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CIIUCOK COKPAILIEHUH
AJIT — aJlaHMH-aMUHOTpaHcdepasa
ACT — acnapTar-aMHUHOTpaHcdepasza
antu-HCV —aHTHUTENA K aHTUreHaM BHUpyca renatura C
bA — OunmapHasi aTpe3ust
B-JITT/ — OeTa-TUIONPOTEH/IbI
B1UY — BUPYC UIMMYHOAe(pHUIINTa YeTTOBEKA
BB — BOpPOTHAsl BEHA
ITT — raMma-riayTaMuHTpaHcdepasa

Heduuur a-1-AT — gedunut anbda-l-anturpuncuna

JAT'Kb — JIeTCKas TOPOJICKast KJIMHUYEecKass OOJIbHUIIA
JAMOKIT — ne(EeKT MENKIKETYJOUKOBOU MEPEropo iK1
JIMIIIIT — ne(exT MeXIpeIcecpIHON IEPEropoaKU

NP — UHJIEKC PE3UCTEHTHOCTHU apTEPUAIBHOIO KPOBOTOKA
KM/] — KOPTUKO-MeayJuIsipHas quddepeHupoBka

JTA — JIErOYHas apTepus

JUIT — JIAKTaTACTUAPOTEHa3a

MCKT — MYJIbTUCTIMPAJIbHAs KOMITbIOTEPHAs TOMOTpadus
MPT — MarHUTHO-pPE30HAHCHAasi ToMorpadus

OAII — OTKPBITBIA apTE€pUAIIbHBIN TPOTOK

[ITHU — IPOTPOMOMHOBBIN UHIEKC

[IOI1IT — MOBBILIEHNUE 3XOIN€HHOCTH NTOYEYHOM ITaApEHXUMBbI
CA — CHHJIPOM AJIaXUJUIS

CB — celle3eHOYHAasl BeHa

T — TPUIVITULIEPUIBI

D — menovHast ¢pocdarasa

XC — XOJIECTepUH

Y31 — YABTPa3BYKOBOE UCCIIEIOBAHUE

OXOKT — 3xoKapauorpadus
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Hbs-Ag — OCJIKOBBIE aHTUTE€HBI BUpYyca-BO30yauTens renatura B

ARFI — acoustic radiation force impulse

JAG1 — mytanums rena JAGGED1

METAVIR  — cnenumanpHas mKkaia, onpeaessonias cTerneHb Guopo3a neueHu
NOTCH 2 — Notch signaling pathway (NSP), coxpaHsromuiicss MeKKICTOYHBINA

CUTHaJIbHBIA MexaHu3M, rae JAGI cinyXuT B KauecTBe JIMTraHAa Jjist

peuenitopoB Notch
RW — peakuuns Baccepmana
SWE —snactorpadusi cBUroBoi BosHOM (Shear wave elastography)
TORCH — koMmiuieke mHpekmuit: T - Tokcorurazma (Toxoplasma gondii), O

(rpynna wuHQeKuud, BKIOYAKOMIKUX BO30yauTenel cudumca,
ronoper, BUY u T.1.), R — Rubella (kpacuyxa), C — CMV
(LluromeranoupycHass wHdekmusa), H — HSV (Herpes simplex
Virus) — BUpyc mpoCTOro repreca JIByX THIIOB

TE — TpaH3WeHTHas 3mactorpadus (transient elastography)

VATER — VACTERL/VATER accoruarnusi aHOMaJIHid pa3BUTHS: ITO3BOHKOB
(Vertebral defects), anyca (Anal atresia), cepara (Cardiac defects),
Tpaxeo-nuiieBoaHbI cBuiy (Tracheo-esophageal fistula), moduex
(Renal anomalies), u rima3 (Limb abnormalities)

VTQ —Virtual Touch Quantification



BBEJAEHUE

AKTyaJIbHOCTb TEMBI

Cunnpom Anaxusis (anria. Alagille syndrome) (CA) — 3TO MyJIbTUCUCTEMHOE
3a00JIeBaHUE C AyTOCOMHO-JOMUHAHTHBIM THUIIOM HACJIEIOBaHUs, MPOSIBISIOIIEECS
X0JIECTATUYECKUM TMOPAKEHHEM TeUeHHU (TUMOIUIa3us BHYTPUIICYEHOUYHBIX TPAKTOB),
aHOMAJIUSIMU  CEPJIEYHO-COCYIUCTOM CUCTEMBI (Tepuepruyeckuii CTEHO3 W/Win
TUIIOIJIa3Usl BETBEW JIETOYHOM apTepuu U Jp.), CKejeTa, TJia3 U XapaKTEePHBIM
JUIEBBIM aucMopduszmom. PacripoctpaneHHOCTh 3a0oseBanusi coctaniseT 1:70000-
1:100000 >kxMBOPOXKICHHBIX HOBOPOXKICHHBIX JetTeit [1, 17, 42, 46, 139].

Ha ceromnsitianii neHp nuarHoctuka CA OCHOBaHa Ha BBISIBICHUE TPEX U3 S
JTUArHOCTUYECKUX  TMPU3HAKOB.  WM3MEHEHUW  renaToOWIMapHOW,  CepAeHHO-
COCYIUCTOM, OIMOPHO-IBUTATENIbHOW CHCTEM, OPraHOB 3pEHUSI U OCOOEHHOCTEU
JIMIIEBOTO 4Yeperna, COYeTaHUEe KOTOPBIX CUMTAETCs HamOojiee MHPOPMATUBHBIM TIPU
nubdepennnansuoi auarnoctuke [10, 25, 43, 46]. Ilpu HEZOCTATOYHOCTH WM
COMHUTEINIBHBIX  pe3yJibTaTaX BBIMOJHAETCS MOP(OIOTUUECKOE HCCIIEIOBAHKE
Ouorntata TiedyeHU. MOJIEKYISIPHO-TEHETUYECKOE TECTUPOBAHHME TOJTBEPKIACT
muarao3 (JAG 1, NOTCH 2) [69, 97]. B nacTosiiee BpeMsi He CyIIECTBYEeT METOJIOB
ATUONATOTEHETUYECKOTO JieueHUs: cuHapoma Anaxwmsa. [etm ¢ CA momydaror
CUMIITOMATHYECKYIO MOAAECPKUBAONIYI0 TEPAINHNIO, HAIIPABJIECHHYIO HA MOJIEpKAHUE
KauecTBa XW3HU, a B Cllydae pPa3BUTHsS TMOKAa3aHUM MPOBOJUTCS TpaHCIUIaHTAIUS
neuenu [3, 6, 25, 97, 118].

3HauUUTENbHOE pa3HOOOpa3ue M BOJHOOOPA3HOE TEUEHHE KIWHUYECKUX W
7a00paTOPHBIX TMPOSIBICHUM CcUHIpoMma Xxojectaza npu CA B TeueHHE TMEPBBIX
MECSIIEB KWU3HU HE TMO3BOJIAIOT BBISIBUTH JAUArHOCTUYECKHA 3HAYMMBbIE MPHU3HAKHU.
Tpynnoctu nquddepeHimanbHON TMAarHOCTUKY BOZHUKAIOT M3-3a CXOJCTBA, a MHOTJA
U o0mel KIMHUYECKOW KapTUHBI, J1abOpaTOpHBIX TOKa3aTelel BHYTPU U
BHETCUEeHOYHOro Xosecrasza [2, 10, 17, 65]. T'mmorutasus BHYTpPUIICUEHOUYHBIX
YKETYHBIX MPOTOKOB MOJI03PEBAETCS Y BCEX MAIMEHTOB C HEOHATAIBHBIM X0JIECTA30M,

MPOSIBJSIIONIUMCSL ~ JKEATYXOM W axoluyHbiM  cTynoMm. Jludbdepennnanshas



JMArHOCTHKa MPOBOJUTCS € APYTUMH (popMaMu XojecTa3a ¢ UCXOJAOM B OMIIMApHBIMA
HUPpO3, U B MEPBYIO Odepelb ¢ OWIMApHOW aTpe3ueil, mpu KOTOpoll Tpedyercs
paHHEee XHMPYpPrHuecKOoe BMEIATeNbCTBO, Toraa kak npu CA BaKHBIM SBISIETCA
cumnroMatuueckas tepamus [10].

[IpoOnema paHHEHd MAUArHOCTUKH CHHApPOMA AJAXWUIL B COBPEMEHHOU
HEOHATAJOTHH U TEIUaTpUu SIBISIETCS OJHOM W3 caMbIX O0O0CYXIaeMbIX TEM.
HecMoTpst Ha Hanuuue pa3IuYHBIX JUArHOCTUYECKUX METOJIOB BepUUKalUU
CHUHIpPOMa AJaXWUIs, MOP(OJOTHYECKOE HCCIETOBAaHUE OCTACTCSI OCHOBHBIM
METOJIOM B JIMarHOCTUKE, HO HMEET OIpe/Ae/ieHHbIE TPYAHOCTH, CBSI3aHHBIE C
BO3PaCTHBIMU MpOosBICHUsIMHE [76, 114].

VYIIbTpa3ByKOBOE HCCIEAOBAHME KAaK HEWHBA3UBHBIM W JIOCTYIHBIA METOJ
JMArHOCTUKHU MPUMEHSETCS Y BCEX JETe paHHEro BO3pacTa C CUHIPOMOM XOJecTas3a
u nnogo3penneM Ha CA u BA. Ilpu BA B HacTosl1Iee BpeMsl ONKUCaHbl crienupuuecKue
yJIbTPa3ByKOBBIE KPUTEPHH, BKIIIOUAIOIIUE B CEOsI OTCYTCTBUE KEITYHOTO My3bIps WU
ero opma B BuJie (GHOPO3HOTO TSka M CHMIITOM TpeyrojsHoro pyona [37, 58, 81].
['ematomeranust  BbIABIAsieMas npu  (QU3UKATBHOM  OOCIIEIOBAaHMHM  TaKXkKe
nojaTBepkaaeTcs npu Y3U yBennueHueM pa3MepoB MeUeHU B OOIBIINHCTBE CIIy4aeB.
Bmecte ¢ TeM mnoAoOHble W3MEHEHHS OpPraHoB TrenaToOUSIMApHOW CHCTEMBI H
KJIMHUKO-TT1a00PaTOPHBI CUMITOMOKOMIUIEKC B HEOOJBIIOM KOJMYECTBE MOTYT
ormeuatsess u npu CA [58, 81, 132]. Co croponsl apyrux opra€oB mnpu CA B
MOCIIEAHNX JINTEPATYPHBIX UCTOYHUKAX OMHUCHIBAIOTCS MATOJOTUYECKUE M3MEHEHHS
MOYeK, a UMEHHO TMouYeyHasi nucruiasusi, BeisiBisieMas npu Y3U y 59% nereit crapime
2 net [58, 102]. PacipocTpaHEeHHOCTh MOYCUHBIX aHOMAIUH MO TaHHBIM JIUTEPATYPBI
[60, 79, 86, 130, 138] koaecdanacy ot 19% nmo 74%, oaHaKO OMHMCAaHHBIC OOIIHE
KkiuHn4eckrue ocooeHHoctd CA He ObUIM COCpPEOTOYEHBI Ha OLEHKE MOpa)KeHUs
noyek [98].

MHorue aBTOpBI OTMEYAIOT HEOOXOAMMOCTh YCOBEpPLICHCTBOBAHUS pPaHHEU
muarHocTuku CA B CBSI3U ¢ TpyZHOCTSIMH U depeHIHaTbHON JUArHOCTUKU C
OwJIMapHOU aTpe3uell B IMepBbIE MECSIbl JKU3HU, MPU KOTOPOU TpeOyeTcs paHHsAs

xupyprudeckas koppekius o Kacam [10, 17, 58, 81, 132].



PanukanbHbli METO/ JIeUeHUS] — TpaHCIUIaHTalusl nedeHu mnokaszana 21-50%
narentam ¢ CA ¢ BbIpaKECHHBIM CHHIPOMOM XOJIecTa3a B TPyAHOM Bo3pacte [69].
[TocTTpaHCIIaHTallMOHHAS BBDKMBAEMOCTh B TEUEHHE MOCICAYIONIUX S-TH JIET
coctaBisieT okoyio 80% malMeHToB, yIydlllEeHHE pOocTa M KadecTBa u3HU y 90%
npoornepupoBanHbIx [47, 98].

Cpeau aBTOpOB 10 CHX @IOp HET €IWHOIO0 MHEHUs 00 anropurMme
yIBTPa3BYKOBOTO oOcienoBaHus aerel B nuarHoctuke CA B panHem Bo3pacte. B
MPUMEHEHUHN KJIACCUUYECKUX METOJO0B JUATrHOCTUKH COXPAHSIOTCS OINpPEACICHHBIC
TPYJIHOCTH, KOTOpBIE MPHUBOASAT K OIIMOOYHON TPaKTOBKE, M KaK CIEACTBUE K
HEOOOCHOBAaHHOM TaKTUKE OMEPATUBHOTO JICUCHHUS.

Takum o0Opa3oM, BHEAPEHHE HOBBIX MOAXOAOB B U depeHInaIbHOMN
JIMarHOCTUKE aHOMAJUi Pa3BUTHSA BHYTPU U BHENEUYEHOUHBIX KETYHBIX IMPOTOKOB B
MIEPBBIC MECSIIbl KU3HU SBISCTCS aKTyaldbHOM MpOoOJIEeMON NeauaTpuu U XUPYPTrUu

ACTCKOI'O BO3pacTa.

Ieap nccaenoBaHus

OHTI/IMI/ISaHI/Iﬁ AUAIrHOCTHUKHU CHHAPOMA Anaxumnis y ,Z[eTeﬁ PaHHCTO BO3pacTa

Ha OCHOBAaHHHU IMPUMCHCHUS YJIIBTPA3BYKOBOI'O UCCICAOBAHUA.

3aaaum uccJIeI0BaHUusA

1. O1leHUTh YIIBTPAa3BYKOBBIE OCOOCHHOCTH OPraHOB TI'eMaTOOMIHAPHOM
CHUCTEMBI U CEJIC3€HKHU Y AETEU C CUHIAPOMOM AJIaXKUJIIIS.

2. [IpoBecT CpaBHHUTENBHBIA AaHAJIU3  YJIbTPA3BYKOBBIX H3MEHEHUU
renaToOMIMapHONM CHUCTEMBl M CEJIE3€HKH Yy JIeTe C CUHAPOMOM AJaXuuid U
OWMapHOU aTpe3uei B pa3IMuHbIe BO3PACTHBIC MEPHUO/IBI.

3. N3yunTh NTHArHOCTUYECKYI0 3HAYMMOCTH YJIbTPa3BYKOBBIX W3MEHEHUU

IIOYCK Yy HeTeﬁ C CHHAPOMOM AJnaXunisg B TSUCHHUE IICPpBOIro roaa >XKM3HU
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4, BbISIBUTE B3aMMOCBSI3b MEXKAY YJIBTPA3BYKOBBIMU M3MEHEHUSAMH MOYEK
U YPOBHEM OOIIIEr0 XOJECTEpUHA M TPUTIULEPHUIOB B CHIBOPOTKE KPOBHU Y JI€TEH C
CUHJIPOMOM AJIaXUJLIA.

S. PazpaboTaTh KpUTEpUH yIIBTPa3BYKOBOM JUArHOCTUKH "

JUHAMH4YCCKOI'O Ha6J'IIOI[eHI/I$I I[CTGI;'I C CHHAPOMOM Anaxunis.

HayuHnasi HOBM3Ha padoThbI

BriepBble onucaHbl 1 YCTaHOBIJIEHBI YIbTPa3BYKOBbIE OCOOEHHOCTH U3MEHEHUI
renaToOMIMapHOW CUCTEMBI U CENE3E€HKH y MALMEHTOB ¢ CUMHAPOMOM ANaXWUIS B
BO3pacTHOM acnekrte. [IpoBeaeH cpaBHUTENbHBIM aHaIM3 WHGOPMATUBHOCTH
YIIBTPa3BYKOBBIX MTPU3HAKOB U3MEHEHUI renaToOMIMapHOM CUCTEMBI U CEJIE3E€HKU Y
nanueHToB ¢ CA u BA B pa3HbIX BO3pacTHBIX NEPUOJIAX.

BnepBele onpeneneHa AUMArHOCTUYECKas 3HAYMMOCTh  YJIBTPa3ByKOBOI'O
UCCJIEIOBAHMS TOYEK Yy TMAIMEHTOB IMEPBBIX MECSAUEB JKU3HU C CHHIPOMOM
Anaxus. YcraHoBiIeHAa ~ BO3MOXXHOCTh  JETAJIBHOIO  YJIBTPa3ByKOBOTO
VICCJIEIOBAHMS TTOYEK y JI€TEH MEPBBIX MECALIEB KU3HH. B pe3yapTaTe NpoBEIEHHOIO
aHanM3a yJbTPa3BYKOBBIX MPU3HAKOB M JJAOOPATOPHBIX MOKa3aTeNeil y MalueHTOB C
CUHAPOMOM  AJNQXWUI1  YCTAHOBJIEHAa  KOpPPEJSILMOHHAs  CBA3b  MEXKIY
yIbTPa3BYKOBBIMU HW3MEHEHUSIMU TIOYEK M YPOBHEM OOIIEro XoJieCTepUHA |
TPUTJIMLEPUAOB B CBIBOPOTKE KPOBH.

BrnepBele y aereil ¢ CHHAPOMOM AJaXWIsl B T€YEHUE MEPBBIX 3 MECSLEB
JKA3HU YCTAaHOBJIEHA OUArHOCTHUYECKAs] 3HAYMMOCTh COYETAHHOW CTAaHIAPTHOM Y3

OLICHKH FeHaTO6HHHapHOﬁ CUCTEMBI 1 BELICOKOYAaCTOTHOI'O CKAHUPOBAHU ITOYCK.

HpaKTH‘leCKaﬂ JHAYNMOCTDb paﬁoTbI

[IpakTrueckas 3HAYUMOCTh PAOOTHI COCTOMT B MPOBEACHHOM HCCIICOBAHUH,

MO3BOJIMBIIIMM HAy4YHO OOOCHOBaTh, pa3pabOTaTh W BHEIPUTH YIbTPa3BYKOBBIC
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KPUTEPUH PAHHEN TUATHOCTUKU CUHIIPOMA AJIaXUJIUIS.

VYcraHOBIEHHBIE B pe3yjibTaTe MPOBEIEHHON paOOThl  YIbTPa3BYKOBBIC
KPUTEPUU CUHIPOMA AJNaXWUIs, TOBBIIIAIOT 3(()EKTUBHOCTh paHHEH AHMArHOCTUKH
NpU3HAKK 3a00JIeBaHUSI U YMEHBIIAIOT PHUCK HEOMPABIAHHOTO XHUPYPTrUYECKOIro
BMEILIATEIbCTBA, TEM CAMBIM COXPAHSS KAYECTBO KWU3HH JETEH 10 TPaHCIUIAHTALIMH
NICYECHH.

Pa3paGotanHass B  mpolecce  HCCIENOBaHUS  MOJENIb  KOMIUIEKCHON
yIbTPa3ByKOBOM  JUArHOCTHKH  TO3BOJMJIA  YAYYIIUTh  AuQepeHInaIbHyIo
JUArHOCTUKY CHHJpoMa AJaXWIIs W OWIMapHOW aTpe3ud B paHHEM BO3pacTe Ha

oTarax BBI60pa TaKTUKH I[aJIBHeI)'IHIeFO JICUCHMUS.

OcHoOBHBIE IMOJIO0K€HHUHA, BLIHOCUMbIC Ha 3aIIIUTY

1. OmnpeneneHsl YJIBTPa3BYKOBBIE 0COOEHHOCTH WU3MEHEHUM
renaToOMIMapHOW CHUCTEMBI M CEJIE3€HKM MpHU CUHApPOME ANAKWILIS B NEpBble 3
Mecsa )KU3HU — Hecnieu(puUecKrue N3MEHEHHS TICUEHU U CEJIE3EHKH Y OOJIBIIMHCTBA
NAlMeHTOB W JKENYHBIH MYy3bIph C XapaKTEPHBIMH OCOOEHHOCTSIMH CTPOCHUS
(medopmartust popMbI U YTOJIIEHHUE CTEHOK) WIJIM MaJIbIX pa3MepOoB (TUIOTLIA3Us).

2. OnpeneneHpl XapakTEpHbIE YIbTPAa3BYKOBBIE IPU3HAKKM W3MEHEHUN
MOYEK Yy JAETel ¢ CHHAPOMOM AJaXWIUIS B MEPBbIE TPU MECALA KU3HU: MOBBIIICHHUE
HXOT€HHOCTH KOPKOBOTO CJIOSl TMAPEHXUMbI, HapyUIEHUE KOPTUKO-MENYJUISIPHOU
muddepeHIupoBKU 3a cueT jaedopMalud MUpamMui B BUAC BBITAHYTOW (GOpPMBI C
YMEHBUIEHUEM UX KOJMYECTBA B CPE3€ U HATMYMS MEJIKUX KUCT B KOPKOBO-MO3TOBOM
CJIO€ TMAPEHXUMBbI. BBISBIEHO JOCTOBEPHOE YBEIMYEHHE YACTOTHI BCTPEYAEMOCTHU
yJIBTPA3BYKOBBIX MPU3HAKOB HA MPOTSHKEHUU 12 MECALEB KU3HH.

3. VYcraHoBIeHa KOPPENSIIIMOHHAS CBSI3b MEXAY YacTOTOM BBISBJICHHUS
YJIBTPa3BYKOBOT'O IMpPU3HAKA — IMOBBIIMIEHHE 3XOI€HHOCTH MOYEYHON MapeHXHMbI U

BBICOKUM YPOBHEM O6H_[€FO XOJICCTCPUHA U TPUTTTMHECPHUAOB ChIBOPOTKHU KPOBH.
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Bueapenne pe3yabTaToB padoThl B NIPAKTUKY

Pe3ynbpTaThl MPOBEICHHBIX UCCIEAOBAHUI UCTOIB3YIOTCS B pPaOOTE OTACICHUS
YIbTPA3BYKOBOM JMATHOCTHKM B  HEOHATOJIOTMM MW NEeAUaTpUM  HAY4YHO-
KOHCYJIbTaTUBHOTO  mneauarpudyeckoro otaeinenus @PI'BY Hayuynoro uentpa
aKylmepcrsa, ruHekosorun u nepuHatanorum umMm. B.M. KymakoBa Mwun3znpasa
Poccun (PI'BY «HMUIL] AT'TI um. B.W. KymnakoBa» Munsapasa Poccun) u meHTpe
ynbTpa3BykoBoi auarHOCTUKU ['BY3 «I'Kb Nel3 um. H.®. PunatoBa» /I3 r.
MocCkBBI, a Takke BHEIPEHb B TENarOTHYECKW Tporecc Kadeapsl JIydeBOM

JUarHoCcTUKM AeTckoro Bo3pacta ®I'bOY IITO PMAHIIO Mun3znpasa Poccun.

Anpodanusi padoThbI

Marepuanbl  aucceprauuu gonoxkeHsl Ha VIl Cwesne cnenmanucToB
yibTpa3BykoBoi nuarHoctuku Cubupu (Kpacnosipck, 19-21 anpens 2018 r.) u XlI
BcepoccHilckoM HallMOHAbHOM KOHTPECCE JIYYEBBIX JUArHOCTOB WU TEPaleBTOB
«Pamgmonorus — 2018» (Mocksa, 22-24 mas 2018 r.), 51st Annual Meeting European
Society for Paediatric Gastroenterology, Hepatology and Nutrition (ESPGHAN),
(Geneva Switzerland Palexpo, 9-12 May 2018).

AnpoOauust pabotsl coctosuiack 22 wmas 2018 roma Ha COBMECTHOM
KOH(EpPEHIIMU Hay4YHbIX U KIuHUYeckux noxapazaeneHuit ®I'bY «HMUIL AT'TI um.
B.N. KynakoBa» Mun3zapasa Poccuu u I'bY3 JII'KB Nel3 um. H.®. ®@unarosa /3 r.

MOCKBBI.

Iyoamkanun

ITo Teme nuccepranuu onyOJIUKOBAHO 7 HAYYHBIX paOOT, B TOM YHUCIE 4 CTaThbU
B ILEHTPAJbHBIX MEIUIMHCKUX JKypHalax M COOpHUKAaX Hay4dHbIX TpPYAOB,
pekoMmenoBaHHbix BAK MunucrepctBa o0pa3oBaHusi U Hayku Poccuiickoit

denepanum.
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O0BéM u cTpyKTYpa padoThI

PabGoTta u3noxena Ha 117 cTpaHuIlax MAIIMHOMUCHOTO TEKCTa, COCTOUT W3
BBEJCHUA, 0030pa JUTEpaTypbl, XapaKTEPUCTUKU MATEPUAIIOB U METOOB,
COOCTBEHHBIX HAOIIOJCHUHN, 00CYX IEHUS, BHIBOJOB, MPAKTUYECKUX PEKOMEHIAIINM,
CIIMCKA JUTEPaTyphbl, KOTOPHIA BKIIOYAET pabOTy OTEUYECTBEHHBIX U 3apyOEKHBIX
aBTOpoB. PaboTta mimmoctpupoBana 32 pucynkamu u 20 Tabiunamu.

PabGoTa BbIMONMHEHa Ha Kadeape TydyeBOM IUArHOCTUKH JIETCKOTO BO3pacTa
(3aBepyromuii  kadenpoit npodeccop M.U. IlsikoB) DPI'BOY AIIO PMAHIIO
Mun3zgpaBa P® B OTAeNeHUM YIbTPAa3BYKOBOW JAMArHOCTUKA B HEOHATOJIOTMU H
MeINaTpuy, HAyYHO-KOHCYJIBTATUBHOIO Meauarpudeckoro otaeneHus POI'BY
«HMUL] AI'TI um. B.M. KynakoBa» MuHn3gpaBa Poccun u nieHTpa yabTpa3ByKOBOM
nuarHoctuku ['bY3 JII'KDB Ne 13 um. H.®. ®unarora I3M.
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I'/TABA 1. COBPEMEHHBIE INTPEJACTABJIEHUA U ACIIEKTbBI
AUATHOCTUKH CUHIPOMA AJIAZKNJIJIA (OB30OP
JINTEPATYPbBI)

1.1. O0mas xapakTepucTUKAa CHHAPOMA AJIAKUJLISA

Cunnpom Anaxwis (anri. Alagille syndrome) (CA) — 3To MyJIbTUCHCTEMHOE
3a00JIeBaHUE ¢ AyTOCOMHO-IOMUHAHTHBIM THUIIOM HACIEIOBAHUSI, MPOSIBISIOIIEECS
XO0JIECTATUYECKUM  TOPAXEHUEM T[I€UCHH, aHOMAJUsAMHU CEepJCUYHO-COCYIUCTON
CUCTEMBI, CKelieTa, IJIa3 U  XapaKTepHbIM  JIMIEBBIM  JTUCMOP(HU3MOM.
PacnpoctpanenHocts 3aboneBanusi coctapiser 1:70000-100000 >KuBOPOXKICHHBIX
HOBOPOXK/ICHHBIX. J[MarHOCTHKAa OCHOBBIBAECTCS Ha BBISBICHUM 3 M3 S5 TJaBHBIX
BBHIIICTICPEUMCIICHHBIX  JUArHOCTUYECKUX KputepueB. [Ilpu  HemocTaTtoyHOCTH
JIMarHOCTUYECKUX KPUTEPUEB WM COMHUTEIBHBIX PE3ylIbTaTax BBIMOJHICTCS
MOpPQOJIOTUYECKOE HCCIeIoOBaHUuEe OuonTara medeHu. MoJeKyIsipHO-T€HETHYECKOe
TecTupoBanue noaTeepkaaet quaruo3 (JAG 1, NOTCH 2) [42, 46, 139].

JlaHHBI cHUHAPOM OBbLT BHEPBBIE OMUCAH AJAXWUISI Ha OCHOBaHUU
BBISIBJICHHBIX TPU3HAKOB BHYTPHUIICUCHOYHOro xojecrtaza B 1969 romy [42].
HacnencrBennas npupoja cuHapomMa ANaXKWis ObUia BIIEpBbIC ONMKCaHa Y OTCOH U
Mumniep (Watson G.H, Miller V., 1973), koTopble ncciaeaoBaiv HECKOJIBKO CEMEN €O
CXOKMMHM CHMIOTOMaM{ W BBIABWJIM BO3MOXHO€ JOMHUHAHTHOE HAcCJEIOBaHUE W
BBIJICJIUJIM COUYETAHUE BHYTPHUIIEUEHOYHOTO XOJIeCTa3a U CTEHO3a JISTOYHOUN apTepuut
[143]. B 1975 r. D. Alagille ¢ coaBT. oOHapykuiad, yTo 3 u3 15 OONBHBIX UMEIH
CUOCOB C TPU3HAKAMHM HEOHATAJIbHOIO XOJiecTaza M OOBCAUHWIM B EIUHBIN
CUMIITOMOKOMIUICKC TIPU3HAKHA JIMIIEBOTO JTUCMOP(PHU3MA, AHOMAIMH Pa3BUTHUS
cepaua, IMO3BOHOYHUKA, 0COOEHHOCTH (bU3UIECKOro, II0JIOBOT'O u
WHTEJJIEKTYallbHOrO  pa3BuTHs. Bo Bcex ciywasx 1mepegada 3a00JeBaHUS
COOTBETCTBOBAaJIa  ayTOCOMHO-JIOMHHAHTHOMY THUITy HAcJIeIOBaHWs, HO HE
HCKIJTIOYAJIOCh 3aHIKEHUE KOJUYECTBA O0IBHBIX U3-3a OECCUMIITOMHOIO TeueHus [42,

46]. B 1997 roay yuensle Boiaemwm red JAGGEDI1 (JAGI1), nokanu3oBaHHBIN Ha
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KOPOTKOM Iieye xpomocombl 20 B mpexmenax o0Oiactd, KOTopas OOBIYHO
MOJIBEpraeTcs Aeieuu, 1 oOHapykuiau mytanuu B JAG1 y naliueHToB ¢ CUHIPOMOM
Anaxumrs [119].  Takum oOpa3om, NpUBOASIIMK K 3a00JICBaHHI0O TEH OBLI
uneHtudunuposad kak JAGGED1 (JAG1) na xpomocome 20pl2 [124]. Jlannas
myTanus (JAG1) moxker ObITh omnpeneneHa nmouytd y 94% OOJIbHBIX C CHHIPOMOM
Anaxurs [142.]

