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Pesiome. B Oemckom eo3pacme cyujecmsyem OmHOCUMENbHO MAJI0 MAxcenblx 3a001e8anuti neveru. bunuapHas
ampe3us 56715emcs 0OHUM U3 CaMbIX CJIONCHbIX. PaHHSa OuazHoCmuKa amo2o 3a601e8aHUS 18719€mCs OCHOBOL No-
c1edyowe2o aneopumma eienus. B oanroli cmamve Mbl xomum npedcmasume OCHO8Hble Kpumepuu OUa2HOCMUKU
namosnozuu Kcenyepli8o0AWUX nymell Y HOBOPONCOEHHbIX U Oemeli paHHEe20 803pacma, a makyce 06pamums 6HU-
MaHue neduampos U HeOHamoN0206 Ha MPYOHOCMU, B03HUKArOWjUE npu Ux ouazHocmuke. Hecmomps na pedokocmb
amux 3abo1esanull, npu duazHoCmuKe ONUmesbHoOU eunepounupybuHemMuu 6ce20a cnedyem yaumsléams ampe3uo
MCENYHBIX NPOMOKO8, a makxce opyaue pedkue 3abonesarus nedexu. bnazodaps panHeli duazHocmuke u noce-
Oyroweli onepayuu, N0 803MONCHOCMU, MPAHCNJIAHMAYUU NeYeHU, 8 NocaeOHue 08a decamuiemus Haba00aemcs
3Ha4“UMeNbHuIl npozpecc 8 eveHuu demeli ¢ ampesuell #enqesvieo0auux nymel.

KnroueBbie cioBa: 2unep6w1upy6uHeMu2, Xojecmamudeckaa wceamyxa, ampe3u th@ﬂ'—l(?BblBO()ﬂlL{LlX nymeﬁ, eena-
monopmosHmepocmomuA no Kacau, mpaHcnjianmayus nev4eHu.
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WIM HEOHATOJIOra Ha MATOJIOTHIO JKETYEBbIBOASLIMX My Tei
y Iereil, HE0OXOIMMO Kak MOXKHO paHblile MOATBEPINTD
71100 UCKJITIOUUTD 3TO 3a00seBaHue.
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vamapHaﬂ aTpe3nA

XapakTepHbIM MPU3HAKOM aTPe3UH JKeJUHbIX MPOTOKOB
SIBJIIeTCst OOCTPYKLMSI MM OTCYTCTBHE JKEUEBbIBOASLIMX
nyTeit. 3a607eBaHNe UMEET POrpeccupylolliee TeueHue.
Be3 paHHelt [MarHOCTUKY U JiedeH!sl TOCTENEHHO Pa3BU-
BAETCSl XPOHNUECKasl IeYeHOUHast HeZIoCTaTOYHOCTb C MO-
CTIelYIOLLMM JIeTallbHbIM McxofoM. Hapywatorces nenocr-
HOCTb 1 PYHKLMS KeTUHbIX NPOTOKOB [1-3].

Paznuuator e popmbl OGrnmapHoii atpesu. [lepast
M3 HUX, HasblBaeMasl 3MOPMOHANIbHONM WM (eTasbHOi
¢dopmoit, oxeaTbiBaet 10—-35 % cnyuaes. Y 65-90 % nereit
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aTpe3ust KelueBbIBOASIUMX MyTeil MaHWecTUpyeT Kak
nocTHaranbHas ¢opma. B 3aBucumocTH OT TOro, Kaxas
4acTb >KeT4HbIX TMPOTOKOB MOpaskeHa, pasjivyaloT BHY-
TPUIEUEHOUYHYIO Y BHeNeueHo4Hyo ¢GopmMbl. [1o naHHbIM
TMCTOJIOTMU OIMUCaHbl 3 OCHOBHbBIX THNa [4]: A — crion-
HOI1 $p1OPO3 HAPYKHbIX SKETYHBIX TPOTOKOB; B — prbpo3
MPOKCUMAJIHOTO OTZENA XKeMYHbIX MPOoTOKOB; C — dub-
PO3HbBIi JKEUHbIM My3bIpb C OTCYTCTBUEM IPOKCHMMAJIb-
HBIX SKeTYHbIX TPOTOKOB (puc. 1) [5]. HecmoTpst Ha psin Te-
OpWit, MPUYKHA ITOrO 3a60JIEBaHNsT OCTAETCsl HEBBISICHEH-
Hoii. [Ipennonaraercs MHOroakTopHast STMOJIOTHSI 3TOTO
3aboneBaHKsl. BoMbLYIO PONb UrpaloT BHYTPUYTPOOHBIE
MHEKLUH, ULlIeMUUeCcKre U3MeHeHHs], TOKCUUEeCKOoe BO3-
neiictue u ap. [3—6] (puc. 2) [7].

