OPUTMHAAbHBIE MCCAEAOBAHMA]

DOTI: https://doi.org/10.17816/psaic603

KUCTO3HAA ®OPMA BUAUAPHOW ATPE3UMN.
OIbIT AEMEHWA

© I.H. Bopucosa® ***, A.B. Kazan®"?, C.A. Kapasaesa® >, A.H. Komun® >

! ®enepanbHoe rocyapcTBeHHOE OIOPKETHOE 0OPa30oBaTENIbHOE YUPEXK/EHNE BBICLIETO 00pasoBaHms
«ITepBoprit CankT-IleTepOyprckuit rocyapCcTBEHHBIN MEAVIIMHCKII YHUBEPCUTET MMEHU aKaJeMMKa
VII. ITaBnoBa» MuHucrepcTBa 3apaBooxpanenns Poccuiickoit @enepaunn, Cankr-IleTepOypr;

% Cankt-IleTepbyprckoe ropofckoe G0IKETHOE YIpeXIeHe 3IpaBooXpaHenus «[leTCKMil ropomcKoit
MHOTOIIPO(V/IBHBIN KIMHUYECKNIT CIIeIVaIN3YPOBAHHBIN IIEHTP BBICOKMX MEAVIIMHCKVX TeXHOJIOTUII»,
Cankr-Iletepbypr;

3 DeprepabHOE TOCYIAPCTBEHHOE GIOKETHOE 00pa3oBaTe/bHOE yIpeXK/eHNE BBICIIET0 0OpasoBaHu
«CeBepo-3anafiHblil TOCYJapCTBEHHbINI MEIUIIMHCKIIT YHUBepcuTeT uMeHu VI.VI. MeuHukoBa»
MuHucrepcrBa 3apaBooxpanenus Poccmitckoit @epepanyn, Cankr-IletepOypr

B Aas uutupoBauus: bopucosa M.M., Karan A.B., Kapasaesa C.A., KoH AH. Kuctosnas doopma GuanapHon arpesmm. OnbiT AeyeHns //

POCCMICKMIA BECTHMK AETCKOM XMPYPIMM, QHECTE3MOAOTMM U peannmarorormm. — 2020. — T. 10. — Ne 1. — C.17-24.
DOI: https://doi.org/10.17816/psaic603

Moctynuaa: 09.01.2020 OaobpeHa: 01.02.2020 Ony6amkosaHa: 09.03.2020

O6ocnoBanme. KucrosHasa gopma 6mmmapHoi aTpesun — peakas Gopma aTpesuy KeT4eBbIBOAAIINX ITy-
Tell, KOTOpasl ABIAETCSA OTHOCUTEIBHO O/IarONPUATHBIM BapMaHTOM IOPOKA M MOXKET OBITh AMarHOCTUPO-
BaHa aHTeHaTaJbHO. Ha mpakTuke Ba)KHO He TOJIBKO 3aIIOfO3PUTh STOT AMATHO3, HO U AU QepeHIpoBaTh
3TOT BapMaHT HAPYLIEHV Pa3BUTHA HAPY>KHBIX JKETYHBIX IIPOTOKOB OT KMCTBI OOLIEro >KeTYHOTO IPOTOKA.
OTO CBA3aHO C pasnuuMeM B IOAXOAAX M METOAX XMPYPIUMUYECKOTO JIeYeHNs KVCT XOJIefjoXa 1 OvInapHoil
arpesun. O6murepauys (aTpesus) >KETYHBIX IPOTOKOB IPU OTCYTCTBUY CBOEBPEMEHHOTO XUPYPIUYecKOro
BMeIIATeNbCTBA OBICTPO MPUBOAUT K IPOTPECCUPOBAHNUIO LMPPO3a MIEUeHN U Pa3BUTHUIO IIEUYEHOYHOI Hello-
CTaTOYHOCTU. MeTofoM BbIOOpa B JIedeHNU OMInMapHOll aTpesun sABjsietcs omeparnys Kasai, yacTo Hocsasn
[Ia/UIMATVBHBIN XapaKTep, HO MO3BOJIAIOIAsl OTCPOUUTD BpeMs [0 TPaHCIUIaHTaluy redenn. Kucra obuiero
JKETYHOTO MPOTOKA PEfKO TpeOyeT paHHETro XMPYPrUUeCKOTo jiedeHUs], a pUcK GOopMUpOBaHUSA LUPPO3a
IeYeH) 3HAYUTEIbHO HIDKe. XMPYpPrUuecKoe BMeEIIaTeIbCTBO HAINPaB/IeHO Ha yHajleHue KMUCTBI M BOCCTa-
HOBJIEHJE TOKA JKETYM IIyTEM aHACTOMO3MPOBAHMA HAPYXKHBIX JKETYHBIX IPOTOKOB C KUIIEYHUKOM, YTO
SBJIACTCA PaJVKaIbHBIM CIIOCOOOM JIeYeHNs ¥ NPUBOAUT K BBI3JIOPOBICHUIO pebeHKa. BHeIHAS cXoxXecTb
IpM yIBTPA3BYKOBOM MCCIIEIOBAHMM IIOfIa I HOBOPOX/ICHHOTO peOeHKa KMCTO3HOM (OpMBI OMIMapHOI
aTpe3ny >KeTYHbIX XONOB C KMCTOJ OOIIEero >keTYHOTO IPOTOKA He BCerfa MO3BOJAeT AudQepeHIpoBaTh
OIMH MOPOK OT JPYTOro, YTO MOXKET IPUBECTV K HECBOEBPEMEHHON KOPpeKLMNU MOpoKa ¥ Hebraromnpu-
ATHOMY MCXOLY.