['enetnueckuit aHanM3 MO3BOIMI  MOAUGPUIMPOBATH JAHUATHOCTUYECKUE
kputepuu. s neTeit paHHero Bo3pacta 10 6-TU MeCALEB JKU3HU, KOT/Ia TUIIOTLIA3Us
BHYTPUIICYEHOYHBIX KEIYHBIX MPOTOKOB YacTO HE BBIABISAETCS MOP(OIOrHYECKUM
METOJIOM, JJisi TuarHocTUku CA TODKHBI YIUTBIBATHCSA HE MEHEE TPEX HIIU YEThIPEX
OCHOBHBIX Npu3HaKoB. [loarBepxaenue nuarnoza CA xoTs Obl y OTHOTO peOeHKa B
CEMbE IMPEAINONAraeT, YTO JAPYTUe YJICHbI CEMbU C ABYMS U JIa)K€ OJHUM MPU3HAKOM
CHHJIpOMA, BEPOSATHO, OyayT HecTH myTaruio B JAGI [42, 44, 93, 105].

CuHIpOM BHYTPUIIEYEHOYHOI'O XoJjecTa3a y OonpHbIX ¢ CA mosiBisieTcss B
NEepUOJIE HOBOPOXKJIEHHOCTH, PEXKe B TEUCHHUE MEPBBIX MECSAIEB XU3HU. OTMedaeTcs
KENTyXa C 3€JICHOBAaThIM OTTCHKOM, YBEIMYEHHUE TEUEHHU, HETOCTOSHHAS aXOJus
CTyJla, TEMHBIM ILBET MOYM. B OHMOXMMHYECKHX HCCIEIOBaHUIX MPeoOIasatoT
MOBBIIIEHHE MapKepoB Xxosiecraza (mpsMas (pakuus Oounupyouna, 1D, I'TT, B-
JIT, »en4Hble KUCIOTH) U YMEPEHHOE MOBbIlIeHHE (hepMeHToB 1uTonausa (AJIT,
ACT). XapakTepHOoil 0COOEHHOCTBIO SIBJISIETCS] BBIPAKEHHAS THUIIEPXOJIECTEPUHEMHUS.
[loka3zatenu CUHTETHYECKOW (DYHKIMM Tie4eHU (XOJMHACTEpasa, ajlbOyMUH,
¢udpunoren, [ITU u np.) ocratrorcs B npeaenax Hopmsl [10, 17]. B ganpHeiimem, K
4-6 MecsiIaM KU3HU, XapaKTEPHO MCUE3HOBEHUE KENTYXH, CHIKEHUE OMIMpyOuHa,
HOpMaJIM3aLUs LBETA CTYJIa U MOYM. [0CTenEHHO MOSBIIAETCSA KOKHBIN 31, KOTOPBIN
BCKOpPE YCHJIMBAETCS M CTAHOBUTCA BEAYUIUM KIMHUYECKUM CHMIITOMOM
3a00JIeBaHusI, TOT/la Kak Jpyrue MpOsBICHUS HMEIOT MepeMeHHbI xapaktep. [lo
Mepe MporpeccUpoBaHUsl 3a00JIeBaHMsS OTMEYAeTCsl TakXKe OTCTaBaHHWE JeTel B
(U3UUIECKOM pa3sBUTHH U IPU3HAKH JACPHIINTA )KUPOPACTBOPUMBIX BUTAMHHOB [26].

W3menenus renatoOmnmapHoii cucteMbl npu CA HMMEIOT JBa BapHaHTa

pazButus. llepBwiii Bapuant, oTmedeHHBI y 70% OOJBHBIX, XapaKTEPU3YETCS
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bopMHpOBaHUEM TMATOJIOTHYECKUX COCTOSHUM, HApYIIAIOIMIUX KAauyeCTBO KU3HU
O0onpHOTO U TpeOyIOUUMX MPOBEACHUS TpaHCIUIAaHTauuu TedeHu. [Ipu BTOpOM
BapuanTte (30%) — xapakTepHO CyOKIMHMYECKOE TeueHue Oosie3nu. Hopmanuzamus
YpOBHSI OwivpyOMHA BO BTOPOM TMOJYTOJAUM KU3HU SIBJISIETCS MPOTHOCTUYECKU
0JIarONpUATHBIM MPU3HAKOM, CBHJIETEIBCTBYIOLIUM O JIETKOM BapUaHTE.

VY OonblIMHCTBA OOJIBHBIX HW3MEHEHUS CO CTOPOHBI II€UYEHH SIBIIFOTCS
BEJIyIIUMH TPOSIBIICHUSIMH 3a00JI€BaHUs, TOTJa KaK aHOMAJIMK W/ WA TIOPOKHU JPYTHX
OpraHOB M CUCTEM MOT'YT UMETh JIMILb TUarHOCTUYECKOE 3HaueHue. B cBoro ouepenp,
WU30JMPOBAHHBIE  W3MEHEHUS CO CTOPOHBI II€YEHH  PACIEHUBAIOTCS  Kak
HECUHApOMalibHasg (opMa TUIOIUIA3UM BHYTPUIIEYEHOUHBIX MKEIYHBIX MPOTOKOB
[10,17].

[Tatorenes CA 10 HacTofAIlIEr0 BPEMEHM 10 KOHIIA HE HM3ydeH. B ocHoBe
XOJIECTATUYECKOTO  TMOPAKEHHS] TNEYEHH  JISKUT  BPOXKACHHAS  THIOILIA3HS
BHYTPHUIICUCHOYHBIX >KEITYHBIX IPOTOKOB, CTEIIEHb BBIPA)KEHHOCTH KOTOPOH MOXKET
IIMPOKO BapbUpOBaThb U ONPENEIATh, KaK BPEMs MOSBICHUS NEPBBIX KIMHHUYECKUX
CUMIITOMOB, TaK M NporHo3 3aboneBaHus. [lpu rumnoruiasum BHYTPUIEYEHOYHBIX
YKEIYHBIX MPOTOKOB 3aTPYAHSETCS OTTOK KEJIYM, YTO NPUBOJUT K HAKOIUICHHIO €€
KOMIIOHEHTOB B KJETKax IMe4yeHu. JKelyHble KHUCIOThI MO Mepe AOCTHKEHUS
ONPENEIICHHOW  KPUTHUYHOW  BHYTPUKIIETOYHOM  KOHLEHTPALIMM  CTAHOBATCS
TOKCUYHBIMHU JUUISl KJIETOK TI€UEHH, CIOCOOCTBYS HUX paspyuieHuto. OmnucaHHbIE
U3MEHEHUS OCOOEHHO BBIPAXEHbI B TE€UEHUE NEPBBIX 3-0 MeCALEB KU3HU, UTO
CBSI3aHO ¢ 00Jiee BHICOKUM YPOBHEM CHHTE3a JKE4YM B 3TOM BO3PACTE 110 CPAaBHEHUIO
c IeThbMU OoJiee crapiuero Bo3pacrta. [IoBbIIEHHOE COEepKAHNUE )KETYHBIX KUCIIOT B
CUCTEMHOM KPOBOTOKE CHOCOOCTBYET pa3BUTHUIO MYYHMTEIIBHOIO KOXHOTO 3Yy.a,
3HAYUTENIbHO HapYIIAIOIIEro KadecTBO JKHU3HM O0dbHBIX. C JApyroil CTOPOHBI,
HEJOCTATOYHOE TIOCTYIUICHHE KEMYM B KHUIIEYHUK MPUBOAUT K HAPYUICHUIO
IIPOLIECCOB BCAChIBAHUS M, B TOM YHCJIE, BCACBIBAHMSI KUPOPACTBOPUMBIX BUTAMHHOB
[10, 27, 46].

Benymmm MopdonornyeckuMm MpU3HAKOM CUHAPOMA AJaXWUUIS MNPUHSTO

CUUTATh YMCHBHICHUC KOJMYCCTBA (mnorma:;mo) BHYTPUIICHCHOYHBIX JKCIITYHBIX
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MPOTOKOB, KOTOPOE BBISABISIETCS MPU TUCTOJOTMYECKOM HCCIEAOBaHUM OuonTara
TKaHu nedeHu y 60% nerelt B Bo3pacte 70 6 MecsleB, a y 0ojee cTapiuiux MaiueHToB
— B 95% cmydae [56, 69, 80, 139]. MW cuesHoBeHHE MEXKTOIBKOBBIX >KEITUHBIX
MPOTOKOB BO3HUKAET B MEPBbIE MECSIIbI )KU3HHU, C TOCTENICHHBIM YBEIMUYEHUEM JI0JIU
MOPTAIBHBIX TPAKTOB, JHIICHHBIX XETYHBIX MPOTOKOB, OJHAKO Yy HEKOTOPBIX
MalMeHTOB TUIOIUIa3usi MOXKET HE MPOSBIATHCS 10 TpexJieTHero Bo3pacta. Ilo
MHeHUI0 Y. Mizuguchi nmpu3Haku XojecTta3za B NepBbli roj ku3nu y aeredt ¢ CA
MOTYT OBITh BEIPAXKCHHBIMH, OJHAKO B JAJLHEUIIIEM BO3MOYKHO YMEHBIIIEHNE U JTaKE
pazpenienne nmnpouecca [114]. ¥V HEKOTOpbIX K€ MAIMEHTOB THUIOIUIa3Us HE
NPOSIBIISIETCS. IO TPEXJETHEro Bo3pacta, modtomy CA He MOXET ObITh MCKIIIOYEH
MOP(}OIIOTHYESCKUM METOJIOM B paHHeM JieTcTBe [14].

N3BecTHO, 4TO y 4YacTU NAUMEHTOB C CUHAPOMOM AJIQKWIUISA BBISBISIETCS
npoaudepanus XOJIAHTHOLIUTOB BOKpYT COCY/IOB, COMPOBOXKIAFOIINX
BHYTPUIICUCHOYHBIC MPOTOKH, M OMUCHIBACTCA KaK JIETKUW MEPUNIOPTATILHBIN (HuOpO3,
KOTOPBIM HE3aBUCUMO OT COCTOSIHUS MPOXOJMMOCTH BHENEYEHOUHBIX KEITUYHBIX
IPOTOKOB PacHpoOCTpaHseTCss HEPABHOMEPHO U 0Oo0Jiee BBIPAXKEH B BOPOTaxX MEUYEHU
[56]. danHbI NpU3HAK NPUBOAUT K BO3MOXKHBIM JHArHOCTHYECKUM OINHOKAM ¢
OounmapHoii atpesueii [73]. B cBsi3u ¢ 4em, aBTOpHI MPHU3BIBAIOT 0OpATUTh BHIMAHHE
Ha HEOOXOAUMOCTh JuddepeHnaTbHON AUArHOCTUKKA OWIMApHOW aTpe3uu WU
CUHIpoMa ANaXWUIA JJs UCKIIFOYEHUS HEHYXHOTO ONEPaTUBHOIO BMEMIATEIbCTBA
[91]. Takum oOpazom, nmns Bepudukamuum CA OOJBIIYI0 3HAYUMOCTH HMECT
NyHKIIMOHHAsT  OWOTCHSI TEYEeHHU, TPU KOTOPOM  BBIABJISETCS  THIOIIIAZUS
BHYTPUIICUCHOYHBIX  TMPOTOKOB  (YMEHBIIEHUE 4YHUCJIa JKEIYHBIX IPOTOKOB
OTHOCUTEJIBHO BUIUMBIX Ha Cpe3e MEUEHOYHbIX TPakToB). Ocoboe 3HaAUCHHE UMEET
MOKa3aTellb, OMNPEACSAIOMNI  OTHOIICHUE BHYTPUIIEUCHOYHBIX IPOTOKOB K
NOpTaIbHBIM TpakTaMm, KoTopblil ipu CA mensiue 0,6 y 90% 6onpHbIX (HOpMa 0,9 -
1,8) [10, 66].

W3MeHeHus co CTOPOHBI CepIeYHO-COCyAUCTOM cuctembl pu CA MOTyT OBITH
KaK MUHHUMaJbHBIMHU, MPOSBISIOMIMECS JTOOPOKAYECTBEHHBIMU IIIyMaMH, TaK |

3HAYUTETBHBIMH, CO CTPYKTYpPHBIMH JedeKTaMH CcepAala M COCylIOB B BHJE
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KOMOMHUPOBAHHBIX W HU30JUMPOBAHHBIX MOPOKOB pa3Butus. B 76-97% ciydaeB y

0osbHBIX ¢ MyTanuen B JAG1 nopaxaroTcs mpaBble OT/ICIIBI Cep/ria C BOBJICUYECHUEM

CUCTEMBI JIETOYHOM apTepuu (KJIamaH JITOYHOM apTepuH, JIETOuHas apTepus u eé
BeTBH) [46, 115]. XapakTtepHoii aHOManuew, BcTpedaromeics y 67-85% marmeHToB
SBJIICTCSI ~ ACHMITOMATHYECKHM,  HEMPOTPECCUPYIOMUNA,  TeMOJUHAMHYCCKH
HE3HAYMMBINA MepU(pEpUUSCKUN CTEHO3 JIErOYHOM apTepun u €€ BerBer [69, 117].
OTOT BPOXKIAEHHBIM MOPOK MOKET OBITh M30JUPOBaHHBIM (55%) WMiau coueraTbes €
JIPYTUMHU BHYTpHCEpACYHbIMU TopokaMu (24%) [69]. Terpama ®Pamio (7-16%)
SBIIICTCSL HanOOJIee YacTO BCTpeUarolieicss KOMIICKCHOW aHomanuel cepama [117].
Taxxe BCcTpewaroTcsi JApyrue TIOPOKH cepAma: JAedeKT MEeXKeIyI0IKOBOU
NEPETOPOJIKH, AEPEKT MEXKIIPEACEPAHON MEPEropojKy, AaopTAJIbHBIM CTEHO3 U
KoapkTamusi aopThl. CepAeuHble IIyMbI NMPU ayCKYJNbTAllUUd BhICTyIIUBaOTCS y 90-
97% namuentoB [139]. Hauboisiee Tskenble MOPOKH CIyKaT NPUYHMHON paHHEH
cmeprtHocTH naiueHToB ¢ CA [69, 117].

JInmeBoi auCMOphU3M SIBIISICTCS BaKHBIM (hEeHOTUITMYECKUM
JTUArHOCTUYECKUM KpUTEepueM cUHApoMa Anaxwuis. OH IpOSBISETCS MPAKTHUECKH
y BceX MpoOaHAOB U POJICTBEHHUKOB ¢ MyTanued reHa [93]. CoueTanue yept auia
npu CA, Bkimodaer B ceOsl BBIIYKIBIA JI00, TIIYyOOKO NOCAKEHHbIE TIja3a C
YMEPEHHBIM THUIIEPTEITOPU3MOM, OCTPBIN MOJAO0POIOK, U CEIJIOBUIHBIN MU TPSAMOM
HOC C KpYIUVIBIM KOHYMKOM, YTO MNPUIAET JIMIY TpeyrojpHyto ¢opmy (puc. 1).
JlanHble TPOSIBIICHUST OOBIYHO M3MEHSAIOTCS C BO3pPacTOM, CTAHOBACH MEHeEe
BhIpaKeHHBIMU y B3pocibix [92,109]. HexoTopbie aBTOpHI MOJarar0T, YTO MHOTHE
UCCIIEIOBATENIM CBOCOOPA3HO OMUCHIBAIOT 3TH MPHU3HAKU ANCMOPQHU3Ma, HE Ha3bIBas
ux cnenmubuunbivu s CA, mnpeamoniarass WX BO3HHUKHOBEHHE BCIICIICTBHE
xoJjecTtaza. Torga Kak JApYrHe HCCIEAOBATENM CYUTAIOT, YTO (EHOTHUITUYCCKHUE
MpU3HAKK JTHUIEBOTO AucMopdusma nmpu CA JerKo OTIUYUTH OT APYTUX MAIUEHTOB C

CHHIPOMOM Xosectasa [92, 131].
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Pucynok 1. Kimanueckue npusHaku, ooycnosieHHbie CA (a-1). DeHOTHIIMYECKHE
YepThl JUIAa TIOKa3aHbl y JeTel pa3nudHoro Bo3pacta (3, 9, 24 mecsua, 11 ner) u
B3pocioro 35 mer. OTMewaroTcs IMMPOKUNA JI0O C BBIAAIONIUMUCS HAIOPOBHBIMH
Iyramu, TIyOOKO TMOCaKEHHBIE TJla3a, MPSMOM HOC C IMUPOKUM KOHYHUKOM, H
BBICTYMNAIOIINI OCTPBIN MOA00POIOK, KOTOPBI C BO3PACTOM CTAaHOBHTCS emié Ooee
BBICTYTAIOLIIM.

Co croponsl ckenera mpu CA Hambosee pacnpOCTpaHEHHBIM TE€HETHUYECKU
00YCIIOBJICHHBIM TMPU3HAKOM  SIBJISIIOTCS  0a0OYKOBUJIHBIE TO3BOHKH, B BHUJIC
pacuierieHus Tell TPyIHBIX TTO3BOHKOB B (hopme "nersimieii 6abouku» (Rosenfield et
al. 1980) [46, 69, 126]. [anHas aHOMaJus, KaKk TMpPaBUIIO, OCCCHUMITOMHA H
BBISIBJIIETCA TOJBKO MPU PEHTreHOrpauu MPEUMYIIECTBEHHO TPYIHOIO OTAENa
MO3BOHOYHHKKA. BeTpeyaeMocTh 6a00UKOBHUIHBIX MO3BOHKOB Ipu CA coctaBsieT 22-

87% [46, 69]. Tarxke BBISBIAIOTCA APYyrde aHOMAJIMU pa3BUTHSA CKejlera -
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YMEHBIIEHUE PACCTOSHUA MEXAy IMo3BoHkamMu L1-L5; kopoTkue nucraabHble
dajaHTM KHUCTH, YKOPOYEHHUE JIOKTEBOW KOCTH, aHOMAlMU pebdep, a WMEHHO WX
cmusaue [43, 61]. BceneacTBue XpOHMYECKOW HEAOCTATOYHOCTH THTAHHS, B
YacTHOCTU Hejoctarka BuTamMuHOB D u K, MuHepanoB (MarHus), XpOHUYECKOU
MEYECHOYHOM, TOYEYHOM HEIOCTaTOYHOCTH U (PEpMEHTHON HEJO0CTATOYHOCTU
MOJKEITYIOYHON JKEJIe3bl Pa3BUBAIOTCS OCTEOTIOPO3 U 3aJepKKa KOCTHOTO BO3pacTa
[8, 124, 134].

Co cTOpOHBI OPraHOB 3pEHUS BAXKHBIM TMArHOCTUYECKUM MPU3HAKOM SIBIISIETCS
3alHAA SMOPHOTOKCOH — Mayias aHOMAaJWs pPa3BUTHUS B BHJEC KOJBIICBUIHOTO
noMyTHeHus: W yrommenus nuHuu [lIBanbGe (Schwalbe's ring) Ha narepanbHOM
TpaHMIIE PATYKKH, BBISBISIEMbIH TPU O(PTAIBMOJIOTUYECKOM OOCIEIOBAaHUHU C
UCIIOJIb30BaHUEM IIIejIeBOM Jamibl y 95% oOcienoBanubix ¢ myTanueid B JAG1 [85].
OTOT NpHU3HAK KIMHWYECKH HE 3HAYHMM, TaK KaK HE HapymaeT (yHKIHUIO 3pEHUS, HO
€ro BBISBIICHHE WMEET BaXKHYIO JUATHOCTUYECKYIO IIEHHOCTh TPH OTPAHHYCHUU
nuarHoctukd CA [141]. B MeHbIlel CTENCHN U €AMHUYHBIX CIydasX y MalMeHTOB
BBISIBIISIIOTCSL  JIpyrasi Marojorusi ria3 — AedeKTbl pagay’KKH, HKTONMUS 3pauka,
MUTMEHTHBIC W3MEHEHUS, CXOJSINEECS WM PacXoJsiieecs KOCOoTJa3ue, aHOMAaJIud
JIMCKa 3pPUTEIBLHOTO HEPBA W/WJIM BEH, pa3IMuHble HapylieHus pedpaxuuu (puc. 2)

[87].

a 0 B
Pucynok 2. KnuHndeckue npusHaku, 00yCIIOBICHHBIE CHHAPOMOM AnaXwis. (a-B).
DeHOTUNHYECKHE YEePTHI JIMLA MOKa3aHbl y MaJb4yKKa 2 JIET - MIUPOKUH J00, TITyOOKO
MTOCAYKEHHBIE TJIa3a, MPSAMOW HOC C IIMPOKUM KOHYHMKOM, M BBICTYMAKOUIMNA OCTPBIA
10100pOJI0K, HATMYUE IKTOITUH 3payuKa.
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Psin aBTOpOB Ha OCHOBaHMM T'€HETHYECKOIO0 M MOP(OJIOTrHYECKOTO aHATU30B
CBSI3BIBAIOT MOpPAXKEHUE U JePOopMalii0 KIyOOUYKOB, HEIOPA3BUTHE MPOKCUMATIBLHBIX
U JUCTAIILHBIX KaHabIeB ¢ reHamu Jagl u Notch2, mpu 3Tom oTmedatot yto Notch2
BBI3bIBACT OBICTPOE pa3BUTHE IMOYeYHOW HemocraTtounoctu [97, 98, 117]. Ilo
MOCIEAHUM JHUTEepaTypHbIM naHHbIM Binita M. Kamath et al. pacnpoctpanénnocts
MOYEYHBbIX aHoManmuidi oTmedaercss y 40% oOcneqoBaHHBIX C  IOJOKUATEIBLHOU
mytarer JAG1 [98]. CtpykTypy MaTOJOTHYECKUX COCTOSHUM MOYECBOW CHUCTEMBI
COCTABJIAIOT: To4yeuHas muctuiasus (59%), modeunsrii TyOynsapHbii amuno3 (9,5%),
TJIOMEPYJIOHE(PPUT € TPaH3UTOPHBIM KaHaJIbIEBbIM anuio3oM (9,5%), neraibHbI
IOBCHWJIbHBI HepoHODTH3, auNHm03 mouek (2,7%), TyOyJIOMHTEPCTHIIHAILHBIC
HepomaTM W TIOYEYHAs HEAOCTATOYHOCTh, B TOM YHCIIC TEPMHHAJbHAS, Yallle
dbopmupyromasics Bo B3pociom Bospacte (8,1%) [79, 98, 100, 138, 139]. Takxke
BCTPEYAIOTCS COCYIHUCTBIE TOPAKEHUS IMOYEK (IBYCTOPOHHUN CTEHO3 ITOYECUHBIX
apTepui), TMPHBOJAIIME K CUCTeMHOW runeprensuun (2,7%) [53, 98, 128]. B
UCCJIEIOBAHUSIX Psiia MOPQOJIOTOB, MPEINOIaraeTcs, 4To CTENEeHb MOBPEKICHUS, B
OCHOBE KOTOpPOM JIEKUT ME3aHTHONMNNAO03  (YBEIMYEHHE  KIYyOOUKOB U
ME3aHTUAJILHOTO MaTpUKCa C HAJIMYUEM KIIETOK, COJIEpP)KAIUX KamelabKy JIUIMUOB),
3aBHCUT OT BO3pacTa. ABTOpHl OTMETWJIH, YTO TMOJOOHBIE TIIOMEPYIISIpPHBIC
nopakeHus: UACHTUUIIMPYIOTCS Yy JeTel milaiiie 3 JIeT, a UMEHHO B Bo3pacTe 110 12
MmecsaieB xku3Hu [60, 79]. Hekotopsie aBTOpPHI CBS3BIBAIOT MOPQOIOTHUECKHE
n3MeHeHus: B moukax npu CA C yBEIMYCHHEM COJCpKaHUS XOJIECTepUHA U
TPUTIUIIEPUIOB B CHIBOPOTKE KPOBH, BCIEICTBHE NedUIINTa aKTUBHOCTU JICIIUTHH-
XOJIeCTepUH-aIMIITpaHChepa3bl M TMOHWKEHUS YPOBHS JIMIONPOTEUIOB BBICOKOM
wioTHocTH [52,78].

Takum 00pa3oM, BbICOKasi BapraOEIbHOCTh KIMHUYECKUX IMPOSIBICHUN 4YaCTO
3arpynnsier auarHoctuky CA [105]. MHorue aBTOpbl OTMEYAIOT Pa3HYIO0 4YacTOTY
OCHOBHBIX TIPU3HAKOB B JIOCTATOYHO KPYIMHBIX BEIOOPKAX MUCCIIENYEMbIX UHIUBHIIOB C
CA (tabn. 1). OTa 3KCIPECCUBHOCTH MPOSBICHUN MOXKET OBITh MEXKIY CEMBIMH U

BHyTpHceMeliHou [69, 88, 111].
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Ta6muma 1. YactoTa kmuHuueckux npospiaeHuid CA B IByX MCCIIETOBaHUAX

Kiaunnyeckue nposiBjaeHust Emerick et al. Subramaniam et al.
[1999] n=92 [2011] n=117
['uromiasust BHyTPUIICUEHOUHBIX 69/81 (85%) 771103 (75%)
’KEITYHBIX TIPOTOKOB MPH
MOP(OJIOTHUECKOM HUCCIICI0OBAHUM
OouonTaTa ne4yeHu
CuHIpOoM XoJIecTasa 88/92 (96%) 104/117 (89%)
AHomaniu cepia 90/92 (97%) 107/117 (91%)
AHoMaimu T71a3 65/83 (78%) 72/117 (61%)*
AHOMaJIMY TIO3BOHOYHHKA 37/71 (51%) 44/117 (39%)°
JluneBoii qucMophu3M 86/92 (96%) 91/117 (77%)
[TaTonorust mouex 28/69 (40%) 271117 (23%)
HenocTaTto4HOCTh MOMKETyI0YHOM 7/17 (41%) -
KeJe3bl
3anepkka (pU3NIEeCKOro pa3BUTHUS 27131 (87%) -
3asepkKa MCUXHUUECKOTO Pa3BUTHS 2192 (2%) -

[Tpumeuanue: 1. Tonbko 3aqHUi SMOPHOTAKCOH. 2. TONIBKO 6a00YKOBUIHBIC TO3BOHKH.

Jleuerne CA 3aBUCUT OT HaluM4usl W BBIPAKEHHOCTH KIMHUYECKHUX
nposieneHuil. Tepanusi HampaBieHa Ha KyNUPOBAaHHME CHUHApPOMA XoOJIecTaza C
KOpPpEKLMEN HapyLIEHUs IEPEBAPUBAHNS U BCACBIBAHUS )KUPOB U )KUPOPACTBOPUMBIX
BUTAMHMHOB. YIydllleHHE (YHKIMOHAJIBLHOTO COCTOSIHUSI T[I€YE€HU, YMEHbILECHUE
BBIPQOXEHHOCTH XOJIECTA3a U CHIDKEHHE CHUHTE3a XOJIECTEPHHA JOCTUIAeTCs
Ha3HAaYeHHEeM  Ipenapara  YpPCOJAE30KCUXOJEBOW  KHUCIOTHI,  00JIaAaroluM
XOJIEPETUYECKUM, MEMOPAHOCTAOUITM3UPYIOIIUM U aHTU(PUOPOTUYECKUM JICHUCTBUEM.
Koppekuus »xe BkIO4aeT B ce0si Ha3HAUCHHE HWHAMBUAYaJIbHO MOJ00pPaHHOTO
JedyeOHOro THUTaHUA (C COJAEpKAHUEM CPEIHELENOYEUHBIX TPUTIIMLEPHUIOB),
(bepMEeHTHON MOJACPKKH, KUPOPACTBOPUMBIX BUTAMHUHOB. [Ipy Hanuuum KOKHOTO
3yJa HA3HAYAIOTCS AHTUTMCTAMUHHBIE MNPENapaThl, XOJECTEPAMUH, HAJITPEKCOH,
pudaMnuiH ¢ o0ecrneyeHueM TMPaBWIBHOTO YXOJla 3a KOXXHBIMA TOKPOBAMHU

(YyBITaXKHEHHE KOXH, yXo 3a HorTsimu) [10, 17, 134].
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PanukanbHbIl METOJT JI€UEHUsI — TPaHCIUIAHTalus NedeHu nokaszana 21-50%
nanuerTam ¢ CA ¢ BRIpaKEHHBIM CHHPOMOM XO0JIecTa3a B TpPyIHOM Bo3pacte [69].

[TokazaHusMU SIBISIOTCS: HAapyIICHWE CHHTETUYECKOM (YHKIMU TEYCHH,
NOpTalbHAsA TUIIEPTEH3US, IEPEIOMBI KOCTEH, TSDKEIBINA 3y, KCAHTOMBI, U 3aJepiKKa
pocta [99]. TlocTtTpaHcraHTalMOHHAS BBDKMBAEMOCTb, MO JaHHBIM aBTOPOB B
TE€YEHUE MOCIEAYIOMMX S5—TH JIeT cocTaBiisieT 0Koio 80% MaluMeHTOoB, yIydIlIeHHE
pocTa u KauecTBa u3HHU y 90% npoonepupoBaHHbIX, U CYIIECTBEHHO HE OTJIMYANach
OT TaKOBBIX JaHHBIX MPH OwmapHoii arpesun [47, 99].

B cBsA3u C BBIIIEU3I0KEHHBIM, MOXHO CJ€JIaThb BBIBOJ YTO CHUHAPOM
Anaxwiuisa, ¢ OJHOM CTOPOHBI U3BECTHOE U M3ydeHHOE 3aboneBanue. Ho yuuTsiBas
TO, YTO B IOCJIEIHEE BPEMS PACHIMPSAIOTCS JUAarHOCTHYECKHE BO3MOXKHOCTH, a
pe3yJIbTaThl MPOBOJUMOTO KOHCEPBATUBHOI'O JICUEHUS U TPAHCIUIAHTALUS YIy4dlIatoT
KaueCTBO JKM3HU OTUM JETAM, CTall0 KpallHe aKTyallbHOW TMpobJiieMa paHHEH

nudepeHnnanbHON TMarHOCTUKY B TIEPBBIE MECAIIbI JKU3HHU.

