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PE3IOME OnucaH cnyyan 6unvapHoiin atpesun y pe6eHka (BA), nepBbiM KNMHNYECKNM NPOABIEHNEM KO-
TOpOI1 ABWICA CUHAPOM XoJiecTasa C NOBbiLUeHNEM YPOBHSA NPAMOro 6unmpy6uHa B paHHeM HeOHaTaslb-
HOM nepuoge. Jlyywana BbKMBaemMoCTb 1 NPporHo3 npu BA 3aBucAT OT paHHel AMarHocTviku (B nepBble
ABa MecsALa XN3HWN) 1 CBOeBpPeMeHHOI NopTodHTepocTomMmumn no metoauke Kacawm. NMpun otrcyTcrBum neve-
HUA NporpeccupyroWni LMppPOo3 NevyeHn NPUBOAUT K CMepTH NaLeHTa K ABYM rogam »KuUsHu.

KnioueBble cnioBa: 6unnapHas aTpesns, Xosecras, NpsamMoi 6unnpy6mH, NOPTOSHTEPOCTOMUSA, HOBOPOX-
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bunnapHaa atpesmna oTHOCUTCA K rpynmne XonaH-
rMonaTui, XapakTepusylolwenca obnuTepauven
Kak BHe-, TaK 1 BHYTPUNEYEHOUHbIX »KeTYHbIX NPO-
TOKOB, CNYXXUT OCHOBHOWM MPWUYMHOWN TpaHCNiaH-
TauUn B NegmaTpuyeckon npaktuke (go 80 %) [1].
AHOManuaA yalle BCTpeyaeTca y fIeBOYEK, NPOABAA-
€TCs B HEOHATallbHOM nepuroge 1 6e3 onepaTUBHO-
ro nevyeHus NPUBOAUT K BTOPUYHOMY GUIiapHOMY
LMppO3Y, NeYeHOYHOM HeJOCTaTOYHOCTM N K CMep-
TV pebeHKa B NepBble [Ba roda XusHu [2].

CornacHo MexpgyHapogHoW Knaccudbukaumm 60-
ne3sHei 10-ro nepecMoTpa 3aboneBaHne OTHOCUT-
cA K nog6noky Q44 (ko Q44.2 — ATpe3uns XenyHbix
npoTokoB). BoigensioT ase ¢opmbl BA: ambpuo-
HanbHy (CMHOPOMHYI0) W MepuHaTanbHyl (He-
CUHAPOMHYI0). DMOproHanbHaa bA BcTpeuaetca B
npegenax ot 10 go 19,8 % HabngeHUN 1 coveTa-
eTcA C APYrMMn BpOXKAEHHbIMW aHoOManuamun. Mpwm
nepuHaTanbHOM BA nmeeT MecTo TOMIbKO Mopaxe-
HWe renaTobunmapHon cuctembl [3]. 3abonesae-
MOCTb Hamnbosee Bbicoka B A3nm (100-500 Ha 100

000 >kmBOpOXKAeHUI Ha TarBaHe 1 B AnoHuUK) no
cpaBHeHuto ¢ EBponon (5-25 Ha 100 000 »K1BOpPOXK-
aenunn) [4].

