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KOMIUIEKCHAS YJIBTPA3ZBYKOBAS IUATHOCTHUKA ATPE3UN BUJIMAPHBIX
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Aunomauyusn. Ampesus JHCeNYHLIX NPOMOKO8 — Haubolee yaACmas NPUYUHA CMOUKOU
npAMol  (KOHBIOSUPOBAHHOL) 2unepounupyOuHeMuy 6 nepevle mpu Mecaya OHCUZHU. Dmo
npocpeccupyrowds 80CNAIUMeENbHAs o0numepayus 6He- U  GHYMPUNEUEHOYHLIX HCENUHbIX
NPOMOKO8, NAMo2eHe3 KOMopol 0Cmaemcsi CHOPHbIM.

B 0630pe npeocmasnensvt coepemenHvie Oanuvie 006 IMUONAMOEHEMUUECKOU KapmuHe,
KIUHUYECKUX NPOSABNEHUAX, MemoOax OUASHOCMUKU, XUPYPSUHLECKOM JNedeHUU U UCX00ax 3mo20
2po3Ho20 3abonesanus y demel panHezo 6ospacma. lloouepxusaemcs, umo nepcucmupyrowas
HCeNmyxa 8 nepuoo HOBOPOHCOEHHOCMU Mpebyem HEOMIOHCHO20 JeYeHUsl, YCMAHO8IeHUs
0uazHo3a 6 paHHue CPOKU IHCUSHU U HALONCeHUs nopmosnmepocmomvl no Kacau odemsam c
ampesuetl HCeNyHbIX NPOMOKO8 00 80CLMOU HeOelU HCUSHU NO360IUM BblocUmb Oolee mpemu
Odemell.

Knrwuesvie cnosa: ounuapnas ampesus, 2enamoOuIuapuas cucmemd, XoiecmamudecKue
3abonesanus, YIbMPA3EYKOBOe UCCAE008aHUe, NAPEHXUMA NeYeHU, IXO2eHHOCHb, JICeTUHbIl
nY3bIPb, 2UNEPIXOSEHHBIN MANC, CUMNIMOM MPEYeOIbHO20 MAMCA, AXONUs, 2enamome2anus,
MPAHCRAAHMAYUA nedenu, Xolecmamuieckue 3a001e8anusl.

AKTyaqbHOCTB: bunmapnHas arpesuss TpencTaBisieT co00M  MPOrpecCUpPYIONIYIO
OOJIUTEpaII0 BHETMEYCHOYHBIX JKEIYHBIX IPOTOKOB, PAa3BUBAIOIIYIOCS BO BHYTPUYTPOOHOM
NepuoJie C TIOCTENCHHBIM BOBIIEYEHHUEM B IPOIECC BHYTPUIICUCHOYHOW JKETYHON CHUCTEMBI H
dopmupoBanuem OmmapHoro mupposa nedenn (Alagille D. 1984 ).

B pa3Butun 3aboneBaHui renaroOMIIMAPHON CHCTEMBI y JETEH MEpBBIX MECSLEB KHU3HU
BA cocraBiser 45% wu 3aHumaer Benyuiee MecTo. CpenHee KOJIMYECTBO 3a00J1€BaeMOCTH
coctasisier 1/10 000—1/13 000 sxuBOpOKAEHHBIX aeTei Bo Bcem mupe (BO3, 2018).

Pannsiss nuarHoctuka 3a0ojeBaHMs KpailHE BaXKHA, IIOCKOJIBKY CBOEBPEMEHHOE
XUPYPrUYEeCKOe BMEIIATEIbCTBO, a TMPH €ro HEeIPPEKTHBHOCTH — TPAHCIUIAHTALUS TCUSHH,
MO3BOJISIET 3HAYUTENHHO YBEIHYUTHh TMPOAOIDKUTEIBHOCTh M YIYYIIUTHh Ka4eCTBO JKU3HU JTHX
MaIMEHTOB.