Iens. [IpogeMOHCTpUPOBATh PEAKNIT TUII OMIMAPHOI aTPe3UN.

Marepuan u meroasl. 3a nepuop ¢ 2001 mo 2019 r. B JleTcKOM TOPOACKOM MHOrOnpoduabHOM KIMHMYe-
CKOM CIIeMaTM3MPOBAHHOM LIeHTpe BBICOKMX MENMIVHCKUX TexHojoruii ropoga Cankr-IletepOypra Ha
JIeYeHNN HAaXOAWIOCh 33 MamyeHTa ¢ OuImapHO arpesmeli, KUCTO3HasA GopMa BBIABIEHA TONBKO Y JBYX
6onpubIX. Oba pebeHKa IepBOHAYATbHO TPAKTOBAINCH KaK IMAIVEHTH ¢ KUCTON Xonepnoxa. [letn O6buin
omnepupoBaHbl B Bo3pacTe 2 u 3,5 Mecales. IleppoMy manmeHTy BhIONHeHa onepanusA Kasai, BTopomy —
HaJIOXKEH TelaTUKOEIHOaHACTOMO3.

Pesynbratbl. 3a Bpems HabOmonenns (9 net u 4 ropa) cuHTeTHYeCKast GyHKIMA IIe4eHM B HOpPMe, MOKasa-
HMI K TPAaHCIUIAaHTALMM B HaCTOAILEE BpeMsA HeET.

3axmouenne. [Ipy oOHapy)XeHUM y IUIOfIa WM HOBOPOXKJEHHOTO C HEOHATa/IbHON >KeITYXOil TPy YIbTpa-
3BYKOBOM MCCJIEIOBAHMY KMICTO3HOTO 0Opa3oBaHMs B BOPOTAX MEYEHM OYeHb BaXKHO IPABUIBHO U OBICTPO
npoBecTy AudepeHnNanbHbll AUarHO3 MeX/y KUCTO3HOI (OpPMOI OMIMApHOI aTpe3ny >KeTYHBIX Iy Teil
U KIUCTOM XOjefoxa.

KiroueBbie crmoBa: K1CTO3HasA (1)0pMa 6I/UII/IapHOI7I aTpe3ny; HeOHaTa/IbHaA JKE/ITyXa; KICTa XOlenoxa.
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Background. The cystic form of biliary atresia is a rare form of atresia of the biliary tract, which is
a relatively favorable variant of the defect and can be diagnosed antenatally. In practice, it is important not
only to suspect this diagnosis, but also to differentiate this variant of impaired development of the external
bile duct from the cyst of the common bile duct. This is due to the difference in approaches and methods
of surgical treatment of choledochal cysts and biliary atresia. Obliteration (atresia) of the bile ducts in the
absence of timely surgical intervention quickly leads to the progression of cirrhosis and the development of
liver failure. The method of choice in the treatment of AD is Kasai surgery, often palliative in nature, but
allowing to delay the time until liver transplantation. The cyst of the common bile duct rarely requires early
surgical treatment, and the risk of cirrhosis is significantly lower. Surgical intervention is aimed at removing
the cyst and restoring the flow of bile by anastomosing the external bile ducts with the intestines, which
is a radical method of treatment and leads to the recovery of the child. External similarity in ultrasound
examination of the fetus and newborn baby of the cystic form of biliary atresia of the bile ducts with a cyst
of the common bile duct does not always allow differentiation of one defect from another, which can lead
to untimely correction of the defect and an unfavorable outcome.

Aim. Demonstrate a rare type of biliary atresia.

Materials and methods. Between 2001 and 2019, 33 patients with biliary atresia were treated in the Children’s
City Multidisciplinary Clinical Specialized Center for High Medical Technologies in St. Petersburg, only two
patients had a cystic form. Both children were initially treated as patients with bile duct cyst. Children
were operated on at the age of 2 and 3.5 months. The first patient underwent surgery Kasai, the second —
hepaticoyunoanastomosis.

Results. During the observation period (9 years and 4 years), the synthetic function of the liver is normal,
and there are currently no indications for transplantation.