MpUYrHbI BO3HMKHOBEHUA aTpe3nn MXKenuHbIX Npo-
TOKOB [0 KOHLIa He AcHbI. Kak npu sm6proHanbHo,
Tak 1 Npu nepuHatanbHol $dopmax BHauane xen-
yeBbIBOALLME NYTU Pa3BMBAOTCA HOPMasbHO, HO
nosgHee nopdBepralTca BO3feNCTBMIO paga dak-
TOPOB (BMPYCbI, TOKCUHBI, AedeKTbl KpoBOObpalLLe-
HUA 1 ap.), NPUBOAALLMX K UX obnutepauun [5, 6].
B nonb3y reHeTnyeckom rmnoTesbl CBUAETENbCTBYET
TOT daKT, yto y 10-20 % peteln c BA nmetoT mecTo
Apyrne aHomanuy BHYTPEHHUX OopraHoB. o daH-
HbiM R. Kotalova et al. [7], reHeTuueckuin gedekxT re-
naTouuToHykneapHoro dakropa 1-f (HNF1B) moxeT
deHoTMNNUeckn npoanATbca bA, monukncTosom
noyek U rvnonnasven MNOKeNyAoUHON »Kenesbl.
Ha ocHoBe MOMHOro 3K30MHOr0 CeKBEHMPOBaHUA
W. Lam et al. BbIABUAM MyTaLmmn LuAMapHbIX reHOB
PCNT, KIF3B n TTC17 y 31,5 % nauneHTOB C HECUH-
ApoMHol dopmoit BA [8]. Taknum obpa3om, aTpesuns
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XKenueBbIBOAALLMX NyTeN MOXKeT GpOpPMUPOBATLCA Y
nnoga npu onpeaeneHHoN reHeTYeCcKom npeapac-
NONOMEHHOCTN U ABNAETCA OOLMM MCXOAOM BO3-
LencTBMA pas3nmyHbix pakTopos [9, 10].

bonbwnHCcTBO Aeten ¢ bA poxpalTca JOHOLWEHHbI-
MU C HOPManbHbIMK MOKa3aTeNAMM MacCbl U PoCTa.
KenTtyxa noaABnAeTca Ha 2-3-U CYTKU XN3HW, K KOH-
Uy 1-2-11 Heflenn ee UHTEHCUBHOCTb YMEHbLUIAETCA —
«CBET/IbI MPOMEXKYTOK», @ 3aTeM BHOBb HapacTaeT.
OfVH 13 paHHUX 1 MOCTOSIHHBIX CUMMTOMOB Oones-
HW — axonuyHbln cTyn. [na BA xapaktepHo ¢opmmpo-
BaHVe rernatomeranmm K AByXMeCAYHOMY BO3pacTy
pebeHka. OTMeyaloTcA HegoCTaToOUHble MprbaBKY
Maccbl Tena ¢ GopMMpPOBaHEM TMNOTPOPUN.

Hanbonee paHHMM nabopaTopHbIM Mpr3HaKom 60-
Ne3HN ABNAETCA MOBbIEHNe YPOBHA 6unmnpybrHa
3a cyeT nNpamon Gppakuun, B AUHAMMKE HapacTaloT
MapKepbl XomecTa3a, MokasaTenn TpaHCaMUHa3bl
MOBBILLAKTCA YMEPEHHO U, KaK NPaBUIIo, OTCPOYEH-
Ho. bonblioe 3HaueHue AnNA AWArHOCTUKWU MMeeT
YNbTPa3ByKOBOe WCCNeaoBaHue. BoisaBnaloT oTcyT-
CTBME >KEIYHOro My3blpA MO0 ero AuHy MeHee
19 MM. YNbTpa3ByKOBOW CYMMTOM <TPeYrojibHOro
pybua», Mmopdonornyeckum cybcTpaTomMm KOTOPOro
ABNATCA GUOPO3HO N3MEHEHHbIE TKaHM B BOPOTaxX
nevenHu, cneundunueH ansa bA [2, 3, 11]. Hanbonee
TOYHbIV METO PaHHEeN ANArHOCTVKM — NaToMopPdo-
nornyeckoe nccriefoBaHve 6ronTaTos neyeHu. K xa-
pPaKTepHbIM U3MEHEHNAM OTHOCAT: 3aCTOM »Kenuu B
renaToLMTax v »KenyHbIX NPOTOKax, Nponndepaumio
MeNyYHbIX MPOTOKOB, MMraHTCKyl TpaHchopmaLmio
KNEeTOK, MOPTasibHbI 1 NepunobynapHbIi oTek 1 Gpu-
6po3. Xvpypruyeckoe neveHune bA nposogmtcsa nuéo
B AiBa 3Tana: onepauma Kasai (nannnatneHaa nopTo-
SHTEPOCTOMUA), OCYLLECTBNAEMas B HEOHATa/IbHOM
nepuoge € nocregymoLlen TpaHcnnaHTaumen neye-
HW, NN6O OAHOSTaNHOe — TPaHCMNIaHTaUuA neyeHu,
YTO NPeAnoYTUTENLHO. [TOPTOSHTEPOCTOMMA MOXKET
BOCCTaHOBUTb OTTOK xentun y 80 % naLuneHToB, ecnm
onepauua NpoBOANTCA B CPOK A0 60 AHEN C MOMEHTa
poxaeHus; nocne 60-gHeBHOro Bo3pacTa 3GdeKTB-
HOCTb OMepaTUBHOrO neyeHnsa cHuxKaetca [12]. Mo
[aHHbIM pa3HbIX aBTOPOB, MATUIETHEE BbIXKMBaHWE
LeTeil nocne MOPTOSHTEPOCTOMMM COCTaBAAET OT
34,8 no 44,8 %, a pecatunetHee — ot 23 0o 90 % [13].