1.2. IuddepennuanbHasi JHATHOCTUKA

JuddepennmanbHplii TMarHo3 CUHApOMa AJIAKWIIIL HEOOXOAUMO MPOBOJIUTH
C JAPYTHMMH TpylmaMy 3a00JI€BaHUMA, MPOSBISIOMIUMHUCS BBIPAKEHHBIM CHHIPOMOM
Xo0JiecTa3a B TEpBble Mecslbl KU3HU. MHorme wu3 Hux (aepuuut a-1-AT,
MYKOBHUCITUI03, TJMKOreHo3bl 3,4 Ttuma, Ooisie3Hb balinepa, waumomaTHYeCKuid
HEOHATAJIbHBIA TEeNaTUT W Jp.) MOTYT MPOSIBISATHCS B HEOHATAILHOM IEPUOJE
rUNepOnIMpyOnHEMuEeH 3a CuéT KOHBIOTUPOBAHHOTO OminpyOuna. OIHaKO BCE OHU
UMEIOT XapaKTEPHBIC ITHOMATOTCHETUUECKHE MPOSIBJICHUS, HE HAOIIOAAIONTUECS TIPU
CA [4, 17].

bunuapnass  arpesus  SBISETCS  IPOTPECCHPYIONIUM  3a00JIeBaHUEM,
XapaKTEePU3YyIOIIUMCA bubpo3Hoi obyirepanueit YKEITYHBIX MIPOTOKOB,
HAYMHAIOIIEHCS BO BHYTPUYTPOOHOM TMEpUOJie, C TMOCTENEHHBIM BOBJICUCHHEM B
MPOIIECC BHYTPUTICUCHOUHOM KEITYHOU CUCTEMBI U (POPMUPOBAHUEM ITUPPO3a TIEUECHU

[17, 36].
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Penko CA omuboyHO [uUarHocThpyeTcss Kak BA B CBSI3U CO CXOXKUMHU
KJIIMHUKO-TabopaTtopasiMu TipusHakamu [1, 4, 10]. Ho rucronoruueckas kapTuHa
IPOTOKOB MpPH OSTHUX AaHOMAJHUSIX OTIMYAETCSA, YTO MOATBEPXKIACTCS JaHHBIMU
ouorncun nedenu. ns BA TunmynHa mopdonorudeckas KapTHHa Mpoiddepanuu
KEIYHBIX MPOTOKOB, TOTJa KaK CHUKCHHME WX 4ucia HaOJIrofaeTcs KpalHe peko.
[Tpu CA nponudepanuisi MPOTOKOB BCTPEUYAETCS PEAKO, & YMEHBIICHHE YUCIIA TOYTH
BCer/a orpeensercs K 6-MecsiuHOMYy Bo3pacTy. Tak Kak MalueHThl ¢ MOJA03PEHUEM
Ha BA oOcnenyroTcs B mepBbie 2 Mecsla KU3HU, MOPHOIIOTUYECKUE TaHHBIE MOTYT
OBITh HETOCTATOYHBIMU JJIs1 JUATHOCTUKH, U MOXKET MOTPEOOBAThCS TOMOIHUTEIbHAS
WHBA3MBHAsl TUATHOCTHKA (OMEpaTWBHAs WM SHAOCKOMUYECKas XOJIaHTHOrpadus)
[15, 20, 36, 41].

I[Ipuy BA  OCHOBHBIM  METOJOM  JIEUEHHUS  ABIIIETCA  ONepauus
noprosHTepoctomuss no Kacau. Ilpy CA mnomoOHas omnepaTuBHas KOPPEKIHS
noka3ajga OTCYTCTBUE IIOJIO)KUTEIbHBIX PE3yJNbTaTOB M TOCJIENYyIoIIee ObICTpoe
pazBuTHe OWJIMApHOTO  LUPpPO3a, YTO TOJYEPKHUBAET BAXHOCTh  paHHEH
muddepeHIanTbHON TMarHoOCTUKH ATHX 3aboseBanuii [17, 103].

Cunzmpom Anaxwuis Takxke Heooxomumo muddepeHnupoBaTh OT APYTUX
CHUHJIPOMOB, TIPU KOTOPBIX BCTPEUAIOTCS COYETAaHHWE TOPOKOB PAa3BUTHS TMPABBIX

OT/AEJIOB Ceplla U MO3BOHOYHMKA, Hampumep, nenenuu 22q 11,2 m acconumanum

VATER [9, 65, 130].

1.3. /InarHocTn4ecKkue BO3MOKHOCTH MPH CUHAPOME AJIAKUILIIA

NHCcTpymMEeHTanbHBIE  METOABI  JUArHoCTWKHM, Takue kKak MPT ¢
xonanruonankpearorpadueit, KT, remarobunuapras cuuHturpadus, onepanroHHas
OHIOCKOMMYECKAss ~ peTporpajHas  XOJAaHTHOMAaHKpeaTorpagust He  SABISIOTCSA
BBICOKOCTIEIIU(UYHBIMM  METOJAMHM  JUArHOCTUKU TMPU CHUHIAPOME  AJaKHUILIS.
['emaroOunuapHas CHUHTUTPadusl TMO3BOJSET BBISIBUTH OJKCKPELUIO JKEIYd B
JBEeHaAATUIIEPCTHYI0 KUIIKY Yy 39% mnaunentoB ¢ CA, Torma kak npu BA Takoit

IKCKpelnu He oOHapyskuBaeTcs. H(popMaTUBHOCTH onepaTUBHON XonaHruorpaduu
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3aBUCHUT OT OIbITa XUPYypra U JOJKHA OBITh XOPOIIO UHTEPIPETUPOBAHA MPEXKIE YEM
OyZneT mNOpuUHATO pelieHue o mnopTodHTtepoctoMurn 1o Kacaum. VYuutsiBas, yTO
BHETIEYEHOYHbIE KETUHbIE MPOTOKHU MpU CA COXpaHSAIOT CBOIO aHATOMMIO, TOT1a KaK
BHYTPUIICUCHOYHbIE MPOTOKM MOTYT OBITh HACTOJBKO Y3KHUMH, HCCIEAOBATEIISIMU
CleNaH BBIBOJ, YTO C TOMOIIBIO XOJaHTHorpaduu HEBO3ZMOXKHO ONPEICIUTh HX
poxoaumMocTh [17, 134].

CTOUT OTMETHUTD, UTO 3TH METOJIbI 001a/1al0T CYIIECTBEHHBIMU HEJIOCTATKAMH,
TaKUMU KakK HMHBA3UBHOCTb, HEOOXOJMMOCTh IMPUMEHEHUs OOIIeil aHecTe3uu u
BO3MOXKHOCTh OCJOXHEHHH. VX mpoBeneHue HeuenecooOpasHo JUIsl TUArHOCTHKHU
CA, HO OHM MOTYT OBITh MOJIE3HBI B AU(PPEpEHINATBHON AUATHOCTUKE C IPYTUMH
MOpaXCHUSIMU TICUCHHU.

VYabpTpa3ByKkoBasi JMArHOCTUKAa M3MEHEHUW TrenaToOUSIMApHOW CHUCTEMBI MpHU
CA B oTeuecTBEHHOM W 3apyOeXHOUM NUTepaTrype B HACTOSIIEE BpeMsl OCBEIICHA
HEMOJIHO. B OoTedYecTBEHHBIX HCTOYHHKAX JIMTEPATypbl OIMKCAHBl EIUHUYHBIC
KIIMHUYECKHUE CIIy4yal M MCCIEAOBaHUE, MOCBSIIIEHHOE HW3YyYEHUIO JIHArHOCTUKHU
CHHIpOMa AJNXWIIsI OCHOBAHHOE Ha HEMHOTOUYMCIICHHOW BBIOOPKE MAIMEHTOB [6,
18, 19, 30]. Tak, B padore Hukutnna A.B. omucanbsl pe3yiabratel Y3U opraHoB
OpromHON monoctn 'y 21 nmereit ¢ CA nmo 3-X MecsleB KH3HU, MPU KOTOPOM
BBISIBJISUTUCH TOBBIIIEHHAS] 9XOT€HHOCTh MapeHXUMBbI TIEYEHU U €€ HEOJHOPOIHOCTD,
YTOJIIEHUE CTEHOK BHYTPUIIEYCHOYHBIX JKETYHBIX TIPOTOKOB, TIPH 3TOM YBEIUYCHUE
neueHu otmedanock y 38,4%, cmnmenomeramus y 28,6% 00clieI0BaHHBIX.
VY bTpa3ByKOBas OlIEHKA MOYEK B TAHHOM HMCCICIOBaHUM He mpoBoamiach [30].

B naubonee pannem uccienoBanuu P. Subramaniam c coast. (2011) npu Y3U
opraHoB remnatoOunMapHod cucteMbl y 28% ob6cnenoBanHbix ¢ CA  BBISBICHBI
OTCYTCTBHE JKEITYHOTO My3bIps U ero rumnoriasus [132].

B nocnennux wuccnempoanusx B 2016r. H.H. Cho ¢ coaBTtopamu mnpoBenu
PETPOCHEKTUBHBIN aHANIU3 yJIbTPa3BYKOBBIX uccinenoBanuii 23 nereit ¢ CA, 75 ¢ BA
u 70 Cc HeoHATAIBHBIM TEMAaTUTOM B TMepBble 3 Mecsma >xu3Hu. [IpunensHo
OLICHMBAIKUCH (OpMa, pa3sMepbl U MPOCBET JKEMTYHOTO My3bIPs, HATMYHUE CHUMITOMA

TPEYroJIbHOTO PyOIla U JuaMeTp MeYeHOUHON apTepun. B pe3ynbrare ucciaenoBanus
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y 57% obcnenoBanubix ¢ CA, u 79% ¢ BA 4arie BbISIBIISIICS aHOMATbHBIN JKETYHBIH
ny3bIpb, YeM Ipu HeoHatasbHOM renatute (19%, Bce P<0,001). XKemunslii my3sipb
MaJlbIX pa3MepoB M TUIOIUIa3us yanie Ha0monanuch y namueHToB ¢ CA u BA, uem ¢
HeoHaTabHBIM renatutoM (Bce P <0,001). Hu y oamnoro pebenka ¢ CA u
HEOHATAJIbHBIM T'€NaTUTOM HE OMNPENENSUICS CUMIITOM TPEYroJIbHOro pyoOua, Tornaa
KaK 3TOT MPU3HAK JTOCTOBEpHO BhIABIsUICS y 41% mauuentoB ¢ BA (Bce P<0,001).
VYBenuueHue nuaMeTpa Ne4eHOYHOM apTepun oTMedanoch pexe kak mpu CA (13%),
TaK 1 npu HeoHaTabHOM renatute (14%), uem npu BA (83%, Bce P<0,001). ABTOpHBI
CAENaIA BBIBOJI, YTO COUETAHHUE BBISIBJIECHHBIX YJIBTPA3BYKOBBIX KpUTepueB npu BA
noBbIaeT quddepeHranpayto auarsoctuky CA [58].

B 2017 r. S. Han. ¢ coaBT. mpoBeNr peTPOCTIEKTHBHBIA aHAINU3 PE3yIbTaTOB
uccienoBanuii neteit B Bo3pacte 10 3 mecsieB xu3nu (7 nereii ¢ CA u 55 ¢ BA), ¢
LEIbI0 M3Y4YEHUs BO3MOXHOCTEH YJIBTPAa3BYKOBOM auarHoctukn u MPT ¢
XOJIaHTHOIIaHKpearorpagueil ¥ MHTpaomepalMoHHOM  XoJlaHruorpadueid B
muddepennuansuoit quarnoctuke CA u BA. B pesynbrare uccienoBanus BbISIBJICHO
yTo nipu Y3U xemuHblid my3bIpb OoNpeaensicss HeOONbIINX pa3MepoB y 86% neren ¢
CA u y 81% (35/43) ¢ BA. CumnroM TpeyrojipHOTO pyOIla U pacIIUpEeHUs
MEYEHOYHOW apTepuu OTCYTCTBOBaM y Bcex perer ¢ CA, Torma kak ObLIM
nosioxkutenbHbiMu Yy 48% (23/48) (p=0,034) u 77% (33/43) (p<0,001) nmeteit ¢ BA,
COOTBETCTBeHHO. [Ipu3HaKu mopTaabHOM runepTeH3un ObUTM MEHEE PacIpOCTpaHEHbBI
y nereir ¢ CA, uem y gereit ¢ BA (p=0,010). Xotst oTCyTCTBHE BHU3yaau3alluu
BHEIICUCHOYHBIX KEIYHBIX MPOTOKOB IO pesyapraraM MPT cymecTBeHHO He
paznuyanach Mexay narueHtamu ¢ CA u BA, npu CA mnoxkazana 6oriee BbICOKas
JIOJIsT OTIPENICJICHUS] BUIUMBIX OOIIMX JKETYHBIX MPOTOKOB MPU MHTPAOTIEPAIMOHHOMN
xoJlaHruorpaduu 1Mo cpaBHEHUIO ¢ BA. ABTOpBHI CAelany BBIBOJA, UYTO JKECITYHBIM
ITy3bIPb MAJIbIX Pa3MEPOB, BU3YAIIM3UPOBAHHBIN 110 Y 3U M OTCyTCTBUE BU3yaIM3allH
BHETICUEHOYHBIX JKETYHBIX MPOTOKOB npu MPT xonanruonankpearorpadun, 00ObI9HO
HaOmonamuch y narueHToB ¢ CA u BA. Onnako y aeteit ¢ CA pexe OTMEYaIHCh

CUMIITOM TPEYTOJbHOr0 pyOlla, paclIMpeHHe MEYECHOUYHOW apTepuu W MPU3HAKU
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NOpTanbHOM runepreH3uu npu Y3U u oTcyTcTBUE BU3yaIM3aldy OOIIETO KETYHOrO
IIPOTOKA MPU UHTPAOIIEPAIMOHHOM Xoanruorpaduu, yuem y mereii ¢ BA [81].

[Ipu ynpTpa3ByKOBOM UCCIEAOBAHUN MOYEBBIACIUTEIHHON CUCTEMBI COTJIACHO
MOCJIETHUM JIMTEPATypHBIM JaHHbIM, Y 23-74% obOcnenoBanubix ¢ CA crapuie 2-X
JIET BBISABISLIACH PA3HOOOpa3HbIE MATOJOTMYECKHE M3MEHEHHs mNouek. Yame Bcero
(59%) ompenensUMCh YIBTPa3BYKOBBIC NPU3HAKK TOYCYHOH JHCILIA3UHA B BHJIC
MOBBIIICHUS YXOT€HHOCTU MAPEHXUMBI MOYEK C OJTHOCTOPOHHEH WM JBYCTOPOHHEU
JIe30pTaHn3aIuedl mapeHXUMbl ¢/0€3 KHUCTO3HBIX BKJIFOYCHHH B BO3pacTe cTapiie 2
aet [98]. HderanbHoe W3ydeHHWE W3MEHEHMM MapeHXHMMbI TOYEK Yy JETell paHHEro

BO3pACTa B UCTOYHUKAX JIUTEPATYPHI HE MPENCTABIICHO.

1.4. Dnacrorpadus nevyeHu y jgeTeid paHHEro BO3pacra

N3BecTHO, UTO HEKOTOpPHIE BPOXKICHHBIC 3a00JICBAaHUS TEYEHU U KEITUYHBIX
nyTe MOryT cTaTh NMpUYMHON (opmupoBanus (uOpo3a C UCXOJAOM B OMIMAPHBIM
uuppo3. Haubonee tpyano muddepeHuurpyemass U3 HUX — OwiImapHasi arpesus,
TpeOyeT CBOEBPEMEHHOW aJIeKBATHOM XUpYypruueckoil koppekuuu. Ha BTopom mecte
CTOUT TEHETHUYECKOe 3a0ojieBaHue (CHHIPOM AJIaXWILIA), TOJAIONICeCs paHHEH
KOHCEpBaTMBHOM Tepamuv, U B clydae ee HedDPeKTUBHOCTH, TpeodyroIiee
TpaHcIiaHTanuu medenu [6, 9, 17]. Ilo maHHBIM aBTOPOB, 4alle BCETO IMPPO3
MEUYCHU Yy JeTeil B Bo3pacte OT 5 a0 14 yer pa3BUBAETCS BCIEACTBUEC aHOMAIUU
KETYHBIX  TNpoTokoB  (75,6%), nedbunura anbda-l-antutpuncuna (63,6%),
ayrouMMmyHHoro remnatuta (75,7%), xponuueckoro rematuta D (73,8%), 6one3nu
Bunscona — Konosanosa (52,7%) [5, 16].

JlmarHocTrka TsDKENBbIX 3a00J7€BaHWMN TEUEHHW Yy JETe pPaHHEeTO BO3pacTta
OCTaeTCsl JOCTAaTOYHO TPYJOEMKOW, BKJIIOYaeT B ceOS Takue WHBA3UBHBIC
JoporocTosiie MeToibl, kak ouorncusi, KT, MPT, xonanruorpadust ¢ npuMeHeHHuEM

MCI[HKaMeHTOSHOﬁ a"Hecte3uu. Bce atm MCTOJZIbI TIO3BOJIAIOT OIIPCACIUTb YKC
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chopmupoBaBimiics ¢GuOpo3 TeYeHU W IUPpPo3 O€3 BBIABICHUS HayaIbHbIX
MPU3HAKOB.

MexayHapoOHBIM CTaHJAPTOM JHATHOCTHKUA (UOpO3a TEUYCHH SIBISETCS
NYHKIUOHHAs OWorcus, nAaomas MOpQoIOTHYecKyl0 (MOJYKOIMYECTBEHHYIO)
OLIEHKY Mo cTanusM. Haunbosee pacrpoCTpaHEHHBIM y B3POCIBIX CUHTACTCS METO/I
METAVIR. V nereil BbIpa)X€HHOCTh NATOJOTMYECKHX MPOLECCOB B IECYECHH
OTIpEJIEISIETCS TaKXKE C MCIOJIb30BAHUEM MHJEKCA TMCTOJIOTMYECKOM aKTUBHOCTH TIO
Knodell n Ishak, omnenka cramun ¢pubposa ¢ momompo uHAckca Desmet (Tadm. 2)
[66].

Mopdonoruueckuit Metos; (OMormcusi) moApazyMeBacT HEU30EKHYIO UHBA3UIO,
UMEET PsJl CYIIECTBEHHBIX HEJOCTATKOB, B OCOOCHHOCTH y JIETEl paHHETo BO3pacTa
(oOmras aHecTe3us, HAJIMYKUE MPOTUBOIMOKA3aHUN, HEOOJBION 00bEM HCCIETyeMOn
TKaHW), ¥ OTPAHWYCH B OIICHKE MPOTPECCHPOBAHMS IMATOJIOTHYECKOTO IpoIecca B
TEYECHUU BPEMEHHU.

HewnnBazuBHas auarnoctuka gudpo3a rneuyeHu BKIIOYAET B ¢€0s1 KOMIUIEKCHYIO
OLICHKY C MOMOUIbI0 OMOXMMHUYECKUX IMOKa3aTesned KpoBu ((puOpo — TeCT M aKTH —
tecT), Y3U ¢ ucnons3oBanuem B-pexuma u qonmieporpaduu COCyIUCTON CUCTEMBI,
KT u MPT - »snactomerputo [31]. Bce oHM 00mamaroT HEIOCTATOYHOM
crenuPpuUIHOCTBIO K mpolieccaM (UOporeHe3a B MEUYCHU U JTal0T KOCBEHHYIO OIEHKY
cragun pudpo3a 0e3 YeTKUX KPUTEPUEB OLICHKH Ha paHHUX cTaausax pa3sutus [10].

OnHa W3 NEepBBIX METOJMK HEMHBA3WBHOW AMArHOCTUKUA C OLEHKOW CTaIuu
¢bubpo3a medyeHu craja HempsiMas TPAaH3UEHTHas 3yactorpadus ¢ MepUOIUIECKUM
MEXaHUYECKUM BO3JICHCTBHEM Ha moBepxHOCTh Tkanu (TE-transient elastography) na
cnenuanpHoM ammapare FibroScan (Echosence, ®pannus). MeTton ocHOBaH Ha
WCIIOJIb30BAHUU HHM3KOYACTOTHBIX KOJIEOaHW, TEHEPUPYEMBIX YIbTPa3BYKOBBIM
OJTHOMEPHBIM JTaTYNKOM, TIOCPEACTBOM MEXaHWYECKH WHAYIIMPOBAHHOTO TOJYKA Ha
MOBEPXHOCTH TKaHU, KOTOPHIE BO3JCHCTBYIOT Ha OOJBIINN 00BEM HCCIEAyEeMOn
TKaHU 4YeM TMpU OWOICHH, U CO3MAI0T YIpyrue BOJHBL. OCHOBHBIM HEIOCTATKOM
ATOTO METOJIa SIBJIICTCSI OTCYTCTBHME HAaBUTAIIMM B PEKHUME CEpOM IIKaIbl, TO €CTh

BU3YyallbHO HEBO3MOXXHO BbIOpaTh obyacth mHTepeca (ROI), m3beras cocymmucThix
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CTPYKTYp TEYEHU, U MO3BOJISIET OLEHUTh MOAYJb FOHTra TOJNBKO B OrpaHUYEHHOU
30HE OJIHOTO Jiy4ya. B paborax Takxke cooOiiaercs 0 TEXHUYECKUX HeyJadax MeToja
y €Tl paHHETrO BoO3pacTa. B pe3ynbrare MHOTOYMCICHHBIX WCCIECIOBAaHUN, B
3aBUCUMOCTH OT MOKa3aTese MOyl YIIPYTrOCTH onpeiesieHbl crenenu ¢pudposa: FO
— 5,8 klla u mensbIe, ropopsumii 00 oTcyrcTBUM (hubposa neuenu, F1 — 5,9 - 7,2
klla — HavanwpHas craaus ¢ubdbposa, F2 — 7,3 - 9,5 klla — ymepeHHbie MpOSBICHUS
¢budposa, F3 — 9,6 - 12,5 klla — cymectBennbie nposiBieHus puoposa, F4 — Gomnbie
12,5 xIla — muppo3 (tad:x. 2) [70, 77].

Tabmuna 2. Mopdonoruyeckass TUarHOCTUKAa CTENEHW (PuOpo3a TKaHU TEYECHU U
CTaJUU XPOHUUYECKOTO TenaTuTa

['ucronornueckas kaptuHa | Metavir | R.Knodell | V.Desmet | Ishak
ctaguu pubdbpoza

OtcytcTBHE PUOpPO3a FO FO FO FO
Pacmupenue HOPTaJbHBIX F1 F1 F1 F1-2
TpPakToB 0€3 (HOPMUPOBAHMS CENT

[TopTanbHbIit ¢ubdpo3 C F2 F3 F2 F3
CIMHUYHBIMU CENTAMU

MHoxecTBeHHbIE ~ cenThl  0e3 F3 F3 F3 F4
uppo3a

Huppo3 F4 F4 F4 F5-F6

B mnacrosimiee Bpemsi B 0OIIed yIbTPa3ByKOBOW MPaKTUKE BCE Yalle
UCIIONIb3YEeTCsl TOoue4yHas djactorpadus CABUIOBOW BOJHOM UM JIByMEpHas
anacrorpadus cABUroBOM BONHOW. ToueuyHas snactorpadus CIBUTOBOM BOJHOM
(point shear wave elastography) mo3BoJisieT olleHUBAaTh CKOPOCTH CABUTOBOM BOJIHBI B
30HE HWHTEpeca, KOTOPYI TMOJ KOHTPOJIEM CEpOIIKAIbHOM 3Xorpaduu MOXKHO
YCTAaHOBUTh B MHTEPECYIOIIMA HAC y4acTOK OpraHa, TKaHW Wiu oOpa3oBaHus. Ha
DKpaHE OTOOPAKAIOTCS CpellHEee 3HAUYCHHE CKOPOCTH CIBHTOBOWM BOJHBI (M/C) H
rmyOMHa pacroyioKeHHUs 30HbI UHTepeca. [Ipu HEBO3MOXHOCTH BBINOJIHEHUS
M3MEpPEHUHN Ha SKpaHEe B IOJIE€ 3HAYCHUN CKOPOCTH BBICBEUMBAIOTCA CUMBOJBI “X. XX
m/s”.

[Ipu nBymepHO# 35actorpaduu CIIBUTOBOM BOJTHOW MOJy4YaroT HH(OpMAIUIO B

palioHe uHTepeca (IBETOBOM OKHE), II€¢ pPa3HbIMU LIBETAMU KapTUPYIOTCS YYaCTKU C
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pPa3HBIMU 3HAYEHUSMHM CKOPOCTH CIIBUTOBOM BOJIHBI (MJIM Pa3HbIMU 3HAYCHUSAMHU
moxayis FOura). LiBeT B paiioHe uHTEpeca onpenessioT UMEHHO IU(POBbIE 3HAYCHUS
yKa3aHHbIX napameTpoB. CKaHUPOBAaHUE MTPOU3BOAUTCS 0€3 KaKoil-mu00 KOMIIPECCUU
U CHCHHAIbHBIX JBUKEHUH pyKOHW M JaTuyukoM. BeiOupaercs pailoH uHTepeca
(LIBETOBOE OKHO) C MOCJEAYIOMIUM OXKHUJAHUEM CTaOMIM3AlMA HU300paKEHUS st
MOJIYYEHHUs] OJTHOPOJHOTO OKpAalllMBaHWS I[BETOBOTO OKHA HWHTepeca. Meroauka
KOJIMYECTBEHHOM YIbTPa3BYKOBOM 3jacTorpadMd MOKET JIETKO BBIMOJHATHCS
Pa3HBIMU CIIELUATIMCTAMHU YJIbTPAa3BYKOBOM JUArHOCTUKU. Pe3yabTaThl HE 3aBHUCST OT
OIbITa Bpaya M He TPeOYIOT 3HAUUTENbHBIX JIOMOJHHUTENIBHBIX 3aTpaT BPEMEHH Ha
ucciaenosanue [5, 70, 144].

Onacrtorpadus COBUTOBOM BOJHOW B MOCIEAHEE BpEMsl cTaja pPYTUHHOMN
METOJMKOM, IUPOKO IPUMEHAEMON B MYJIBTUIIAPAMETPUUECKON OLIEHKE NEYEHHU Kak
HEMHBA3UBHBIN KOJUYECTBEHHBIN METOJI ONPEACIICHUS KECTKOCTH NIEYEHHU U CTENEHU
nporpeccupoBanus Gpudpo3a. OHa MO3BOJIET IPOBECTU OBICTPYIO OLIEHKY KECTKOCTU
TKaHU TICYEHH, HE HCHOJb3ys HOHU3UpPYIOLIEE W3JIydYeHHe, He Tpelys
MEMKAMEHTO3HOW aHACTe3UH, 0€3 IOMOJHUTEIbHBIX TEXHHMYECKUX CJIOKHOCTEH WU
PKOHOMHYECKUX 3arpaT. B otnuuume ot TpansuentHoi snactorpaduu (TE) sto
MCCIIEIOBAHUE MOKET MPOBOJAUTHLCA cpasy mocie Y3U ¢ onenkoit B B — pexume u
nomnrmieporpaduu ¢ BU3yajabHbIM KOHTPOJIEM 30HbI UHTEpECA.

[Ipu amacrorpadust cIBUTOBOI BOJIHON OIICHUBAIOTCS DJIACTUYECKHE CBOMCTBA
TKaHel BO BpeMs MPOBEACHHUS OOBIYHOIO YJIBTPA3BYKOBOIO HCCIEAOBAHUS.
N3mepsitoTcst 3HaU€HUS CKOPOCTH CIBUTOBOM BOJIHBI (M/c) miu moayJs FOwnra (klla) B
WHTEPECYIOIIMX HACc OpraHax M TKaHAX. B 3aBUCUMOCTH OT NIPOU3BOAMTEIS
yJIBTPA3BYKOBBIX alIapaToB IMOKA3aTENIH JKECTKOCTU MEUYEHU MOTYT BBIPAXKAThCS B
klla (Moxyns ynpyroctu FOura) mnm B M/c (CKOpOCTh caBura BOJHBI, shear wave
speed — SWS). O6a mokasateisi CBA3aHbl Mexay coboit B gopmyie, tae E (kxlla)
cocTaBJseT 3 X (CKOPOCTh CABUTa BOJHBI B M/C)2 [54, 144].

Onacrorpadus caBuroBeix BoidH 2D — SWE Ha ynbTpa3BykoBOM armapare
Aixplorer (Supersonic Imagine, @paHiinsi) OCHOBaHa Ha MOJYYEHUH CBEPX3BYKOBOIO

n300pakeHHs Ha CABMIOBBIX BOJHax (Supersonic shear imaging — SSI). Bkitouaer B
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ce0s aHAIM3 MONEPEUHbIX BOJIH C UCHOJIB30BAHUEM BBICOKOM 4aCTOThl CKAHUPOBAHUS
B 30HE 3aIlpoca B peaJiIbHOM BPEMEHH, BbIpAXKAeT 3HAUEHUE ATACTHUECKON JKECTKOCTU
nedeHu B kmnonackasx (klla), OeIcTpo GpopMupyeT n300pakeHHs B CEPOITKATLHOM
peXUME U UCTOIB3YET I[BETOBOE KOJUPOBAHUE C MPUMEHEHHEM OOBIYHBIX JAaTYUKOB
[23, 38].

ARFI — smacrorpadust (pSWE, point shear wave elastography — “rouednas
anactorpadusi CIBUTOBOM BOJIHOM) Ha yJIbTpa3BykoBoM ammapare Acuson S 2000
(Siemens, 'epmanust) 1aeT BO3MOXKHOCTH OIICHUTH 3JIACTHYHOCTh TKAHH B JIOKAJTLHON
o0nacTu co3aaHus chOKyCHPOBAHHOTO paauallMOHHOTO UMIyJibca (acoustic radiation
force impulse — ARFI quantification) ¢ ucnonbs3zoBanuem pekuma Virtual Touch
Quantification (VTQ). DToT MeTOa OCHOBaH Ha OIIEHKE »KECTKOCTH OMOJIOTHYECKOM
TKaHH, BBIPAXAIOIIUIICS B M/C, C TIOMOIIbIO U3MEPEHUSI CKOPOCTH CIIBUTOBOM BOJIHBI
(SWS) npu pacnpocTpaHeHMHM Ha TJIyOMHE CABUTOBBIX BOJIH B IIONEPEYHOM
HaIpaBJICeHUM B KaXJ0M U3 (OKYCOB, BO3ZHHKAIOIIEH B OTBET Ha BO3JICHCTBUE
aKyCTHYECKOTo uMItyiibca [23, 38, 74].

B nuteparype HaliileHbl €IMHUYHBIE JAHHBIE A1ACTOrPAQUU MEYEHU Yy JAETeH ¢
cuapomMoM Anaxwuis Ha amnmapate FibroScan (Echosence, ®panmus) [30].
HekoTopble aBTOpbI pacCKpbhIBalOT BO3MOXHOCTH 3J1acTOrpaduu neyeHu y OOJIbHBIX C
XPOHUYECKHM TIeNaTHTOM W OOJIe3HSIMH HAKOIUICHHS B JETCKOM Bo3pacrte [23, 24,
39].