Conclusion. If a fetus or a newborn with neonatal jaundice is detected during ultrasound examination of
a cystic formation in the gates of the liver, it is very important to correctly and quickly make a differential
diagnosis between the cystic form of biliary atresia of the biliary tract and the common bile duct cyst.

Keywords: cystic biliary atresia; neonatal jaundice; choledochal cyst.

BBEAEHUE

AxrtyanbHOCTb. brmmapnas arpesus (bBA) —
3TO HpOrpeccupyrolas oOnUTepaTUBHAS XOIaH-
TYONATV Y HOBOPOXKEHHBIX, KOTOpas IOpa)kaeT
KaK BHYTpPUIIEYCHOUYHbIE, TAK U BHEIICYEHOYHbIE
»Kem4Hble poToku [1]. BA sBnsercs Hambonee
YacTON MPUYMHON I TPAHCIUIAHTALMUY II€YEeHU
B JIETCKOM BO3pacTe. DTHONOTHSA U MTATOTeHe3 3TO-
ro 3aboneBaHMA OCTAIOTCA HeU3BeCTHbIMU. Hu
OIJHA U3 TPEMIOKEHHBIX TeOPUil BOSHUKHOBEHNS
obnuTepanny KeTYHBIX XOIOB /IO CETOfHsIIHe-
ro JIHJ He HallJla OKOHYAaTeTbHOTO MOJTBEPK-
meHus. bunmapHas arpesus moppasiensieTcs Ha
2 ¢opMbl: SMOPUOHAIPHYIO ¥ IIePUHATAIbHYIO.

OMmbpuoHanbHas Qopma BCTpedaeTcs pexe
(20 %) u cBsi3aHa C CMHAPOMAJIIBHBIMU aCCOLU-
anuaMu (IONMM- ¥ acIieHuel, BPOXXIAEHHBIMU
IIOPOKaMM Cepyilia, TPAHCIIO3NUIIeNl BHYTPEHHUX
OpraHOB, HENO/JHBIM IIOBOPOTOM KUIIEYHNUKA,
aHOMAJIbHBIM pa3BUTUEM IOPTANbHON BEHBI
Y IIeYeHOUYHON aprepuy u fp.). IlepuHaranbHas
dopma auarsoctupyercs dame (80 %) um MoxeT
ObITh KOHEYHBIM Pe3yIbTaTOM C/IOXKHBIX B3au-
MOJIEVICTBMIT MEXAY BPOXX/IEHHBIMM ¥ aJallTUB-
HBIMM MMMYHHBIMU peakuysivu [2]. I[Tpu mro6oit
¢dopme BA mpoucxomut 6picTpoe GpopMupoBaHme
OmmmapHoro ¢pubposa, KOTOPBIL IPU OTCYTCTBUU
JIe9eHNsI IPUBOJUT K JIETa/IbHOMY VICXOAY B Te-
JyeHue nepBbIx 2 et >xu3Hu [3]. Kucrosunas dop-
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Ma BA ofuH 13 pefkux, HO OTHOCUTETBHO 671aro-
OPUSTHBIX BapUAHTOB TE€PUHATAIBHON aTPe3Un
JKETYHBIX IIyTeil, BCTpedanmuica B 3-5 % cuy-
gaeB. YacToTa 9TOro Mopoka B HOIY/IALUY CO-
craBisgeT 1:8000-18000 HOBOpOXAEHHBIX [4].
B psape cny4aeB kuctosHas ¢opma OummapHON
aTpe3uy MOXKeT OBITh 3aIOfj03PeHa aHTeHATajlb-
HO [5], ofHaKo ee YacTO OMMOOYHO NMPUHUMAIT
3a KIUCTY XOJ/Iefioxa, KOTopasi TaK>Ke SIB/SIeTCsI Off-
HOJI M3 NPUYMH XO/eCTasa y JieTell paHHero BO3-
pacta [6]. OgHako KucTosHass popma OMIMapHoi
aTpe3uy M KUCTA XO/eoXa — 3TO JIBa Pa3HbIX
3abomeBaHMs C KapAMHAJIbHO OTAMYAIOU[MMML-
Csl TIOAXOJAMM K JIEUEHUIO ¥ MMeIolle pa3HbIi
nporHo3 [7, 8]. Kucra xomemoxa mpencraBiser
co0071 KOPPUTUPYEMBIil TOPOK Pa3BUTHUSA C XOPO-
MM TPOTHO30M [JIsi )KM3HU U BBI3JOPOBIEHNS
[9]. HeocnoskHeHHbIE KUCTBI OOILIEr0 >KEITYHOTO
IIPOTOKA PefKo TPeOyIT paHHEro Xupyprude-
CKOro yiedeHus (6, 9]. Y maumueHTOB C KMCTO3HOM
dbopmoit 6unmMapHOil aTpe3uy MPOTHO3 HaIps-
MYIO 3aBUCUT OT CBOEBPEMEHHOCTH IIPOBEIEeHNS
OIIEPATUBHOTO BMEIIATENIHCTBA — IOPTOIHTEPO-
cromuu [10]. 3amep>kka B guarHoctuke Ooree,
4eM JI0 ABYX-TPEXMeCSIYHOTO BO3pacTa, IPHU-
BOAMUT K IPOrPEeCCHMPOBAHMIO LMPpPO3a MeYeH!U
Y YXY/IIaeT pe3y/lIbTaT ONepPaTHBHOTO JeYeHUS.