ATpe3usi >KeNuHbIX MPOTOKOB SIBJISIETCSI CNIENCTBUEM
BOCMAJIMTEIbHOTO MpOLIecca B renaTtoOMIMapHOM Tpak-
Te, MPOJOJIKAIOLIETOCs YK€ B HEOHATaJbHOM Mepuoze.
BbisBaHHas xosiectasom 3amepskka OWIMApHbIX JIMMO-
TNIPOTEHHOB, KEJUHbIX KUCJIOT W IUIepXojlecTepUHeMust
SIBJISIIOTCS TTPUUMHOl MPOrpecCUpYIOLIEro MOBPeXKAEHHs
KJIETOK MeYeHu € MOCIeNyoUM LMPPO30M U XpOHUYe-
CKOJi MEYEHOUHON HEeNOCTaTOYHOCTH. 3abosieBaeMOCTb
cocrasnsieT npuMmepHo 1:15000 npu 3HaUMTENbHOI reo-
rpaguueckoil u3MeHUMBOCTH (Hanpumep, B TaiiBaHe OHa
cocrasnget 1:3000).

KnuHndecku xonecratnueckast sKenTyxa XapaKkTepHa
7151 aTPe31H KeNTUHBbIX MPOTOKOB, BO3HMKAIOLLEH Y 60JIb-
LIMHCTBA GOJIBHBIX K KOHLY MEpPBOro mecsua xusHu. [1o

Tun 11 i

Mepe MporpeccupoBaHisi 3a00JI€BaHMsI IETH TJIOXO pas-
BMBAIOTCS], HapacTaeT ManbabcopOLms sKUPOB M KUPO-
pacTBOPHUMbIX BUTAMMHOB; HapylieHHe pe3opOLny BUTa-
MUHa K 1puBOOUT K YCHIIEHHIO KDOBOTOUMBOCTU C PUCKOM
PasBUTHS BHYTpUYEPENHbIX KpOBOTeueHnit. B nocnenyro-
LLIeM TaKke BO3HMKAIOT OENKOBO-IHEepreTryeckasi Hemo-
CTaTOYHOCTb M 3ajepskka pocta. Y peGeHka Habmona-
FOTCS aXOJIMYECKUIt CTYJ M MOUYa OObIYHO TEMHOTO LIBETA,
cerle3eHKa U MeyveHb YBEJIMUMBAIOTCS NMO3Xe — Ha 2—3-i
Hezene sku3Hu. Ellle nosxe pasBuBaloTCs LMppO3 Meve-
HH, MOPTasbHAsl TUMEPTEH3KsI U BbIPaskeHHbI BEHO3HbI
pucyHOK Ha rpyau. CrerneHb 00nMTEpaLyK sKETYEBbIBO-
ISLIMX TyTell Nporpeccupyer napasiesbHO ¢ Pa3BUTHEM
¢ubposa neuenu [8—10].

AwvarHoctuka

B cooTBercTBMM ¢ 0OLIMMK KPUTEPUSMH, OMArHO3 nep-
CHCTHPYIOLLIEN KOHBIOTMPOBAHHOM r1neponIMpyonHeMun
(KoHBIOrMpOBaHHbII OunpyouH npessitaer 20 % oT 00-
1iero OuIMpyOrHa ChIBOPOTKM) OJKEH ObITh MOATBEPIK-
neH 10 45-ro and [3, 11]. B HacTosLee BpeMs CyLecTByeT
MHOXECTBO Pa3JIMUHbIX COBPEMEHHBIX METOMK JAMarHoC-
THKM 3a007I€BaHMii JKEMUYEBbIBOASAIIMX MyTel y IeTeil.
CylecTBYIOT Takxe pasJiMuHble MapKepbl sl MOATBep-
’kaeHust quarHosa [12, 13]. Hanpumep, ¢ nomolipo Map-
kepoB CK7, Ki-67, CD34 1 BMMeHTHHA MOXHO OTJIMYMUTD
aTpesuio KeueBbIBOMSLIMX MyTell OT MAMOMNAaTUYECKOro

HopmanbHo Tunl Tun 111
Puc. 1. Knaccnduikauus GnnmapHoit atpesu (maTonoroaHaToMu4eckast)
TeneTnueckue NpUUMHbIL: IlepunatanbHas uHpeKUUS: HNmmyHonornueckue

NPUYHUHDI:
® HEeJOCTAaTOYHOCTDb I/IMMYHHOVl

Jeneumn: poTaBHpyC, PEOBUPYC,
* CFC,; nanunomasupyc, CMY
e 1nv;