MpuBoaMM COBCTBEHHOE KNMHMYECKoe Habnioge-
Hue BA y manbuunka, poXageHHOro B OQHOM 13 po-
[AOBCMOMOraTeibHbIX yupexxaeHunin ApxaHrenbCckom
obnacTu.

Manbuuk E. oT Hebnm3KopoacTBeHHOro bpaka po-
Anncs B okTaope 2022 r. ¢ maccown 3600 r (p50-90),

AnnHon 52 cm (p50-90) oT naTon 6epeMeHHOCTH,
TPETbMX CPOUHbIX pofoB B 40* Hepenb (B aHaMHe-
3e y XeHLWMHbl — 1Ba MeaULMHCKMX abopTa 1 fBoe
CPOUHbIX POAOB, ManbuuKky 300poBbl). paBuaap-
Hbll Mepuof OC/IOXKHWACA aHeMuen, apTepuasnb-
HOWM runepTeH3nen, Taxmkapanen, npoTenHypuren
(Ha3HaueHbl »kenesocofepalyme M rMNOTeH3mB-
Hble Npenaparbl). PebeHok poaunca no wkane An-
rap 8/9 6annos c 06MNbHLIMY AVanefe3HbIMU KPo-
BOV3INAHMAMU B KOXHbIM NTOCKYT N1LA, B NepBble
CYTKM BaKLMHUPOBaH NpoTuB renaTtuta B.

KenTywHbIn OTTEHOK KOXW, pacLeHEHHbIN KakK pe-
30pOUMOHHDIN, OTMEYEH CO BTOPbIX CYTOK KMU3HU C
HapacTaHeM K TpeTbeMy [IHI0, MpoBoaunack GpoTo-
Tepanua, CTyn 6bin oKpaleHHbIM. Ha nATble cyTKn
JocTaBneH 6puragon caHasuauuu B MNeprHaTanb-
HbI LeHTp I. ApxaHresibcka B CBA3M C runepounu-
pybrHemuer, conpoBoOXatoLLenca NocTeNeHHbIM
HapacTaHueM npamon ¢pakunu. Mpn ocmoTpe: co-
3HaHWe ACHoe, pebeHOK aKTUBHbIV, KOXKa MenTyLu-
HaA C nocnedylowmum nosABAeHNEM 3eneHOBaToro
OTTeHKa, NPM3HaKoB 6UNNPYOMHOBON MHTOKCMKA-
Uun He OoTMmeueHOo. MNoAKOXKHO-KMpPOBasA KieTyart-
Ka pa3BuTa Y4OBNETBOPUTENbHO, NMMbATMUECKNE
y3/bl He yBenuuyeHbl. HocoBoe pbixaHue cBobop-
HOe, B NErknx Be3UKYNAPHOe, YacToTa AblXaHUA —
46 B MNHYTY. TOHbI cepaua ACHble, PUTMUYHbIE OO
150 ygapoB B MUHYTY, NO IEBOMY Kpato rpyauHbl
BbIC/YLUMBANICA Herpyobiii  CUCTONMNYECKUA LYM
6e3 nppagnauyunmn. KXnMBOT MArKKIA, NpY Nanbnaumnm
neyeHb BbICTYNAaeT Ha 3 CM HWXKe Kpaa pebepHon
Z4yru, ceneseHka He yBenunyeHa. B KoHLe paHHero
HeoHaTanbHOro nepuofa CTyn CTan axOSNYHbIM,
MOYa npuobpesna TEMHBbIN LBET.