Ha mHacTtoAmmii MOMEHT NpPOBEJEHO OTHOCUTEIBHO HEOOJBLIOE YHCIIO
WCCJIEIOBAHUM C UCTIOJIB30BAaHUEM YIIBTPa3BYKOBOM CABUTOBOJHOBOW 3acTorpaduu
Ha JTaHHBIX anmnaparax JJjis OLEHKU 3J0pOBOM NEUYEHU Yy B3pPOCIBIX U JeTer. MHorue
aBTopbl npu nposenennn SWE snactorpaduu y B3pOCHbIX C MAaTOJOTHEN TMEYEHU
ONMUPAINCh HA HOPMAJbHBIE MOKA3aTENM >KECTKOCTH IMEYEHHU, BBISIBICHHBIE MPU
TPaH3MEHTHOW J3yactorpaduu ¢ TmoMolnbto ammapata FibroScan (Echosence,
®paHius), 1 OTMETWIH, YTO MOKA3aTENH KECTKOCTH NEYEHU Ha JAHHOM ammnapare y
neredt ot 0 g0 18 yleT NMpakTUYECKW HE OTIMYAIOTCS OT TAKOBBIX Yy B3POCIBIX H
omnpenenieHsl B npenenax 4,4-5,6 klla. G. Engelmann ¢ coaBT. u3y4ryii mokaszaTeiu

JKECTKOCTU TIEYCHH METOJOM TpaH3UEHTHOW »snactorpaguu Ha rtpynmne u3 240
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MPAKTUYECKU 310pPOBBIX AeTed. CpeaHee 3HaueHHe #KecTKocTH coctaBuio 4,7 xlla.
[Tony4yeHbl JOCTOBEPHBIE PA3NUYMS KECTKOCTH Y AETEH Pa3HBIX BO3PACTHBIX I'PYIIIL:
MerMaHa xecTkocTu st rpynnsl 0-5Snet — 4,40 klla, 6-11 ner — 4,73 xlla u nns
rpynnsl 12-18 net — 5,10 xIla (p = 0,001) [70]. B pabore 1. Goldschmidt ¢ coasr.
MOKa3aTeld HOPMaJbHOM JKECTKOCTH TiedueHu coctaBunu 4,5 (2,5-8,9) «lla,
JIOCTOBEPHBIX Pa3INYMdid B 3aBUCUMOCTH OT BO3pAacTa M I0JIa JETEl HE YCTaHOBIIEHO.
[IpumeyaTenbHO, YTO NPUMEHEHHE OOILIEr0 HapKOo3a 3HAYUTENBHO YBEIUYUBAJIO
nokazarenu monyist FOura — 5,4 klla (3-9,5) mpotus 4,2 xIla (2,8-8,15) klla, (P
<0,01) [77].

[lopaBnstomee OOJBIIMHCTBO MCCIECIOBAaHUN MO M3YyYEHUIO MOKa3arenei
KECTKOCTM TI€YEHU Yy JIeTed MPOBEAEHO METOJOM TOUYEYHOU 3yactorpaduu
CABUTOBOM BOJIHOW. B neTCkON MOmynsiivM MO JaHHBIM OTEYECTBEHHBIX aBTOPOB,
npu nposenennn ARFI snacrorpadun Ha ynerpazsykoBoM anmnapare Acuson S 2000
3I0POBBIM JAETAM OT 6 MecsauneB O0 16 neT JAMHEHWHBIM JAaTYMKOM, MOKa3aTeNH
CKOPOCTH CABWUTOBOM BOJIHBI B MPABOIl 10JI€ NIEYEHNU BapbUpOBAIH B mpenenax 1,13-
1,34 m/c, B neBoit none B mpeaenax 1,17-1,44 m/c. Tem caMbIM aBTOpPBI OTMETHUIIH,
YTO 3HAYECHUS IKECTKOCTH IAPEHXMMbI II€YEHU MpPaBOM U JIEBOW [JOJEU HE
pas3nuyaroTcsa MEXAy cOO0OM M TakKe HEe MMEIOT JOCTOBEPHBIX Pa3IMUMil 3HAUCHHM
MOJTyYEHHBIX TIPU UCTIOJIB30BaHUU Pa3HBIX JaTUYNKOB [83].

[To nmanHbIM 3apyOexHbIX aBTOpOB, B pabore J. Eiler ¢ coaBt. cpennee
3HAUEHUE TIOKa3aTesii CKOPOCTH CIABUIOBOM BOJHBI B MAapeHXWME IE€YEHU MpuU
WCIIOJIb30BAaHUU KOHBEKCHOTO natdyuka coctaBwio 1,16 m/c (SD+0,14 m/cex). He
3a()UKCUPOBAHO PA3TMUUNA B 3aBUCUMOCTH OT BO3pacTa pedeHKa, HO OTMEYEHO, YTO
YKECTKOCTh MpPaBOil 0iM ObUIa JOCTOBEPHO HMXKE MO CPaBHEHHUIO C YKECTKOCTHIO
aesoit goau (P = 0,036) [68].

S. Hanquinet ¢ coaBT. onpeae/sulM HOpPMATHUBHBIE MOKa3zarenu nedeHu y 103
neTeil B Bo3pacTe OT 2 Heaenb A0 17 ner. Jletm Oblmm pasfeneHbl Ha YeThIpe
BO3pACTHBIC TPYMIBI, BIEPBbIC ObUI MPUMEHEH JMHEWHBIN JaT4YUK IS U3MEPEHUs
CKOPOCTU CJIBHUIOBOM BOJIHBI Yy J€T€M MJAJLIEro BO3pacTa, y CTapliux AcTed

HCITOJIb30BaIM KOHBEKCHBIH. CKOPOCTh CABUTOBOM BOJHBEI cocTaBmia 1,12 m/c (0,73
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no 1,45 M/c), craTuCTUYECKON pa3HUIlbl 3HAYEHUN MEXY BO3PACTHBIMU TPYNIIaMU
HE ycTaHoBIIeHO [83].

Camoe macmTabHOoe menuarpuueckoe wuccienoBanue (209  yenoBek)
HacuuTbiBaeT M.J. Lee ¢ COaBT. C MPUMEHEHUEM JIMHEMHOIO JTaTYMKA Y JETEU 10 S
JIET U KOHBEKCHOI0 — cTapiiero Bo3pacta. CpeqHee 3HaU€HHE CKOPOCTH CIBUTOBOM
BOJIHBI B MapeHXUMe MeyeHu coctaBuiio 1,12 m/c. ABTOpBI OTMETHIIU, YTO y ACTel
crapuie 10 JeT >KECTKOCTh MEUYEeHH JIOCTOBEPHO CHUXKAeTCs (CpeaHee 3HaueHue
ckopocTH ¢aBuroBoi BosHb — 1,08 m/c) (P =0,03) [106].

B cBoux uccnenoanusix H. Matos ¢ coaBT. y 310pOBBIX J€TEH OT 2—X MECSIIEB
JKU3HU 10 17 JIeT TeM K€ METOJAOM C IOMOIIbI0 KOHBEKCHOro nmarunka 4Cl1
OTpEeNIeNIUIN CPEAHUN TTOKa3aTeb KECTKOCTH neueHu B npenenax 1,07 £ 0,10 m/c B
npaBoit mone u 1,21 = 0,16 m/c B neBoit none [113]. ITo nanubiM Jonathan R. Dillman
CpellHee HOpMaTHBHOE 3HaueHue >xkecTkocTh mnedeHu npu ARFI smactorpaguu B
pexume VTQ nuHeiHbIM gatunkoM 914 y 310pOBBIX ZIE€TEM COCTABUIIO MPUMEPHO
1,46 m/c [63]. S. Bailey ¢ coaBT. ompenenuin cpeaHU TOKa3aTellb >KECTKOCTU
IIEYEHU Yy 3JI0POBBIX JETEHM C HOPMAJBHBIM BECOM B Bo3pacte oT 4 mo 15 zer
orMeyasics B mpenenax 1,08 = 0,14 m/c [51].

[Ipu wucnoms3oBarm 2D—-SWE »snactorpaduun, aBropamm O. Tiitar u ap.
OTPENICJICHO HOPMAJbHOE 3HAYEHUE >KECTKOCTU 3J0pPOBOM TMEUEeHH Yy JeTer mJis
KoHBekcHoro marunka SC6-1 kak 1,56 m/c u 7,41 kIla [140].

B uccnemoBanuu S. Franchi-Abella ¢ coaBT. mokasaTenau KECTKOCTH TEYCHU
npu 2D — SWE »snacrorpadun y 310poBbiX nereid B Bo3pacte oT 0 mo 15 ner
BapbHUpYIOT B npenenax 6,94 + 1,42 klla nius xonBekcHoro gatumka C6-1 u 5,96 +
1,31 klla ¢ ucnonwp3oBaHueM JMHEWHOro natuumka L15-4. ABTopamu He OBLIO
YCTAHOBJICHO TE€HAEPHBIX W BO3PACTHBIX PA3JIMUUN KECTKOCTH, a TAKKE BIUSIHUS
30HBI U3MEPEHUs WK (Pa3bl AbIXaHUSI HA 3HAYCHUsSI TOKa3aTeseil )KECTKOCTU MEUCHU
[74].

H.J. Shin ¢ coaBT. Takke W3y4WsM HOPMAIbHBIC IMOKA3aTEIH IKECTKOCTH
METOJIOM JABYMEPHOU 3y1actorpaduu CIBUTOBOM BOJIHOW Ha TpyIine u3 76 340pOBBIX

Jnereid pasHbiX Bo3pacTHbeIX rpynm (0-5 mer, 6-10 ner, 11-18 ner). Cpennuit
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IOKa3aTellb KECTKOCTU cocTaBui 5,5 + 1,3 klla. ABTOpHI JOKa3ajd, 4TO TpPEX
U3MEPCHHUI JO0CTATOYHO IS OLEHKH >KECTKOCTH II€YCHM Ui JeTell B BO3pacTte
cTapmie 6JieT, He3aBUCUMO OT COCTOSIHHMS JIbIXaHHUS WIJIM IICYCHOYHOH ITaTOJIOTHH,
PEKOMEH/Iysl TPOBOAWUTH OOJIbIIE HM3MEPEHUH A JAeTed Mmiazamero (1o 5 JeT)
Bo3pacra [129].

B nuTeparype HEIOCTAaTOYHO IIOJIHO OCBEMICHBI BOIPOCHI ONPEICIICHHUS
HOPMATHBHBIX I[IOKa3aTeJed CIBMTOBOJHOBOW 3jacTorpaduu y 3A0pOBBIX JICTCH
nepBoro roja Xu3Hd. CyIIecTBYIOT OINpeIeiCHHBIC BO3PACTHBIC OTPaHUYCHUS TPH
aactorpaduu y ieTeld paHHEro Bo3pacTa, 3aBUCAIINUX OT YCIOBUH BBITIOJHCHUS. DTO
BO3HUKAOIIAE TEXHUYCCKUE TPYTHOCTH O0A3aTCIBHOW BHU3YaIH3AIlMH «YHCTOTOM
ydacTKa TII€UYCHH OT COCYJOB M IUIOTHBIX CTPYKTYp H3-3a MAaJOH IIUPUHBI
MEXPEOCpPHBIX IPOMEKYTKOB, BBICOKOHW YaCTOTHI JbIXaTCIbHBIX JBWKCHHH U

HCBO3MOXHOCTH 3aJICPKATh IbIXaHUC B HeﬁTpaJIBHOM ITOJIOXKCHHUMU.
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I'JTABA 2. KNIMHUYECKAS XAPAKTEPUCTHUKA BOJIbBHBIX,
OBBEM U METOAbI HCCJIEJOBAHUA

2.1. O0mas KJIMHNYECKAasl XapaKTePUCTHKA 00CJIeI0BAHHBIX JeTeil u
BBINOJHEHHBIX HCCJIeI0BAaHNIA

Pa6ora Bemoanena B ®I'bBOY JIIO «Poccuiickas MeaulMHCKas aKageMus
HEMPEPHIBHOTO PO eCCUOHATBHOTO o0pa3oBaHMs» MunucTtepcTBa
3npaBooxpaHeHus Poccuiickoii ®enepauun (pektop — akaaemuk PAH, n.M.H.,
npodeccop JI.LK. MomieroBa) Ha kadenpe JTydeBoi TUAarHOCTUKHU JIETCKOTO BO3pacTa
(3aBemyromuii  kadenpoit a.M.H., npodeccop M.U. IleikoB). HWccnaegoBanus
ocymectBisuuch Ha 6aze I'BY3 JAI'Kb Nel3 um. H.®d. dunarora /I3 r. MoCKBBI
(rmaBHBIN Bpau 1.M.H., npodeccop A.U. UybapoBa) B yCIOBHSIX OTACIICHUI: 1IEHTpa
ynbTpa3BykoBoi auarHoctuku KL (3aB. ormenenuem a.m.H. AWM. T['ypeBuu),
OTJICJICHUSI YIbTPA3BYKOBOM JMArHOCTUKM B HEOHATOJOTUUM W TMeAuaTpuu (3aB.
otnenieHneM, k.M.H. E.A. ®ununnoBa) u otaena HeoHatojgoruu u neauarpun GI'bY
«HMHULl AI'Tl um. B.M. KynakoBa» Mun3zapaBa Poccun (pyKoBOIWTENb OTIEA
1.M.H, ipodeccop B.B. 3yokoB).

Jlns pemnieHus TOCTABJEHHBIX 3a/lad MPOBEACH MPOCIEKTUBHBIN aHaIW3
pe3ynbTaToB 0obOcienoBanus 26 JeTeil ¢ CHHAPOMOM XOJecTa3a M MOJ03PEHHEM Ha
CUHIIPOM ANaXuJUIsl, U pETPOCIEKTUBHBIN aHaln3 24 AeTeld ¢ CHHAPOMOM AJaXUIIIA
u 80 nereil ¢ OwinmapHOil arpe3ueid. JleTh HaxoIWIUCh Ha aMOylIaTOPHOM U
CTAI[MOHAPHOM OOCJICJIOBAHUHM U JICYCHUH B TMEIUATPUUYECKUX U XUPYPTHUUECKHUX
otnenenusix ¢ 2000 mo 2017 rr. YapTpa3ByKoBbI€ HCCIIEIOBAaHUS OPraHOB OPIOITHOM
MOJIOCTH MPOBOMIINCH B 1, 2, 3 mecsna »u3uu, ¥Y3U novek B 1, 2, 3, 6 u 12 mecsnes,
sxoKapauorpadus MPoBOAUIUCH B 1-3 MecsIia )KU3HH.

Bo3spact Bcex aeteit npu nocryrieHuu Obut 1 mecsia xku3nu. 11 nereit ¢ CA
OB OIMOOYHO TPOOTIEPUPOBAHBI (Oomeparusi moprodHTepocTomuss o Kacaum) B

Bo3pacte 2-2,5 wmecsina ku3Hu. C BA 69 npersm Oblla mpoBeneHa omneparus
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noprosHTepocTomus o Kacau, u3 kortopeix 13 nereii nmpoornepupoBansl B 1,5 Mecsiia
KU3HU, 22 pedeHka — B 2-2,5 mecsia u 45 nereit — B 3-3,5 Mecsia )Ku3HU.

BcemM gnersaM nmpoBoaWSIMCH HUCCIEAOBaHUA: CcOOp aHaMmHe3a, OCMOTP,
OMOXUMHYECKUM aHanmu3 KpoBu (ppakuuu Ounupyouna, pepmentoB — LD u I'TT,
xonectepuna, B-JIITJI, >XKemyHbIX KHUCJIOT), HCCIEIOBAHHME JUIIHUIHOIO CIEKTpa
CBIBOPOTKM KpPOBU UM Kajla, KONporpamma, Koaryjiorpamma, yJbTPa3ByKOBOE
UCCJIEIOBAHUE OPraHOB TeNaTOOMIMApHOM CHUCTEMbI, CEJIE3€HKM U TO0YeK C
MPUMEHEHUEM JIOMIJIEPOMETPUU COCYOB, PEHTICHOJOTMYECKOE HCCIIECIOBAHUE
MO3BOHOYHMKA,  dXOKapauorpadusi, KOHCYJNbTAlMM  Kapauoyiora, OKYJIHCTA,
HeBposiora, reseruka. C nenpto auddepeHunanbHO JHATHOCTUKUA BBIMOIHAIOCH
oocnenoBanne Ha TORCH-uapekmuu (a Taxxke Hbs-Ag, antu-HCV, RW, BUY),
ompejieieHe YpOBHS a-l-aHTUTPUIICMHA, TallaKTO3bl B CHIBOPOTKE KPOBH,
AMUHOKHUCJIOTHOTO CIIEKTPA CBIBOPOTKUA KPOBU M MOUH.

I'pynna ¢ cunapomom Anaxuimig coctosia u3 50 gereit (23 manbunka u 27
neBouek). Jlnarno3 «CA» ycTaHaBIUBAaJCS HA OCHOBAHMM KIMHHUKO-JIa00PATOPHBIX
JIAHHBIX U PE3yJbTaTOB MHCTPYMEHTAJIbHBIX METOJIOB MCCIICIOBaHUs. Y BCEX JIeTel B
MIEPBBIM MECAL] XKU3HU OTMEUANIACH JKEJITyXa, TMIIO- WIM axOoJuuyHbld cryn. [lpu
(bU3UKAILHOM OCMOTpPE YBEJIMYECHHE PAa3MEPOB IMEUEHH W CEJIE3CHKU MajlbIaTOPHO
BBIABJISUIOCH MEHEE 4YeM B TOJOBUHE ciydaeB. l[Ipu KIMHUKO-Ta0opaTOpHOM
oOcJieIoBaHUM y BCEX JEeTel HaOMIOAAIOCh YBEIUYCHHE OMOXMMUYECKUX MapKepOB
xoJiecta3a (OunupyOurHa 3a cueT npsiMoi (ppaxuuu, oduiero xonectepuna, ['TT, LID)
n ¢depmerToB murommsza (AJIT, ACT), B-JIIIJ, »eadHBIX KHCIOT, IOKa3aTesei
JUIIATHOTO CHEKTpa CBHIBOPOTKM KpoBU H Kana. [lokaszarenu, oTpaxkaronime
CUHTETHYECKYIO0 (DYHKIHMIO MEYEHU B MEPUOJ HAOIIOACHUS OCTAaBAIMCh B Mpejesax
HOpMBL.  JlnarHo3  Takke  TOATBEPXKIAEH HAa  OCHOBAHMM  PE3YyJIbTATOB
WHCTPYMEHTAJIbHBIX MCCJIEAOBAaHUMN: renaroounnapHas cuuaturpadus (7 malueHToB
— 14%), ™arauTHO-pe3oHaHCHas Tomorpadus (5 mamuentoB —  10%),
WHTpaornepanuonHas xosanruorpaduss (3 mammenta — 6%), peHtreHorpadus
no3BoHOYHMKA (22 marueHTta — 44%), mopdonoruueckux (MyHKIIMOHHAST OHOICHS

neuenn (23 mamuenta — 46%), TocieonepanioHHOEe — Mopdoornueckoe
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uccienopanue (11 manueHToB — 22%)) U MOJIEKYJISIPHO-TEHETUYECKOTO aHalu3a -
BbisiBNieHne myTtanuu JAG1 (20 mauuentoB — 42,5%). [lo TexHUYeCKUM TPUYUHAM
TEHETUYECKUI aHaJI3 MPOBEACH HE BceM mnanueHTam. OKOHYaTelIbHBIA AMArHo3
YCTaHABJIMBAJICS B TOM 4YHUCJE MpPHU BBISBICHUUM XapaKTePHBIX (HEHOTHIMHMYECKUX
NPU3HAKOB: mNepudepuyecknii CcTeHo3 (TUmoIUia3us) JeroyHou aprepuun (47
narueHToB — 94%), 3agauii 3MOpuoTOoKCOH (36 marmeHToB — 72%), pacuiericHue
TeJI TO3BOHKOB B BuEe 0abouku (22 mauuenta — 44%), 0COOEHHOCTU CTPOCHMS
muneBoro uepena (50 manmentoB — 100%) mocne KOHCynbTalMi KapauoJora,

OKYJIMCTa, HEBPOJIOTa, TeHeTHKa (Tabi. 3).

Tabnuna 3. Xapakrepuctrka oocnenoBanus napentos ¢ CA (n=50)

IIpoBeneHHbIe HCCIETOBAHNS KoauuecTBo
HCCJIeA0BAHMMI

buoxumudeckuii aHaJIN3 KPOBH 300
Konporpamma u aunugorpamMma kaja 300

Y3U OBII 390

Y3U nouek 456

DXOKTI 150
Pentrenorpadus no3BOHOYHHUKA 50

OcMOTp TJ1a3 1IEJIEBOM JIaMIIOM 96
["emarobunuapHas ciimHTHOTpadUs 7

MPT 5
[TyHKmOHHAsT OMOTICHS TICUCHH 23
[TocneoneparmonHoe MOPQOJIOrMIECKOE UCCIICTOBAHNE 11
HuTpaonepanimonHas XoJaHTHOTpadus 3
MonekynsipHO-TeHETHUYECKUN aHAJIN3 47

I'pynna c OunmapHoi atpe3ueit cocrosna u3 80 aereit (37 manbuukoB u 43
neBoukn). Bepudukanus nuarnoza «bA» mpoBoamiach Ha OCHOBAHUU KIMHUKO-
71a00paTOPHBIX JAHHBIX U HHCTPYMEHTAIBHBIX METOJIOB HCCIIE0OBaHUsA. Y BCeX AeTel
B IIEPBBIM MeECALl JKU3HU OTMEUAIACh JKEITyXa U axoJu4Hbil cTyi. llpu
(GU3UKAIbHOM OCMOTpPE YBEIUYECHHE Pa3MEpPOB IMEUYEHH M CEJIE3CHKH MaJbIIaTOPHO
BBIABJISUIOCH 0ojiee 4YeM B TIOJIOBUHE ciiydaeB. l[Ipu KIMHUKO-1a0opaTOpHOM
oOciieIoBaHUM Y BCeX JeTeil HaOIoanoch yBelndeHHe OMOXUMUYECKUX MapKepoB

xonectaza (OunmupyOmHa 3a cuer mpsamou (pakiuu, xonectepuna, [TT, D) u
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dbepmentoB nmronuza (AJIT, ACT), B-JIIIJ, Xea4HbIX KHUCIOT, MOKa3aTeleu
JUNUAHOTO CIEKTpa CBhIBOPOTKM KpoBM U Kana. [lokazatenu, oTpaxkaromnue
CUHTETHUYECKYIO0 (DYHKIIUIO TEYEHU B MEPUOJ HAOIIOJACHHS OCTAaBaJIUCh B Mpeenax
HOpMBbI.  JlnarHo3  TakXe  MOATBEPXKAAJCSs HAa  OCHOBAHUM  PE3YJITATOB
WHCTPYMEHTAJIBHBIX ~ WCCIAEAOBAHWM:  remaroOwnmmapHas  cuuHtUrpadus (18
narueHToB — 23%), MarHuTHO-pe3oHaHcHas Tomorpadus (9 mammentoB — 11%) u
MOP(OIOTUYECKOTO aHajamu3a ouorrara NEYCHHU: MocJIeonepaMoHHOe
Mopdosornueckoe uccienoBanue (68 mamueHToB — 85%), MyHKIIMOHHAS OMOTICHS
neyeHu (12 mnamumentoB — 15%) wuccnenoBanuid. I[lpoBeneHbl KOHCYJIBTAIMU

HEBPOJIOTa, KapIM0JIora, OKYJIHCTa, FTeHEeTUKa (Taor. 4).

Tabnuua 4. Xapakrepuctuka o0cienoBanus naueHToB ¢ BA (n=80)

IIpoBeneHHbIe HCCIETOBAHNS KoauuecTBo
HCCIIE0BAHMI

buoxumuueckuii aHaJIn3 KPOBH 480
Konporpamma u qunugorpamMma Kaja 480

Y31 OBbII 240

VY3U nouek 240

OXOKTI 240
["enmaroOunuapHas cimHTHOTpadus 18

MPT 9
[TyHkumroHHas GUOTICHS IEYCHH 12
[TocneoneparmorHOe MOPQOIOTHIECKOE UCCICTOBAHNE 68

VY bTpa3ByKOBbIE UCCIEIOBAHUS OPraHOB OPIOLIHOW MOJIOCTH MPOBOAUIIUCH B
1, 2, 3 mecsana xu3nu, Y3U mouek B 1, 2, 3, 6 u 12 Mecsnes, sxokapauorpadus
npoBoawiMch B 1-3 mecsna xu3HU. Bceero mnposeneHo 846  ynbTpa3BYKOBBIX
VCCIICIOBAHNM.

JIJIsl OLIEHKU CHIBOPOTOYHOTO YPOBHSI OOILEro XO0JIECTEpPUHA U TPUTITUIIEPUIOB
npu CA mnpoBeneH ananu3 250 wucclieqoBaHWN ypOBHS OOIIETO XOJIECTEPUHA H
TPUIJIMLIEPUAOB B ChIBOPOTKE KpoBU y 50 mereit B Bo3pacte ot 1 g0 12 mecsues.
OneHka COMOCTaBISIaCh C  TMOJYYEHHBIMH  pe3yjbTaTaMU  YJIbTPa3BYKOBOIO
WCCJIEI0OBAHMS MOYEK (YUUTHIBAIMCH N3MEHEHUS, BBISIBIICHHBIE B TEUEHHE 12 MecsueB

JKW3HU).
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Onacrorpadus 2D-SWE nedenun mnposenena 8 ngersm ¢ CA u BA Ha
yIbTpa3ByKoBOM amnmapare cucrteMbl Aixplorer (Supersonic Imagine, ®pannus). Y
neteit 2-x mecsieB ku3HU ¢ CA m BA Ha MOMEHT WccieoBaHUS OBLIM BBICOKHE
noKasaTesid OMOXMMHUYECKMX MapKepoB XoJiecTaza (OmiaupyOuHa 3a CYET MNpsIMOU
dbpakuun, xonecrepuna, ['T'T, I[®) u depmenTor nurommsa (AJIT, ACT), sxkemaHbix
KHUCJIOT, MOKa3aTesied JIMMUAHOTO CIEKTpa ChIBOPOTKM KPOBM M Kaya; MOKa3aTesu,
OTpaXarolllue CUHTETUYECKYI0 (DYHKIIMIO MEYEHU OCTABAIMCh B MpEesaxX HOPMBI,
npu (PU3UKATHPHOM OCMOTPE KOXXHBIE TOKPOBBI COXPAHSIIA KEJITYITHYIO OKPACKY,
NeYeHb MpHU Majblalud OblIa yBEIMYEeHAa Ha 1-2 cM, CTyJd HMEN axOJIMYHBIN
xapaktep. Y gnereit ¢ BA u CA crapme 1 roga Ha MOMEHT HCCIEIOBaHUA
OMOXUMHUYECKHE TOKa3aTeld (PYHKIUHU MEeYEeHU ObLIM B Ipenesax HOpMbI Ha (hoHe
KOHCEPBAaTUBHOW MOJAEPKUBAOIICH TEpATUU.

Onacrorpadus nedeHu nposegeHa 110 comartuuecku 3A0poBbIM AeTsaMm (51
MaJgbuuK ¥ 59 neBodek) B Bo3pacte oT 1 g0 12 mecsaues, 6 manuentam ¢ BA u 2
netssiMm ¢ CA. Y Bcex 110 nmereii Ha MOMEHT HCCiENOBaHUS ObUIa HCKIIOYEHA
MaTOJIOTUs TEeYEHU, KIMHUKO-T1a00paTOpHbIe MOKa3aTrenu (YyHKIMU MEYeHU ObUIM B
mpenenax BO3pacTHOM HOpMBI. POCTOBBIE M BECOBBIC MOKAa3aTENU KaXJIOro pedeHKa
HaxXOJWINCh B MHTEpPBaJE OT 5-T0 A0 95-ro mepueHTWIss BO3pacTHOW HOPMBIL. JleTn
paziesieHpl Ha 2 TOATPYNIIBI B 3aBUCUMOCTH  OT  HCIOJB30BaBIIETOCS
yIbTpa3BykoBoro ammapata. 60 nersam snactorpadus 2D-SWE mnpoBenena Ha
yIbTPa3BYKOBOM armmapare cucteMbl Aixplorer (Supersonic Imagine, ®panius).
ARFIl — snactorpadus Ha ynbpTpasBykoBoMm ammapare Acuson S 2000 (Siemens,

['epmanust) npoBeaeHa 50 370pOBBIM IETSIM.

2.1.1. KomIutekcHOe yJIbTPA3BYKOBOE HCCJIEI0OBAHNE OPTraHOB
renaToOMIMAPHOI CHCTEMBI U CeJIe3eHKH

Oxorpaduyeckass OIEHKAa TeNnaToOMIMapHOM CHUCTEMBI M CEJIE3€HKH
MIPOBOJMIIACH CTPOTO HATOIIAK B TOJIOKCHUHM peOCHKa Ha CMHMHE W Ha JIECBOM OOKY

TpaHC8,6)IOMI/IHaJ'IBHBIM AOCTYyIIOM 11O O6H.ICHpHH$ITOﬁ MCTOJUMKEC Ha CKaHCpax
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Voluson E8 (GE Healthcare, CIIIA) (koHBekcHbIN gatuuk 2,0-5,5 MI'1, nuHeHHbBIN
naTauk 5-12 MTI'ny), Aplio XG (Toshiba, Snonus) (koHBeKCHBIN AaTduk 3,5-5,0 MI'n,
muHelHb qatank 7-9 MI'n), Vivid 7 (GE Healthcare, CIIIA) (KOHBEKCHBIN TaTUYNK
2,4-5,0 MI'n, nuuedinpli gatumk 5-13 MI'm) c wucnonb3oBaHuem B-—pexuma,
LIBETOBOT'O JONIUIEPOBCKOTO KapTHUPOBAHUS u MMITYJIbCHOBOJIHOBOM
nomnmiaepomeTpun. B B—pexumMe oneHHBaNMCh: MEeYeHb — pacrlojoxkeHue, Gopma,
Kpail, 5XOr€HHOCTb W OJHOPOAHOCTb TMAPEHXHMBbI, TEpEeHEe—3aJHUE pa3Mephl
(ToNIMHA) TIpaBOM W JIEBOM MOJEH, TONIIMHY (MEepeaHe—3aHUI pa3Mep) CerMeHTa
XBOCTATOM JIOJIM OT TOJIIMHBI BCEH IMEUYEHU B JIFOOBIX IJIOCKOCTSIX CKaHUPOBAHUS
(unzpexc nepBoro cermeHTa He O0osiee 30%), BHYTPUIIEYEHOUHBIE JKETYHbIE TPOTOKH,
COCYIUCTBIA PUCYHOK, TUAMETPhl U HAIMYUE MPOCBETA COCYAOB, COJIEPKUMOE BOPOT
MEYCHU; KETUYHBIN My3bIph — pacnoiokeHue, hopma, pasMepsl, TONIIMHA CTCHKU U
BHYTPEHHHUN KOHTYp, COAEPKHUMOE JKEJIUHOIO IIy3bIps HATOILIAK, BUIUMBIC
dbparMeHTbl OOIIET0 >KETYHOIO MPOTOKA; CeJe3€HKa — PaCIOJIOKEHHE, Pa3Mephl,
HXOT€HHOCTh W OJIHOPOJHOCTHh MApPEHXUMBI, COCYAUCTBI PUCYHOK U COCYIUCTas
HOXKa. B pexume LIJIK oneHnBanochs HalpaBlIeHHE KPOBOTOKA B BETBSAX BOPOTHOM
BEHbI, MEUCHOYHBIX BEHAX, BEpXHEHl OpbDKEeUHOW U cele3eHO4YHOW BeHax. [lpu
MMITYJIbCHO—BOJIHOBOM Jlonmuieporpaduu OLEHUBAIUCH (PAa3HOCTh, HAIpaBICHUE WU
CKOPOCTh KpPOBOTOKa B CTBOJIE BOpPOTHOW BEHBI, B CEJIE3EHOYHON U BEpXHE-
OpbhKEeuHON BEHaX, CKOPOCTh M MHJIEKC PE3UCTEHTHOCTH Ha YPOBHE CEIrMEHTApPHBIX
U JIOJIEBBIX BETBEW MEYEHOYHOW APTEPUU, & UMEHHO BO3JIE JIEBOW JOJIEBOM BETBH.
AHanu3 U3MEHEHHI OCYIIECTBIISUICS B Bo3pacTe | (mpu mocTyrieHun), 2 u 3 Mecsiia

KHU3HH.