¢ HLA fenotyp; ¢

CHCTEMbI HOBOPOXK/IEHHOTO;
e abeppaHTHble peaKLu

® FeHeTUYECKNM# MOJIMMOp-
¢$usm Ppepmenra

BMHMAPHAH ATPEBMSI . ayTOMMMYHHbIE 3aboneBanus

VMMMYHHO CHUCTEMBI,

/ f

Hpyrue:
® COCTaB XKeJlun

CUCTEMBI;

AHTeHaTasbHble NPUYMHbL:
* HapyLLeHHsl pa3BUTHs1 OMTMAPHOIA

® COCYIMCTbIN MHCYJTIBT

Puc. 2. MynbTiidakTopHast 3THONOrMst OUNMMapHoii aTpesun
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HeoHaTasibHoro renarturta [12]. B Kutae u TaiiBaHe naxke
OblIO MPEJIOKEHO MCMONb30BaTh CKPMHUHT C OMOLLBIO
LIBETHOI KapToukH ctyna (stool color card): B MmennLmH-
CKYIO KapTy HOBOPOKIEHHOTO J0OABIIsIM TECTOBYIO Kap-
TOUKY C CEMbIO Pa3IMUHbIMU BapUaHTaMK OKPACKM CTYa,
TPU U3 KOTOPBIX OblIM HEHOpPManbHBIMU. B Teuenue nep-
BOTO MecsILia )KM3HU POAUTENN pebeHKa CpaBHUBANIM LIBET
cryna pebeHKa C NpuyiaraemMoil TeCTOBOWM KapToil U 3a-
TeM OTIPAaBJISUIA ee B CKPMHUHIOBble LieHTpbl. braronaps
3TOMY CKPMHMHTY, JIeTU C aTpe3ueil )KeMuHbIX MPOTOKOB
OblIIM IMarHOCTMPOBAHbI M BbUIEUEHbI Ha PaHHell CTaauu
B 75% ciyyaeB, 4YTO MO3BOJIMIO CHU3UTb CMEPTHOCTb
Y YIYULIMTb KauecTBO KM3HM 3TMX mauueHToB [14]. Ilo-
CKOJIbKY 3TH 3aboneBanus B EBpone Bcrpeuatorcst pen-
KO, JOCTaTOYHO KJIaCCUYECKUX METOJ0B JMarHOCTHKH,
TaKMX Kak KIMHUYeCKue JaHHble, JabopaTopHble U BCIO-
MorareJbHble MeTOfibl MccienoBaHusl. HecMoTpst Ha 3To,
TpeHaTabHasi ¥ MOCTHATA/IbHAsl CKPUHUHIOBAS JUArHOC-
TrKa B EBpone 3aHMMaer BaxxHOe MeCTO B JIMarHOCTHKe
1 TIPeBEHLIMK MHOTHX JPYTrHX BPOKIAEHHbIX 3a00seBaHuit
(Merabonuyeckre HapylieHHsl, 3a00JIeBaHUsT Pa3JIMUHbIX
OpraHoB M CHCTeM, BKJIIOUasi BPOKIEHHble 3a00J1eBaHMs
yponoaTuueckoro TpakTa) [15-24].

K Hanbonee 4acTbiM KJIMHUYECKUM KPUTEPUSIM aTpe-
3UM KeJUEeBbIBOASILMX MyTeil OTHOCSTCSl XOJlecTaThye-
CKast XKeJITyXa, aXOJIMUECKHii CTyJl, U3MeHeHKe LjBeTa (1o-
TeMHEHre) MOYM, HapacTaollas enaToCrleHoOMerasus
C TpOorpeccupyolleil MeyeHOUHOi HemZO0CTaTOYHOCTbIO,
NOpTasbHasl TUMEPTEH3Us], KPOBOTEUEHNE U3 PacCLUMpeH-
HbIX COCYZIOB TNMLIEBONA, Pa3BUTHE BTOPUUHON Mallb-
abcopOum.

Buoxumuueckue nab6opamopHble aHANU3bI TO-
Ka3blBAIOT MOBbIIIEHNE KOHLEHTPALMK CBSI3aHHOTO Ou-
7MpyOKMHA, a TaKXe MOBbIIEHNe AKTUBHOCTM TramMa-
IJlyTaMUIaMUHOTpaHCcepasbl U LeovHoi ¢ocdarasbl.
[loBbILlIeHHBIE YPOBHU APYrUX aMHUHOTpaHcepas HeTH-
IUYHBI, XOTs] MOTYT ObITb HECKOJIbKO MOBbILLIEHDI. B Hauane
3ab0s1eBaHMs! KOHLIEHTPALIKsI CBSI3aHHOTrO OMIMpyOKHa 10-
BbILLIEHA, @ HECBSI3AHHOI'O — TOCTENEeHHO YBeJIUYnBaeTCs.
[IpumepHo B 1-MecsiuHOM BO3pacTe ypOBHU KOHBIOTHPO-
BAaHHOTO M HEKOH'BIOTMPOBAHHOTO OMIMPYOHHA BBIPABHH-
BalOTCsl, 3aTeM npeobiiafaeT GppaxLysi HEKOHbIOTMPOBaH-
HOro 6unnpy6uHa. B aHanmse KpoBK 0OBIMHO MPUCYTCTBY-
eT BbICOKMi1 ierikouutos (ot 20 1o 100000/ul).

