou (0.9 - 4.1% v
MR (XOANdOXOG TTOPOG €iTE XWPIC dl1ATaON €iTE EAAXIOTA DIATETANEVOC)

Koivé kavaAl kakonBeia 23.0 - 37.3%

|KI'IXI'I mmm)> XEIPOYPIEIO




OIMKOINENE2H & 2KAXIT

K-ras (UeTaAagn — vwpic on Aipvaon XoAng
METATTAQCIQ) ‘

. | DPC-4 (ouoowpeuon adpavoTroinon AAAoiwon dopng
’ l apyoTEPA AVATITUEN KAKOABEING) ]

OeuTEPOYEVH NN CUJEUYHEVA XOAIKA O&EQ

}

Evrepokivion e—— MeTatmrAacia emiOnAiou

Opuyivn l
EAaotdaon |

dwogohmaon A.——~ | KAPKINOIENEZH

DPC-4 (189) —— TGF-B (tTrtapautrodilel oykoyEvean)
K-ras —» Oykor XoAneopwyv - lNaykpéarog

ITAXE0C EVTEPOU, UIKPO-KUTTAPIKOU KaPKivou TTveUova




OIMKOINENE2H & 2KAXIT

Mn e€aipeon 2KAXIT |— XoAayyeglokapKivwpua (9-28%) ‘

= adenosquamous
S S carcinoma
: "u ) \ %‘TQ\\
Y2 A small cell
1 \ D carcinoma
)\ ;,) . \ :
"‘{,:.'.7"' . ,;,—-1:/
i
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Roux-en-Y NTTaro-EVTEPIKI avaoTOUwWOnN

XoAayyeloKapkivwpa
(0.7% nAikia < 10 xp)
(6.8% nAikia 11-20 xp)
(14.3% nAikia >20 xp)

E€aipeon 2KAXIT | ——







AleyxelpnTIKN
XoAayyeloypapia

N



OIMKOINENEZH & 2KAXIT




OINKOINENEZzH & 2KAXT

A1adepIKr) AINTTATIKA
XoAayyeloypagia)

Left hepatic duct
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OIMKOINENE2H & 2KAXIT

Kivouvog KakorBelag peta tnv ecaipeon ZKAXTI

HAIKia aocOevoug Kivouvoc%
<10 xpovwv 0.7
11-20 xpovwyv 6.8

> 20 xpovwyv 14.3



OIMKOINENE2H & 2KAXIT

Evrommon KakonBeiag uetd tnv ecaipeon 2KAXIT1

1) ZTa EvOONTTaATIKA XOANPOpPa
2) 2TNV TTUAN TOU ATTATOG
| OTNV TTEPIOXN TNS AVACTONWONG



owAnva T-Kehr

cnolaaocn:

cyst mirahepatic)

I evOONTTATIKEG KUOTEIG
| EKTETAPEVNG EKTAONG

2(*::::
Nl

TUTTOC V (v Caroli kakor0s1a7%) m»:m\/j

Tunoc II ekToun EKKOANWUATOC- NAACTIKN
Kolvou XoAndoxou nopou - TonobeTnon

Tumrog Il 12/topun — agaipeon Gvw TOIXWHATOG
(unroofing) —o@IKTNPOTTAACTIKN))

pancreate duct

TUNUOTIKA NTTATEKTOUN

Liver Tx




Etreio6d1a XoAayyeliTidag

l

MePIKUOTIKA QAEYHOVI

l

2UNQUOEIG ME NTTATIKA ayYEia
(nTraTikn apTnpia-TruAaia)

l

AduvaTn n EKTOpN KUOTNG

Lilly’s procedure

I,
7\ (‘# Lilly JR et al. Surg Gynecol
Obstet 1978 ;146:254-6






NAQTTapooKOTTIKN €€aipeon 2KXIT

Wang B et al. Early experience with laparoscopic excision of
choledochal cyst in 41 children. J Pediatr Surg 2012 ;47:2175-8

Alizai NK et al. Robot-assisted resection of choledochal cysts and
hepaticojejunostomy in children. Pediatr Surg Int 2014;30:291-4

al Team Position
MONITOR .

4 Optic port (3.5/5 mm)

. ANESTHETIST Work port (3.5/ 5 mm)

PATIENT
SCRUB NURSE : 1. ASSISTANT
——
SURGEON .

Work port (2 / 3.5 mm)

Kirschner HJ et al. Laparoscopic Roux-en-Y hepaticojejunostomy in
| children with long common pancreaticobiliary channel: surgical technique
m and functional outcome. J Laparoendosc Adv Surg Tech A 2010;20:485-8



MEeTEYXEIPNTIKEC ETTITTAOKEC

= XOAQVYVEITION (2.3% - 88%)

= 2XNUATIOPNOS XOAOAIBWY
e XoAIDGXOAIBiaon 25%
e HratoAIBiaon 33%

= 2TEVWON AVAOTOMWONG (4.1%)

= Kakonbeia



