VJIbTPA3BYKOBASI JIMATHOCTUKA
3ABOJIEBAHUU I'EITATOBUJIMAPHOU
CUCTEMBI YV IETEU C
XOJIECTATUUYECKUM CHUHJIPOMOM.

Typcynona /1.b.



B cTpykType 3a001€BaHMN IenaTroOMIMapHOU CUCTEMBI Y AE€TEN MIEPBOTO
MOJYTOJINS )KU3HU BEIYIIEC MECTO 3aHUMAET

B businapHas aTpe3ust

B CuHzpoM ANaxuist

¥ bonesns baiinepa
HeonaranbHblil renatut

B Jle¢unut anbda-1 aHTUTpUTICHHA

B bunuapHslid LUPPO3 NIEYEHU

N rajlakTo3eMHUs

B ipyrue 3a001eBaHus IEYCHU

*leemapesa A.B. «/[uihepenyuanvras ouacHocmuxa u NPUHYUNbLL SMUONANO2EHEMUYECKO20 TeYeHUs]
3a001e6aHULL NeUeHU U HCETUHBIX NYmel ) HOBOPOHMCOEHHbIX U Oemell panne2o gospacmay. 2010 e.




bunnapHasa arpe3us

Briepsbie onucan XK.
Tomconom B 1882 r B
xypHaire Edin Med J .

MPOTPECCUPYIONINM, BOCHAJIUTEIbHBIA,  CKJICPO3UPYIOIIHAMN
IpoLEeCe
MOPAXKAET BHE- U BHYTPUIICUCHOUYHBIC JKEITYHBIC TPOTOKHU

HEMEHYEMO BEAET K UUPPO3Y NEYEHH

SBIISIETCA HaWOOJee 4YacTOM «XUPYPrHYE€CKON» MNPUUYUHOM
X0JIECTAa3a HOBOPOXKIECHHBIX

HanbOojiee 4YacToe IMOKa3aHWE K TpPaHCIUIAHTAIlMU TICYCHU Y
neTen

3HAYNUTEIbHBIA SKOHOMUYECKUN YPOH




* U IEMUOJIOT U

* ¥V AeBOYEK ATO 3a001€BaHKE BCTPEUACTCS Yallle, YEM Y
MaJIYHKOB.

» JacToTa OMIMapHBIX aTpe3uil U KUCTO3HBIX TPaH(OpPMAaIIHii:
 1:13000 (CILIA)
* 1:11000 (Poccus)
« 1:5000- 10000 (FOro-Bocrounas A3usi, B T.4. Y30€KHCTaH)



Kiaaccupukanuu bA

M.
d M\) Ofew ¢ysix
GaliNodder - Vassle paient ety
condaines Nl o portd

Arroplix gailtlader,
abet CAD
Atropie palitdadder,
o gerased bliary trvee

Mucocde of gallbladder,
eheerst CHD




KIIMHUKA 11P1 BA

 JleTn ¢ aTpe3reH KEIIYHBIX X0I0B OOBIYHO POXKIAKOTCS JTOHOIICHHBIMHU
C HOPMAJIbHBIMHM aHTPOIIOMETPUYECKUMHU TTOKA3ATEIISIMHU.

* Ha 3-4-¢ CcyTKM XW3HH Yy HHX pa3BHBACTCs KeEITyXa, OOHAKO B
OTJIMYME OT TPAH3UTOPHOU THIIEPOMIMPYOMHEMHUH HOBOPOXKICHHBIX,
KEITyXa NPHU aTPE3UM KEIYHBIX XOI0B COXPAHACTCS IJIMTEIBLHO H
IOCTEIICHHO HapacTaeT, IIpujaBas KOXHBIM IIOKpOBaM pEOCHKa
mappaHOBBIM MJIH 3€JI€HOBATHIA OTTCHOK.

* OOBIYHO aTpe3usl KEJIYHBIX XOJIOB HE PACIO3HAETCS B IEPBBIC JHU
KU3HA PEOCHKAa, W HOBOPOXXJICHHBIM BBIIMCBHIBAETCS W3 POAAOMA C
OWarHO30M «3aTSHYBIIASACS (PU3HOIOTHYESCKAs KEITyXa.