Ilenv pabomvi — NPOXEMOHCTPUPOBATD pefi-
KM TUIT OVMIIapHON aTpe3ui.

MATEPUAADBI U METOADI

ITpoBeneH peTpOCIEKTUBHBIN aHAIN3 Pe3yb-
TATOB jIedeHusA 33 fieTeil ¢ OMIMApHOIT aTpesneri,
HaxopuBmuxcsa B 2001-2019 rr. B JleTckoM ro-
POZICKOM MHOTOIPO(QWIBHOM KIVHWYECKOM CIIe-
LaTN3VPOBAHHOM ILIEHTPE BBICOKMX MEIMIIVH-
ckux TexHonormit CaHkTt-IleTepbOypra. B mByx
CIIy4asiX MbI CTOJIKHY/INCh C KUCTO3HOI (popMoi
BA (6 %). IlepBblit pe6€HOK IOCTYIMI B CTAINO-
Hap B 1-e CYyTKM XM3HU B CBSI3U C T€M, 4YTO Y Je-
BOYKM C POXIEHUA OTXOAMU/I aXONWYHBIA CTYII.
Bropas manueHTKa, KoTOopas Oblla BBIIMCaHA
13 POAVMJIBHOTO JJOMa Ha 2-€ CYyTKM >KM3HM KakK
3mopoBas ¢ guarHo3om: «Dusmonornyeckas xe-
TyXa», TOCIUTAAN3MPOBAaHA B CTALMOHAP TO/b-

broxummMdeckue Mokasarean KPOBM MauUMEHTOB
Biochemical blood parameters of patients

KO B BO3pacTe 3 MeC. C CMMIITOMaMli HapacTa-
IOLIEr0 XO/lecTasa ¥ aXOMMYHbIM CTYIOM. PaHee
Obla obOceoBaHa B OXHOM U3 (efiepanbHbBIX
IIEHTPOB, Ife ObUI AMAarHOCTUPOBAH OVIMApHBIN
IUpPpPO3 IeYeHM. YUYUThIBAsA BO3PacT peOeHKa
(3 mec.), BoimonHeHne omepanyu Kasai 6v110
paclleHeHO Kak HellenecoobpasHoe. PekoMeH[0-
BaHa KOHCYJIbTAaLMs B IleHTpPe TPAHCIUIAHTOJIO-
ruu. Pogutenn ¢ pe6eHKOM 0OpaTUINCh B HAlll
cranuonap. Obe feBouKM ObUIM 0OCIEOBAHBI.
Kommiekc nomy4yeHHBIX TaO0paTOPHBIX JJaHHBIX,
TaKMX KaK HEOHATa/IbHbII CKPUHUHI, HOJIVMMe-
pasHad IemHasg peakiysa ¥ MMMYHO(epPMeHTHBIN
aHa/Iu3 Ha BHYTPUYTPOOHBIe MHGEKINN, aHTU-
Te/a K rellaTUTaM ¥ KPOBb Ha TOPMOHBI, YPOBEHb
TpaHCaMMHAa3 ¥ TaMMa-IJTyTaMUHTPaHCAMVHA3bI,
CIIEKTP aMMHOKNICIOT B KPOBM, OIpefe/ieHne
anbda-1-aHTUTPUIICKHA, NTO3BOIN/I MCKIIOYUTD
SH[JOKpPMHHBIE 1 MeTabo/Mn4ecKye HapyLUIeHNs,
a Tak)Xe, B OCHOBHOM, OTKa3aTbCsl OT MHQeKIn-
OHHOTO TeHe3a 3a00J/IeBaHMsI, HECMOTPsI Ha yMe-
peHHylo runepdepmenTemMuio (Tabm. 1).