YunTbiBasg LMPOKWI CMEKTP HO30/I0MNMYeCcKnX Co-
CTOAHWI, COMPOBOXKAAMOLMXCA HEOHATasSIbHbIM XO-
nectas’om (aHaTommuyeckaa oOCTPyKUMA OunapHON
cncTeMbl, MeTabonuyeckre 1 UHGEKUMOHHbIE 3a-
6oneBaHNA, XPOMOCOMHbIE M SHOOKPUHHbIE HAapy-
LUEHNSA, BO3MENCTBME TOKCUMHOB W JIEKAPCTB, MpPO-
rpeccupyowmnin 1 [O6POKAYECTBEHHDBIA CEMENHBbIN
XonecTas, CMHAPOM Anaxkunna n gpyruve), nposeaeH
JVNArHOCTUYECKMIA MOUCK, BKITOYAKOLWWIA KOMIMIEKC
nabopaTopHbIX 1 UHCTPYMEHTaSIbHbIX MCCNIeOBaHUIA.

O6LWwwriA aHanNU3 KPOBU 1 MOYU — B Npeaenax HoOpPMbl.
Mpu 6MOXMMMYECKOM UCCIIEAOBAaHUN KPOBU OTMe-
YeHbl Mpr3HaKM XonecTasa U LMTONM3a: YPOBEHb
obuero 6unupy6rHa Ha TPETbU CYTKM Xn3Hn — 304
MKM/n (npamon - 31,5, 10,4 % oT obuiero), Ha ns-
Tble cyTkM — 26 TMKM/n (npamoii - 65,5, 25 % oT 06-
wero) MKM/n, B BO3pacTe 04HOro MecsLa YpoBeHb
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obwero bunupybuHa — 95,7 MkM/n (npsimoi — 76,5,
79,9 % oT obuiero) , NOBbIEHNE YPOBHA TPaHC-
amuHa3z: AJIT - 39 Ea/n (Hopma — po 35), ACT - 91
En/n (Hopma — fo 60) . LlenouHan docdaTasa — 584
En/n (Hopma - no 320), TT-476,2 Ep/n (Hopma - go
270), xonectepurHa — 3,36 mmonb/n (Hopma — 4o 2,6),
MKEeNUHbIX KNCNOT — 227,4 MKMOSb/N (3HAaUNTENbHO
noBblleH). Pe3ynbTaT HEOHATaNbHOrO CKPUHUHIA
OTpuLUaTEeNbHbIN Ha ranakTo3emuio (ranakrosa -
2,33 mr/pn) n myKkoBucUMAO3 (MMMYyHOPEeaKTUBHbIN
TpuncuH — 27,7 Hr/mn), anbda-1-aHTUTPUNCUH —
955,8 mr/n (Hopma). JIAI — 586 Ea/n (Hopma). Uc-
cnepoBaHue Kposu metogom [MLP He oOHapyxuno
JHK Bupyca npoctoro reprneca, napBoBupyca, Luu-
TOMErasioBMpPYCa, KPAaCHYXM 1 TOKCOMIasmbl.

Mo paHHbIM peHTreHorpadry NO3BOHOYHMKA U3Me-
HEHWI NO3BOHKOB, TUMNYHbIX ANA cMHApoma Ana-
Xnnna, He BbiABNEHO. Npu ynbTpa3ByKkoBOM mncche-
[OBaHNM OpraHOB GPIOLIHOM MOMOCTU — MPU3HAKN
renatomeranuu (+3,5 cm), rMNONAasunN *enyHoro
ny3blps, OTCYTCTBME €ro COKpaTUTeNbHON QYHK-
ummn. B Bo3pacTe Tpex Hefenb KM3HUW BblABEHbI
3XOCKOMUYeckne NpusHaku GpopmmnpoBaHma nepu-
nopTanbHOro ¢prbposa, CUMNTOMA «TPEYrofIbHOrO
py6ua». dnekTpoKapanorpadpus: HenomnHas 6noka-
[la MpaBol HOXKK NyyKa lMca, nerkoe noBblweHme
3NEKTPNYECKON aKTMBHOCTW MPABOro »Kenyfouka.
Oxo-Kapauorpadua (6 aHen): BTopuUHbIA OMIMM
cpefnHero AvameTpa, He3HaunTeNlbHadA neperpyska
npaBsbIx Kamep cepaua. B Bo3pacte mecaua: oTKpbI-
TOoe OBaNibHOe OKHO. HelipocoHorpadusa: Ha Mo-
MEHT UCCNIeJOBaHNA NATONOIY He O6HapYKeHO.