ATpesust sKeUHbIX POTOKOB MOXKET ObITb JUAarHOCTH-
pOBaHa Takyke IpeHaTaqbHO MPY MOMOLLM MpeHaTasbHOM
y7IbTPa3BYKOBOI AMarHocTuku [5]. CrenyromM atanom
IWarHoCTMKM OMIMApHOM aTpe3uH SIBJISIETCS TUCTOJIO-
TMYecKoe MCCIeIOBaHWe MeYeHn M CLMHTUrpaduueckoe
ucceoBaHre. B nocnenHue rogpl peTporpanHast XoaaH-
ruonankpearorpagust (ERCP) takke npoBonuTcst y Ho-
BOPOKIEHHBIX Y JeTeil IPyJHOro BO3pacra C HUCHOJb30-
BaHWeM CreLyanbHOro MpOTOTMIIA SHAOCKONA Jjisl 3TOM

BO3pacTHO!1 rpymnmbl. YyBCTBUTENbHOCTb JAHHOTO MCCIle-
ZIOBaHMs! y OOJIbHBIX C aTpe3ueii SKemueBbIBOASLIMX MyTelt
cocraBnsieT 96 %. Y meteit ¢ HOpMaJbHBIMU MOKA3aTess-
mu ERCP aTpe3ust skenueBbIBOASLLMX NMYyTeil MOJHOCTbIO
uckmouvena [11, 25]. 3To uccnenoBaHue He sIBIISIETCS py-
THHHBIM, €r0 Yallle UCTIOJb3YIOT JIsl IMAarHOCTUKH U Jieue-
HMS XonefnoxonuTrasa [11].

B crneunanisupoBaHOM TEPPUTOPUATbHOM  LIEHTpE
IVarHo3 OWUJMapHoOii aTpe3uy, B MIease, JOJKeH Onpene-
7AThCs1 B TpU 3Tana (a6, 1). [lnarHos BaskHO yCTaHOBHUTD 110
BTOPOr0 MeCsila JXU3HU pebeHKa, MOTOMY YTO MOCIIe 3TOro
cpoka 3¢ PeKT oneparuy HAMHOTO MEHbLLIE.

AndPepeHumanbHbIn
ANarHo3 KOHbHIMPOBaHHOM
runepbunmpybmnHemmnm

I depenumanbras IMarHOCTHKA OY€Hb LUMPOKA U CIIO3K-
Ha. JIns nmarHoctuku tpeGyetcst GbICTpoe yCTpaHeHHe
IpYrMX MPUYMH HEOHATaJbHOTO XOJecTasa. Takxe Bax-
HO IM$depeHIpoBaTh KOHBIOTUPOBAHHYIO rUNepOmIm-
pyOMHEMHIO OT aTpe3nM JKeJTYHbIX NPOTOKOB, CUHAPOMA
KOHLIEHTPUPOBAHHOM 3KeTuM, KUCTbl >KETYHOrO ITy3bIps,
6onesun Kaponu [4]. CryiueHne skenuu BO BHENeUeHOU-
HbIX KeJIUHbIX MPOTOKaX (3aCTOi XKeJuK) MPOUCXOAUT Ha
dusnonornueckoil nnM QyHKUMOHANIbHOM OCHOBE. 3a-
CTO¥ KeT4M MIM 00TYpaLlKsl BbI3bIBAET Y HOBOPOSKIEHHDIX
CTOMKYIO XOJIECTATUYECKYIO JKeNTYXy M3-3a He0CTaTou-
HOIA 3KCKpeLun kenuu. Yalle BCero sTo BO3HMKAET MpH
Ieruapataunn, 06e3BoskMBaHUM opraHu3Ma u T. 1. [Tocne
peruaparaumn HOBOPOKIEHHOTO M BBeJIeH!sl IPenapaTos,
BJIMSIIOLLIVIX HA SKeNTYe0T/IeNIeHne, KIIMHNUKO-71ab0paToOpHbIe
T0Ka3aTeNlM BOCCTaHaBJIMBAIOTCS.