[eneTnyeckoe MccneOBaHNMe ¥ MHCTPYMEH-
TaJbHbIe METO[bl AVATHOCTUKY (peHTreHorpa-
¢bus 1M03BOHOYHMKA, dXOKapauorpadus, mccrue-
[IoOBaHME ITTA3HOTO [IHA) He NOATBEPHVIIN TaKIe
3abormeBaHus, Kak OonesHp baitnepa u cMHAPOM
Anaxunns. OgHuM U3 Hanbomee BaXKHBIX METO-
[IOB AMAarHOCTMKY IIaTOJIOTUY JKETYHBIX XOLOB
ABJAETCA yNAbTPasByKoBoe ucciegopanue (Y3U)
OPTaHOB OPIOLIHOJ IOJOCTH, IPOBOJUMOE
OIIBITHBIM JOKTOPOM Ha allllapaTe SKCIepTHOTO
ypoBHA. Y mepBoro pebenka (mamyeHT A) Y3U
II03BOJIMJIO BBISIBUTDH PE3KYI0 TMIOIIA3NUIO JKed-
HOTO Iy3bIpsA — 10 12 X 3 MM M OOHapyXWUTb
KUCTY B BOPOTaxX Il€YeHM AMaMeTPOM IO 15 MM
C QaH9XOTeHHBIM COZEPXXUMBIM (puc. 1).

Ha ¢one xoHcepBaTUBHOTO /e4eHns y pebeH-
Ka A OTMe4eHa IIOJIOKUTeNbHasA JuHaMuKa. Kucra,
10 faHHbIM Y3V, He yBennunBaaach B pa3mepax,
Hayaj OTXOJUTb OKpalleHHbI cTyr. OpHaKo
K 2 MeC. COCTOsIHVMe BHOBb YXYALIMIOCh — IIOs-
BIIUCH NIPU3HAKY VIHTOKCHMKAIVY, Cy6deOpuib-
Has JIMXOpajKa, aXxONIMYHBIN CTY/I, YTO OBLIO
PacIeHeHO, KaK TeyeHVe XO/MaHIUTa Ha (oHe oc-
HOBHOTO 3a0oneBanusa (kucra xonemoxa?). ITocne

Tabamua 1/ Table 1

ITayuent AJIT, En/n ACT, En/n ITT, En/n Bumpy6un obupait, Bumupy6ut npsimoi,
MMOJTb/JT MMOJTb/JT
A 124 164 539 92 74
b 108 151 209 200 170
B POCCUMCKMI BECTHUK AETCKOM XPYPIMK, QHECTE3MOAOTMM M pearmmaTorormn. 2020, T.10.  Nel
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MMnonaasnMpoBaHHbIN
YeNYHbIN ny3bipb /
Hypoplastic gall bladder Kucta B BopoTtax neyeHu /

Cyst at the porta hepatis

Puc. 1. HaLU/[eHT A. KapTI/IHa YAbTPa3BYKOBOI'O MCC/IENOBAHNA KNCTO3HOTO 06pa3013a}m;1 B BOpOTaxX II€YECHU

<

[BeHaguaTnnepcTHas

[lBeHaguaTMnepcTHas Kuwka / Duodenum
Kuwka / Duodenum

Fig. 1. Patient A. Ultrasound picture of cyst at the porta hepatis

*enygok /

Stomach
*enuHbit ny3bipb /

ToHKan KuLKa, cBA3aHHaA
¢ neveunbto / Small
intestine connected to liver

Puc. 2. ITaunent A. Cxema omepanun. Kucra guamerpom 3,0 cM, kenuHble IPOTOKY He IPOXOAMMBIL. BbIlloHeHa omepa-
s Kasai

Fig. 2. Patient A. The operation scheme. A cyst at the porta hepatis with diameters 3.0 cm, bile ducts are not passable.
Operation Kasai completed

e 8 MepunopTanbHbIN
¢unbpos/
Periportal fibrosis

Puc. 3. [TanpuenT b. MarHuTHO-pe3oHaHCHas XonaHruorpagus. B Boporax neyenn xucra 1,0 cM, mepunopranbHblii Gpr6po3s

Fig. 3. Patient B. MRI cholangiography. A cyst at the porta hepatis with diameters 1.0 cm, periportal fibrosis

m Russian Journal of Pediatric Surgery, Anesthesia and Intensive Care. 2020.  Vol. 10.  Ne 'l



OPUTMHAABHOE MCCAEAOBAHME / ORIGINAL STUDY 21

enyHblit nysbipb /
GB

BHyTpUneyeHouHble NMPOToKK /
Hepatic ducts

Kucra /
Cyst

Puc. 4. VIHTpaonepalioHHas XOMEUMCTOXOMAHIMOrpadusas — KOHTPACT 3allOHAET KUCTY M PacIpOCTpaHAeTCA B JOJe-

BbI€ IIPOTOKM II€IE€HN

Fig. 4. Intraoperative cholecystocholangiography. Contrast extends to the cyst and toward the liver

CTabMIM3anuu COCTOSIHUS OBV ITOCTABICHBI
IIOKa3aHMA K OIEPaTMBHOMY JledeHNIo. J[narnos
nepen onepanueit: «Kucra xonegoxa. XomaHrnr».
Ha omepanum >kemdHbIN Ny3pIpb TIMIIOIIA3M-
pOBaH, He 3aIlOJIHEH >Kemublo. BbIsAiBIeHa Kucra
xonenoxa pasmepamu 30 x 25 mm. IIpm pacce-
YeHNV Y3 Hee BBIIeINIIOCh CBET/IOe COMEPIKU-
Moe, Xemub He monydeHa. OOHapy’>keHO, 4TO
IeYeHOYHble IPOTOKM HENPOXOAMMBI. 3aIo-
[o3peHa KUCTO3HasA ¢opMa OMIMapHON aTpe-
3un. BeimonHena omepanma Kasai (puc. 2).