PebeHOK OoCMOTpeH cneumannctaMmi nepuHaTasib-
HOrO LEHTpPa, TaKTMKa ob6crefoBaHNA U NevYeHns
cornacoBaHa. Bpauyom-reHeTKOM pekomeHaoBaHa
TMC Ha cyxux nAaTHax Kposu 1 JHK-gnarHocTmka —
TapreTHaA naHenb reHoB. B nabopaTtopun cenek-
TUBHOTO CKpuHMHra OIrbHY «MIrHL, nm. akagemumka
H.l. BoukoBa» MeToAOM MacCOBOIro napasnienbHo-
ro CeKBEHMPOBAHUA MPOBeAeH aHanu3 52 reHos,
MyTaLM B KOTOPbIX Bbi3bIBAKOT HaCNeACTBEHHbIE
3ab0MeBaHNA, COMNPOBOXKAAMLWMECA CUHAPOMOM
XonecTtasa (B pamKax nporpammbl «[eHeTnyeckoe
TECTUPOBaHMeE Ha HaceACTBEHHble BOMEe3HN C No-
paxeHnem rneyeHn»). VI3MeHeHNn HyKneoTUAHOWN
nocnefoBaTeibHOCTM, OAHO3HAUYHO WHTepnpeTu-
pYyeMbIX Kak NaToreHHble, He BbIAB/IEHO.

Bpayom-ractposHTeponorom pekomeHA0BaHO Npo-
BOAWTb KOHCEPBATUBHYIO TEPanuio HEOHATANIbHOMO
XoJiectasa U, yunTblBas BbICOKUI pUck Gbrnbpoobnu-
Tepauumn BHYTPUMNEYEHOYHbIX XeTYHbIX MPOTOKOB 1

bopMrpoBaHmMs BUINAPHOrO LUMPPO3a, PELLUTL BO-
npoc o nepeBofe pebeHKa B Creunanm3mpoBaHHoe
yupexxaeHue Ansa onepaTrBHOrO NIeYeHus.

3aK/oyeHne Bpaya-remaTtosora: JaHHbIX 3a remop-
parnyeckyto 60ne3Hb HOBOPOXAEHHbBIX HET, PeKo-
MEHAOBAHO NPOJAOKNUTL Tepanuio BUKaCoIOM 13
pacueTa 1 Mr/Kr oguH pa3 B Hegento.

Bpauom-kapgnonorom  yCTaHOBMEH  AMArHos:
«BpokpeHHbIn nopok ceppua (BMC): BTOpnYHbIN
debeKT mexnpeacepaHon neperopoakm (AMIMM) c
neperpys3Koi npasBblx Kamep ceppua. Hegocratou-
HOCTb KpoBoobpalieHua (HK) 0 cteneHu». Peko-
MeHAoBaH KoHTponb YCC, anypesa, BECOBbIX Npu-
6aBOK, gnypeTnyeckaa Tepanua B TeYeHue cemu
aHen. Tpy MOBTOPHOWM KOHCynbTauum (BO3pacT
pebeHka — 1 mecsiy 10 aHen) gnarHo3s: «BMC: BTo-
puuHbin IMIM B npouecce camo3apateHusa. HK
0 creneHn. QyHKLUMOHaNbHbIN Knacc 1».

OdTanbmosniornyeckorn 1 HeBpPOSIOrMYeCcKon naTto-
NOTWY He BbIABNEHO.