KiIMHH4YeCKre MPOsABJICHMA

a4 )

Kearyxa, KOKHBIH 3y

\_ J
é I
I'emaTomerasius
\_ J
é I

Axoumd cTyJa (3a cuer
OTCYTCBHE B KaJle

CTEePKOOMJINHA
\_ . ) J




JIABOPATOPHDBIE JIAHHDbIE

* CBI3aHHOIO OMJTypHOMHA
o 1D

e ITT

» XoJIeCTEpHUHA

« B-JIII/]

 JKeIuHBIX KUCIOT




[IOCTHATAJIbHAA INAT' HOCTUKA

 [locTHaranpbHAsA AUArHOCTUKA aTPE3UU KEITUHBIX
IIyTEHU Y HOBOPOXKJICHHBIX IETEH IIPOBOIUTCH C
ITOMOIIBI0 HHCTPYMEHTAIBHBIX U KIMHUKO-
1a00PaTOPHBIX METOAOB UCCICIOBAHUS.



YIIbTpa3ByKOBas
TUArHOCTUKaA bA




OCc00eHHOCTH YJIbTPA3BYKOBOI0 MCCJIEA0BAHUS
renaroOMJIJIMAPHON CUCTEMbI Y JIeTeH

* Meron VY3-uccienoBaHus SIBISIETCS  BBICOKOMH()OPMATHBHBIM U
(PU3UOJTOrHIHBIM METOJOM OOCIEIOBAHUS TEMATOOMIMAPHON CUCTEMBI
Yy HOBOPOXKIIECHHBIX JIETEH,

* HE TpEOYET NPEABAPUTEILHON MOATOTOBKH,

* MO3BOJISIET HMCIIOJB30BAaTh €r0 y KpPOBAaTHM OOJBHOTO, OOECIIECYHMBAET
OBICTPOE MOJIYUYECHHUE PE3YIBTATOB.

* Kpome TOro, ommyaercs OT JAPYruX HHCTPYMEHTAJbHBIX METOIOB
IWAarHOCTUKHA  HEHWHBA3MBHOCTHIO, 0€3  Jy4eBOM  Harpy3KH,
0€300J1€3HEHHOCTBIO, aTpaBMaTHUYHOCTBIO, OTCYTCTBHEM
IIPOTUBOMNOKA3aHUH K €T0 IIPUMEHEHHUIO.



HOPMAJIbHAA AHATOMMWA
['EITATOBNJIMAPHOW CUCTEMBI.

MNeseHs, MenuHbii NY3uips U
BHENSYEHOMHBIE HMEeNYHBIE NPOTOXKK
Nesenombie
Myasipoistia NpOToxr
nPpoToK

Obuwmn
NEYCHOUNBIA
NPOToK

OGumin
WO M
NpOToR

WenuHei Nyisips

XXENYEBLIBOOALME NMYTU U XXKENYHBIA NY3bIPb.

lenatouunTbl NpoAYUMUPYIOT OCODObIN ceKpeT — Xefndb. [10 Ken4yHbIM
Kanunnsapam Xendb OTTeKaeT B MEeXOOSNbKOBble, a 3areM B npasBbiil U
NeBbIn NedYeHOYHbIe NMPOTOKM (COOTBETCTBYHOLLME MNPpaBoi U NeBon OONaMm
neyeHn). lNocrnegHue cnmBarTca U 0BpasyroT OO NEYEHOYHbIN NMPOTOK,
KOTOpPbIAN BbIXOOUT U3 nedyeHun. BHe npouecca nuueBapeHusa no Hemy
yepes Ny3bipHbIv NMPOTOK Xen4db MNOCTYNaeT B XKeN4YHbIv Ny3blPpb.

MNMpasblit U Nesbin

neyYeHoYHbIe
NPOTOKU

KEAuHBNL MY3EIPE | [V3BIPHENT MPOTOK
|

OBLmniA NeYeHOYHbLIA
NPOTOK

Osuonnt
AKEAYHBI ITPOTOK




HopMmaJjibHas yJIbTPa3ByKOBasi AHATOMMU A
rernaroONJIJIMAPHOUA CUCTEMbI

Image ‘1 143
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HopMmaJjibHas yJIbTPa3ByKOBasi AHATOMMU A
renaToOMJIJIMaAPHON CUCTEMBI.