OnHuM W3 BaXHEUIIMX METONOB JWArHOCTHKH B COBPEMEHHOW TeMaTOJIOTHH SIBISIETCS
YIBTPAa3BYKOBOE  MCCIIEJOBAaHHE C  HCIOJb30BAaHUEM  JIOMIJIEPOBCKMX  MeTomoB. s
HOBOPOKICHHBIX U JIeTel paHHEro BO3pacTa JAHHBIM METOJ MpPEACTaBIsIeT 0COOYI0 LIEHHOCTh B
CBS3M C HAJMYMEM psjla MPEUMYLIECTB Meped IPYTUMH HWHCTPYMEHTAJIbHBIMH METOIaMHU
uccnenoBanus (MHGOPMATUBHOCTh, HEMHBA3MBHOCTb, OBICTPOTAa TIONYYEHHUS PE3YJIbTaToB,
BO3MO)KHOCTh HCIOJIB30BAaHUSI Yy TMOCTENM OOJBHOIO) MW MOXET CYIIECTBEHHO JIOTIOJIHUTh
middepeHranbHy0 AMaTHOCTUKY TIPUYMH HEOHATAIFHOTO XOJIeCTasa.
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OTCyTCTBYIOT JIOCTOBEPHBIE€ JaHHBIE O JWHAMHKE W3MEHEHUH BHYTPHOPTaHHON
reMOJMHAMUKH IIPU IPOTPECCHPOBAHUH 1ATOJIOTUUECKOTO Ipoliecca.

He pa3paboTanbl yeTkue ylIbTpa3BYKOBbIE KPUTEPUHU YIS LI€JION IPYIIIBI XOIE€CTaTHYECKUX
3a00JIeBaHUN CO CXOKEW KIMHUYECKON KapTHHOW, HO TPEOYIOIMX Pa3IMYHOIO JeUeHUs (TaKux
KaK CHHJIPOM AJIaKUJIs, IPOTPECCUPYIONIHI ceMeiiHbIl BHyTpuriedueHouHbli xonectas ([ICBX) 1-
5-T0 TMTIOB U 71p.).

B coBpeMEHHON OTCYECTBEHHOM JMTEPAType HE OCBELIEHBI BOIPOCHI O HOBBIX
BO3MO)KHOCTSX YJIBTPa3BYKOBOTO METOJa B JTUArHOCTHKE OWJIMApHON aTpe3uu, O JMHAMUYECKHUX
U3MEHEHHUSX NMeYEHOYHON reMOIMHAMHKH Y MTAI[HEeHTOB Ha ATaIrle 10 U TOCIe OTepalyH.

BA 6e3 nedeHust ObICTPO MPHUBOIUT K MUPPO3Y MEUEHHU, MEUCHOYHOW HETOCTAaTOYHOCTH U
CMEpTU B Te4YeHHE NepBbIX ABYX JeT xku3Hu (Bombimen I'B., 2017). DTo cBUaeTenbCTBYET O
BBICOKOI AaKTyaJbHOCTH BOIIPOCA PAHHETO BBIABICHMS JAHHOM IaTOJIOTMU C HCIOJIb30BAHUEM
HEHHBA3UBHBIX METOJIOB.

Lenp uccnenoBanus. YioydileHHE TUArHOCTUKHA OWJIMApHOW aTpe3uu y JAeTel 3a cyer
UCTIOJIb30BaHMsI COBPEMEHHBIX METOJIOB KOMIUIEKCHOW YIIBTPa3ByKOBOW JUArHOCTHKH.

Marepuansl u meroasl. 3a nepuon 2012-2022 rr. B kiuauke TamlIMU naxoguiock nox
HaoOmonenueM 20 nereit (14 manpunkoB u 6 neBoyek) ¢ BA.

Bce manmenTs ObUTH TIIATETIHHO OOCIIEAOBAHBI KIMHUYECKH, U3yUeHbl aHAMHE3 KU3HU H
JTaHHbIE 3a00J1€BaHNUs, OLICHEHBI PE3YJIbTAThl KIMHUKO-Ta00paTOPHBIX MCCIIEI0OBAHUM.