B Bo3pacte pebeHka 2,5 Hegenu BpayvoM-Xupyp-
rom npoBefeHa KOHCyNbTaumua Co cneumanmctamm
O®rAQY BO «PHUMY mm. H.U. NMuporosa» MnH3gpa-
Ba Poccuum, yctaHoBneH amnarHos: «<ATpesuns xenye-
BbIBOAALLNX NyTen». PEeKOMeHAOBaH KOHTPOSb aHa-
NN30B B OVH MeCAL, C MOBTOPHOWN KOHCY bTalMen.

3a nepuog npebbiBaHKA B CTaLMIOHAPe ManbynK Ha-
XOAWSCA Ha rPyAHOM BCKapmnnBaHuy, 3a 1,5 meca-
ua npubasun 1425 r, Macca Tena coctasuna 5055 r
(p50-90). OcHoBHOWM AnarHo3s: «BlP — BpoxaeHHan
runonnasua xenuyHoro nysbipa (Q 44.0). bunnap-
Haa aTpe3ua. CuHapom xonecrtasar». ConyTcTBy-
towun guarHos: «BrC: sropuuHbin MMM B npo-
Lecce camo3zapateHua. HK 0 ctenenun. OK 1». U3
Me[VKaMeHTO3HOW Tepanuu nony4yan ypcodanbk
30 Mr/Kr/cyT, XNpopacTBOpMMble BUTaMUHbI: XOne-
kanbundepon 1000 ME oavH pa3 B cyTku, Tokode-
pona aueTat 5 Kanenb ABa pa3a B CYTKW, BMKacoN
1 Mr/Kr pas B Hefiento, a Takxke KpeoH 1000 Ep/kr/cyT
1 BEPOLUMNMPOH 2 Mr/Kr/CyT B TeYeHne ceMmn QHeN.

B Bo3pacte 1,5 mecaua pebeHOK rocnmTannsnpo-
BaH B OTAENIeHMe PEeKOHCTPYKTUBHOW 1 BOCCTaHO-
BUTENbHOW XUpypruy GptolHon nonoctu Poccunii-
CKOW [€TCKOW KNMHMUYeCKol 6onbHMLbl, rae obina
BbINOJSIHEHA MOPTO3HTEepoCcTOMMUA (MeToAaMKa Ka-
caun). Ha BocbMble CyTKM NOC/ie OnepaTuBHOrO BMe-
LIaTeNbCTBA BbINMCaH NoA HabnogeHre yYacTKOBO-
ro negmaTpa No MecTy XUTeNbCTBa.

Kak BUAMM, HEOHATANbHbINA XOnecTa3 COMNPAXeH C
6onbWwNM NepeyHem 3aboneBaHWin, YTO 3aTPYLHA-
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eT 6bIcTpoe BbiABMIEHVE HO30M0rMYeckon Gbopmbl
AN CBOEBPEMEHHOro AOCTUXEHNUA ONTUMaNbHbIX
pe3synbTatos. [lpeactaBneHHbIn ciyyvan bBA nosso-
nAeT o6paTMTb BHMMaHWE MPAKTUYECKUX Bpayen
Ha BaXHOCTb HabnogeHNA 1 yrny6ieHHoro obcne-
AOBaHUA AeTel C XKenTyxamu, COnpoBOXKAAOLLMMN-
CA HaKomJieHnemM npAmMon ¢pakumum GunnupyouHa.
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BILIARY ATRESIA: A CLINICAL CASE

L. G. Kiseleva, E. S. Loseva, M. M. Popova, Yu. N. Sazonova

ABSTRACT. The article presents a clinical observation of a child with biliary atresia (BA), the first clinical
manifestation of which was cholestasis syndrome with increasing the level of direct bilirubin in early
neonatal period. The best survival and prognosis in BA depends on early diagnosis (in the first two
months of life) and timely Kasai portoenterostomy. If untreated, progressive cirrhosis of the liver leads to

patient’s death by the age of 2 years.

Key words: biliary atresia, cholestasis, direct bilirubin, portoenterostomy, newborn.