B rpynHoM Bo3pacTe KUCTbl KeTYHOro My3bIpst TAKKe
TPOSIBJISIOTCS] XOJIECTaTUUECKO XKeNTYXO0M, y ieTeit crap-
uiero Bospacra — Oonsgmu B skuBote [27], medancom,
JKeNTYXOM UM X0J1ecTa3oM. YacTo BO3HMKaeT KMCTO3Hasl
Iuiatauysi BHeNeueHOYHOM sKeueBbIBOAsILLell CUCTeMbI.
JlnarHo3 noMoraroT noCTaBUTh TaK1e METOZIbl UCCIIeIOBa-
HUSl, KaK yAbTPas3ByKoBasi auarnoctuka (Y3]1), MarHuTHo-
pesoHaHcHast Tepanust (MPT), komnbioTepHast Tomorpa-
¢us (KT) u cuunturpadus. Jleuenne xupypruueckoe
1 3aKJIIOYaeTCsl B MCCEUYeHMU KUCTbl C pOPMUPOBaHMEM
AHACTOMO3a C >KeTYHbIMU IIPOTOKAMH.

Cunopom (6one3nv) Kaponu (kuctosHas aunarawyst
BHYTPUIIEYEHOUHDBIX KeTUHbIX NPOTOKOB) — BPOKIEHHas!
MHOXEeCTBEHHAsl MeLIOTYaTasl AWaTaluusi BHyTpUIIeue-
HOUHBIX JKeJTUHbIX POTOKOB. YacTo 3Ta GonesHb cBsizaHa
C KMCTaMH 5KeJIUHOTO 1Ty3bIpst, TOYeK 1 BPOKAEHHbIM prb-
po30M neueHu. XONaHTUT U XOJIeJIOXOJIUTHA3 BO3HUKAIOT
Npy pacLUMpeHn BHYTPUIMEUEHOUHbIX KeJIUHbIX MpPOTO-
KOB. 3a6071eBaHNe KIMHNYECKH MPOSIBIISIETCS] CUMIITOMA-
MM OCTPOTO XOJIAHTUTa, JIMXOPAZKOii, 6OJISIMU B 3KMBOTE,
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Ta6nuua 1. npOTOKOH JUArHOCTUKHU XOJIeCTaTUYECKOMN JKEeNTyXu

1-ii aran  Temaronornueckue u GHOXMMUYECKIE UCCTIENOBAHMSI:
e O61wwit aHanu3 kposU, CPB, neueHouHble TeCTbl, XOJIECTEPUH, OUTMPYOUH, KOAryssiLys, anbOyMuUH, IPOKaIbLMTOHNH.
[lepyrHarasbHbIii CKpUHMHT MH(EKLMIA:
o TORCH, renatutsi A, B, C, CMV, EBV.
CKpHHUHT MeTaboIM4YEeCKUX HapYLLIEHHUIA:
* Asnbda- 1-aHTUTPUIICHH, AMUHOKKCTIOTBI B CbIBOPOTKE ¥ MOue. [OpMOHBI LLIMTOBUIHOM Kene3bl, XJIOPUIBI B TOTe,
reHeTH4YecKoe TeCTMPOBaHKe Ha MyKOBHCLIMI03 — €CTM Pe3yIbTaThl HEOHATAIbHOTO CKPUHMHIA HEM3BECTHBI.
YnbTpasByKkoBast AMarHOCTHKA:
* V7bTpa3ByKOBOE MCCIII0BaHNE MOKET ObITb MCMOJIb30BAHO [J1s1 BbISIBJIEHNS TOJLLMHBI 9XOT€HHOCTH NepesHeli CTeH-
KN MpaBoii MOPTasbHOI BeHbl. [Ipy aTpesuyt JKeMuHbIX MPOTOKOB 3Ta TOJMLIMHA 0ObIMHO MpeBbiiiaeT 4 MM. TepMuH
“triangular cord” vicnonb3yeTcst 715 IMarHOCTHUKM aTPe3UH SKeTYHbIX POTOKOB C TOMOLLBIO YIIETPa3BYKOBOTO UCCTIe-
Z0BaHMsI (TOJLLMHA MepeiHeli CTEHKM NPaBOi MOPTAIbHOM BEHbI BBITTISUT KaK MIIEPIXOTeHHbIi TPeyroyibHuUK) [13,
26] (puc. 3) + conyTCTBYyIOLLIE aHOMAJIMK (TTOJIUCIIIEHU3M, Situs Inversus, OTCYTCTBUE HUSKHEN! MOJIO0i BEHBI)
2-itatan  CumHTHrpacduueckoe UccienoBaHue Uil
HpocKonu4eckast perporpasHast xonanrionankpearorpadust (ERCP)
3-ii aran  YpeckoxkHast GUOMNCHSI IEUEHH 1 TUCTOJIOrMUYECKOe HCCIIeNloBaHKe

uc. 3. 7 i
Puc. 3. Ynbrpa3BykoBasi IMarHocTyka GunuapHoit atpesuu (“triangular cord”