2.1.2. YabTpa3ByKoBoOE€ HCCJIEI0OBAHUE MOYEK

VYbpTpa3ByKOBbIE HCCIEAOBAaHWS IOYEK TNPOBOAMINCH Ha  ammapaTrax
skcnepTHOTO Kiacca Voluson E8 (GE Healthcare, CIIIA) (koHBekcHbIN gaTauk 2,0-
5,5 MI'u, nuneiinbiii gatuuk 5-12 M), Aplio XG (Toshiba, Snonus) (KOHBEKCHBIN

natyuk 3,5-5,0 MI'n, nunelinpiii gatuuk 7-9 MI') mo oOLIenpuHITON METOJIUKE C
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olleHKko B B-pexxume — tomorpaduu, (Gpopmbl, pasMepoB, KOHTYPOB, CTPYKTYpbI
MIOYEK, AXOT€HHOCTH KOPKOBOTO CJIOSl, CTEMEHb BBIPAKEHHOCTH KOPTHKO-
MenyJuisipHo nuddepeHupoBkn  napenxuMbl, B pexkume [JIK — cocymucroro
JIEpEBa C HAJIMYMEM MOJKAIICYJISIPHOTO KPOBOTOKAa B MEJKHX COCYJax IOYEK, IpPH
UMIYJTECHO—BOJIHOBOM Jomruieporpaguu — CKOPOCTH KPOBOTOKAa W TOKazaTesen
nepudepruueckoro COMPOTUBIICHUS Ha BCEX YPOBHIX NOYeyHBIX aptepuid. [lpu
UCIIOJIb30BAaHUU  JIMHEWHOrO  JaTyuka  Oojiee  JE€TallbHO  OLIEHMBAJACh
muddepeHIMpoBKa MOYEUHON TKaHU: (popMa M KOJIWYECTBO MUPAMHUIOK B cpese, a
TaKXe€ HAJTUYUE MEJIKMX BKJIFOUCHHI B KOPKOBOM BEUIECTBE M MUPAMUIKAX.

Hetn ¢ CA Obuld JOMOJHUTEIBHO pa3/iefieHbl Ha 2 MOATPYIIbBL: 26 NETIM
yIbTPa3BYyKOBasi OIEHKAa IIOYEK MpPOBEJEHA MO0 OOIIENPUHATOM METOJIUKE
KOHBEKCHBIM JaTYUKOM M JOIMOJHUTENIbHO JUHEHHBIM JATYUKOM C YacTOTOM 5-12
MI'n J[id JeTalbHOTO MCCIEAOBaHMS TMapeHxuMbl, 24 naetsm Y3 mnodek
IIPOBOAWIIOCH TOJIBKO ¢ MPUMEHEHHEM KOHBEKCHOTO JIaTdrKa dyactorou 3,5-5,0 MI'm.

Ananus nuzmenenun y aereit ¢ CA ocymectsisuics B 1, 2, 3, 6 u 12 mec.

2.1.3. Dxoxapauorpadus

VYbTpa3ByKOBOE HCCJENOBAHUE, CEPIEYHO-COCYAMCTONM CHUCTEMBI  OBLIO
MPOBENECHO MO oOlenpuHsATO Metoauke Ha ckaHepax Voluson E8 (GE Healthcare,
CIIA) (cextopnsriit natuuk 1,5-3,5 MI'ty), Aplio XG (Toshiba, SInonust) (cekTopHbIi
natuuk 1,50-3,75 MI'n), Vivid 7 (GE Healthcare, CIIIA) (cekTopHsIit natuuk 2,2-5,0

MI'1). Ananu3 usmenenuit y nereit ¢ CA ocyuectBisiics B Bo3pacte 1-3 mec.

2.1.4. Danacrorpadgus ne4yeHu

Onactorpadpus 2D — SWE Ha ynprpasBykoBoM ammapare Aixplorer

(Supersonic Imagine, ®paHnus) KOHBEKCHbIM aaTunkoM C6-1 wactorout 1-6 MI'1g

npoBeneHa 4 netsiMm ¢ BA B Bo3pacte 5, 6, 7 u 9 net nocine onepauuu 1o Kacau u 1
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pebeHKy B Bo3pacTe 2 Mecsia ku3Hu (1o onepanuu no Kacau), oqHomy B 12 jer
MoCJie TPAaHCIUIAHTAIMU TiedeHu; U AByM aeTsiMm ¢ CA B Bo3pacte 2 mecsitia u 11 mer
(omepaTuUBHBIE BMENIATEIbCTBA HE MPOBOAMIIKCS).

Onactorpadusa 2D — SWE nHa ynbTpa3BykoBoM ammapare cucteMbl Aixplorer
(Supersonic Imagine, ®panrus) nmpoBeneHa y 60 3M0poBBIX AeTel B Bo3pacTe oT 1 10
12 wmecsaneB (28 ManpuyukKOB W 32 J€BOYEK) B OTJEJICHUM YJbTPa3BYKOBOM
JUAarHOCTUKM B HeoHatosnorun u nenuatpuu DPI'BY «HMUIL AI'TI um. B.A.
KynakoBa» Munsapasa Poccun u otaeneHnn yapTpa3BykKoBoW auarHoctuku ['bY3
JAI'Kb Nel3 um. H.®. ®unaroBa /I3 r. Mocksel. MccienoBanus TpoBOAUIIACH
KOHBEKCHBIM matdukoM C6-1 wactoror 1-6 MI'11 u nuHeWHbIM pgatyukom [10-2
gactoTon 8-10 MI'I MHTEPKOCTAaIBbHBIM M SMUTIACTPAIBHBIM JOCTYIIAMU B 30HAX
MPaBOM JI0JIM MEUYECHU ¢ HAUMEHBIIINM KOJIMYECTBOM COCYJIOB Ha TiIyOouHe 2-4 ¢cM OT
KarcyJybl, HATOLIAK, B IOJOXXEHWU peOEHKa Jieka Ha CIHWHE MpPU CIOHTAHHOM
npixanuu. [locne 10 u3amepennit pacCUMThHIBAIACh CPEIHSAs BEIWYMHA 3JIACTHYECKON
YKECTKOCTH TI€YEHH, BhIpaxkaromasics B kuionackaisax (klla).

ARFI — »snmacrorpaduss Ha ynbprpasBykoBoMm ammapare Acuson S 2000
(Siemens, I'epmanus) npoBeneHa 50 ycaoBHO 310pPOBBIM JieTaM OT 1 10 3 mecsieB
KU3HU (23 ManbuukoB M 27 J€BOYEK) B OTACICHUH XUPYPIUU HOBOPOKIACHHBIX
OI'bY «<HMUIL AT'TT um. B.M. KynakoBa» MunszapaBa Poccuu. MccnemoBanus
MPOBOJIWIINCH JTUHEUHBIM natuukoM 914 ¢ gactoToit 8§ MI'1l MHTEPKOCTAIBHBIM U
AMUTACTPaIbHBIM JIOCTYIIaMU B 30HAX MPaBOM U JIEBOW JOJIM MEYEHU C HAMMEHBIIUM
KOJIMYECTBOM COCYJIOB Ha riayOune 1,5-3 cM OT Karcylibl, HaTOIIaK, B MOJOKCHUH
pebeHka Jieka Ha CIMHE MPU CIIOHTaHHOM JbixaHuu. [locne 7 uszmepenuit SWS B
pexume VTQ paccuuThiBaiach CpeAHsA BEIMYMHA BJIACTHYECKOM IKECTKOCTH
TIEYCHU, BBIPAKAIOIIASICS B M/C.

Bo Bpems wuccienoBaHus Bce JeTU OBUIM B COCTOSIHUM  CIIOKOMHOTO

00JIpCTBOBAHUS WUJTU CHA.
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2.2. CratucTuyeckasi 00padoTKa JaHHBIX

Cratuctuueckas o0paboTka pe3yabTaTOB MPOBOJAWIACH CTaHAAPTHBIMHU
METOJaMU C UCIOJb30BaHUWEM mnakera npukiagHbix nporpamm STATISTICA 10,
IBM SPSS Statistics 22. BoJbIIMHCTBO KOJIMYECTBEHHBIX IOKa3aTejlel He
MOMYUHSIIOCh HOPMAJIBHOMY PaclpeiesieHui0, TO03TOMY OBUIM  HMCIOJB30BaHBI
METO/bl  HEMapaMeTPUUEeCKOM CTaTUCTHKU. Bce  KoJIWYecTBEHHbIE JaHHBIC
npejcTaBieHbl B Buae M (cpeaHee 3HaueHHE), m (CTaHIapTHAs OLIMOKA CPETHETO
3HA4YCeHUs), G (CTaHIAPTHOE OTKJIOHEHHE), Meauanbl (50— nmporeHTwb), 25 u 75-10
MNPOLEHTUIIEH W MHUHHUMAIBHOTO M MAaKCUMAaJbHOrO 3HaueHuul. J[oCcTOBEpHOCTH
pa3IUuuid MEXIy COMOCTAaBISIEMBbIMH TPYIIAMH OIIEHHWBANIACh C HCIOJIb30BAHHEM
kputepusi ManHa-YuTHU. J[Jig1 BBIABICHUS B3aUMOCBSI3U HCIIOJIB30BAJICS PaCUET
Kputepust Xu-kBagpaT IlupcoHa, s BBIABIEHUS KOPPEISLHUOHHOW — CBSI3U
kodpdunment koppensiuuu Ilupcona. Ilpoenen ROC-ananus. Kpurtuueckuit
YPOBEHb 3HAYMMOCTH TPU TMPOBEPKE CTATUCTUYECKHX THUIOTE3 B JAHHOM

WCCIIEN0BaHNM puHUMAaics paBHbIM 0,05.
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I'JIABA 3. VJbTPA3BYKOBBIE IPU3HAKU U3MEHEHUI
OPI'AHOB FrEHATOBUJIMAPHOU CUCTEMBI, CEJIE3EHKH U
MOYEK Y MAIMEHTOB C CHHIPOMOM AJIAKWJLIS B
CPABHEHWHU C BUWIMAPHOM ATPE3MEM (PE3YJILTATBI
COBCTBEHHBIX UCCJIEOBAHMIN)

3.1. CpaBHHUTeNbHASA YJIbTPA3BYKOBAsl XaPAKTEPUCTHKA OPraHOB
renaToOMJIMAPHOI CUCTEMBI U CeJIe3eHKH Y NAIUEHTOB ¢ CHHAPOMOM

AaknJuIA 1 OMJIMapHOH aTpe3ueit

[Ipn cungpoMe ANaKWILIA yBEIMYEHUE pPAa3MEpPOB MEUYEHU IPOUCXOIMIIO
MPEUMYIIIECTBEHHO 3a CUET YBEJIWYCHHMs JICBOM J0Jiu medyeHu U | cermeHTta Oosee
30%. B mepBbIii MecsI )KU3HH T'elaToMeraius onpeaesiack Bcero y 3 (6%) mereii.
B 2 Mmecsina yBenuueHue pa3MepoB nedeHu orMedanock y 11 (22%) nereit, mpu 3Tom
MpaBasi 10J11 B CPEAHEM COCTaBisuia 75+9 Mm, neBast 1074 B cpeaHeM 10 56+4 mMm. K
KOHIly 3 MecsIia JaHHbIN npu3Hak BeisBisuics y 17 (34%) merel, mpu 3TOM mpaBas
oSl ompeaensnach B cpeaHeM 7610 mm, neBas noig B cpeaHeM A0 S8+5 mw,
MEepBBIN CETMEHT B cpeaHeM A0 41,5+6,5 mMm (puc. 3).

[Ipu OmnmapHO# aTpe3uu B MEPBBIA MECSI] KU3HU OTMEYAIOCh YBEIUYCHHE
pa3MepoB NEYeHU 3a cueT npaBoit goau y 65 (81%) nereii B cpeanem 10 73+9 mMm, BO
2-M 1 3-M Mecsmnax y Becex 80 obcnenoBanabix aereit (100%), B cpeaaem mo 80,5+£9,5
MM # 85,5+7,5 MM, COOTBETCTBEHHO (puc. 3).

[Tpu CA moBbIIIEHHE 3XOT€HHOCTH MAPEHXHUMBbI TICYCHU Y JIETeH B TIEPBBIC JIBA

MCCilla KU3HHU HC OIIPCACIIATIOCHh, W IIOABJIATIOCH B BO3PACTC 3 MCCiAlla JIMIb Yy 6

(12%) nereii.
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110 100% 100%
90 81%
70
50
34%
30 22%
10 6%
-10 1 mecsig 2 MecsIIT 3 Mecsn

cuHApOM Autaxkuiisgs M OuuMapHas aTpe3ust

Pucynok 3. /IluHaMKKa 4acTOThI YBEIMYEHUS pa3MepoB neueHu y aerei ¢ CA u bA B

IICPBLIC TPU MCCillA JKU3HU

[Ipu OuiMapHO¥ aTpe3uu 3XOT€HHOCTh MApPEHXHUMbI MEYEHU OIpEeesiach B
Bo3pacte 1 mecsina 'y 10 (12,5%) nereit, B 2 mecsiua xxu3au y 29 (36%), u B 3 mecsiia
otMedanioch y 62 (78%) obcnenoBaHHbIX (pHUC. 4). BBUIO OTMEYEHO OJTHOBPEMEHHOE

HapaCTaHUC JaHHOT'O IIPU3HAKa U YBCIIMYCHHA PA3MCPOB.

110 100% 100%
(V)

90 81% 78%

70

50

36%
30
12%
10
-10 I mecsiiy 2 Mecs1y 3 mecsig
MOBBINIEHNE YXOTEHHOCTH MAPEHXHUMbI H renaroMerajns

Pucynox 4. JlMHaMMKa 4YacTOTbl IMOBBIIMICHHS 3XOIC€HHOCTH IAPEHXUMBI H
YBEJIMYEHHMS pa3MEpOB MEUYECHH Yy JIeTel ¢ OMInapHoi aTpe3ueil B epBbie TPU MecAla

KHU3HU



44

HeoaHopoaHOCTh MapeHXUMbl B BUE YYACTKOB MOBBIIIIEHHOW 3XOT€HHOCTH U
TUIEPIXOTEHHBIX BKIIOYEHHM B TEPBBIM MecsAll HE BCTpeyanach HU y OJHOIO
peOeHKa, U TOJIBKO K HaYally TPEThETo MecsIia KU3HU onpexaernsuiack 4 (8%) mereii ¢

curapomoM Anaxuist 1y 11 (14%) oOciieioBaHHBIX ¢ OMIMAPHOM aTpe3Hei. (puc.

5).

Pucynox 5. Pe6enok ¢ BA, 2 mecsina xu3Hu. YIbTpa3ByKoBasi KApTUHA YBEIMUCHUS
pa3MepoB TMEYEHU, TMOBBIIMICHUS 3XOI€HHOCTH M HEOJHOPOJHOCTU MApPEHXUMBI,
OTCYTCTBHUE COCYAUCTOr0 PUCYHKa

ByrpucrocTth KOHTYpPOB NE4YE€HH NpU OUIMapHOW artpe3uu B 1 Mecsll KU3HU
JIOCTOBEPHO HE ompenersiiack. B 2 mecsia manubIi npusHak BeISBIsuIcS y 3 (3,75%)
nere, a k 3 MmecsuHoMy Bospacty omnpeaernsuics y 13 (16,25%) nereii. [Ipu orenke
KOHTYpPOB M KpaeB IMEYEHU MpU OMIMAPHON aTpe3uu 3aKpyrjieHHue KpaeB reyeHu B 1
MeCAIl He OTMEYaJIOCh, B 2 MecsIa BIABISIOCh ¥ 6 (7,5%) nereit, 'y 21 (26,25%)
pebeHka B 3 mecsia ku3HHU. Torjaa kKak npu cuHapome Anaxwuis auib y 2 (4%)

I[eTeﬁ OIIPCACIIATIOCH 3aKPYTJICHHUC KPAacB IICYCHU.
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[Tepunopranbubiit Guobpo3 B 1 Mecdll )Ku3HU B BUAE AP Y3HOTO MOBBIIMICHUS
AXOTEHHOCTH TI0 XOJy CTBOJIa M BETBEW BOPOTHOM BeHBI y netedt ¢ CA ompeaensics
b K 3 mecsany ku3HU Yy 6 (12%) oOcnepoBanHbix (puc. 6). Torma kak mpu
ounmapHoit arpe3un otmevaics y 6 (7%), B 2 mecsua y 36 (45%) nereit, a B 3 mecsia

YKU3HU JocTOBEpHO BhIsBIsICA ¥ Beex 80 (100%) nereil.

Pucynok 6. Pebenok c¢ CA, 3 wMecama >Xu3HU. YIIbTpa3ByKoBas KapTHHA

nepurnopTaibHoro Gudposa (yKa3zaHO CTPEIKOM)

CumntoM TpeyrojbHOro pyona («huOpo3Has TJIONIA[Ka», TPEYroibHas HIH
TyOyJsipHas CTPYKTypa TOBBIIIEHHON ASXOr€HHOCTH, PAaCIOJIOKEHHas B 00JjacTu
nepeaHe MOBEpXHOCTH OM(ypKallMi BOPOTHOM BEHbI, TONIIMHON 4MM U Oosee) npu
OusMapHOU aTpe3uu BHEepBbIe onpeaensica K kKoHIy 1 mecsua 'y 10 (12,5%) nereit u
K 3 mecsny xu3nu BoisBisuicsa y 40 (50%) nereit (puc. 7). [Ipu CA naHHBIN TpU3HaAK

BBISIBIISLIICS TOJIBKO ¥ 2 (4%) nereid B Bo3pacte 3 Mecsla )KU3HU.



Pucynox 7. Pebenok c¢ BA, 2,5 wmecsua >Xu3HU. YIbTpa3ByKoBasi KapTHHA
YBEJIMYEHUSI pa3MEpPOB MEUCHHU, YMEPEHHOTO MOBBIIIEHUS] YXOT€HHOCTU MaPEHXUMBI,

nepunopTaibHoro Gudpo3a, CUMIITOMA TPEYTOJIBLHOTO PyOIia (YKa3aHO CTPEIIKOM )

Ocnabnenue cocyaucTtoro pucyHka HaOmomanock y 40 (50%) nereir ¢
OusmapHoOU aTpe3uelt K 3 MecsIly ®KU3HH, TOT/Ia KaK PU CUHAPOME ANKWILIS JTUIIb
y 1 (2%) pebenka. Jlepopmariusi cTBoJIa BOPOTHOM BEHBI C UBMEHEHUEM XO0J1a BETBEH,
KaK aHOMAaJIMsl Pa3BUTHS COCYJIOB, BBISBIIIACH TONBKO ¥ 2 (4%) AeTeil ¢ CuHaApOMOM
ATaxuss.

Honmneporpaduyeckue MOKa3aTeN BHYTPUIIEYEHOUYHONM T'€MOJIMHAMHUKU Yy
BCeX JieTel ObUIM B mpejenax BO3pacTHOM HOpMBI. ['eMonnHaMUYecKUX MPU3HAKOB
MOPTaTbHON THUMNEPTEH3UN (CHUKEHUE CKOPOCTH KpPOBOTOKAa B BOPOTHON BEHE
MeHble 14 cm/cek, MHBEpPCHs MOTOKAa KPOBU B BOPOTHOM BEHE, peKaHAIM3alUs
MyIOYHOW BEHbI M PACHIMPEHHBIC BEHbI MHUILIEBOJIA) y JAETEH MEpPBbIX 3 MECSIEB
YKU3HU 3aMEUeHO He Obu10. EAMHCTBEHHBIM MHTEPECHBIM, HO PEIKO BCTPEUYAIOIIUMCS
Y YBEIWYMBAIOIIAMCS C BO3PACTOM CHUMITOMOM OKAa3aJICSd MOBBIIIEHHBIN HHIEKC
pe3suctentHoctu (MP) no 0,80 B BeTBAX meueHOUYHBIX apTepuil. OH BcTpeyancs y 14

(17,5%) nereit ¢c bunuapHoit atpe3ueit u aunib y 1 (2%) pedenka ¢ CA.
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BeHno3HbIll OTTOK y BceX JieTei ObLI MCEeBAOMOPTAIbHBIA, HO 10 4 MECSIIeB
KU3HM y TaKuX JeTell B ATOM BO3pacTe JJaHHBbIA NPU3HAK MOXXHO CUMTATh
HOpMaJbHBIM [33].

[Ipu Y3U >xemyHOro my3bIps OTMEYAIHUCHh XapaKTEPHbIE OTIUYUTEIIbHbBIC
npu3HaKku c mepBoro mecsauna xu3Hu. [Ipu CA mpu MEepBUYHOM HCCIIEIOBAHUU
HaTOL[aK B 1 MecsI] U3HU >KETYHBIN My3bIpb HE OMpENessuics Win Obul B dopMme
TsKa, C MOCJEAYIONIEeHd BU3yalu3allel YMEHbIIEHHBIX pa3MepoB, HEPABHOMEPHBIM
YTOJIIEHUEM CTEHOK M 3XOTE€HHOMU emubto B mpocBeTe Y 13 (26%) nereit. [Ipusznaku
rumnoriazud - otMevanuch y 16 (32%) oOciemoBaHHBIX —(KETYHBIA  ITy3BIPb,
MaKCHMajbHas JJIMHA KOTOporo He mpeBbimana 19 mm) (puc. 8, 9). ¥V 20 (40%)
JETeH KEIMYHBIA Ty3BIph JTOCTOBEPHO BBISBILLICS HOPMAJIBHBIX Pa3MEpOB,
HeMpaBUIbLHOW OPMBI ¢ IPU3HAKAMU JiehopMaIiH 3a CUET MEePEeruO0B U MEePeTsIKEK.
Cnenyer ormetuth uto npu CA Bcerma HaOI0Janach peakius COKpPAILCHUS C

IMPUMCHCHHUCM HpO6HOFO 3aBTpaKa.

a. 0.
Pucynox 8. Pebenok ¢ CA, Bo3pact 2 u 3 Mmecsna xu3Hu (a, 0). YabTpa3BykoBas

KapTHUHA KCIIYHOTO IIY3bIPpA C YTOJIICHHBIMH, HCPOBHBIMH, CJIOUCTBIMU CTCHKaAMHA
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FF2/E4
SRIINI3/CRI 2

Pucynok 9. YnpTpazBykoBble BapuaHTBl TMIIOTUIA3UU YKETYHOTO MMY3BIPS Yy JIEeTeH ¢
CA B Bo3pacte 3 MecdAla >XKW3HU (YMEHBIIEHHE Pa3MEpOB, YTONIIECHHE CTEHOK

YKEJITYHOTO ITy3bIPsl)

[Ipu OunuapHOii aTpe3uu KEIYHBIN My3bIPh B MEPBBIA MECALl IPU IEPBUYHOM
UCCIIEIOBAaHUH Yy JETEH HATOIIAK JTOCTOBEPHO HE OMPENEISIICA B THIIUYHOM MECTE y
25 (31%) nereit, u ompeaensiacs B Buae GuoOposHoro Tmka y 45 (56%)
obcnenoBanHbix. Y 9 (11,25%) nereil BuU3yanu3upoBaH W3MEHEHHBIM JKETYHBIN
My3bIpb MUHUMAJBHBIX Pa3MepPoOB (MJIMHON 10 15MM) ¢ yTONIIIEHHBIMUA CTEHKAMU U
MUHUMaJIbHBIM TipocBeToM (puc. 10). Ha mpotskeHunm 3-X MecsilueB pa3sMepbl U
CTPYKTYypa >KEITUHOTO MY3bIps y AeTel ¢ OUIMapHON aTpe3ueil He MEHSIIUCh, PeaKIUs

Ha IpHeM NUIIK OblIa c1ab0 BhIpAKEHA.

Pucynox 10. Pebenok c¢ BA, 1,5 wmecsna >xu3Hu. YIbTpa3ByKoOBas KapTHHA
TUTIOTIA3UPOBAHHOTO B pa3Mepax KerqyHoro my3sips (15x3mm)
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Pacmmpenne BHYTPHUIIEUEHOUHBIX JKETYHBIX MPOTOKOB M OOIIETO KEITYHOTO
IPOTOKA TpU OMIIMAapHOW aTpe3nH B TIEPBbHIC JBA MeCsIa )KU3HU HE BBISABIISIIOCH, HO K
KoHIy 3 Mecdana omnpeaensuioch y 3 (3,75%) nereit. Ilpu cungpome Anakuiuis
JaHHBIN TPU3HAK OTCYTCTBOBAN B 1 U 3 Mecsa.

IIpu Y3U ceneszenku B 1 mecsn xxu3nu npu CA cruieHoMerainvs HabJro1anach
ToJIbKO y 5 (10%) oOciienoBanHbIX, B 2 Mecsna y 7 (14%), u k 3 mecsuam y 12 (24%)
neTell. YBennyeHue pa3MepoB ObUIO HE3HAYUTEIbHBIM, MPEBBIIAIONIUM BO3PACTHYIO
HopMy Ha 1-1,5 cM um cocraBmsuio npubmusutensHo 55+5mM. [lpu OumnmaphHoit
aTpe3uu JOCTOBEPHO OINPEACIAIOCh YMEPEHHOE YBEIMUEHUE Pa3MEPOB CEIE3CHKHU
(Ha 2-3cMm Oosibllie BO3PACTHOM HOPMBI, M COCTABIISLIO MPUOIU3UTENBHO 70+£5MM) y
40 (50%) nereit, B 2 mecsua y 63 (78,75%) nereit u mporpeccupoBaia K 3-x

MECSYHOMY BO3pACTy y BcexX o0caemoBanubIxX (puc. 11, 12).

110 100%
30 78,5%
70
50%
50
30 24%
0,
10% 14%
10
-10 I mecsiny 2 MecsI] 3 mecst

CHHAPOM Ajakniisi M OouamapHas aTpe3us

Pucynok 11. YacTora yBenuueHHs pa3MepOB CEJIE3€HKH y JeTeid ¢ OuIMapHOM

aTpe3ue 1 CUHAPOMOM AJIKHUILISA B MIEPBBIE TPU MECSLA KU3ZHU

Takum obpazom, mpu Y3U opraHoB renatoOUIMapHON CUCTEMBI U CEJIE3EHKH Y

nereit ¢ CA u BA orMevanuch clieyromue naTtojJorn4eckue n3MeHEHUs!.



Pucynox 12. Pebenok ¢ BA, 1,5 mecsna >xu3Hu. YIbTpa3BYKOBbIE IPHU3HAKU

YBEITMUYEHHUS pa3MepoB celie3eHKH (110 71x28Mm)

Co CTOpOHBI NIEYEHHU C PA3IUYHON CTENEHBIO BBIPAXKEHHOCTHU OMPEICISIIHCH:
renatomeranus (npu CA yBeaMYEeHHE Pa3MEpOB MPEUMYLIECTBEHHO 3a CUET JIEBOU
J0JIM U 1-r0 CerMeHTta); MOBBIIIEHUE 3XOT€HHOCTH MapeHXHUMbl MMEYEHU; CUMIITOM
«mepunopraibHoro (puodpoza» (B Bume AMGPY3HOro MOBBIMICHUS IXOTEHHOCTH IO
XOJly CTBOJAa W BETBEW BOPOTHOM BEHBI); CHUMITOM «TPEYTOJBHOIO pPyOIa»
(«pubpo3HOI TUIOHIAAKKY) (TPEYroJibHAS WK TYOYJIsipHAasi CTPYKTYpa MOBBIIIEHHON
9XOTE€HHOCTH, PACITOJOKEHHAass B O0JacTH TEpeaHEeH MOBEPXHOCTH Oudypramuu
BOPOTHON BeHbI, TONMMUHOW 4 MM u Oojee). Co CTOPOHBI >KETYHOTO ITy3bIpS
OoOHapyXeHbI: >KETYHbIN My3blph HOPMAJIbHBIX Pa3MEpPOB, HEMPABUIBbHON (HOPMBI, €
npu3HaKaMu JAegopMmali 3a CUEeT MHOYKECTBEHHBIX NEPEruO0B U IEPETKEK;
YKETYHBIN Ty3bIpb B (hopme HUOPO3HOTO TSKA; TUIIOTUIA3HS KEITUYHOTO My3bIps (TIpH
CA mnmuna o 19 mm, npu BA — 1o 15 Mm); oTcyrcTBHe xemdyHoro my3bips. [lpu
OIICHKE CEeJIe3€HKH PErucTpUpOBaIach CIUICHOMETausl.

B Tabmumax 5-7 mnpenctaBieHa 4acToTa  YJIbTPa3BYKOBBIX H3MEHEHHUH
renaToOuIMapHoi cucrteMbl U cene3eHku y aereit ¢ CA u BA B Bo3pacte 1 (mpu
NOCTYIJIEHUH), 2 U 3 Mecsiua >XKu3Hu. J(OCTOBEpHBIE pa3invuus MEXIY TCpyIIaMu

ONpCACIIAIOTCA IMTPAKTUYCCKH 110 BCEM ITPHU3HAKAM.
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Tabmuma 5. YactoTa ymbTpa3BYKOBBIX HM3MEHEHUH TeNaTOOWIMAPHOW CHCTEMBlI U
ceneszeHku y aeteit ¢ CA u BA npu nocrymienuu (1 mecsir )xu3Hu)

CA BA
YabTpa3ByKoBbI€ IPU3HAKHU (n = 50) (n = 80) P

I"emaromMeranus 3 (6%) 65 (81%) <0,000001
[ToBbImIeHUE 9XOTEHHOCTH 0
HapECHXUMBI TICYCHU B 10 (12%) 0,006971
CumnTom «IIEPUITOPTATLHOTO 0
PubPO3D» — 6 (7%) 0,081479
CHMIITOM «TPEyTOJILHOTO pyO1Ia» — 10 (12%) 0,006971
OTCYTCTBHUE JKETIHOTO My3BIPS 1 (2%) 25 (31%) 0,000022
Kenampiii — 1yseipe B GOPME | 43 9500y | 45 (560) | 0,001019
bubpo3HOTO TSHKA ’
['uronasus >Ke;IYHOrO My3bIps 16 (32%) 9 (11%) 0,005494
N3MeHEHHBI  JKEIYHBIM  IY3BbIPb 20 (40%) 1 (1%) <0.000001
HOPMAaJIbHBIX Pa3MEpOB ’
CrieHomeranus 5 (10%) 40 (50%) 0,000002

HpI/IMe‘-IaHI/IeZ AOCTOBCPHBIC Pa3/IN4Us BbIACICHBI JKUPHBIM IHpI/I(l)TOM.