JluarHo3  ycTaHaBIMBAJCi HAa  OCHOBAaHMM  KIMHUYECKHUX, JIAOOpAaTOpHBIX MU
MHCTPYMEHTAJIbHBIX HCCIelN0oBaHUNA. BceM NeTsM IpoOBOAMIIOCH YIBTPa3BYKOBOE HCCIEIOBAaHHE
OpraHoB OPIOLIHOMN MOJIOCTH B CEPOILIKATBHOM PEKUME.

Pesyabrarbl. Cpegauii BO3pacT JeTeil HA MOMEHT OOCIEHOBaHMS B KIMHUKE COCTaBUII
6,61+2,2 mecsua. [Ipu s3Tom 1e6r0T 3a001€BaHNS PUIIIETICS HA TIEPBBIC 3 MECsIa KU3HH.

AHanu3 aHaMHECTHYECKHUX JIaHHBIX MOKa3al, 4To B 45% ciyuaeB (9 nereii) 6epeMeHHOCTh
y Marepel mpoTekana ¢ yrpo3oil npepsiBanus. Y 8 (40%) aereil ormevasnach HU3Kasg Macca Teja
peOeHKa MpH POXKJICHHH.

[Tpu ynabpTpa3ByKOBOM MCCIIEJOBAHUM OPTaHOB OPIOIIHON MOJIOCTH Y BCEX JIETEH BBISBICHBI
rernaToMerausi, HOBbIIIEHHAs: 9XOT€HHOCTh MEYEHOYHON MapeHXUMBbl U €€ HEOIHOPOAHOCTh; y 5
nereit (25% ciydaeB) BHYTpUIICUCHOUHBIE )KETUHbIE IPOTOKU HE BU3YATH3UPOBAIUCE.

[leuenr y oOCIemOBaHHBIX JETE€H HMMeNa THUIMYHOE PACIIONIOKEHHE, YETKHE, POBHEIC
KOHTYpBHI, 4yeTkue Kpas. [lapenxnma nedeHn Obu1a OHOPOTHOMN, CPeTHEH HXOT€HHOCTH.

[Ipu mpoBeneHWN KOPPEISIMOHHOTO aHAIN3a BBISABICHA NpsMas CHIIbHAS CBSI3b MEXKIY
JUHEWHBIMU pa3MepaMu IEeYEeHU W POCTOM JieTed panHero Bospacta (r=+0,86; p<0,05), menee
BelpakeHHast cBs3b (r=10,81; p<0,05) mMexay TUHEHHBIMM pa3MepaMH TEeYeHM U ILJIOIIAJbI0
MOBEPXHOCTHU Tejla peOeHKa.

[Tokazarenu mepenHe3agHEro pa3Mepa MpaBoi M JIEBOM J0Jel B 3aBUCUMOCTH OT POCTa
IpeCTaBIeHbI B TaOIHIIE.

JluHaMHKa yBeJHYeHHUs JJUHEHHBIX pa3MepoB Me4YeHH B 3aBUCUMOCTH OT PocTa pedeHka
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poct 53-55 cm |56-58 cm | 59-61 cm |62-64 cM | 65-68 cm

A (mm) M=o 61,2+3,961,7£5,4 | 63,1+3,8 | 64,2+£3,6 | 65,9+3,6

JIT (mm) M+o
43,7+£2,9 44,729 | 44,7+3,8 (43,5+£2,2| 47,0£5,0

O6o3nauenus: [I1JI - mpaBas nons (mepemHesamHuii pasmep); JIJ| - nmeBas mons
(nepenue3aaHuil pazmep).

Kemunprii my3bips ObT uaeHTH(UIIPOBaH BO Beex 20 ciydasx. OH UMeN MPaBUIBHYIO
dopmy, ToHkHe (He Oosiee 1 MM) CTEHKH U aHAXOreHHoe cojepxumoe. CpelHas ATMHA KEITYHOTO
IIy3bIps y A€TEH KOHTPOJILHOM Irpynmsl cocraBwia 24,3+3,6 MM, mmpuHa — 5,9+1,8 Mm.