Y Broporo pebeHka (manueHT b), mo jaHHBIM
Y3, >xem4yHbIll My3bIpb HE BU3Ya/lIM3UPOBAJICH,
OIIpefes/ICS IePUIIOPTaIbHBIN GuOpo3, cyoKam-
CY/ISIPHBIII KPOBOTOK, YMEPEHHO BBIPa>KEeHHBII
acuut. KucrosHoe o6pasoBaHme B BOpoTax Ieye-
HII He OIpele/sIoch (BepOsATHO M3-3a MepuIop-
TasbHOrO (uOpo3a u acuura). PebeHKy BBIION-

Hepatic ducts

MenuHbiit nysbips /
GB Kucra / Cyst

[BeHaguaTunepcTHaa
Kuwka / Duodenum

MeyeHouHble NPOTOKM /

HeHa MarHUTHO-pPe30HAHCHas XojaHrmorpadus,
BbIABMBIIAA KIUCTY B BOpOTax IedeHu go 10 Mm
B [IMaMeTpe, paclieHeHHas KaK KUCTa XO/IefoXxa,
a Taoke uddysHble M3SMEHEHVS] TKAHV IIEYEHI.
JIpyrue BHere4eHOYHbIE IIPOTOKYM HE BU3YaIU3U-
poBanucsy (puc. 3).

Pe6enok b omepmupoBan B Bo3spacte 3,5 mec.
[Ipegonepanuonnsbiit guarHos: «Kucra xoneno-
xa». OZHAKO IO JAaHHBIM WHTPAOIEPALVIOHHON
XO/IenUCTOX0MaHrnorpadpuyu KOHTPaCTUPOBAHO
KICTO3HOe 0Opa3oBaHNMe U TeYeHOYHbIe IPOTO-
KI, B IBEHALIATUIIEPCTHYIO0 KUIIKY KOHTPACT He
nomnan (puc. 4).

Hanoxen remaTumkoeroHoaHacTOMO3 (puc. 5).
IunarHo3 mocne onepaunn: «bunnapuas arpesns,
KICTO3HAasA HopMar.

[ncTonornyeckoe 3akar04YeHne y 060ux mamy-
€HTOB: CTeHKa KIMCThI COCTOUT U3 COeMHNUTEbHOI

MNetna no Py: Towasn
Kuwka 40 cm / The Roux
limb: 40 cm jejunal loop

Puc. 5. ITanuent b. Cxema onepanun. Kncrosnoe ob6pasoBaHne B BOpOTax IedeHn 1,5 cM, He cOOOI[AeTCs C KUIIKOIL.
Crenku kuctol wiorHele 0,4 cM. IIpy paccedeHUM BBIAEMUIOCH HeGObIIOE KOMMIECTBO CBET/ION >Kemun. Hamoxen rema-
TUKOEIHOAHACTOMO3

Fig. 5. Patient B. The operation scheme. A cyst at the porta hepatis with diameters 1.5 cm, does not communicate with
the intestine. The walls of the cyst are dense 0.4 cm. A small amount of light bile was, released during dissection.
Hepaticojejunostomy
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TKaHu. ®ubpo3 TkaHu neveHu. bamouHoe cTpoe-
HI€ HapyILIEHO, B JKETYHBIX IPOTOKAaX XOJIeCTas.

PE3YABTATbI U OBCYXAEHWUA

[TocmeonepanOHHBIN MEPUOJ, Y JIeTEN IpPO-
Tekan rnagko. Ha 20-e cyTkm mocne omepauun
OmoxmMIYecKye oKa3aTen KpOBY IPaKTUIeCKU
HOpMa/mm3oBanuch (Tabm. 2). CTyn oKpalleHHBbI.

[TanmenT A BbIIMCaH Ha 22-€ CYTKM IIOCJIE
omepanuu. B Hacrosmee Bpemsa feBouke 9 e,
xanob y Hee u ee popmreneir Het. Ilo mabopa-
TOPHBIM JAHHBIM KOMIIEHCMPOBaHa, CMHTETHYe-
ckasg QYHKIUA IeYeHV COXpaHHa.

[Tanment b BbImMcan Ha 26-e CyTKM IIOCiIe
omepauuu. B mepsble monroga mocnae onepayun
JeBOYKa IIepeHecaa XOJIAHTUT, MPOJIeYeHHbIN
KOHCepBaTMBHO. B Hacrosljee BpeMsa peOeHKY
4 Tofja, pacTeT M pasBMBAETCA MO Bo3pacTy. CuH-
TeTH4eckasd QyHKIMA NedeHU He HapyuieHa. Oba
pebGeHKa HaOMTIOAIOTCS TeIaTONIOTaMIA.