Tabnuma 6. YactoTra ynbTpa3BYKOBBIX HM3MEHEHUHN TenaToOMIMapHON CHUCTEMbI U

cene3eHku y aerer ¢ CA u bA B 2 mecsua )ku3Hu

YabTpa3ByKoBbIe IPU3HAKH CA bA P
pasBy P (n = 50) (n = 80)

I"'emaromMeranus 11 (22%) 80 (100%) 0,000001
[ToBeiIEHME 9XOr€HHOCTHU 0
IaPEHXUMEI II€YEHU B 29 (36%) 0,000001
Cumnrom «IEePUIIOPTATLHOTO 0
DuBpo3ar — 36 (45%) 0,000001
CHUMITOM «TPEyrojibHOro PyoIa B 26 (33%) 0.000001
OTCYTCTBHUE JKEIIHOTO My3BIPs 1 (2%) 25 (31%) 0,022993
Kemumpiit - myseips - B QOPME | 45 a0y | 45 (5606) 0,000090
(GbuOpO3HOTO TSHKA
['uronasus sKeI4HOro my3bIps 16 (32%) 9 (20%) 0,022001
W3MEHEHHBIM JKEITYHBIM Iy3bIPb
HOPMAJILHBIX pPa3MepOB 20 (40%) 1(1%) 0,000001
CruteHoMeranus 7 (14%) 63 (79%) 0,000001
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Tabnuma 7. YactoTra yabTpa3BYKOBBIX M3MEHEHHUH TelaTOOMIMAPHON CHUCTEMBI U
ceneseHku y jgereid ¢ CA (n =50) u BA (n = 80) B 3 mMecsia )u3Hu

YabTpa3ByKoOBbI€ PU3HAKH CA bA P
pasBy P (n = 50) (n = 80)

I'enaromerarnus 17 (34%) 80 (100%) 0,000001
I[ToBbIIICHNE 9XOTCHHOCTH
HapEeHXHUMbI TICUEHU 6 (12%) 62 (78%) 0,000001
Cumrrom «IIEPUIIOPTAIBLHOTO
Gubpo3a» 6 (12%) 80 (100%) 0,000001
CHMIITOM «TPEyTOJIbHOTO pyOIIa» 2 (4%) 40 (50%) 0,000001
OTCYTCTBHE 5KETYHOTO ITy3BIPS 1.(2%) 25 (31%) B
XKemunpii  my3plpp B (hopme 13 (26%) 45 (56%) 0,000038
(GbuOpPO3HOTO TSHKA
['HomIasys KeITYHOrO My3bIpst 16 (32%) 9 (11%) 0,054797
M3MEHEHHBIM KETYHBIM  ITy3BIPb
HOPMAJIbHBIX pa3MepOB 20 (40%) 1(1%) 0,000001
Crnenomeranms 12 (24%) 80 (100%) 0,000001

HpI/IMe‘laHI/Iel AOCTOBCPHBIC pa3JINYUs BbIACIICHBI JXKUPHBIM H_IpI/I(l)TOM.

[Ipu mpoeaennn ROC—ananu3a (yUUTHIBAIUCH YIbTPA3BYKOBBIE W3MEHEHUS,
BBISIBJICHHBIE B TEUEHHWE 3 MecAlla >KU3HH) HH(POPMATUBHOCTH H30JIMPOBAHHBIX
yJIbTPa3ByKOBBIX M3MEHEHMH renatoOuanapHoil cuctemsl B AuarHoctuke CA Obuia
HeBbIcoka. OHako B 1uddepeHaibHOM TMarHoCTUKE X0JIecTa3a y JeTel nepBbix 3
MECSIIEB JKU3HM UYYBCTBUTEIBHOCTH YIbTPa3BYKOBOTO CHUMITOMA «TPEYTroJIbHOTO
pyOua» B quarnoctuke BA coctaBuia 50%, cnenuduunocts — 100%, miomanas noa
kpuBoit (AUC) — 0,750 (puc. 13). UyBCTBUTENBHOCTh k€ H3MEHEHUU KETYHOTO
my3sIps B BUAEC €ro OTCYTCTBUS W (Gopmbl (ubOpo3HOro Tska cocraBmia 88%,
cnerupuunocts — (2%, AUC — 0,797 (puc.14). UyBCTBUTEIBHOCTh CHMIITOMA
«nepunopranbHoro ¢uodposza» cocraBuna 100%, cneuuduunocts — 88%, AUC —
0,940 (puc. 15).
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Pucynok. 13. ROC—xpuBasi Tecta «HajJu4he CHUMIITOMA «TPEYroJIbHOTO pPyOIa» —

BA»y.
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Pucynok. 14. ROC—kpuBas Tecta «0OTCYTCTBHE BU3yaJIU3allUU )KEITIYHOTO My3bIps WIH

BU3YaIM3allMs )KeTYHOTO My3bIps B BUie puOpo3Horo Tska — BA».
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Pucynok. 15. ROC-—xkpuBas Tecta «Haqu4yhe CHUMIOTOMA «IIEPUIOPTAIHHOIO

¢ubpo3za» — bA».

Heo0xoaumMo OTMETUTh, UTO YKa3aHHbIE BBIIIE NMPU3HAKK BU3YaJIU3UPOBAIUCH
Ha (poHE KIIMHMKMU XOJIeCcTa3a, renaromeranuu u ciienomeranuu (y 100% manneHTos

c BA B Bo3pacte 3 mecsiia )K13HN).

3.2. YIbTpa3BYKOBbI€ IPU3HAKU U3MEHEHUN MOYEK Y MANUEHTOB C
CHHIPOMOM AJIAKUJLIIS

VY apTpa3ByKoBOE HCCIIEI0OBaHUE MMOYEK MTPOBOAMIOCH AETSAM B Bo3pacte 1, 2, 3,
6 u 12 MecsneB XU3HU. ITO CBSI3aHO C TEM, 4TO MOPGOJIOTHUECKHE U3MEHEHUS
MO4YeyHOM TKaHU y OoJbHBIX ¢ CA 1O JaHHBIM MHOTOYHUCJIECHHBIX aBTOPOB
MIPOSIBIISIFONITUECS ME3aHTUOIUMINI030M (YBEIHMUYCHUEM KITYOOUKOB, ME3aHTHAIBHOTO
MaTpUKCa M HAJIMYUEM KJIETOK, COJEpIKallUM KamejdbKH JIUINJI0OB) HAYMHAIOTCS C

paHHEro BO3pacTa, a MMEHHO y JieTell B Bo3pacTe 10 12 mecses [60,72,79,127].
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IIpn ynbTpa3BykoBOM OlcHKE mouyek y nered ¢ CA BBIABIEHBI ClEayIOLIUE
IIATOJIOTMYECKUE M3MEHEHMS, PACLIEHUBAEMbIE KaK IPU3HAKU IMOYEHYHOW JHCILIA3HH:
IIOBBIIIEHUE JXOT€HHOCTU KOPKOBOI'O CJIOSl TMAapEHXHMMBbl, HApYyLIEHUE KOPTHUKO-
MeAyUIIpHON nrudepeHIpoBKY 3a cUET AePopMaIii TUPAMU]] B BUJIE BBITIHYTON
dopMa W yMEHbBIIEHUS HMX KOJIUYEeCTBA B cpe3e (OT 4 10 MOJHOTO OTCYTCTBHUS
BU3YaJIM3allMM), MOSABICHUE MEJIKUX OJMHOYHBIX KHCT B MPOEKUHUU KOPKOBOTO H
MO3IOBOI'0 CJIOEB NAPEHXHUMBI, pa3MepPbl KOTOPBbIX BapbupoBaiu oT 1,5 no 3,0 mm, u
MOBBIIIIEHNWE WHJIEKCA PE3UCTEHTHOCTH (Ha YPOBHE CErMEHTapHbIX apTepuii) >0,80.
YacrtoTa ynbTpa3BYKOBBIX HW3MEHEHHMH IIOYEK TMpejAcTaBlieHa B Tabmuie 8.
OTMe4yanmocp JOCTOBEPHO YBEJNMYEHHE YaCTOThl YKA3aHHBIX IIPU3HAKOB HaA
NpOTsHKEHUU 3 MecsieB xku3HU. [Ipu BA nmogoOHble H3BMEHEHUS CO CTOPOHBI MOYEK Y

00cJIeTOBaHHBIX JETEH OTCYTCTBOBAJIU.

Tabnuna 8. YacTora yiabTpa3ByKoBbIX U3MeHeHHH mouek y geteit ¢ CA (n = 50) B
nepBbie 3 MecsLa )KU3HU

Y bTpa3ByKOBbIE IPU3HAKH I mec. | 2mec. | 3 mec. P
[ToBbIlIIEHNE HXOTEHHOCTH KOPKOBOTO CIOSl | 2 5 16 0.0002
apPCHXUMBI (4%) | (10%) | (32%) ’
Hapyenue KOPTUKO-MEAYJUISIPHON 2 5 12 0.0086
b hepeHIMPOBKU (4%) | (10%) | (24%) ’
Kucro3ubie n3MEHEHHUS — — 6 (12%) | 0,0019
Wunexc pesucrentHoctr >0,80 — — 1(2%) |0,3654

Tabnuna 9. YactoTa ynbTpa3ByKOBbIX u3MeHeHui nodek y aereit ¢ CA (n = 50) B
TEUEHHUE MEPBOTO T'OJIa KU3ZHU

VY IIbTpa3ByKOBBIE MPU3HAKU 3 mec. 6 mec. 12 mec. P

IloBrIIIEHNE DXOTEHHOCTH
KOPKOBOT'O CJIOSI TAPEHXUMBI

16 (32%) | 25 (50%) 35 (70%) 0,0007

Hapyienune koptuko-
MEYJUIAPHOM 12 (24%) | 26 (52%) 32 (64%) 0,0002
b depeHInpoBKU

Kucto3Hbie Hn3MCHEHHS 6 (12%) 16 (32%) 16 (32%) 0,0295

Hnpexe POCTIITIOCT | 1(2%) | 14(28%) | 19(38%) | 00001
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Taxxe ObljIa MpoaHATU3UPOBAHA YACTOTA YJIBTPA3BYKOBBIX U3MEHEHUN MOYEK
Ha TMpoTsHKeHUH 12 MecsreB ku3HU (Tabn. 9). OTMedeHa Ta XK€ TEHIACHIIUS
JIOCTOBEPHOTO YBEIWYEHUS YaCTOTHI yJIBTPA3BYKOBBIX MPU3HAKOB Ha MPOTSHKCHHUH
Ha0JII0/1aeMOro IepHoIa.

C 3 1o 12 mecsilieB yBeIUYMUBAIOCHh YUCIO JIETEH C MOBBIIIEHHEM 3XOT€HHOCTH
napeHxumsbl (16-25-35); ¢ HapylieHneM KOPTUKO-MenyJUIIpHON nuddepeHInpoBKu
3a cuer aedopManMM MUPAMHUAOK B BHUJE BBITAHYTOH (OPMBI U YMEHBIICHUS
KOJIMYECTBA B cpe3e 0 4 WM BIUIOTH JI0 MOJHOTO MX OTCyTcTBUs (12-26-32) (puc.
16); ¢ eIMHUYHBIMM MEJIKMMH KHCTaMH B KOPKOBOM BEIIECTBE M ITHpaMHUIKaX

pasmepamu J10 1,5-3 mm (3-16-19).

a. 0.
Pucynox 16. (a, 6). CA y pebenka 3 mec. (a) u 6 mec. (0). YbTpa3ByKkoBas KapTHHA

MOYEYHOM JHUCIIa3uu — HapymeHue au(QepeHIMpoBKH MOYEYHOW TKAHM Ha
KOPKOBOE W MO3rOBO€ BEIIECTBO, 3a cueT aedopmaiiiu, YMEHbBIICHUS KOJI-Ba
MIAPaMHUJIOK B Cpe3e

bonee arpeccuBHBIE POCT KOJMYECTBA W Pa3MEpPOB HMEIU  KHCTHI,

JIOKaNM3yIoImecs B nTupaMuakax mnoyek (puc. 17).



Pucynok 17. Pebenok 3 mecsma xu3au, CA. YapTpa3ByKoBas KapTHHA KHCTO3HOM
JUCIUIa3MH TIOYEK — MENKHE OJMHOYHBIE KHCTHI B KOPKOBOM BEIECTBE MOYKH H

KHCTO3HOC ITIOPAKCHUC ITUPAMHUIOK

N3MeHeHne TeMOJMHAMUKH B BHJC TOBBIIMICHUS HHICKCOB PE3UCTECHTHOCTHU
oonee 0,80 ompenemsumch u mporpeccupoBanu y 1-14-19 nereit cOOTBETCTBEHHO.
Taxke QukcHpoBanach THIOIUIA3HWSI OJHONH IOYKH C BHUKAPHBIM YBEIHMYCHHUEM
KOHTpajlaTepajIbHOTO OpraHa y 2 JeTeH, IByXCTOPOHHUN CTEHO3 MOYCUHBIX apTepUi
y 1 peGenka. OTCyTCTBHE YNbTPa3BYKOBBIX H3MEHEHHUH CO CTOPOHBI TOYEK Y
obcnenoBaHHBIX feTelt ¢ BA mpu Haau4mum psiia HecneUpUISCKUX YIbTPAa3BYKOBBIX
CUMIITOMOB y psana mnanueHtoB ¢ CA Ha (oHe KIMHHUKM XOJecTa3a BBITJISIIUT

00HaIe)KMBAIOIIMM B TUTAHE OIICHKH HHPOPMATHBHOCTH TIOYEYHBIX KPUTEPHUEB.

Tabnumna 10. UnpopMaTUBHOCTH YABTPa3BYKOBBIX H3MEHEHHI MTOYEK

Hunexc
[Tokazarenn Hapymenue | Kucro3nsie
[IO11IT PE3UCTEHTHOCTH
MH(POPMATUBHOCTHU KM/ M3MEHEHUS
nP>0,80
UyBCTBUTENBHOCTD, % 70 64 32 38
Crnenudpuynocts, % 100 100 100 100
AUC 0,850 0,820 0,660 0,690
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Pesynbratel ROC—ananu3a moYeuHbIX YJIbTPa3BYKOBBIX IMPU3HAKOB (YYHMTHIBAIHUCH
yJIbTPa3ByKOBbIE HM3MEHEHUs, BBISIBICHHbIE B TEYEHHE 12 MecsleB KU3HH)
npusenensl B Tabmume 10. Ha pucynkax 18 m 19 mpeacraBmenst ROC—xpuBsie

HauoOoee I/IH(l)OpMaTI/IBHLIX TCCTOB.
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Pucynok. 18. ROC-—kpuBasi TecTa «IOBBIINIEHHE 3XOT€HHOCTH KOPKOBOIO CJIOS
napeHxuMbl — CA».
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Pucynox. 19. ROC-kpuBas TecTa  «HApyIIEHHE  KOPTUKO-MEIYJUISIPHOM
nuddepentpoBku — CAx.
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C nenbro IEeTaqbHOTO MCCIEAOBAaHUS MOYEYHOW MapeHXHMbl B 3aBUCHMOCTH
OT HCIIOJIb30BaHMsI JATYMKOB CKAaHUPOBAHUS OBUIM MPOAaHAIU3UPOBAHBI PE3YJIbTAThI
yIIBTPa3BYKOBBIX M3MEHEHHMI NOueK B ABYyX rpymnmax. Ilepsoi rpymnme (26 nereit)
yJIbTpa3ByKOBasi OLIEHKA IIOYEK NpOBEJeHa MO0 OOLIECHPHUHITON METOAMKE
KOHBEKCHBIM JAaTYUKOM U JIONOJHUTENIBHO JIMHEWHBIM JaTYMKOM C 4acToTou 5-12
MI'u. Bropoit rpymnmne (24 pebGenka) VY3 mnodek NOpoOBOAWIOCH TOJBKO C
MIPUMEHEHUEM KOHBEKCHOT'O JaTyrKa yactotou 3,5-5,0 MI 1.

B 1-i1 mecsint sxu3nu B iepBoit rpynme y 3 (11,5%) o0ciaenoBaHHBIX BBISIBICHO
HapylIEHUE KOPTUKO-MENYJUISIpHOW IU(PPEpPEeHIIMPOBKM 3a CYET YMEHbBILICHHUS
KOJIMYECTBA MUPAMUJIOK B cpe3e A0 4-X U MeHee, 0COOCHHOCTH CTPOCHUS MUPAMUIOK
B BUJIe BRITSHYTOU (hopMmbl y 2 (7,7%) nereri u 'y 1 (3,8%) pebeHka omnpenesiuch
€MHUYHBIC MEJIKHE KUCThI B MMPAMUJIKaX U KOPKOBOM BEILECTBE pa3mepamu Ao 1,5-
2 mM. Bo Bropoi rpynme Hapymenue KMJ[ 3a cyeT CHMKEHMS KOJMYECTBA
NUpaMUAOK onpeaessnuck auib y 1 (4,1%) pedenka.

B 2 wmecsna xusznu B mepBod rpynmne y 4 (15,4%) nerelt BBISBISAIOCH
Hapywenue KMJ[ 3a cuer nedopmanuu nupamuaoK B BHUJE BBITSAHYTOW (POpPMBI U
YMEHBIIICHHUSI KOJIMYECTBa B cpe3e 110 4-X u MeHee, y 2 (7,6%) nerel onpeaeisiinuch
€MHUYHBIE MEJIKHE KUCThI B IMPaMUJIKaX U KOPKOBOM BEILECTBE pa3mepamu a0 1,5-
2 mMm. Bo Bropoil rpynne Hapymenne KM/J[ B BHIEe yMEHbIIEHUS KOJWYECTBA
MUPaMUJIOK BBISBIISIIOCH ¥ 2 (8,3%) nereil.

K 3 wmecsmam B mepBoit rpymnme y 9 (34,6%) o0cienoBaHHBIX BBISBICHO
Hapymwenue KMJ[ 3a cuer nedopmanuu nupamMuaoK B BUAE BBITSHYTOH (OPMBI U
YMEHBUIEHUSI KOJMYECTBA B Cpe3e J0 4-X M MEHeEe, a TAKKE HaJWu4usl €IMHUYHBIX
MEJIKUX KHCT B MUpaMUIKaXx U KOPKOBOM BelllecTBe pazmepamu Ao 1,5-2 mm. Bo
BTOpOU rpynme HapymieHne KM/] ¢ TumudabiME 0COOCHHOCTSMU OBLTO BBISIBIICHO Y 3
(12,5%) obcrienoBaHHBIX, KUCTO3HBIE BKIIIOUEHHUS B MAPEHXUME pa3MepaMu OKOJIO 3

MM u niossienne P 6onee 0,80 onpenensuce y 1 (4,2%) pedbenka.
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CtouT OTMETHTb, 4YTO Je€TajbHble MposiBiieHus Hapymenus KMJ]

3HAUYUTCIBbHO OTINYaJIUCh Y JIETe B 3aBHUCHUMOCTH MCIOJIb30BaHUS JIMHEHMHOIO U

KOHBEKCHOTO JJaTankoB (puc. 20, 21, 22).

Pucynok 20. Pebenok 3 u 6 mecsanes, CA. CkaHMpoBaHHE KOHBEKCHBIM JAaTYUKOM
3,5-5,0 MI'm. ViupTpa3BykoBasi KapTUHAa HApYIICHUS KOPTUKO-MEAYJUIIPHOU
muhGepeHIUPOBKHA MMAPEHXUMBI MMOYEK — YMCHBIICHHE KOJUYECTBA MUPAMHJIOK B
cpese.

L e e e e o . Sl 4 . ——

Pucynok 21. PeGenok 3 mecsia, CA. BbicOKOYaCTOTHOE CKaHUPOBAHUE JIMHEHHBIM
natyukoM 12 MI'u. YapTpa3BykoBasi KapTHHA MOBBINIEHUS] 3XOT€HHOCTH MOYEYHOU
napeaxumbl, HapymeHus KMJ[ ¢ HaauumeM MHOXECTBEHHBIX MEJIKHX KHUCT B
00J1acTH MUPAMUIOK
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B 1 rpynna (nuHeiinbiii natuuk 10-14 MI')
2 rpynna (KoHBeKcHbIH naTtyuk 3,5-5,0 MI'n)

100%

80%

60%

40% 34,6%
15,3%
20% ) 12,5%
7,7% 49 ’
. B
0%

1 mec 2 Mec 3 mec

Pucynok 22. Yacrora Hapymenuss KM/ mpu ucnons30BaHUM pa3IWYHBIX JATYUKOB B

MEepBBIE 3 MecALa KU3ZHU

B Bo3pacte 6 wmecsueB B mepBod rpymnme Hapymenue KMJ[ 3a cuer
nedopMany MUPaMUIOK B BHUJI€ BBITAHYTOH (POPMBI M YMEHBIIICHUSI KOJIMYECTBA B
cpeze 10 4-x u MmeHee ormeuanoch y 18 (69,2%), equHUYHBIE MEIKHE KHUCTHI
pasmMepamu A0 1,5-2 MM M MEJKHE TOYEYHBIE THUIIEPIXOTECHHBIC BKIIOYEHUS B
NUpaMUAKax U KOPKOBOM BEIIECTBE MapeHXUMbl onpenensinchk y 13 (50%) nereit
(p<0,05). ¥ 1 (5%) pebenka BBISBIICHBI MHOKECTBEHHBIC MEJIKHE KUCThI B KOPKOBOM
BelleCcTBE pasMepamu a0 3 wMM. [Ipum wuccnemoBaHMM NOYEYHOTO KPOBOTOKA
MOSIBUJIOCH MO3aWMYHOCTh [OKa3aTellied Ha pa3iM4HbIX Yy4yacTKaX apTepuH,
noBeimenne NP Gomee 0,80 mozamunoro xapakrepa BwisiBisuiock y 10 (38,5%)
oOcnenoBaHHbIX. Bo Bropoil rpynme Hapymenune KM/ ¢ TUnuuHbIMU
ocobenHoctsamMu 'y 8 (33,3%) nereir. KucrtosHble BKIIOYEHHS B IapEHXHUME
pasmepamu 3 MM BbiIBIeHBI Yy 3 (12,5%) o0OcnenoBaHHBIX, W3MEHEHUS
reMoJMHaMHUYeCcKuX mokasateneit y 4 (16,7%) aereii (puc. 24, 25).

K 12-tu mecsitam xu3HU B nepBoil rpymnmne HapymeHue KMJ[ ¢ TunuyHbIMu
ocodennoctsimu  y 21 (80,8%) pebenka (p<0,05). Kucrosneie u3MEHEHUsS B
NUpaMUJIKaX W KOPKOBOM BEIIECTBE B BHUJIE MEJIKHUX aHAXOTCHHBIX W
TUIIEPIXOTE€HHBIX BKJIIOYEHUM pazMepamu A0 1,5-3 MM yxe ompenensiiuck y 16

(61,5%) pereil, HapyuieHue TreMoAMHAMHYeckux Tmokazatened y 15 (57,7%)



obcienoBanHbix (p<0,05). CTOUT OTMETHT,
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yTo 0oOJIee arpeccUBHBI pPOCT

KOJIMYCCTBA W PA3MCPOB HMCIIM KHUCTBI, JIOKAJIHU3YIOIIUCCA B IIHPpAMHUIKAX IIOYCK

(87%), Torga Kak B MapeHXUMe OHM ONpeAessuich uub B 13% ciayyasx. Bo Bropoi

rpynne aHajgoruyHsie usmeHnenus KMJI onpenensuiuch 3HauuTeNbHO peke — y 11

(45,8%) nmereii, KHCTO3HBIC M3MEHEHHS B BHJIE MEJIKUX KHUCT B KOPKOBOM BEIIECTBE

pazmepamu 10 2-4 MM BeisIBIsUIHCH Y 3 (12,5%) nereit, nossimienue UP Gosee 0,80

orMedaiock y 4 (16,7%) obcnenoBanubix (puc. 23, 24).
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N ] rpynna (uHeiinbii gaTyuk 10-14 MI'n)

2 rpynna (KOHBeKCHbIii naTunk 3,5-5,0 MI'n)
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Pucynox 23. Yacrora napymenuss KM/I mpu ucnosib30BaHUM pa3InYHBIX JaTIYUKOB
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Pucynok 24. Yactora KHUCTO3HBIX

B ] rpynna (imHeiinb1i gaTuuk 10-14 MI'n)

2 rpynna (KoHBeKcHbIi aaTunk 3,5-5,0 MI'n )
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pas3’IM4YHbIMU JATYUKaAMHU
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IIOYCK IIpU HCCICAOBAHUU
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Takum oOpa3zoM, B pe3ysibTaTe MCCIENO0BAHUS MPOAHAIM3UPOBAHBI YIIBTPA3BYKOBBIC
MCCJIEIOBAHUS TIOYEK, TPOBOJIMMBIE PA3IMUHBIMU AaTYMKaMH. Y CTAHOBJICHO, YTO TIPU
WCIIOJB30BaHUM  BBICOKOYACTOTHOTO CKaHUpoBaHus Tmouek y jgeredr c¢ CA
3HAUMUTEIHHO TIOBBIIIAETCS BBISBISAEMOCTh JETalIbHBIX HW3MEHEHUH MOYEYHOM

IIaPEHXUMBI.

3.3. CBsi3b YJbTPA3BYKOBBIX NPU3HAKOB U3MEHEHHUH MOYEK U
CHIBOPOTOYHOI'0 YPOBHS X0JIeCTEPUHA M TPUTJIHLEPHUI0B Y NALIMEHTOB

C CHHAPOMOM AJIAKHJILIIS

HononnutenbHo, y Becex gereil ¢ CA  ObUiM  IPOAHATM3HPOBAHBI
onoxumuyeckue nokazarenu xonecrepuna (XC) u tpurmaunepunos (TT') B cbIBOpoTKe
KpOBH, KOTOpBIE€ OKa3ajauch NOBBINIEHHBIMU Yy 88% (44/50) u y 86% (43/50)
oOCleI0BaHHBIX  COOTBETCTBEHHO. HopManbHBI HHTEpBajd XOJeCTEpUHA B
CBIBOPOTKE KPOBH OBbLIT MPHUHST COTJIACHO BO3pacTHOM HopMme oT 1,8 1mo 4,5 MMob/i,
tpurnuiepuaos ot 0,34 ngo 1,24 wmmonws/n.  ['unepxonectepuHeMus Oblia
3adukcupoBaHa Mpu 3HaUYeHUIX oT 4,9 no 12,3 MMOJIb/J1, THIEPTPUTITUIICPUIEMHUS OT
1,74 no 3,2 MMOJIB/1.

JIist onpeniesieHusl TMarHoOCTUYECKOW EHHOCTH BBISIBIICHHBIX MTPU3HAKOB ObLiIa
MIPOBE/ICHAa CTaTHCTHYecKass 0O0pabOTKa pe3ysbTaTOB CTAHAAPTHBIMU METOJAMU H
ROC-ananmu3, B XoJe KOTOpOl Oblla BBIABICHA BBICOKAs CHEIHU(PUIHOCTD

71a00paTOpHBIX U3MeHeHul (Tabum. 11), (puc. 25).

Tabmuua 11. HuHbOpMATUBHOCTH OTAENBHBIX OMOXMMHUYECKUX IOKa3aTesen

CBIBOPOTKH KPOBU

IMoka3aTesnn HHPOPMATHBHOCTH XoJsiecrepuH Tpuriauuepuabl
YyBCTBUTENBHOCTD, % 88% 86%
Cnemuduanocts, % 99% 99%
AUC 0,944 0,935
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Tax:xe oOTMeueHa BBICOKas JUArHOCTHYCCKasA 3HA4YUMOCTBb BBIABJIICHHBIX
BBICOKHX IOKa3aTeIeH 06H16FO XOJICCTCPHUHA U TPUTTITULCPUIOB B CBIBOPOTKE KPOBH Y

nerer ¢ nuarnoctupoBanHbiM CA (Tabm. 12).

Kpuebie ROC

—t — XCmmonen

T Trvonsn
OnopHan NMHKUA

0,64

0,44

YyBcTBUTENBHOCTD

T T T
0,0 0.2 04 06 08 10

1 - CneundcpuyHocTb

Pucynok. 25. ROC—kpuBas Tecta «TUNEPXOJECTEPUHEMHUS U TPUTITHIICPUEMUT —

CAy.

Tabmuua 12. Yposuu XC u TT" u onenka 3HaunmocTr y 60sbHBIX ¢ CA (n=50)

Iloka3aTenu cbIBOPOTKH Memnana MuHuManbHO MaxkcumajbHO P
KPOBH A ¢ 3HAYCHHE ¢ 3HAYCHHE
Tpurnuuepuabl (MMOJIB/1)
2,17 0,71 2 ,
(nopma — 0,34-1,24) 3 0.00001
XonectepuH (MMOIIB/M) 7 3 123 0.00001

(mopma — 1,8-4,5)

YuuTheiBas MOJy4YEHHBIE JaHHBIE, OTMEYEHO, 4YTO Hamboliee YacTo
HaOJII0/IaeMblii  YIIBTPA3BYKOBOM TMPU3HAK — IOBBIIIEHHWE JXOTCHHOCTH IOYEYHOM

napenxumbl (I131111) umeeT 3HAUMMYIO CTATUCTUYECKYIO B3aUMOCBS3b C BHICOKUMHU



IIOKa3aTC/IsIMU O6H.I€FO XOJIECTCpHUHA W TPUITTULOCPHUAOB B CBIBOPOTKEC KpPOBH. Ha

OCHOBAaHHMH pacuera KpuTepus Xu-kBaapar [lupcoHa ObUIO BBISIBICHO JOCTOBEPHOE

U3MEHEHHUE YIbTPa3ByKOBOTO MpHU3HAKa Ha (DOHE THIEpPXOJIECTEPUHEMHH, YPOBEHb

3HAYMMOCTH JaHHOU B3auMocBs3u coctaBui 0,037) (Tabm. 13).