HccnenoBanue OOLIETO >KEITYHOTO MPOTOKA B 3TOM BO3PACTHOM TIpyIIe CONPSDKEHO ¢
pAIOM TEXHHYECKHX MpoOieM (HEBO3MOXKHOCTh OCMOTpA HAalMEHTa MU 3aJepiKKe JbIXaHus,
OecCITOKOIfHOE TIOBEIEHUE TOJIOMHOTO pPEOCHKA, IMOBBIIICHHOE KOJUYECTBO Ta30B B OpIONIHOMN
MIOJIOCTH, a TAaKXKe Majble pa3Mepbl uccineayemMoro). OOmuii )KeTYHbIH TPOTOK B OCHOBHOM TpyIIIe
noctoBepHo onpeaensuica y 4 (20%) aereit. Haunyumas Busyanuzanus OXII ocymectsisiiack
Opd CKAaHWPOBAHWU B TIOJIOKEHWM JaT4YWKa NEPHEHIUKYIIPHO MpaBoil pebepHoil nyre (B
IOPOEKIUM TenaToiyo/leHAIbHOW CBSI3kM). B n1aHHOM ciyyae OOIIMH OKEMYHBIH MPOTOK
omnpenesAeTcss Kak TpyOuaras OSXOHEraTMBHas CTPYKTypa C  OXOI€HHBIMHU
pAacIIoNOkKEHHAs! B HEITOCPEACTBEHHOM OIM30CTH K CTBOJIY BOPOTHOM BEHBI, O0Jsiee HEUTpalibHasl 110
CpaBHEHMIO C HUM. [Ipu HCIIOIB30BaHUU PEKMMOB LIBETHOTO 1TOTOKA U JJ] 11BETOBOM CUTHANI B HEH
He ompenensuics. Juamerp oOuiero >Kea4yHOro MpoTOKa y JeTe AaHHOM BO3PAacTHOM IpyIIIBI

CTEHKaMH,

cocraBuia 1,0+0,1 mMm.

Koarynomnarusi, XxapakTepu3yromasicsi KpOBOTEUCHHEM W3 MECT WHBEKIUU, MOSBICHUEM
CHHSIKOB Ha TeJle W TeTeXHaJbHOU chinu, Habmronanack y 12 (60%) nereit B Bo3pacTe mepBhIX 3
MECSIEB KU3HH, a Takxke B Je0rore 3aboneBanus. Y octainbHbix 8 (40%) nereit 1o
XUPYPrUYECKOTO  JICUEHHUs DIH30/I0B MOATBEP)KICHHBIX ~ KIMHUYECKH U
nabopaTopHO, HE 3aperucTPpUpPOBaHO. DBHOXMMHUYECKHH aHamu3 KPOBH BBIIBUI YMEpPEHHOE
MOBBIIIEHHE aKTUBHOCTH mutonutudeckux pepmenton: AJIT 150,8+22,6 EJl/n, ACT 240,2+36,6
EJl/n. YpoBenb oOmiero Omnupyouna moswicuiics go 153,7£17,6 MkMonb/l ¢ mpeoOliagaHueM

KOaryJjioIaTmuu,

npsMoit gpakuuu Oounmmpyouna (84,0+10,1 mxmons/im). Conepikanue oOmiero Oenka COCTaBHIIO
61,7+1,9 /i1, ypoBenb anms0ymuHOB — 35,1£1,2 1/71.