JKeT4HbBIN y3bIPh B HOPME.

Cny4dal u3 NpakTUKW: nanueHT M 64 nHen
npu Y3 ¢ 3-X 4aCOBBIM I'OJIOJIOM KEITYHBIM ITY3bIPh ONPEACHSACTCS B THIHYHOM
MECTE, pa3MEPBI €r0 COCTABIIAIOT 2.9x0.5¢cMm
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B03MO0KHOCTH YJIBTPA3BYKOBOI'0 HCCJICAOBAHUSA
npu ouauapHou arpesuu (bA)

* MH(popMaTUBHEIM METOIOM BU3yaJIM3alUU rernaToOnInapHOn
CHUCTEMBEI gaBigercd Y3U :
* IIpu 5TOM OLIEHUBAETCSA COCTOSSHUE TKAHU IIEYECHU, €€ pa3MePhI, CTPYKTYpa.

* IIpunenbHO OCMAaTPUBAETCS KEIYHBIM ITY3bIPb, BHE- U BHYTPUIICYECHOUYHbBIE
YKEITYHBIE IPOTOKH, BOPOTHASA BEHA.

* HccrnenoBanue NpoBOAUTCS MEPE] KOpMIIEHHEM peOeHKa 3a 2-3 Jaca .

* B caydae arpe3nu KEITYHBIX XOJI0B, KEITUYHBIU MY3bIPph ONPEACIAECTCA B BUIE
TsKa WJIM BOOOIE HE BU3yaIM3UpyeTcs. He BBIABISETCA W OOIIUN KEITYHBIN
poToK. Hammune #eJqyHoro 1mys3sips U €ro OMOPOKHEHUS TIOCIE KOPMIICHUS
CBHUJIETEIILCTBYET 00 OTCYTCTBUU ATPE3UM.



N

i BA xapakTepHsbI cjieaywiue Y3 nNpu3HaAKu:

OTCyTCTBHE KEITUYHOTO My3bIps( HATOIIAK 24 rOJI04a)
JKemaHbIN my3sIph JUIMHOM MeHee 17/Mm

XKII Buzyanusupyercs B BuAE (UOPO3HOIO TsKa M HE COACPIKUT
IPOCBETA.

Buzyanu3upyercs puOpo3HBIM TPEYTroJbHUK B 001aCTH OM(ypKaLuu
BOPOTHOM BEHHI.

BrIpa)X€HHbBIN ITOAKAICYIbHBIA KPOBOTOK.

OTCYyTCTBUE PEAKIIUHN KEJITYHOTO ITY3bIPSA HA MPUEM ITUIIU SIBIISCTCS
NOMOJIHUTEIBHBIM IPU3HAKOM XapaKTEPHbIN 111 bA



Ciy4ai 3 npakTuku: (hoTo)
nmanueHt [, 60 gaer -OTCyTCTBHE KETYHOTO ITY3bIPs B THIIHYHOM
MecCTe ( C 3-X YaCOBBIM T'OJIOOM)

CoHHasa apT p— - COHHAR apT
L12-4 e NI,

16Ty i 15

5,0cm - - 6,0cm




Ciy4ai u3 npakTuku( BUJIECO)
nmanueHt [, 60 gaer -OTCyTCTBHE KETYHOTO ITY3bIPs B THIIHYHOM
MecCTe ( C 3-X YaCOBBIM T'OJIOOM)

Irm

Image 1/46 - ~ — — age 1/50
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JKemunsbll my3bIph onpeaensercs B BUAE GUOPO3HOIo TsKa, HE
COZEPXKUT IIPOCBETA UJIM MUHUMAJIIbLHOE COAEPKUMOE IPOCBETA.

PUMUATM Xupyprus 8: 19-03-27-111236 PUMMUATM Xumpyprva

mage 1/52 _
. abpg.
[

‘=0 2.8 My
*M Gn 60
A OnTp Bmco;“




JKeT4HBIN ITY36IPph BU3YATIU3UPYETCA B BUE IIEIEBUIHOIO TXKA.

624/2019
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3-)KenuHbil my36Iph JJIMHONM MeHEE 17MM.