Tabmuma 13. OueHka CBSI3M TUIEPXOJIECTEPUHEMUU W TIOBBIIMICHHS 3XOT€HHOCTU

noueyHoit mapenxumsl (IT3I1I1)

XC
I'pynna N (0) >N (1)
(1,8-4,5mmoun/a) |(4,9-12,3Mmoub/1)
n 72 4
% 94, 7% 5,3%
TI5IIIT
n 1 1
0
% 50,0% 50,0%
n 73 5
Bcero
% 93,6% 6,4%
n 4 11
% 26,7% 73,3%
TISIIIT
1 n 2 33
% 5,7% 94,3%
n 6 44
Bcero
% 12,0% 88,0%
n 76 15
% 83,5% 16,5%
TISIIIT
n 3 34
Bcero
% 8,1% 91,9%
n 78 49
Bcero
% 61,7% 38,3%

[Tpumeuanue: rpynna 0 — 78 netei ¢ uckmodeHHbIM auarHo3oM CA, rpynmna 1 — 50 nereit

¢ moarBepxkaeHHBIM CA, n — Koin4yecTBO AeTeil, N — HOpMaJbHOE COJEpKaHUE B

CBIBOPOTKEC KPOBH.
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3naucHue kodddunmenta auHeHHONH Koppemsuun Ilupcona (r-ITupcona)
cocraBuiio 0,516, 9TO COOTBETCTBYET YMEPEHHOW TECHOTE CBSI3U MEXKIY BBICOKUM
YPOBHEM OOIIETO XOJIECTEPHHA B CBIBOPOTKE KPOBH U YIBTPa3BYKOBBIM MTPH3HAKOM —
MOBBIIIICHUE IXOTEHHOCTH TOYCYHON MapeHXUMbL. [laHHAs KOppPENsSIMOHHAS CBS3b
SIBIIIETCS cTaTHCTHIeCKH 3HaunMoi (P<0,01) (tabm. 14).
Tabmuma 14. Ouenka koddduimenta koppemsiuuu [lupcona u craTucTUYECKOU
3HAaYUMOCTH CBSI3U THUIIEPXOJICCTEPUHEMHUU M TOBBIMICHUS YXOTCHHOCTH IMOYCYHOU

napenxumsbl (ITIITIT)

Koppensiuun
XC [1OT1I1
Koppensamus .
PP 1 0,516
IIupcona
I'mnepxonecrepudamus
3Hau.
(XC) 0,000
(IBYXCTOpPOHHSIS)
N 50 50
Koppensuus -
0,516 1
[Inpcona
[IOIIIT 3Hau.
0,000
(IBYXCTOpPOHHSIS)
N 50 50
**, Koppensus 3nauuma Ha ypoBHe 0,01 (1ByXCTOpOHHSIS).

JIJ1st TPUTIIULIEPUIOB PE3yIbTAThl ObLTH aHAJIOTUYHBI.

Takum oOpazoM, B pe3yibTaTe COIMOCTABJICHUS BBISBICHHBIX XapaKTEPHBIX
yJIBTPA3BYKOBBIX MPU3HAKOB M3MEHEHHUS TMOYEK C JIaOOpPaTOPHBIMU TMOKa3aTeIsIMU
CBIBOPOTKH KPOBU — OOINETO XOJIECTEpHUHA U TPUTIIUIICPUIIOB OTMpPEICICHA 3aMETHAS
KOppEJSIMOHHAs CBs3b, MOATBEPKAaIoNIas OObEKTUBHOCTh MOPAXKEHUSI TIOYEK TPHU

ATOM CHHJPOME.



67

3.4. YabTpa3ByKOBbI€ IPU3HAKH U3MEHCHUI CepPAEeYHO-COCYAUCTOH

CUCTEMbI y HAIIUCHTOB ¢ CHHAPOMOM AJaxuis

[Tpu ananu3ze pe3ynbratoB DXOKI y 47 (94%) neteii ¢ CA B Bo3pacte oT 1 10

3 MecseB XKU3HU ObUT BBISIBJICH T€MOJIMHAMUYECKH HE3HAYMMBIN MepudepuyecKuit

CTEHO3 W/WIK TUNoIia3us BeTBel Jierounoit aprepuu (p<0,05). VYV 9 (18%) nmereid

obl1 nuarnoctupoBad JAMXKIL, y 5 nereit — IAMIIIL, y 15 — OAIL Terpana Pamo,

KOAQpPKTALUsI aOPThI, aTpe3usl JISTOYHOM apTepyUy 2 THUIA C THUIIOILIA3UEh CHCTEMBI

JIETOYHOU apTepuu ObLTH PErHCTPUPOBAHBI B AMHUYHBIX CiTydasx (Tabi. 15).

Tabnuma 15. YactoTa maToJOrMuecKuX U3MEHEHUN CepJIeYHO-COCYIUCTON CHUCTEMBI

y neteii ¢ CA (n=50)

ITaToJiorust cepaevHO-COCYAMCTON CUCTEMbI %
['emomHaMUYeCK HE3HAYUMBIN TTeprUdeprUIecKuil CTEHO3 94% (47)
W/WJIY TUTIOIJIa3Ms BETBEH JIETOUHOM apTepuu

OTKpBITBIN aopTanbHbBIN MPoToK (OAIT) 30% (15)
Hedext mexokenynoukoBoit meperopoaku (JIMXKII) 18% (9)
Hedext mexnpeacepaHoi neperopoaku (JIMIIIT) 10% (5)
Terpana damio 2% (1)
Koapkramus aopTsI 2% (1)
HanxmanaHHBIN CTEHO3 a0pTHI, KJIAMTaHHbIN cTeHO3 JIA 2% (1)
ATpesusi JIETOYHOW apTepw 2 THUMAa C THUIOIUIA3MEH CHCTEMBI 2% (1)

JIETOYHOM apTepuu

HOJ’Iy‘IeHHBIC JaHHBIC TMOATBCPKAAIOT HAJIMYHC (1)CHOTI/IHI/ILICCKOFO IIpHU3HaKa

CO CTOPOHBI CCpI[C‘-IHO-COCYI[HCTOﬁ CHUCTCMBI ITPAKTHUYCCKHN Y BCCX O6CJ'ICI[OBaHHI>IX.
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3.5. Pe3yabTaThl j1acrorpaguu nevyeHu

Onacrorpadpus 2D — SWE mna ynbrpasBykoBoMm ammapate Aixplorer
(Supersonic Imagine, ®pannus) koHBeKCHbIM naTunkoM C6-1 wacroroit 1-6 Ml
nposeneHa 4 netsiMm ¢ BA B Bo3pacte 5, 6, 7 u 9 ner nocne onepauuu no Kacau u 1
pebeHKy B Bo3pacTe 2 mecsdla *u3Hu (10 onepanuu no Kacaum), omHomy B 12 et
MOCJIe TpaHCIUIAaHTAMM nedeHu; u 1ByM AeTsaMm ¢ CA B Bo3pacte 2 Mecsina u 11 et
(omepaTUBHBIE BMENIATEIBCTBA HE MPOBOAMINCH). CpeaHue 3Ha4€HHsI BapbUPOBAIIN
ot 7,72 no 14,16 xlla B 3aBucuMocTH OT Bo3pacta (Tadm. 16), (puc. 26, 27, 28).
OOpamaer Ha cebs BHUMAaHHE 3HAYUTEIBHOE pAa3jIMYMe TOKa3aTelsl >KEeCTKOCTU
ne4YeHu y JeTeil B 2 mecsua ku3Hu, npu bA on cocrasui 37,1 klla, y pebenka ¢ CA
10,8 kIla. ¥V crapmux nereid MOayiab YOIPYTrOCTH IIEYEHU COOTBETCTBOBAI OCHOBHOMY

AUArdio3y U KIMHUYCCKOMY COCTOAHHUIO HA MOMCHT HCCIICAOBAHUA.

Tabnuna 16. 3nauenus moxyns ynpyroctu nedenu npu 2D — SWE anactorpadun
KOHBEKCHBIM JaTuyukoMm C6-1 uvactoroit 1-6 MI'n y nereii ¢ CA u BA paznuyHoro

Bo3pacrta (klla)

MuHuMaibHOEe — MAKCUMAJIbHOE
Juaruos Bospactr | Cpeanee 3Ha4yeHue

3HAYEHHUe
BA 2 mec. 37,1 29,5-45,1
BA 5 et 14,16 11,6-20,3
BA 6 ner 7,72 6,5-9,7
bA 7 ner 12,03 9,1-18,4
bA 9 ner 12,89 9,1-16,8
BA 12 ner 9,89 8,5-11,8
CA 2 mec. 10,8 9,0-12,7
CA 11 ner 13,46 11,6-15,9




B 230 kPa

Gen/Med/H
M 1/61 dB/Med

T 1540 mis e 24
SCISR 5 : :
G49% -
Fr. 7 Hz ; -
SWE™ 5

Std/Med

M 1/Med Wes )

S 5/0 50 % e P2 XQ-Box™

G70% “ Mean 14.3kPa
£ £ 2 ’ Min 10.7kPa
Max 16.3kPa

Z 100 % = i - sD 1.3kPa
. Diam 10.0mm

AQ-Box™

Mean 14.3kPa
Min 12.0kPa
Max 17.8kPa
SD 1.5kPa
Diam 10.0mm
XQ-Box™
Mean 14.8kPa
Min 5.4kPa
Max 18.2kPa
SD PR GE]
Diam 10.0mm

»<Q-Box™
Mean 14.9kPa
Min 5.1kPa
Max 18.1kPa
SD 2.0kPa
Diam 17.0mm

Pucynox 26. 2D — SWE oanacrorpadus meyeHu KOHBEKCHbIM naTdukom C6-1

yactoToil 1-6 MI'm y manbunka ¢ CA B Bo3pacrte 11 net

B
Gen/Med/H
M 1/61 dB/Med
T 1540 m/s
SC/SR 5
G51%

. : . +Q-Box™
G70% 3 R T e - Mean 12.8kPa
) <3 Min 9.6kPa
. A = - Max 14.2kPa
Z 100 % . T SD 0.9kPa
~-3 s Diam 10.0mm

XQ-Box™
Mean 13.0kPa

Min 10.4kPa
Max 14.9kPa
SD 1.2kPa
Diam 10.0mm

AQ-Box™
Mean 12.0kPa
Min 9.9kPa
Max 14.8kPa
SD 1.1kPa
Diam 21.0mm

Pucynox 27. 2D — SWE oanacrorpadus meueHu KOHBEKCHbIM naTdukom C6-1

yactoron 1-6 MI'1y neBouku ¢ BA B Bo3pacte 7 jiet



B
Gen/Med/H
M 1/61 dB/Med
T 1540 m/s
SC/ISR 5
G48%
Fr. 7 Hz

SWE™
Std/Med
M 1/Med
S 5/0 50 %
G70%
12.4kPa
- : 16.9kPa
Z 100 % : Z 1.1kPa
3 2 - 10.0mm

13.1kPa
9.8kPa
14.3kPa
1.1kPa
10.0mm

13.9kPa
12.0kPa
16.3kPa

0.9kPa
16.0mm

Pucynok 28. 2D — SWE »snactorpadusi medyeHu KOHBEKCHBIM mnaTdyukoM C6-1

gactotoi 1-6 MI'1 y neBouku ¢ BA B Bo3pacte 5 neT

Cpennuii mokasaTenb 3JaCTHYECKOM >KECTKOCTH IEYEeHW MO AaHHbIM 2D —
SWE »snacrorpadun Ha ynpTpa3BykoBoM ammapare Aixplorer (Supersonic Imagine,
@®pannusi), B Bozpacte oT 0 g0 12 mecsueB (N=60) koHBeKCHbIM aaTuukom C6-1
yactortoit 1-6 MI'y coctaBun 4,42 + 0,91 xlla, nuneiinbiM gatuukom L10-2 yacToToit

8-10 MI'1 4,94 + 0,78 kIla (Tab:a. 17, 18), (puc. 29, 30).

Tabnuna 17. [Tokazarenn moayns ynpyroctu nedenu npu 2D — SWE snactorpadgun

y 3JI0POBBIX J€TEN B 3aBUCUMOCTH OT JaTuynka U Bo3pacta (klla)

Bospacr Tun paTynka Cpeanee 3Ha4yeHHE
KOHBEKCHBIN TaTYHUK 4,5857+0,7295
3 mecsima (n=20)

JIMHEHHBIN JaTINK 5,0129+0,9632
KOHBEKCHBIM JaTUNK 4,5217+0,6614

6 mecsteB (n=18)
JIMHEHHBIN JaTYUK 4,8833+0,7345
KOHBEKCHBIA JATUHUK 4,4218+0,9199

12 mecsneB (n=22)
JIMHEHHBIN JaTIuK 4,9490+0,7886
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Tabnuna 18. ITokazatenu moayns ynpyroctu nedeHu rnpu 2D — SWE anacrorpadun

y 3JI0POBBIX JI€TEH B 3aBUCUMOCTH OT JIaTuuKa U Bo3pacta (kl1a)

BospacTHas rpynna u oéjacTb 25-75-i Min-Max | CtangapTHoe
Menuana
Hcc1e10BaHUA NPOUEHTHIN | 3HAYeHHe | OTKIOHEeHHe

3 mecsma (n=20)

KOHBEKCHBIN JTaTYHK 45 4,24-4.91 3,1-6,1 0,72
JIMHENHBIN JaTYUK 49 457-5,44 3,5-7,3 0,96
6 mecsieB (n=18)

KOHBEKCHBIN TaTUNK 45 4,19-4,85 3,2-6,0 0,66
JINHEHHBIN JaTYUK 49 4.52-5,24 3,7-6,1 0,73
12 mecsmes (n=22)

KOHBEKCHBIN IaTYUK 41 4.01-4,82 3,0-6,2 0,91
JINHEHHBIN JaTYUK 5,0 4.59-5,30 3,3-6,4 0,78

B { 230 kPa
Gen/Med/H ¢ )
M 1/61 dB/Med

T 1540 m/s : 24

SCISR 5 o N

G 49 % ™ - A i 18

Fr. 7 Hz / 12
6

SWE™

Std/Med

M 1/Med Y

S 5/0 50 % e +Q-Box™

G70% ] Y A \ 4 Mean 4.4kPa

3 Min 3.8kPa

: - = 5 - Max 5.7kPa

Z 100 % o s - i e SD 0.5kPa
B 3 . Diam 10.0mm

Pucynok 29. 2D — SWE snactorpadus neueHu y 370poBoii JeBOYKH B Bo3pacTe |
Mecs1Ia JKU3HU KOHBEKCHBIM naTynkoM C6-1 gactotoii 1 - 6 MI'1g



3.0mm

Pucynok 30. 2D — SWE nsnacrorpadus nedesu y 340pOBOi J€BOYKH B BO3pacTe 9
MECSILIEB KU3HU JIMHEHHBIM AaT4uKoM L10-2 gactoroit 8 - 10 MI'11: a - mpaBas gos,
0 — JIeBas qOJId

Cpennuii mokasaTesiab 31aCTUYECKOM KECTKOCTH medeHdu no JaHHbiM ARFI —
anactorpaduu Ha yibTpasBykoBom amnmapare Acuson S 2000 (Siemens, ['epmanusi) B
MpaBoM JI0Jie Y JeTel MEPBBIX TpeX MecsAleB Ku3HU (N=50) TUHEHUHBIM AATYUKOM
9L4 gactotoit 8 MI'1y coctasun 1,22 + 0,10 m/c. (4,46 kI1a). B neBoii mone cpeanee
3HAYEHHUE CKOPOCTH CIBUTOBOM BOJHBI cocTaBua 1,31 £+ 0,14 m/c (5,14 xIla) (Tadm.

19, 20), (puc. 31, 32).

Tabmuma 19. Tlokazarenu ckopoctu cIBUTOBOM BosiHBI (M/c) meuenu npu ARFI —
sanactorpadpuu B pexxume VTQ nuHelHbiM natuukoMm 914 ¢ ugactoroit 8 MI'm B

3dBUCHUMOCTH OT JOJH IICUCHH U BO3pacTa

Bospacr IIpaBas 10J1 Ne4YeHHU JleBast 10J151 me4YeHH
1 mecsr (n=21) 1,2390+0,1202 1,2760+0,0713
2 mecsma (n=15) 1,2174+0,9505 1,2630+0,0816

3 Mmecsmna (n=14) 1,2293+0,1008 1,3136+0,1477
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Ta6muma 20. [Tokazarenu CKOpOCTH CABUTOBOM BOJHBI (M/c) meuenu npu ARFI —
anacrorpadguu B pexume VTQ nuneitnoiM gatuukoMm 9L4 c¢ uwactoroit § MI'n B

3aBUCUMOCTH OT J0JIM IICUCHU U BO3PaCTa

Bo3pacTHas rpynna u 06J1acThb 25-75-i Min-Max | CtangapTHoe
Meaunan
uccJie10BaHUSA NPOLEHTHIN | 3HAa4YeHHe | OTKJIOHEeHHe

1 mecsn (n=21)

[IpaBas nosst meuenu 1,23 1,17-1,29 0,97-1,46 1,12
JleBas nois reyeHun 1,24 1,24-1,31 1,15-1,45 0,07
2 mecsna (n=15)

[TpaBas moJis eyeH" 1,22 1,16-1,25 1,06-1,38 0,95
JleBas moid eyeHn 1,24 1,23-1,30 1,13-1,43 0,08
3 mecsna (n=14)

[IpaBas nosst meuenu 1,22 1,16-1,28 1,09-1,40 0,10
JleBast 1o meueHn 1,27 1,22-1,39 1,14-1,70 0,14

Vs=1.34 m/s
Depth=2.4 cm

Pucynox 31. ARFI — »snmacrorpadusi. M3oOpaxenue mnedenn B B-pexume wu
MU3MEPEHUE CKOPOCTU CAWMBHUIOBOM BOJHBI JIMHEMHBIM HatynukoMm 914 c¢ yactoron 8
MI' B pexume VTQ y 2—X MECAYHOTO 310POBOTO MAJIBUHKA



74

Vs=1.26 m/s
Depth=2.0 cm

.

13fps 4cm

Fr37

Pucynox 32. ARFl — »snacrorpadusi. M3o0paxenue mnedenun B B-pexume u
U3MEpPEHHE CKOPOCTH CABUIOBOM BOJIHBI JIMHEWHBIM AaTyukoM 914 c¢ wactoroil 8
MI'1 B pexxume VTQ y 310p0oBOM IEBOYKH B BO3pacTe 1 MecsI] )KU3HA

CraTucTiyecku JOCTOBEPHOM pAa3HMIBI B PACIpPEICICHUH II0Ka3aTelied B
npejenax rpynn (MexXay MpaBoi U JIEBOU JI0JIeH, MEXTy BO3PACTHBIMU IPYIIIIaMH) Ha

MOMEHT HcclieioBaHus He BoisaBiaeHO (P <0,05).

3.6. Knunnuyeckue cayyau

Kannnuyeckunii cayuyaid Nel. PeGenox W.®., mampumk, 2015 r.p. Ot 1
CaMOCTOSITENIbHOM OepeMeHHOCTH, | poaoB mMmocpeAcTBOM 3KcTpeHHoro Kecapesa
ceyeHus Ha 36 Hexene (dkiamrcus y matepu). Ponusncs ¢ maccoit 1920 rp., poctom
45 cwm, orierka o Anrap 7/9 6amnoB. B 1 mecsIl )ku3HU NMIPU KIMHUYECKOM OCMOTPE
- KOXKHBIE TIOKPOBHI C JKEITYIIHO-3€JICHOBATHIM OTTEHKOM C 3 CYTOK YKHM3HH, CTYII
axOJIMYHBIN, IBET MOYM He n3MeHeH. [ledenp mansnaropHo +2 cm. [Ipm xkimHMKO-
71a00paTOPHOM HCCIIEAOBAHUN KPOBHU OIPENESIIOCh yBEIUYEHUE OMOXHMUYECKUX
MapKepoB xosiectasza (mpsamoi omnupyoun 171 MxMomb/i, xonectepuH 3,8 MMOJIb/J,
TI" 1,05mmoms/n, I'TT 357 E/n., I® 1303 E/n) u ¢pepmentoB muronuza (AJIT 138

E/n, ACT 237E/n). [loka3atesnu, OTpakaroliue CUHTETUIECKYI0 (QYHKIIUIO TEYCHU B
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npenenax HOpMbl. VICKIIOUEHBI TajakTo3eMusi, THpPO3WHEMus, aepuuur a-1-
antutpunicuda, TORCH-undekuun (a taxxkxe Hbs-Ag, antu-HCV, RW, BUY).
[IpenBapurenbubiii quarHo3: CuHapoM xonectasza. bunmapnas atpesus? CuHIpom
Anaxuins?

V3U renaroOMIMapHOl CUCTEMBI U CEIE3€HKH B 1 Mecdll: pa3Mepbl IIEYEHH B
HOpME - TpaBas 10yl 55 MM, JeBas 10y 26 MM; 3XOT€HHOCTh CPEIHsIsl, CTPYKTypa
mup¢y3HO HEOAHOPOJHAS 3a CYET THUIIEPIXOTNEHHBIX TOYEUHBIX BKIHOYEHUM;
JKETYHbIA My3blpb pazMepamMu 20X8 MM, B IPOCBETE MEJIKOAUCIEPCHAs B3BECH,
CTEHKH YTOJILIEHBI; CEJIE3€HKAa HE yBeaudeHa, pasmepamu 47x19 mMm. Y3U nouek:
pa3Mepsl 00erx MOYEK HE U3MEHEHBI, YXOT€HHOCTh HE3HAUUTENIbHO MoBbIieHa, KM /]
HE W3MEHEHa, II0Ka3zareln MepupepuyecKoro CONPOTUBIIEHUS AapTEPUATBHOIO
kpoBoToka He wu3MeHeHbl. OXOKI: mnpuznaku OAIl HKO, He3HauuTenbHbIN
nepudepuueckuii cteHo3 yeBoil BeTBU JIA. MPT opraHoB OpromIHON MOJOCTH C
npoBefeHrneM MP-xonanruorpaduu: neyeHb HE3HAYUTENIBHO YBEJIUUEHA B pa3Mepax,
KOHTYpbl HEPOBHBIE, YETKUE, CTPYKTypa OAHOPOJHAas, 0€3 OuYaroBbIX H3MEHEHHI,
MUHUMAJIBHO YTOJIIEHA COEAUHUTENbHAS TKaHb 110 X0y KPYITHBIX COCYJOB CUCTEMBI
NOpPTaJbHOM BeHbl 0€3 MPU3HAKOB HH(PWITPALMU, BHYTPUIICUYCHOUYHBIE MKEITYHBIE
IIPOTOKM OMNPENEIAIOTC HEPAaBHOMEPHBIMM, HE paciuvpeHbl. [IpaBeii U JieBbIi
NEYEHOYHbIE MPOTOKHU J1e(POPMUPOBAHBI, ONPEAEHATCS (PparMeHTapHO, KOHTYpPbl UX
HEYETKHe, OOLIMN >KeMYHBIM NPOTOK HA MOMEHT HCCIEAOBAHUS OIpenesieTcs
(bparMeHTapHO, >KEIYHbIA TYy3bIpb BBITAHYTOM (OPMBI OOBIYHBIX Pa3MEPOB;
3aKJII0YEHHE - YOenUTeNbHbIX JaHHBIX 3a arpesuto JKBII Her.

B 2 mecsana XHM3HU: IPH KIMHAYECKOM OCMOTPE COXPAHSETCS JKENTYIIHOCTh
KOXHBIX MTOKPOBOB, aXOJIMYHBIN CTYJI, MOYa OOBIYHOTO 1BETA, NAIBIIATOPHO MEYEHb +
1,5 cm. Ilpm KIMHUKO-TAOOPATOPHOM HCCIIEIOBAaHUM KPOBHU  OMPENEISIIOCH
yBEIMYECHHE OMOXMMHUYECKMX MapKepoB XoJsiecTtaza (OmiaupyOuHa 3a cueT MpsMoi
¢pakuuu, xomectepuna, [TT, IIP) u depmentoB 1urtonmmza (AJIT, ACT).
[Tokazarenu, oTpakarolue CUHTETUYECKYI0 (DYHKIHIO NIEUYEHU B IMpeaesiax HOPMBI.
[Tpu Y31 renatoOunmapHO CUCTEMBI U CEJIE3€HKU: pa3Mephbl MEUYeHU YBEIUYECHbI —

npaBasi jgojs 64 MM, sneBas 25 Mwm, uHiaekc 1 cermenTta 10 30%; CHUMIITOMBI
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«MEePUTIOPTATILHOTO (PrOpPO3a» U «TPEYTOJIBHOTO PYOIa» HE ONPEAEISUINCH; KEITUHBIH
My3bIpb HA MOMEHT HCCIIEAOBaHUS HE OMpEEsuics; cele3eHKa He yBenuyeHa. Y3U
MIOYEK: pa3Mepbl U CTPYKTypa HE W3MEHEHBI, IMOBBIIIEHUE 3XOT€HHOCTH MOYEYHOM
apeHXUMbl KOPKOBOTO ciiosi. PeHTreHorpadusi mo3BOHOYHUKA B 2 Mecsila >KU3HU —
pacmierieane Ten 1mo3BoHKOB Th6-Th9, Thl2 — «6aboukoBumHas» aHOMAIHS.
OcmoTp odTanpmMoIIora: raa3Hoe JHO O3 TATOJIOTHH.

Takum oOpa3zom y peOeHKa C KIMHHKO-JIA0OPAaTOPHBIMU MpPU3HAKAMU
CHHJIpPOMa XOJecTa3a, HCKIIOYEHBl TallakKTO3eMus, TUpO3UHeMHus, naehuiur a-1-
antutpurnicuia, TORCH-undexnuu (a takke Hbs-Ag, antu-HCV, RW, BHUY). Ilo
pesyabTatam Y3U renatodmimnapaoi cucteMbl 1 MPT opranoB OproIIHOM MOJIOCTH €
nposenenneM MP-xonanruorpadun yOenutenbHbIX JOaHHbIX 3a BA Her. Ilpu
pentredorpaduu no3BoHouHrnka U DXOKI' BbIsIBICHBI (DEHOTUTTMYECKUE MPUZHAKH
CA — «0abo4YKOBHUIHAS) AHOMAIMS TPYJIHBIX MMO3BOHKOB, MEpUPEPUUECKUI CTEHO3
neBor BeTBU JIA, YTO MOCTYKHWJIO TOKa3aHUEM JUIsl MPOBEACHUS MOJEKYISPHO-
TeHETUYECKOr0 MCCIEOBaHus, MpPU KOTOpPOM BhbIsiBIieHA MyTtanus B rene JAGIL,
xapakrepHas s CA.

B 3 mecdna u3HU: TP KIIMHUYECKOM OCMOTpE MablaTOPHO nedeHsb + 1,5
CM, COXPAaHSETCS J>KEIATYLIIHOCTh KOXKHBIX IOKPOBOB M axOJUYHBIM CTyJ, Moua
oOblyHOTO 1BeTa. [lpu KIMHUKO-TAa0OpaTOpHOM O00CIEAOBaHUM HAOIIOAATOCH
yBEIMYECHHE OMOXUMHUYECKMX MapKepoB XoJsiecTaza (OMiauMpyOMHA 3a CUET MPSIMOM
bpakiuu, xonecrepuna, [TT, D) u depmentoB muronmuza (AJIT, ACT).
[TokazaTenu, oTpaxaronue CHHTETHYECKYIO (DYHKIMIO TIEYEHHU B TMpEeiax HOPMBI.
[Tpu Y31 renatoOunmuapHOi CUCTEMBI M CEJIE3CHKU: Pa3Mephbl MEUCHU YBEIUYCHBI —
npaBast 1oas 69 mM, nesas nosist 30 MM; JKeMUHbIA y3bIpb 3 1x15MM, nocne npuema
MWLM COKpaTWiica 10 21x8 MM, B MPOCBETE COXPAHSAETCS MEJIKOAUCIEPCHAS B3BECH.
VY3U mnoyek: pa3mepbl U CTPYKTypa HE HW3MEHEHbI, COXPAHSETCS TIOBBIIICHUE
9XOTEHHOCTH MapeHXUMBbI 00enx mouek. Jmacrorpadus nmeuenn (Fibro Scan 502) B 3
MecsIIa JKU3HU: )KECKOCTh neueHu - 6,4 klla, uro cooTBeTcTBYET 1O mikane Metavir —

F1-F2 cragum.
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Ha ocHOBaHMM KIMHUKO-7Ta00paTOPHBIX MPU3HAKOB XOJE€CTa3a, OTCYTCTBUS
yJIBTPa3BYKOBBIX MPHU3HAKOB BA (cMMITOMa «TpeyrojibHOro pyoOIla», TUMOIIIa3uu
YKETIHOTO MY3bIPSl ¢ IJTUHON MeHee 15 MM), Hamuumsi (PEHOTUITUYCCKUX MPU3HAKOB
CA B BuJie 0a00YKOBHIHON aHOMAJIMK MTO3BOHKOB, NEPUPEPUUECKOT0 CTEHO3a JIEBOM
BeTBU JIA M XapakTepHBIX YJIbTPA3BYKOBBIX MPU3HAKOB (PKEIUHBIA IY3bIPb C
XapaKkTepHBIMU WU3MEHECHUSIMU YMEHBIIECHHBIX Pa3MEpOB, C YTOIIICHUEM CTEHOK M
MEJIKOJIUCTIEPCHOM B3BECHIO B IIPOCBETE; TOBBIIMIEHUE HXOTN€HHOCTH IMOYEYHOM
NApEHXHUMBbI); PE3YJIbTATOB MOJIEKYJISPHO-TEHETUYECKOTO HCCIEAOBaHUS, NpH
KOTOpoM BbIsiBiIeHa MyTauust B reHe JAGI, xapakrepHas mist CA; UCKIIOYEHUS
rajakTO3€MUU, THPO3UHAIMHUH, nepuuuta a-l-anturpuncuna, TORCH-undekumii (a
takke Hbs-Ag, antu-HCV, RW, B1Y) BbicTaBieH OKOHYATEIbHBIA JAMAr€o3 B 3
Mecsia Ku3HU - CHHAPOM AJIayKWIIIS: BPOXKICHHAS THUIOIUIA3Us BHYTPUIICYEHOUYHBIX
xemyneix mpotokoB. BIIC: OAII, HKO, 06aboukoBugHas pgedopmanus Tel
MO3BOHKOB, JIMCILIA3Us TOYEK, 3a/IepyKKa BHYTpUyTpoOHOTo pa3Butus. P cpexanee,
mucrapmonnyHoe, UMT — 3,7. HasHauena mnojjep)kuBaroiias KOHCEpBATUBHAs
Tepanusi, ONPEAeIIeH IJIaH JMHAMUYECKOr0 HaOII0ICHUS .