KenTyxoi. JlnarHo3 noaTBepskaaeTcs Mpy MOMOLLM BCIO-
MoratenbHbIx MeTonoB uccnenosanust (Y3, KT, MPT)
7160 npu oMol xonaHruorpaduu. Tepanus 3akioya-
€TCs B JIEUEHNH XOJIAHTUTA, NPY JIMTHA3e — JIeUeHHe Xu-
pyprudeckoe. B nuddepenumanbHoi 1MarHocTuke v rnpu
Pa3BUTMM OCJIOKHEHUI (9HepreTHuecKu-MpOTEeNHOBbIM
nepuumT, ManbabcopOLKsl) BaXKHO MCKIIIOUNUTb U ApYrue
3a00J1eBaHMsT JKEyA0YHO-KHLIEUHOTO TPAKTA, BCTPEUaro-
11iecsi B NIepHUOZie HOBOPOSKIEHHOCTH WIIM paHHEM TpyA-
HOM Bo3pacre [28—-32].

CremyeT WCKIIOUUTb TaKke M ApYrMe MpPUYMHbI
KOHBIOTMPOBAHHOI runepOuanMpyouHemMun. B mepsyto
o4epesib — 3TO MCKIIoUeHne MHGEKLUHY (TenaThT, CErncuc,
cudUIKC, TOKCOMIa3MO3, LIUTOMEraoBUPYC, KpacHyxa),
MeTaboNIM4YecKiX ¥ FreHeTUYeCKUX HapylueHuii (aeduuur
anboa-1-aHTUTPUICHHA, FaNaKTO3eMHsl, MYKOBUCLIMIO3,
THpO3UHeMusl, 6o7e3Hb [OlIe), 3HAOKPUHHBIX Hapyllie-
HUi1 (TMTIONUTYMTApHU3M), CHMHAPOM AJaskuiisl, CHHIPOM
3enbBerepa). Crefiyer Takke MCKIIIOUUTb HEOHATAJIbHBIN
X0J1€CTa3, BbI3BAHHBII TOKCMHAMM U JIEKAPCTBAMM.
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JNleueHune 6unmapHoun atpesum

Xorecra3 y HOBOPOKIEHHOTO CJIelyeT JIEUNTb KaK HeoT-
JIOKHOE COCTOsIHMe, TpeOylolliee CPOYHOro 00OCIenoBa-
HUSI M JIeUeHUs] B CrIeLMaIM31POBaHHbIX LieHTpax [33, 34].
Jleuenvie GuMapHOM aTpe3vn 3aKIIOYAETCS] B XMPYPru-
4eCcKOM BMeLLaTeNbCTBE, KOTOpOe 00ecrneynmBaeT BbIXOA
JOCTAaTOYHOrO KOJIMYECTBA JKEJIUM B KULIEUHMK U, TAKUM
00pasoM, CrocoOCTBYET yMEHbLIEHUIO pa3BUTHSI GUO-
po3a reyeHr ¥ BOCTAIUTENbHOTO MHUbTpaTta. [lepBo-
HavaJbHBIM METOZIOM BbIOOpa y IeTeil C aTpesueit skel-
4eBBbIBOJISILLIMX TyTell SIBJISETCS rernaTonopTO3HTEPOCTO-
mus no Kacau [3, 5], npu KOTOpo¥t Ha NMpenapyMpoBaHHO
TIOBEPXHOCTH [1€YEHN CO3[AEeTCsl aHACTOMO3 TOLLEH KHLI-
KM C KeJIYHbIMU NPOTOKaMK. OTTOK >KeJTu Y MaHKpeaTH-
4eckoro cekpera obecreunBaloT Roux-Y-aHacTomo3om
Toleit KMLWKK (puc. 4). [3, 5]. B HacTosee Bpems cylie-
cTByeT GOJIblLIOe KONMYECTBO MOAMMUKALMIA 3TOrO THMa
onepauuu [33, 35, 36]. [1pu runonnasuy BHyTpUneyeHo -
HBIX SKEJTYHbIX MPOTOKOB MOKHO OKMIaTh OMNpereIeHHO-
ro, CKopee NajuIMaTMBHOrO 3P deKTa OT XUPYpruueckoro
LIYHTUPOBaHKs GHOPO3MPOBAHHBIX SKETUHBIX IPOTOKOB.
ITOT TN oOrepaLuy MPOBOIMTCS yke Oosee 1ecT-
necsiti siet. Onepatyst Obuia BriepBble BBeieHa B KIMHK-
yeckyro npakTiky Kacau (M. Kasai) n Cysyku (S. Suzuki)
B 1959 r. B fnonun. JK. Banaitep (J. Valayer) nHauan
MCI0JIb30BaTh 3Ty onepauiio B 1968 r. Bo OpaHimy, 3ateM
B CLIA ¢ 1972 . P. I1. Anbr™mat (R. P. Altman), M. Ka6enka
(M. Kabelka) ucrionb3osasn ator metoa B Yexun B 1978 1.
Ecnu onepaumto BbIMONHUTL A0 60-ro AHS XKM3HH,
OTTOK >kenuu gocruraercst B 80 % ciyuaes. Ho naxke npu
YCMELIHOM XMPYPrHueckOM BMELIATeNbCTBE BEPOSITHO
nporpeccrpoBaHie 00ne3Hu 0 LMppo3a MeveHn U pas-