Taxum o6pasoM, IpoBefieHNe ONTHMATbHOTO
KOMIIJIEKCHOTO JIEYEHUA [EeTAM PaHHEro BO3pac-
Ta C KMUCTO3HOI (popMoll OmmmapHOI arpe3un
IIO3BOIAJIO NPOJIUTD IEPUOJ KU3HU C HATUB-
HOJ II€YE€HDbIO Ha [JIMTENAbHBIN CPOK IIPU XO-
pouleM KadecTBe >XU3HU. B Hacrosmee BpeMsa
IIOKAa3aHMII K TPAHCIUIAHTALMM II€YEHU Y ITUX
MALVIEHTOB HET.

lMoka3ateAn KpOBM MALMEHTOB MOCAE OMepaLyK

AHanu3 COBpeMEHHBIX METOIOB AVATHOCTM-
K1 TIOPOKOB PA3BUTHA YKeTUEBBIBOJALINX ITyTel
IIO3BOIMTI BBIAEMNTD KPUTEPUN PA3TINUNIA KVCTBI
XO0JIefioxa M KMCTO3HOM (GOpMBI OMIMApHOIL aTpe-
3um Ha ocHoBaHum Y3Vl-npusHakoB (Tabm. 3).

W.S. Kim u coaBt. [6] ommcanm pe3ynbTarsl
obcnemoBanyusA 28 MALMEHTOB C BHyTpUIleue-
HOYHOJ JuiaTanyei >KeT4HbIX NpoTokoB. OHa
OTMeYeHa y BCeX MAI[MeHTOB C KUCTON XoJe-
lloXa U TONBKO Yy 5 % — ¢ KMCTO3HOI Ommmap-
HOI aTpesueil. JKem4Hblll My3bIpb HOPMa/JIbHOTO
pasMepa (/MHA >KeTYHOTrO Mys3bIpA 1,5 cM man
Ooree) MM yBeNMYEHHBII HAOMIOJANICA y BCeX
NAIMIEHTOB C KUCTOJ XOJ/efoXa, B OTAMYME OT
TUIIOIIa3VPOBAHHOTO MO0 aTpe3VpOBaHHOTO
(onMHA >KeMTYHOTO My3bIpsA MeHee 1,5 cMm) wman
HeperynspHO YAJMHEHHOTO >XETYHOTO ITy3bI-
ps (mmmHA XemuHOro myselps 1,5 cm mwmm 6onee
C TOJICTOJ CTEHKON U HAapyLIEHHBIM IPOCBETOM)
IIpY KUCTO3HOU ¢opMe OGummapHoit arpesun. O6-
Uil pasMep KUCTBI ObUT OO/IblIe IPK KIUCTE XO-
TefioxXa, 4eM IpM KUCTO3HOM ¢opme OMIMapHOi
arpesun [6]. L.Y. Zhou u coasrt. [11] onucann
pesynbrarel Y3V y 23 mauyueHTOB, MOATBEPAUB
pe3y/IbTaThl UCCIENOBAHNII BHYTPUIIEYCHOYHBIX
JKETYHBIX HMPOTOKOB U JKETYHOTO Iy3bIpsA [6].
Kpome Toro, Zhou oueHuBan Hamudme CUMIITO-
Ma «TPeyrojbHOrO pyOIja», OImpenensieMoro Kak
TOJIILIVHA IIEPEeSHEN 3XOT€HHON CTEHKU IIPaBOil

Tabamua 2 | Table 2

Blood counts of patients after surgery
Tarent AJIT, ACT, ITT, Bunupy6un o6uyuit, Bunupy6us npsmoii,
En/n En/n En/n MMOJIb/JI MMOJIb/JI
A 110 76 84 11,6 3
b 62 90 181 29 20

Tabanua 3 / Table 3

Kpurepun AndpcpepeHumarbHOi AMaTHOCTHKM KMCTbI XOAGAOXA M KMCTO3HOM (hOPMbI GMAMAPHOM aTpe3nn
Criteria for differential diagnosis of cystic biliary atresia and choledochal cyst

Kpurepun KBA KX

OcHoBHbIE CHUMITOM TpeyroipbHOro pybia + -
IHI/I}'IaTaIH/ISI BHYTPUIIEYECHOIHDIX ITPOTOKOB - +

rI/IHep3XOI‘eHHOCTb KNCThI - +

AHOMauy eT4HOTO Iy3bIps + -

BcnomorarenbHbie Pacmmpeﬁme AaMeTpa eYeHOYHOMN aprepun + —
Pasmep kucts (6onee KpymHas) - +