19-06-22-094437 PUTMTMATM Xupyprus 115 0;2 11197124
50 - — — -
Haa apT T I e,

L12-4 e E—— o

—_—

+ PACCTOAHE 1,23 (M seem—————— =

X Paccrose 0,260 cM ' 1611
9,0cm

e — -
—

2D

061y
Gn 82
50
5/:3.112

U

“.' R

4,0 120 4.5¢cm ,




OTcyTcTBHE peakIiMu KeJYHOT0 My3bIPSA HA IPYeM NMUIIH.

Jlo xopMJIeHUS

Ilocie kopMiIeHUSA
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CumnrToM (pruOPO3HOro TPEyrojJbHUKA WM pyOla
«triangular cord» sign

e JlanpHEHIIINE MCCIEIOBAHUS Pa3HBIX aBTOPOB  ITOATBEPKIAKOT  BBICOKYIO
ANAarHOCTUYECKYK) TOYHOCTh, YYBCTBUTEIBHOCTh U TOCTOBEPHOCTh Y3 CHMIITOMA
«(HUOPO3HOIO TPEYTOIbHUKA», KOTOPBIM OMPEACHACTCS JTUHECUHBIM JTAaTYUKOM C
yactaroli HemMeHee 8 mI'T, a Takke MCCIEIOBarh INEPEIHIO CTEHKY IPaBoOil
BOPOTHOM BE€HBI, B IPOKCUMAJbHBIM €€ OTIEIIE, IIEPE]l €€ AEJICHUEM HA 3aJHIOK0 U
NIEPETHIOK0 BETBH.

Hexotopble aBTOpBI  JO0ABISIOT, YTO JIOCTOBEPHOCTh JAHHOTO METOJa
yBenuunBaercs g0 100%, ecanm cumMnroM  «(@UOpPO3HOrO  TPEYTrOJIbHUKA»
ompeaensercs Ha (OHE OTCYTCTBHUS BHM3yalU3allMK KEJIYHOIO ITY3bIps, WU
M3MEHEHUS €ro ()OpPMBI U pa3MEPOB.

Pasmepbl «TpeyrojpbHOro pyoma», II0 COOOIIEHHID HEKOTOPhIX AaBTOPOB,
COCTaBHIIN:

e JIMHA OT 5 10 21 MM,
* mmpuHa oT 4 10 12 mm.
* BepxHuii npeaen HOpMBI 1 JTaHHOW CTPYKTYPBI, 110 MHEHHIO aBTOPOB, COCTABIISCT 4 MM.




DuOPO3HBIN TPEYIOJbHUK

* B 1996 . S.0. Choi et W.H. Park coobmmnu 00 yabrpa3ByKOBOM CHMIITOME,
oOHapyKEHHOM y MIIaAicHIIEB ¢ OmnmmapHou arpe3ueit [69, 152-154]. ITockombky
KOHYCOBHUIHBIN y4acTOK (hMOPO3HOM TKaHM B BOPOTax IEUEHU BCerga HaXOmsT BO
BpeMs onepanuu no Kacaum, aBTopsl HXCZ{HpI/IHﬂHI/I MOIBITKY OOHAPY>KEHHUSI 3TOTO
yuactka npu Y3U medenu nereid ¢ bA. IM ynanock 3auKCMpOBaThL B BOPOTAX
[ICYCHU TPEYTOJbHYIO WIH TYOYJISIPHYIO CprKTy%y MOBBIIIICHHON 3XOT€HHOCTH.
Pacnonaranace HaHHass CTPyKTypa B o0OiacTu OHQypKaiyu BO{;OTHOIZ BEHHI,
HECKOJIBKO  KpaHuainbHee ee. OHM Ha3Baau  JaHHBIU 3  cUMITOM
«triangular cord» sign (cMMOTOM  «TPEYyrojlbHOTro pyoOI1a»). Pa3smepsr
«TPEYroJIbHOrO PyOIia», Mo COOOIIEHNWIO aBTOPOB, COCTABWJINA. JJIMHA OT D 10 21
MM, mumpuHa ot 4 nmo 12 mm. Ilo mamneiM K.Kanegava u coaBT. JjinMHA
«TpeyronsHoro pyoma» — 13-16 mm, mmpunaa — 3-4 mm [116].