BUTHSI TIOPTajIbHON runepreHsun. OTnaneHHasi BbIKMBa-
eMoCTb 00J1bHbIX cocTasisger 25—30 %. CHuskeHue OUmn-
pyOKHa 1O JOMYCTUMbIX 3HAUEHMil SIBIISIETCS MPU3HAKOM
ycrewHocTH onepaunu. Eciv cHuskeHre ypoBHs OUmpy-
OvHa SIBJISIETCSl YaCTUYHBIM, TO CO BPEMEHEM COCTOSIHME
YXYILIAETCS] M B KOHEYHOM MTOr'e pa3BMBAETCs MeYeHou-
Hasl HeIOCTAaTOYHOCTb. TPaHCIUIAHTALIMS [IEYEHU SIBIISIET-
Csl aJIbTEPHATUBHBIM TepaneBTHYeCKUM BapuaHToM. [1po-
JOJIKUTEJIbHOCTb SKM3HU HeJIeUEeHHbIX JeTeil COCTaBJseT
B CpenHeM ofiuH rog [4, 37]. YV HeonepupoBaHHbIX JeTei
MeuyeHOYHas HeJIOCTaTOUYHOCTh BO3HMKAET U3-3a TOro, UTO
He JIOCTUTaeTcsl OTTOK JKENYM, M eNVHCTBEHHbIM BapHaH-
TOM JIeUEeHHUS] B 3TOM Cjlyuyae SIBJISIETCS TPaHCIUIaHTaLus]
MIeUEeHH.

TpchnnaHTau,ml neyeHun

Y MrazeHLeB TpaHCIUIAHTALMs [eYeHd MPOBOLUTCS
¢ 1980-x rogos. B To Bpemst 6buIM paszpaboTaHbl MeTO-
IVKY NIepecasiki TOJIbKO YacTH reveHu (0ObIUHO 2-T0 1K
3-ro naTepabHBIX CEFMEHTOB) OT MEPTBOTO MJIM YKUBOTO
poacreentHoro noHopa [38—40]. TpaucnnaHTauust 0Obiy-
HO TPUBOOUT K 3HAUMTEIbHOMY YJyYILEHHIO KauecTBa
KM3HM pebeHKa. B TeueHne HECKOJIbKIX MecsILieB peOeHOK
Croco6eH TMOJIHOCTbIO MHTErpUPOBAThCSl B HOPMAJIbHYIO
JKM3Hb B COOTBETCTBYIOLLEH BO3pacTHOit Kateropuu. Ox-
HaKO MaLUeHTbl JOJKHbI NPUAEP)KUBATbCSI PEryJisipHOro
npyemMa JIeKapCTB M COOTBETCTBYIOLLEro oOpasa sKM3HU.
HanbHeiiiuee HaboOeHe 32 TAKMMU NALMEHTAMU UMeeT
Ba)XHOE 3HaueHue JUIs 0OecriedeH st UX MPaBUIIbHOTO MCH-
XOCOMAaTH4EeCKOr0 Pa3BUTHS], MPOPUIIAKTUKY HH(PEKLIMOH-
HbIX M JMM$ONPOnMpepaTUBHbIX MPOLECCOB, a TaKxke
IPYIUX COMYTCTBYIOLMX OCIJIOKHEHHIA.