CyO6Kancy/sipHbIil KPOBOTOK + -

Ipumeuanue. KBA — xucrosuas popma 6ummapuoit arpesun, KX — xmcra xomegoxa.
m Russian Journal of Pediatric Surgery, Anesthesia and Intensive Care. 2020.  Vol. 10.  Ne 'l
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BOPOTHOJI BEHBI, IPOKCUMabHee MecTa 6udyp-
KalMy IMpaBoOii BOPOTHON BeHBI Oojee 4 MM,
KOTOPBII OB BBISIBJIEH Yy BCeX, KpoMe 1 maru-
eHTa C KJMCTO3HOV (HOpMOIl OMIMApHOIT aTpe3un
(11 u3 12 mauMeHTOB) M HU y OfHOTO M3 IIALIN-
eHTOB ¢ Kucrtoi xonengoxa (0 u3 11 mareHTOB)
[11]. JwumaTanyus Ne4eHOYHO apTepuy, OTCYT-
CTBME KaMHeENl B >KETYHOM IIy3bIpe M OCafKa
B KVCTe TOBOPSAT B IIO/Ib3Y AMArHo3a OMInMapHO
aTpe3uu, HeXenu o Kucre xosmepoxa [11, 12].
Bpito 06Hapy>keHO, YTO CYOKAICYIAPHBIN KpO-
BOTOK II€YEHU, ONpPEMIENAEMbIN KaK COCY[UCTbIe
CTPYKTYpPBbI, CMEXHbI€ C KaIICy/JIbHOJ ITOBEpX-
HOCTBIO IedyeHN, obmamaer 100 % 4yBCTBUTEND-
HOCTBIO M CIIenMPUIHOCTBIO 86 % I aTpe3unu
KemueBbIBOAAIIMX myTeit [13]. [lmarHo3 Kucros-
HOVI OpMBI OMIMAPHOI aTpe3uy TAK>Ke MOXKET
OBITH HOATBEPXKJEH C IIOMOIIbI0 YPECKOKHON
VIV VIHTPAOIIePaIVIOHHO} XOMaHTuorpaduy, Bbl-
ABJIAIONIEN 06/IUTepali0 BHYTPUIIEYEHOYHBIX
JKeTYHBIX IIPOTOKOB ¥ OTCYTCTBYE CBA3YU KUCTO3-
HO-PACIIMPEHHOTO BHENEYEHOYHOT'O >XKeTYHOTO
IPOTOKA C NMPOCBETOM KMILIEYHMKA. Pasnmunble
nmabopaTopHble M yAbTPa3BYKOBBIE HapaMeTpbl
VIMEIOT Ba)KHbI€ JVArHOCTUYECKNE 3HAYEHMSA IJIA
muddepeHIaTBPHON AMATHOCTUKYU KUCTO3HON
dbopMbl 6UMMapHO aTpesuyu M KUCTBI XOJIef0-
Xa, HO HM O[JMH M3 3TUX KPUTEpPUEB He IOKa3as
100 % YyBCTBUTETBHOCTM U CIEeUMPUIHOCTH.
Bce eme cymecTByeT onpepeneHHas TPYJHOCTb
B PaHHEM BBIABJIEHUM KICTO3HOI (HOpMBI OMnm-
apHoit arpesun [9, 14].

BbIBOADI

1. IuddepennmanpHas AMaTHOCTUKA CUH-
IpoMa Xo/lecTasa y HOBOPOXIEHHBIX M JieTell
paHHero Bo3pacTa, 0COOeHHO Ipu OOHapyxKe-
HUM KUCTO3HOTO 0OpasoBaHMsI B BOPOTax Iede-
HII, 00s13aTe/IbHO [O/DKHA BKIIIOYATh KMCTO3HYIO
dbopmMy OmmMapHON aTpe3un.

2. YnpTpa3ByKOBO€ MCCIEOBaHue rernaroom-
JIVAPHOV 30HBI, BBIIIOTHEHHOE OIBITHBIM BPauoM
Ha almapare SKCIEPTHOTO KJIacca, sIB/IETCs Ofi-
HVIM 13 005I3aTe/IbHBIX U Ba)XHBIX B AMarHOCTIKE
IIOPOKOB Pa3BUTHUSA JKETYEBBIBOISAIINX MyTell.

3. PaHHAA [OMarHOCTMKA KMCTO3HOM Qop-
MBI OVM/IMApHOII aTpe3uy ABJISAETCS OCHOBOIL IS
IPOBEleHN OITUMAJIBbHOIO XMPYPIUUECKOTro
U MeJUKAaMEHTO3HOTO JIeYeHMs, YTO MO3BOJIUT
IPEfOTBPATUTh Pa3BUTIE HEOOPATUMBIX OCTIOX-
HEHUJI, COXPaHUTD U YIY4YIIUTb Ka4eCTBO >KU3HU
HAIMeHTOB, CTPAJAIIINX 3TUM pefKUM 3abore-
BaHUEM.
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