* [Io MHEHHIO AaBTOPOB, LEJIECOOOPA3ZHO M3MEPATh TOJIIMHY 3XOI€HHOW mHepeaHei
CTCHKH IPABOM BETBH BOPOTHOM BEHBI B MPOCKIMM I10 €€ JJIWHHOU OCH. BepXHun
peAea HOPMBI JUISL TAHHOW CTPYKTYPbI, IO MHEHHUIO aBTOPOB, COCTABIAECT 4 MM.




DuOPO3HBIN TPEYI0JIbHHUK.
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PuOPO3HBIA TPEYIOJbHUK
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IIpn LIJIK ycrneHHBIN HEYEHOYHBIN
ITOAKAIICYIAPHBIN KPOBOTOK

°* MOKET OBITh HCHOJB30BAaH s IPOTHO3UPOBAHUS  aTpPE3UH
KEITUEBBIBOISIIIMNX ITYTEH.

* [IPU HOPME * [IPU BA




Ile4yeHOUYHBIN MOAKAIICYJIbHBIH KPOBOTOK.

e JI ¥ COaBT. ONpeaeIUIN NICUYCHOYHBIN CyOKANCYISIPHEIA KPOBOTOK KaK
IICUCHOYHBIM CHUTHAJ apTepHaJbHOTO IOTOKA, MPOJOKAIOIMIMICS K
IIOBEPXHOCTH Karcynsl neuenu npu 1[JIK u mpeamonoxun, d4ro 3To
IUAarHOCTHYECKOE OOHAPYKCHHUE aTPE3UU KETUCBRIBOIAIINX TyTESH Ha
Y31 ¢ Bwicokoii uyBcTBUTENHHOCTHIO (100%) m oTHOCHTEIBHO
HU3KOU cnienuduaHoCcThIO (86%).




Fig. 2. A 49-day-old boy with invisible common bile duct (CBD) on ultrasonography (US) (group B).

A. Gallbladder length is 12.8 mm (crosshairs). The mucosal lining and the outer margin of the gallbladder are relatively smooth with a
distinct wall. Postprandial gallbladder evaluation was not done. B. CBD is invisible in the pancreatic head portion. C. Triangular cord thickness
is 5.3 mm (crosshairs), which is larger than the cut-off value of 4 mm. D. Hepatic subcapsular flow is evident on the color Doppler US. E.

Operative cholangiogram shows a patent CBD (arrow) without a visible common hepatic duct, confirming type llla biliary atresia e




Caenymouied NPUYMHON X0JeCTATHIECKOT0 CHHAPOMA Y JeTeH

SIBJISIETCH KUCTO3HAasA (popma arpesun 2KBII.

KAZKBII

TIS 0,4 12:05:3

| "
PO Kuctosnan coopma bA




Ciyu4aii U3 NPaKTHKH. bonraas C 3 mMmec.

Y3 npusznaku kucto3Hou tpanchopmanuu KBII? Kucroznas ¢popma arpesun KBII?
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boasbHasa C 3 mec ¢ KakBir.
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boabHasa C 3 mec ¢ Kaxxsil.

Ha Y3U naromaxk (3 gaca ronona) XKII Buzyanusupyercs Ha JOJKEHCTBYIOIIEM MECTE, OJJHAKO MaJICHBKOTO pa3Mepa -
1.5%0.6 cm, onpenensiercs mpocBeT. BuyTpunedenounsie JKBII - B o6mactu Oudypkanun ocHoBHOTO cTBOJIa BB, B mpoekiuun
NEYEHOYHOTO IPOTOKA ONpPeNeNsaeTcsl KUCTO3HOE oOpazoBanue pazmepom 0,9*0,7MM, ¢ aHIXOT€HHBIM COAECPKUMBIM.
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DKTa3uAa XoJIemoxa
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CunzapoM AJTaxKuis.