Puc. 4. TenaronoprosHrepocromust no Kacan — npunumn onepauui. (A—E — rucronoruueckie cpesbl TKaHeil KUILIEUHHKA)
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BbiBOA,

Hecmotpst Ha penkocTb 3a00JieBaHMil KeNTUEBbIBOASLLIMX
nyTein y IeTel, BaskHO NPaBUJIbHO M CBOEBPEMEHHO JUArHOC-
THPOBATb 3Ty MATOJIOTHIO. B ciyyae aTpesuy skeueBbIBO-
ISILIMX TTyTeil HeoOXoAMMble 00Ce0BaHMs JOJIKHbI ObITh
BBITNIOJIHEHD] B TeUeHHe NEePBbIX TPeX HeleNb KU3HM, a pe-
GEHOK II0JIKeH ObITb MPOOTIEPHPOBaH (ONTHMAJIbHO) B BO3-
pacre 1ByX MecsiLeB. JleueHne COCTOMT U3 XMPYpPriuecKoi
MpoLienypbl, 00eCreunBaroLLeil 9BaKyaLyio JOCTaTOYHOTO
KOJIMUECTBA KENYM B KMLIEYHUK (TenaTonopTOIHTEPOCTO-
must no Kacan). Ecnin neuenne npoBogutcst 1o 60-ro nHs
JKU3HU, 3PPEKTUBHBII OTTOK skemuu gocturaercs B 80 %.
PaHHsIs1 MarHoCTHKa M JleueHue MpOLAJIEBAIOT KU3Hb pe-
GeHKa 1 0COOEHHO KaueCTBO SKM3HU TAKKX MaLMEHTOB.

AJNbTepHATUBHBIM M OUeHb TEPCIEKTUBHBIM B MOCTIEN-
Hee BpeMsl CocoOOM JieYeHHs! SBJISIeTCSl TPaHCIUIaHTaLMs
TeYeHM.
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JiarHocTuka Ta nikyBaHHs GiiapHoi aTpesii y aireit

Jmumpiesa K., Imumpies K., Bidiwjak M.? 3, Bioiwak B.>3

'BinHuybKuli  HayioHanbHUll  MeouqHull  YHisepcumem
im. M. I. [Tupozosa, Binnuys, Ykpaina

2Cnosaubkuli Meouunuli ynisepcumem, bpamucnasa, Cno-
8a44UHA

32-2a xipyp2vHa KniHiKa 1iKY8ansHO2o Ppakyrbmemy yHisep-
cumemy imeri 5. Komencvkoeo, bpamucnasa, Cnosavduxa

Pesiome. V oumsaiomy eiyi icHye 8i0HOCHO Hebazamo msic-
KUX 3aX60plo8aHb nedinku. biniapha ampesis € 0OHUM i3
Haticknaowniwux. PanHsa diazHocmuka yb020 3aX80PHOBAHHS
€ OCHOB0I0 HACMYNHO20 AJI20pummy JUKY6aHHA. Y cmam-
mi nponucyemo OCHO8HI Kpumepii diazHocmuku namoJio-
2l #08408UBIOHUX WINAXI6 Y HOBOHAPOONCeHUX ma Oimell
PAHHBO20 BiKY, @ MAKOXNC 36epMAEMO yeazy nediampie ma
HEOHamoJ102i6 Ha MPYOHOUL), SKi BUHUKAIOMb npu iXHitl Oi-
azHocmuyi. He3zsaxncarouu Ha piokicmb yux 3aXe0pHo8aHy,
npu diaenocmuyi nponoHz08aHoi einepOinipybinemii cnio
epaxoeysamu Ui ampesiio K 06406USIOHUX WIsXie, a ma-
KO iHWi PiOKICHI 3aX80pH0BAHHS neyiHKU. 3a805KU PaHHIl
OiazHocmuyi ma nodanvwiti onepayii 3a Kacai, moncnugo-
cmi mpancnnanmayii nevwinku, 8 ocmarki 08a decsmunim-
ms cnocmepi2aemsCcs 3HAYHUL NPpozpec Y NiKY8aHHi oimeti
3 ampesi€lo #08408UBIOHUX WISXI6.

Kirouosi cnoBa: 2inep6inipybinemis, xonecmamuiHa i#o6-

MAHUYS, ampesis H08408UGIOHUX WSXie, 2enamonopmo-
enmepocmomisn 3a Kacai, mpancnianmayis nedinku.

Diagnosis and treatment of biliary atresia in children
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Ukraine
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Abstract. There are relatively few severe liver diseases in
childhood. Biliary atresia is one of the most difficult. Early
diagnosis of this disease is the basis of the subsequent treat-
ment algorithm. In this article, we want to present the main
criteria for diagnosing biliary tract pathology in newborns
and young children, as well as draw the attention of pedi-
atricians and neonatologists to the difficulties that arise in
their diagnosis. Despite the rarity of these diseases, biliary
atresia, as well as other rare liver diseases, should always be
considered in the diagnosis of long-term hyperbilirubinemia.
Due to early diagnosis and subsequent Kasai operation, the
possibility of liver transplantation, in the last two decades,
there has been significant progress in the treatment of chil-
dren with biliary atresia.

Key words: hyperbilirubinemia, cholestatic jaundice, biliary
atresia, hepatoportoenterostomy by Kasai, liver transplan-
tation.