Jlyis ompenieNieHnsT TUarHOCTUYECKOW IEHHOCTH OTACIBHBIX YIBTPa3BYKOBBIX MPHU3HAKOB
OBLTH OIpENeNeHBl WX CHEIU(PUIHOCTh, TYBCTBUTEIBHOCTh W MPOTHOCTHYECKAS IEHHOCTH. [lo
pe3yapTaTaM HaIllero UCCIeNOBaHMs Haubosee CIeluUIHBIME SBISIOTCSA: OTCYTCTBUE KEITYHOTO
my3bips (90%), TUIIEPAXOTEHHBIN TSHK Ha MecTe KemdHoro my3sips (90%), TpeyroabHBIA TK-
cumntom CTT (90%). UyBcTBUTEIHHOCTh TMEPEUMCIICHHBIX MPU3HAKOB HE MpeBbimaeT 78,5%
(OTCYTCTBHE JKETYHOTO My3bIps). MakcuManbHasl MOJIOKUTENbHAS MPOTHOCTUYECKAs IIEHHOCTh
OTMEUEHa JUIsl TpU3HAKa <OKEIYHBIM TMy3blph B BUAE rumepsxoreHHoro tsxka» (90,9%),
oTpulaTeabHas MporHocTudeckas neHHoctb — A STR (78,3%).
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JIMarHOCTHYECKAs] I[EHHOCTh OTAEJIbHBIX YJIbTPAa3BYKOBBIX MNPHU3HAKOB M HX
coueraHuii B anarnoctuke BA (%0).

YabsrpasBykoBbie |UyBcTBUTEIBHOCTH | CnienupuyHocTs | IloJioxkur, OTtpuuar.,
NPU3HAKH npeacKas3ar. | NpeacKasar.
LIEHHOCTh LIEHHOCTh
OrcyrcrBHe 78,5 90 89,5 36
JKeJIYHOTO My3bIPs
JIIMHA JKeJTYHOTO 63,2 74 66,7 63,7
ny3bipsi
JKII B BUge 66,7 90 90,9 72
TUIEPIXOTreHHOT0
I'emaroMeraJsus 75,7 60 84 63,2
CieHomeraJiast 69,8 70 88 73,7
CTP 66,7 90 84,3 78,3
CTP+ orcyTcTBHE 80 95,6 80 90,1
JKEeJTYHOTO MY3bIPS
CTP + KII B BHE 74.1 93,2 78,7 82,4
TUIEPIXOTreHHOT0

3akirouenne. Ha ocHOBaHuM aHanu3a MEpBbIX KIMHUYECKMX CUMNTOMOB BA y nereit
paHHEro BO3pacTa M0Ka3aHo, YTO OJHUM U3 Haulojee BaKHBIX B JUATHOCTUKE aTPE3UU SIBISAETCS
COYECTAaHME axOJIMM Kajla C JUIMTEJIBbHOM JKeNTyXxod u remaromeranued. Hammume stux
KIMHUYECKUX CHUMITOMOB MOJKHO CUMTarb IIEPBBIM 3TAllOM B aJIrOpPUTME IUAarHOCTUKU BA 'y
Jereil TMepBbIX 3 MecCALEB OJKU3HH, 4YTO OOyCIaBIMBAaeT HEOOXOJUMOCTh IPOBEIEHUS
OMOXMMHMYECKOTO aHAIM3a KPOBH, SIBJISIFOIIETOCS] BTOPBIM 3TAallOM JUarHOCTHKU BA.

[Ipu BBIABICHWM KOaryjiomaTud, THIEPOMIMPYOMHEMHH MPEUMYIIECTBEHHO 3a CUeT
npsMoit ¢ppakuuu, noseimennn ypoBHs I'TTII n menownoit ¢pocdarazbl HEOOXOIUMO MPOBEACHNE
TPEThEro JTana AMATHOCTUKW OMIIMApHOW aTpe3WH — YABTPa3BYKOBOTO HCCIIEOBAHUS OPTaHOB
OpIOLIHOM MOJIOCTH, KOTOPOE BBISBIISET MOBBIIIEHHYIO SXOI'€HHOCTh [T€UEHOUYHOM MapeHXUMBI U ee
HEOJHOPOJHOCTh, HApPYIIEHUE BHU3yaJIU3allMM BHYTPUIICYEHOUYHBIX JKEJIYHBIX IPOTOKOB U
YKEITYHOTO ITy3BIpSl.
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