 CHHIpOM BIIEPBBIE ONMCAH (PPaHIY3CKUM meauarpoM JlaHnuenem
Anaxwuiaem B 1975 roay, kak 3a00jieBaHME C TUIIMYHOM KOMOMHAIIUECH
IISITU TIPU3HAKOB:
* XOJIECTA30M,
* JIMIEBBIM JUCMOP(HHU3MOM,

* He3apalleHUEeM Tell IMPEUMYIISCTBEHHO I'PYOHBIX IMO3BOHKOB C XapaKTEPHOM
KapTUHOW «0a00YKHW» HA PEHTIEHOIpaMMe,

* CTEHO30M JIETOYHOM apTEpUM W/ WM €€ BETBEW W JAPYTMMH MOPOKAMH CEPALA,
- O(PTAIBMOJIOTMYECKUMH  AHOMAJIMSIMU — 3aJHUM SMOPHOTOKCOHOM
(BpOXIEHHBIN Je()EKT POTOBUIIbI), TMMEHTHON PETUHOIATUE.




JIno pedeHKa ¢ CHHAPOMOM AJIaKHJIS.
boasHoM M Smec.

K 0coO6eHHOCTAM (heHOTHUIIa NAIMEHTOB C CUHAPOMOM AJIQKWIUISI OTHOCSTCS: MIAPOKUI JIOO, IITyOOKO
MOCAXEHHBIE I71a3a, OTTONBIPEHHBIE YIIIH, TPEYTOIBHOE JIUIIO C OCTPBIM MOJ00POAKOM




Y3 kapTrHa y 5 MECSYHOr0 peOCHKa C CUHAPOMOM

AJTaXuid.
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Ha pentreHorpamMmme onpeae/isiercss He3apaleHue TeJl NpPeuMYyIeCTBEHHO
IPYAHBIX IMO3BOHKOB C XapPaKTEPHON KAPTUHOU «0a004YKHW» HA

PCHTICHOI'PaAMMEC.




KiroueBbie yibTpa3ByKoBbI€ ITpu3Haku AJKBII

PUTTIMATM Xupyprvsa TS 0,2 10:03:46 -21-085700 PUTMTMATM Xupyprva S 0,3 285317 PUMMATM Xupyprvsa S 0,3 2156 b-103350 PUMMATM Xupypruva TIS 0,4

e ——— po—_— . p . . ___,__'/

PaccroaHve 1,07 cm
. PaccTtoarve 0,357 cm

«DUOPO3HbIN TPEYTrOJbHUK» MaJjienbkuii i anomMajabHbId K11 Kucroznas crpykrypa



BbBIBOI

Takum oOpa3oM, paHHSS NUArHOCTHKA B IIpe- U IMOCTHATAJILHOM MIEPHUOJE,
JIOKaJIn30BaHHas (hopMa BHEICYCHOUYHOM OOCTPYKIUMH >KEIYHBIX ITyTEH,
CBOCBPEMCHHO MPOBEACHHOE (B TEUYCHHE IIEPBOTO MeECsSNa KHA3HU)
XUPYPIrU4eCKOe JICUCHHE CBHUACTEIBCTBYET O OJArompHUSATHOM IIPOTHO3E
1S 5KWU3HU HOBOPOXKJIEHHOTO PEOCHKA.

M3110)K€HHOE BBIIIE a€T BO3MOXKHOCTh MNPUATH K BbIBOAY, uTo AJKBII
SABJISICTCS PE3YJAbTaTOM Pa3BUTHUS BOCIHAIUTEIBHOIO IIpolecca B 00JacTU
BHEMICYCHOYHBIX JKEIYHBIX XOHAOB B IIEPHOJ AMOPHOHAILHOTO PAa3BUTHUS U
IPOJOJIKACTCI B paHHEM HEOHATAJIbHOM MEPHOAL, YTO BAXKHO YUUTHIBAThH B
JIeueOHOM TAKTHKE.

Knuandeckue mNposBICHUS 3a001eBaHUS (OKEITyXa, AaxOJMYHBIA Kall)
MaHU(UCTUPYIOT C MEPBbIX JHEH KU3HMU. [103TOMY BaKHO CBOEBPEMEHHO
3aII0J03PUTh JaHHYIO HaTOJIOTHUI0, IPOBECTHU OOCICIOBAaHNE B TEUCHUE 2—3
HEZICJIb )KM3HM 1 BBIIIOJHUTH Oonepaiuio B Bo3pacte 1-1.5 mecsa.