[Ipu nunamuueckoM HabOmoAeHUM A0 12 MecsmeB >KM3HM y peOeHKa
MPOrPECCUPYIOT MPU3HAKUA TOPAXKEHUS TenaToOMIMapHOM CUCTEMBbI W JUCILIA3UU
novek. B 8 MecsaueB KuU3HU: TPU KIMHUYECKOM OCMOTpPE MAJIBIATOPHO NEYeEHb + 2,5
CM, COXpPAaHSETCS >KEJNTYHIIHOCTh KOXKHBIX IIOKPOBOB UM aXOJWYHBIM CTyJ, Mo4a
OOBIYHOT'O LIBETA, MOSBWJICA KOXHBIM 3yd. B OMOXMMHYECKOM aHamu3e KpOBU
ompeseNsieTcs moBbieHue npsmoi ¢paxiuu ounnpyouna, XC, TT, TTT. Ilpu Y3U
renaToOMIMapHON CHCTEMBl M CEJIC3CHKH. pa3Mepbl MEUCHU YBEIWYEHBI — IpaBas
nonst 76 mm, neBast qons 41 MM, Kpail IEYeHW 3aKPYIJIEH, SXOT€HHOCTh IOBBIIICHA,
CUMIITOM «IEPUTIOPTATHLHOTO (UOpO3a», IKEIMUHbIE TMPOTOKH HE PACHIUPEHBI;
xemuHbld my3blph 30x11MM (TUnoOmasus), CTEHKM HE H3MEHEHBI, B IPOCBETE
MEJIKOJIMCIIEPCHAs B3BECh, OOILIMI JKEIYHBIM MPOTOK HE pAacCIIUpeH; Ccele3eHKa
yBenuueHa 76x36MM. [Ipru3HakoB MOpTabHOW TUIIEPTEH3UU He onpexaensercsa. Y3U
MOYeK: pa3Mepbl 00eHX TMOYeK B TMpeesnax BO3PACTHOM HOPMBI, OTMEYAETCS

MOBBINICHUE 3XOTCHHOCTH MAapPEHXHMbI, KOPTUKO-MENyJUsipHas nuddepeHnmpoBka
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HapyllieHa - MNUPAMHUJIKH BBITAHYTOM (OPMBI, B CpPEAHEN TpEeTH ONpeaeistoTcs
eMHUYHbIE MeJKUEe KUCTHI 10 1,5-3 mm. Dnacrorpadus neuenu (Fibro Scan 502) B 6
MECAIICB JKU3HU: TOKa3aTelb >kecTkocTh - 17,8 klla, coOTBETCTByeT mo mIKaie
Metavir — F4 craguu.

PebeHok mpoAo/KaeT mModay4yaTh CHMIOTOMATHYECKYIO MOJJIEPKHUBAIOLIYIO
Tepanuio W HaOtoaeTcsd B IWHAMUKE HA MPEAMET MPOTPECCHPOBAHUS M3MECHCHHM
renaToOMIMapHON CUCTEMBI U Movek ¢ nomoiibio Y3U. [Ipu nosiBineHun nokazaHui
OyZeT NpoBeieHa TPAHCILUIAHTALUA [T€YEHU.

Kannnuyecknii cayyail Ne2. PeGenox E.T., mampumk, 2012 r.p. Or 3
CaMOCTOATENbHON OepeMeHHOCTH, 1 caMocTosTeNnbHbIX poaoB Ha 40 Henene.
Pomwics ¢ maccort 3460 rp., poctom 52 cM, onierka o Anrap 8/9 6amo. B 1 mecsn
KU3HHU TPU KIMHUYECKOM OCMOTPE - KOKHBIE MOKPOBBI C KEJITYIIHBIM OTTEHKOM C
14 cyTOK XM3HH, CTYJI IOCTOSTHHO MMEN aXOJIMYHBIN XapakTep. [leueHp mansnaTopHo
+2,5 cm. Ilpu KIMHUKO-71a00paTOPHOM UCCJIEAOBAHUM KPOBHU  OMPENEISIOCH
yBEIMYECHHE OHMOXMMHUYECKHX MapKepoB xoJecraza (mpsmoil Oummpyoun 80
MKMOJIB/J1, Xosecteput 4,2 mmons/a, TI' 1,05mmons/m, ITT 940 E/xn., D 454 E/n)
u pepmentoB mutonuza (AJIT 120 E/n, ACT 145 E/n). [lokazaTtenu, oTpaxkaromiue
CUHTETHYECKYIO (DYHKIIUIO TTEYEHHU B MpeJenax HOpMbl. VICKITFOUeHBI TaJaKTO3eMus,
TUpo3uHdIMUs, aeumut a-l-antutpuncuna, TORCH-undeknuu (a takke Hbs-Ag,
antu-HCV, RW, BUY). IIpenBapurensubiii quarHo3: CUHIpOM XojecTtaza. ATpe3us
JKBIT? Cunnpom Anaxusis?

B 1 wmecsn xu3am npu Y3U remaroOMiIMapHON CHUCTEMBI M CEJIE3CHKH:
pa3Mephl MEeYeHW yBeNW4YeHbl - mpaBas aois 81 mwm, neBas 46 MM, 5XOr€HHOCTH
CpellHsAsl, CTPYKTypa HEOJHOPOJHAs, CUMIITOM «IEepUNIOPTAIbHOTO (hudpo3ay, Kpaii
IICUEHU CJIerKa 3aKpyriieH, BopoTHas BeHa (BB) - kpoBotok mpu 1IJIK B mpaBuibHOM
HaINpaBJICHUHU, CKOPOCTh KpoBOTOKa — 21 cMm/c, cene3eHouHas Bena (CB) — 24 cwm/c,
NIepeTIHsIs IEYeHOYHAsI BEHa ¢ MOHO(a3HBIM TOTOKOM KPOBH, CHHXPOHHU3UPOBAHHBIM
C aKTOM JIbIXaHHs B CKOpoCThio 35 cm/c, UP B cerMeHTapHOU MeueHOYHON apTepuun

0,70, BeHbl mNHINEBOAA HE ONPEACISIOTCS; KETYHBIM My3blph HAa MOMEHT
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uccienoBanus pazmepamu 10x7 MM (runormiasusi), ¢ HEUYETKMMH KOHTYpamH,
cesie3eHKa yBenudeHa /10 67x23 mM. Y3 noyek: 6€3 MaToIoru4eckux M3MEHEHU.

B 2 wMecama KW3HM ~KIMHUKO-Ta0OpaTOpHBIE TPHU3HAKH  XOJEecTasa
coxpansitores. [Ipu Y3U renatoOunuapHoi CUCTEMBI U CETIE3EHKU: pa3Mephl IEUEHU
YBEIIMYEHBI - TIpaBas A0Js 93 mm, seBass S0 MM, 3XOT€HHOCTb CPEIHSS, CTPYKTypa
HEOJHOPOJIHASL, CUMIITOM «TPEYroJLHOTO PyOIla» TONIIWHON 4 MM, Kpail medeHu
3akpyryieH, BB - kpoBotrok mnpu I[JIK B mnpaBuUiibHOM HampaBlIEHWH, CKOPOCTHb
KpoBoTOKa — 110 15 cM/c, CB — 18 cm/c, mepenHssi medeHOYHast BEHa ¢ MOHO(a3HBIM
MOTOKOM KPOBH, CHHXPOHM3UPOBAHHBIM C aKTOM JbIXaHUS U CKOPOCThIO 10 40 cm/c,
MyIIOYHAsl BEHA BU3YAIU3UPYETCA AUAMETPOM 10 1,5MM, C M3BUTBIM XOJIOM U
ckopocthio 10 10 cm/c, P B cermenTapHoil neyeHouyHou aptepuu A0 0,92, BeHbI
MUILIEBO/Ia HE ONPEIECISAIOTCS; KEIUHbIN My3bIph 8X4 MM, C HEUETKUMU KOHTYpPaMH,
cene3eHka yBenudeHa a0 70x25 mm. IIpu Y3U nmouek nmaTonoruuyecKnux M3MEHEHUN
HE BBISIBJIEHO. PeHTreHorpadus mo3BoHOUHMKA - 0€3 MATOJOTUYECKUX W3MEHEHUH.
KoHcynbranus okynucra: sSMOPUOTAKCOHA HE BBISIBIICHO.

Ha OCHOBaHUH KJIMHUKO-TTa00PaTOPHBIX IIPU3HAKOB X0JIECTAa3a,
yJIBTPA3BYKOBBIX MPHU3HAKOB BA (CHMITOM «TpEyrojbHOTO pyOIlay, THIOIUIA3HS
JKETYHOTO TY3bIpsl — JJIMHA KETYHOrO Ty3bIps MeHee 15 Mwm), OTCYTCTBUS
dbenotunuueckux npuzHakoB CA M HCKIIOYEHHUS] TajlaKTO3€MHH, THUPO3UHIMUM,
nedunura a-l-antutrpurncuna, TORCH-undexuunii (a taxke Hbs-Ag, antu-HCV,
RW, BHY) BeicTaBieH OKOHYATENIbHBIN nuarHo3 bunmaphHas atpe3us B 2 Mecsna
KU3HHM, IIPOBEJIEHA Jlarmapockonuueckas omnepamusa no Kacau, Ha3zHaueHa
MOAACPKUBAIOIIAS] CAMIITOMATHYECKAsl TEPaIInsl.

[Ipu aunamMuueckoMm HaOMrOJeHUU Tocie omnepauuu no Kacaum, B 3 Mecsia
xu3Hn mpu Y3W rematoOmnMapHON CHUCTEMBI M CEJIC3CHKU: pa3Mephbl TEUYCHH
YBEIIMYEHBI - TIpaBasi A0Jis 76 MM, JieBast 55 MM, 3XOT€HHOCTb CPEIHSs, CTPYKTypa
HEOJHOPOIHAs, Kpail meueHu 3akpyrieH, BB nnamerpom 4 mm, kpoBoTok npu [[JIK B
MPaBUJILHOM HAMpaBJIEHUU, CKOPOCTh KPOBOTOKa — 22 cM/c; kpoBoTok B CB He
u3MeHeH - 20 cm/c; mepenHssl NMeYeHOYHash BeHa ¢ MOHO(a3HbIM MOTOKOM KPOBH,

CHUHXPOHU3HUPOBAHHBIM C AKTOM JAbIXaHHA W CKOPOCTBIO 60 CM/C; ITyIio4Has BCHa
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BU3YaIIM3UPYETCS TUaMeTpoM 10 1,5 MM, ¢ U3BUTBIM XOAOM M cKopocThio 10 cm/c;
WP B cermeHnTapHOi neueHOYHOM aprepun 0,92; BEeHbI TUIIEBOJA HE OMPEAECIAIOTCS;
YKEJIYHBIN Iy3bIpb ONEPAaTUBHO YAAJIEH; Celle3eHKa yBenudeHa A0 67x45 mm. Ilpu
V3U noyek naToJIOru4ecKuX N3MEHEHH HE BBISIBIICHO.

B 8 wmecsues xu3nu npu Y3U remnaToOMIMapHOM CHCTEMBI U CEJIE3EHKU:
pa3Mepbl IEYEHHU YBEJIMYEHBI - IpaBas 10Ji1 85 MM, JieBast 65 MM, HHJIEKC NIEPBOrO
cermeHTa 35%, 3XOr€HHOCTb CpEIHsS, CTPYKTypa HEOOHOPOJHAs, BBIPAKEHHBII
CUMIITOM «IepUIOpTaNbHOTO (hubpo3a», Kpail meueHu 3akpyrieH, BB - kpoBoTok
npu L[/IK B mpaBuisHOM HampaBieHUH, CKOPOCTh KPOBOTOKA — 22 ¢M/C, KPOBOTOK B
CB e u3MmeHeH, co CKOpOcThio 21cm/c; mepeaHsisi Te4eHOYHasi BeHa ¢ MOHO(a3HBIM
MOTOKOM KPOBH, CHHXPOHH3WPOBAHHBIM C aKTOM JIBIXaHUS U CKOPOCTBIO 63 cMm/c;
MyNOYHAasi BE€HAa BU3YAIIM3UPYETCS AUAMETpOM 110 1,5 MM, C HU3BUTBIM XOJIOM M
CKOpOoCThIO 6 cM/c; VIP B cerMeHTapHO niedeHO4YHOU apTepuu 0,71; BeHbI MUIIEBOA
HE OMpeNeNsioTcs; celie3eHka yBenuueHa a0 85x45 mm. [lpm Y3U mouek 06e3
NATOJIOTMYECKUX U3MEHEHUN.

PebeHok mpopoikaeT mMoiaydaTb CHUMITOMATUYECKYIO MOAJIEPKUBAIOLLYIO
Tepanuio U HabJIogaeTcss B JUHAMHMKE Ha MPEIMET MPOrpecCUpOBaHMs M3MEHEHUN
renatoomwirapHoi cucteMbl ¢ nomoupto Y3U. Ilpu mosiBiaeHun nokazaHuii Oyner
MPOBE/ICHA TPAHCIUIAHTALIMS IEUYEHHU.

Kannnuyeckunii cayuaii Ne 3. PeGenox O.A., mampuuk, 2014 r.pp. Or 1
CaMOCTOSITeNIbHOM OepemMeHHOCTH, | poloB mocpeAcTBOM 3KcTpeHHoro Kecapesa
ceueHus Ha 32 Henene (ocTpast runokcus miuonaa). Poguics ¢ maccoit 920 rp., poctom
31 cm, orerka o Amnrap 4/5 6annoB. B 1 MecsIr )u3HH TPU KITMHHYECKOM OCMOTPE
- KOJKHBIE€ TIOKPOBBI C JKENTYIIHO-3€JIEHOBATHIM OTTEHKOM C 3-X CYTOK J>KW3HH,
axonuuHbli cryn. IledyeHp mnamenaropHo yeenmuyeHa +3 cm. Ilpum  kimHMKO-
7a00paTOPHOM HCCIECOBAHUM KPOBH. YBEIUYEHUE OMOXMMHYECKHMX MapKepOB
xoJectasza (mpsimoit Omnupyoun 171 mxmons/n, xonecrepud 5,1 mmons/n, TI' 0,95
mmounw/in, I'T'T 349 E/n., LD 423 E/n) u depmentor nuronusza (AJIT 193 E/n, ACT
273 E/n). IlokazaTenu, oTpaxaromne CUHTETHYECKYIO0 (DYHKIIMIO ITEUYEHH B Tpejenax

HOpMBI. VICKITIOUEHBI TallaKTO3eMUs, THUPO3UHAIMHUSI, neunur a-l-aHTUTPHUIICHHA,
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TORCH-undexuun (a Ttaxxke Hbs-Ag, antu-HCV, RW, BHY). Brisgsiena
nuroMerajgoBupycHass uHbeknus wmetogom IIIP. Pebenox momyumsn Kypc
Heomurorekta Ne3. BricTaBneH npeaBapuTeNbHbIA auarHo3: CUHAPOM XoJiecTasa.
Arenesus xemuHoro my3bipsi? Atpesus KBII? Cunapom Anaxumig? ['umocnagus,
momoHoyHast popma, 3BYP 3cr. BIIC — JIMXII, HK 0. Henonomennocts 32-33
HEJICIIH.

B 1 mecs xu3znu npu Y3U u MPT renaroOunuapHoit cucTeMbl U CEIe3EHKU:
MPU3HAKA TEMaTOCIJICHOMETaluu, KEIYHBIA MYy3bIpb W KETYHBIE MPOTOKU
JIOCTOBEPHO HE OIpPEACIIINCh. [ enaToOMIUCIMHTUTpAQUsT TEYEeHW HATOIAK C
JKEITYETOHHBIM 3aBTpakoM Ha 30 wmuH: pacnpenencHue POII HepaBHOMEpHOE,
CHIKEHHE HAKOMUTEIbHO-BBIICIUTEIBHON (DYHKIIMUA TEMaTOLMTOB; 3aKIIOYEHUE -
ByTpuIleueHOUYHbI XxoJecta3. Atpe3uss KBII? Ilpu Y3M modek maTooru4eckux
W3MEHEHUN He BBISABICHO. PeHTreHorpadus 1MO3BOHOYHMKA HE  BBISIBUJIA
6a6oukoBuHOM anomanuu. [Ipu DXOKI onpenensiercs JIMXKII, HK 0.

Ha ocHoBanuu mnonydyeHHbix pesyiabTaToB Y3U m MPT remaroGunuapHoit
CUCTEMBI, CHHApPOMAa XOJIECTAa3a, BBICTABIEH JIMarHo3 — CHUHAPOM XOJIecTasa,
OwnmapHasi aTpes3usi, areHe3us sxkemyHoro my3bips? Cungpom Anaxws? [lo
KIMHAYECKUM TIOKa3aHWsSIM B Bo3pacte 2 Mecsilla W 2 JHS TpoBeAcHa
Janapockonuyeckas onepanus no Kacau.

C nenbto auddepeHmaibHON AMArHOCTUKY B Bo3pacTte 3,5 MecsIia Ha3HaAueHO
MOJIEKYJISIDpHO-TeHETHUUEeCKOe  uccnenoBanne Ha CA.  Merogom  mpsiMoro
aBTOMATHYECKOTO CEKBEHHWPOBAHUSI ObUIM HMCCIIEIOBAHBI BCE KOAMPYIONIUE SK30HBI
reda JAGL, a Taxxe mpuseraromiye UHTPOHHbIE 00JIacTh. BBISBICHBI XapaKTepHBIC
mytanuu CA: B sk30He 01 Obuia BeisiBIeHA MyTanus ¢.34C>G B rerepo3uroTHOM
COCTOSIHUU, B JK30HEe 24 oOHapykeHa wmytanus c¢.3047T>C B reTepo3uroTHoOM
COCTOSIHUU. J[aHHBIE MyTallMd OMUCAHbI paHee y 00bHBIX ¢ CA ¥ MOTYT NIPUBOIUTH
K pa3Butuio CA.

VYuuteiBass ~ pe3ydbTaTbl  MOJIEKYJSPHO-TEHETUYECKOTO  HCCIIEOBAHMS
BBICTaBJIEH JUArHo3 CUHAPOM Anaxuiuis. PeOeHOK Mony4yaeT CHUMITOMAaTUYECKYIO

nojjiepkuBato Tepanuto. [lpyu nuHaMUYecKkoM HAOIIOACHUU B 8 MECSIIEB )KU3HH TIPU
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VY3U renaroOMIMapHON CHUCTEMBbl M CEJIE3€HKH: COCTOSHHUE IOCNIE OMNepaluu Mo
Kacau, pa3mepsl neyeHu yBEIHYEHBI - IIpaBas 101l /SMM, JieBas 45MM, 9XOreHHOCTh
MOBBIIIEHA, CTPYKTYpa HEOJHOPOJIHAS, BBIPAXKEHHBI CUMITOM «IIEPUIOPTAIBHOTO
¢bubpo3a», Kpail MeueHW 3aKpyIJIeH, >KEIYHbIE MPOTOKU U3BUTHI, PACIIUPEHBI
dbparmMeHTapHO 10 5 MM B AuameTpe; cenezenka yBenudeHa q0 /0x40 mwm. [Ipu V3U
MOYEK MAaTOJOTUUECKUX U3MEHEHU HE BBISIBJICHO.

Bospact 9,5 mecsneB (ckoperupoBaHHbI Bo3pacT 7,5 mecsues). JuarHos -
Cunapom Anaxwmuis. CocrosHue mnocie omnepauuu no Kacau. OcTpblif XOJIaHTUT.
[TopranbHas runieprensus. @P Huke cpeHero, IMCrapMOHUYHOE.

Ha ocHoBaHMM TmOSIBICHUSA T[OKa3aHUM K TpaHCIUIAHTAllMA T[I€YEHU —
MEYEHOYHO-KJIETOUHAs HEJJOCTATOYHOCTh, LIUPPO3 MEUCHH C MPU3HAKAMU MOPTATLHOMN
TUINEPTEH3UH, CIUICHOMETaluu U aciuTa, B Bo3pacTe | TOJ >KU3HU PEOCHKY

MPOBEJICHA TPAHCILJIAHTALIMS TICYCHHU.
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I'/TIABA 4. OBCYKJIEHME IOJTYYEHHBIX PE3YJ/IbTATOB

B pesynprare mnpoBeAeHHOW pabOThl  YCTAHOBJIEHBI  YJIbTPa3BYKOBBIE
O0COOEHHOCTH OPTaHOB TeMaTOOMINAPHON CUCTEMBI B CEJIe3eHKHU y manueHToB ¢ CA,
MPOBE/ICH CPABHUTEINBHBIN aHanMU3 WHGOOPMATUBHOCTH YJIbTPA3BYKOBBIX MPU3HAKOB
W3MEHEHUI TrenaToOMINapHON CHUCTEMBI M cene3eHku y nanueHtoB ¢ CA u BA B
Pa3HbIX BO3PACTHBIX MEPUOAAX.

IIpn cungpome AJaXuins pasMepbl IMEUYEHH M CEJNE3€HKUM OCTABAJIUCh B
npefenax HOPMbI B TEUEHHE MEPBBIX 3-X MECAIEB KU3HU y OOJBIIMHCTBA JIETEH.
YBenuueHue pa3MepoB redeHu onpenessuioch y 34% (17/50), cinenomeranus y 24%
(12/50) ob6cnenoannbix. [To nanabM pabotel Hukutuaa A.B. ipu yiabpTpa3ByKoBOM
uccienoBanun 21 pebenka ¢ CA 10 3 MecsUeB JKHU3HM YBEIMYEHHE IE€YECHU
orMedaigochk y 38,4%, cmneHomeramus y 28,6% nereir [30]. IloBeimieHue
HXOTF€HHOCTH ¥ HEOJAHOPOJHOCTh MAPEHXUMBbI NEYEHH 3a CUET MEPUIOPTaIBLHOrO
¢ubpo3a omnpeaensanNCch y MUHUMaIbHOrO KonuuectBa jaeredd. Ilo gaHHBIM
JUTEPATYPBI, MOPPOJIOTHUECKIE U3MEHEHHSI, BBISIBIIEHHbIE PU OUOIICUU MIEYEHU MPU
TUMNOIUIA3MM  BHYTPUIIEYEHOYHBIX JKETYHBIX MPOTOKOB B BHUAE YMEHBILICHUS
KOJMYECTBA  MEKIOJIBKOBBIX ~ BHYTPUIICYEHOUHBIX  INOPTAJIbHBIX  TPAaKTOB,
MOPTAIHHOTO U TEPUCHUHYCOUIATBHOTO (rubpo3a omnpenestoTcss OOJBITUHCTBA
nanueHToB K 6 Mecsuam xu3au [10, 69, 80], kmuHu4ecKkre IPOsABICHUS X0JecTa3a B
nepBbli ron Ku3HM y naered ¢ CA MOryT OBITh BBIPOKEHHBIMH, OJHAKO B
JalbHEMIIeM BO3MOKHO YMEHbILICHHE U JaXe pa3penieHue npoiecca. ¥ HEKOTOPbIX
)K€  MAlHWEeHTOB  THUIOIUIa3us  BHYTPUIIEYEHOYHBIX  JKEJIYHBIX  IPOTOKOB
MOP(OJOTUYECKH HE MPOSBIIAETCA 10 TPEXJIETHETO Bo3pacta, mo3toMy CA He MOXKeT
OBITh MCKIIOYEH MOP(OJOTHYECKHM METOJ0M B paHHeM jaerctBe [14, 15]. Takum
00pa3oM, BBISIBICHHBIE YJIbTPAa3BYKOBBbIE U3MEHEHUS MeyeHH U cene3eHku mpu CA,
BEPOSITHO CBSI3aHBI C MEAJIEHHBIM IIPOrPECCUPOBAHUEM MOPAKEHUS TIEUEHHU.

W3meHeHus xemuHoro my3bips y aereit ¢ CA Takke MMeNId CBOM OCOOEHHOCTH.
Kenunblid my3bIph JOCTOBEPHO dalle ObUT OOBIYHBIX Pa3MEpoOB, C AedopMalme

GopMBI 3a CcYeT MHOXECTBEHHBIX TIepern0oB u mepersbkek y 26% (13/50)
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obcnemoBanubix (P = 0,000001), y octanbubix 32% (16/50) nereii on ompeneisuics
YMEHBIIIEHHBIX pa3MepoB (<19 MM) WiIu B COUETaHUM C YTOJIICHHBIMH, CJIOUCTHIMU
CTCHKaMH | B3Bechlo B mipocBete y 40% (20/50) obcnenoBanubiX. [Ipu 3ToM y Beex
JIeTei, HE3aBUCHMO OT Pa3MEpOB Iy3bIpsS OTMEUAIOCh COKpAIICHHUE ITy3bIpS MOCIIe
npuema muni. [lo mamaeiM P. Subramaniam ¢ coaBt. (2011), y 28% (29/104)
narueHToB ¢ CA BBISBIICHBI OTCYTCTBHE JKCITYHOTO ITy3bIps M ero runoriasus [132].
U B HenaBuux uccnenoBanusix H.H. Cho c coast. (2016) u S. Han c coasrt. (2017) y
0opHBIX CA aHOMaJIbHBIM JKEIYHBIN My3bIph BhISIBIICH B 57% (13/23) n 86% (6/7)
ciy4daes [58, 81].

[Ipu OunmapHO#l aTpe3um remaToMeranus OTMedanach B Bo3pacTe 1 mecsia
YKU3HHU y TIOJIOBUHBI OOCJIEIOBAaHHBIX M Yy Bcex jaered B 2 u 3 Mecaua. [logoOHble
3aKOHOMEPHOCTH HAOJIOAIUCh MPU OICHKE HXOTCHHOCTH MapeHXHMbI MEYCHH,
MOBBIIIIEHNE KOTOPOI JOCTOBEPHO Yallle BBISBISUIACH Y IETEH ¢ OMIIMapHON aTpe3uei.
Kpome Toro, oTmMevasioch HapacTaHue pa3MepoB MEUYECHU U MOBBIIICHUS YXOT€HHOCTH
B JUMHAMUKE B TEYCHHE IMEPBbIX 3 MECSIEB JKU3HU, UYTO BEPOSTHO CIY>KUT
OTpaXEHUEM TIATOJOTHMYECKNX W3MCHEHWH TIIe€YeHH TIpu OWMapHOW aTpe3HHu.
BuyTpuyTtpoOHO, 00pa3yeTcsi oueHb HEOOBIIIOE KOJUYECTBO KETUYM, & OTCYTCTBUE
MPOXOJMMOCTH JKETYHBIX IPOTOKOB YAaCTUYHO KOMIICHCUPYETCS MaTEPUHCKUM
OpPTaHU3MOM B CBSI3H, C UeM IMPHU POKICHUU OTMEUAIOTCS MUHUMAIbHBIC N3MEHEHUS B
MEYCHHU WM OHU MOTYT MOJHOCTBIO OTCYTCTBOBaTh [16, 20]. B THNMYHBIX cioyyasx B
paHHEM HEOHaTaJbHOM Iepuojie y JeTed ¢ OunuapHOM arpe3ued IMeueHb He
yBEJIMYEHA, TIPU MPOBEJICHUU OMOXMMHUYECKOTO aHajIn3a KPOBU MOXKET OTMEYAThCS
MOBBINICHUE TPsIMON (pakiuu OuIMpyOMHA, TOT/Aa KakK JIpyrue OHMOXUMUYECKUE
MapKepbl XojecTta3a U (epMEHTHI IMTOJIM3a OCTAIOTCA B Tpenesiax HOpMbl [25].
CrerneHp BBIPAKEHHOCTH MOP(OJOTHYECKUX W3MEHEHUUN TMpH OWIMAPHON aTpe3uu:
xoJyiecTaza, mpoJudeparu >KeIYHbIX MPOTOKOB M (PuOpo3a ObLla MHUHUMAIBLHO
BBIPOKEHA y J€TEH MEPBOro Mecslla M 3HAYUTEITHLHO HApacTaeT K TPeM Mecsiam
KU3HH C (OPMHPOBAHMEM B HEKOTOPBIX CIydasX Ha4daJdbHBIX MPU3HAKOB IUPPO3a

neuenu [27].
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K TperbeMy Mecslly *U3HM YBEJIMYEHHE pa3MEpOB IEYEHU COYETaNIOCh C
CUMIITOMOM «IEPUNIOPTAIBHOTO (UOPO3a» U «TPEYyroJbHOTO pyoIia», OyrpUCTOCTHIO
KOHTYPOB, 3aKpyTJICHHEM KpaeB U OCIabIeHHEM COCYAHCTOTO PUCYHKA, YTO TaKKe
BEpOSITHEE BCEro CBSA3aHO C pa3BuTHEeM (uOpo3a M UUPPOTUYECKUX H3MEHEHUU
NMeYeHHW, ¢  HAOpAMYI  KOppelupyeT ¢  ONHCAaHHBIMH B  JIUTEPAType
Mopdonornueckumu npusHakamu [4, 11, 13].

VY Bcex gereil ¢ OunumapHOW aTpe3ued K 3 Mecslly >KM3HH OTMEYaluCh
W3MEHEHHS JKCITYHOTO TY3BIPS B BHJE OTCYTCTBHS BU3yanu3amuu Hatomak y 31%
(25/80) neteit, ompenenenuss B (Gopme ¢uOposHoro Tsxka y 56% (45/80)
oOCJIeIOBaHHBIX, a TaKK€ MHHHMAJIBHBIX pa3MepoB (<ISMM) ¢ yTOJIIICHHBIMA
CTGHKaMH W MHHHUMAIBbHBIM mpocBetoM y 11% (9/80), cymmapnas wyacroTa
M3MEHEHUH >KeluHOro my3bips npu BA coctaBuna 98%, kOTOphie COYETANHCH C
nepunopraibHeiM (udpo3zom y 100% wm cumnromoM TpeyroipHo pyoOua B 50%
(40/80) crmyuaeB. B HemaBHUX HCCIIEOBaHUAX 3apyOCKHBIX aBTOPOB aHOMAJIbHBIN
KEIYHBIN My3bIph ompenessuics y 76% (17/23) u 81% (6/7) oOcnemoBaHHBIX,
CHUMIITOM TpeyroyibHoro pyoma y 41% (9/23) u 77% (5/7) nereii ¢ BA [58, 81].

Takum 00pa3oM, OTMEUEHO 3HAYMTEIBHOE YBEIUYEHHUE DPA3MEPOB IEUEHU C
MOBBIIIIEHUEM  JXOT€HHOCTH, CHUMIITOMaMH «IepuUrnopraibHoro (Guopoza» u
«TPEYroJIbHOTO pyOIa» U CIUICHOMeralnuel y OonbpiuHeTBa netet ¢ BA B nepBbie 3
Mecsila KU3HU. DTH MPU3HAKU ONMPEAEISUINCH JOCTOBEpHO yaie, yeM npu CA (P =
0,000001 st Bcex cpaBHeHHUi). Bo3MOXKHO, 3TO CBsI3aHO ¢ 0oJjiee BBIPAKCHHBIMU
MOP(OJTOTUYECKUMH W3MEHEHUsIMU Tipu BA, TakuMu kak xosecrtas, mpoiudeparus
YKETYHBIX TIPOTOKOB U PUOPO3, KOTOPHIC 3HAYUTEIILHO HAPACTAIOT K 3 MECsIly >KU3HU
¢ popMupoBaHUEM HAYATBHBIX TPU3HAKOB ITUPPO3a niedeHu [9, 14].

Taxxke oOpamaer Ha cebs BHMMaHHE BBICOKOCTICIU(MUYHBIA CUMIITOM
«TPEYTroJIbHOTO PyOlia», KOTOPKIM NMpucyTcTBYET y AeTeld ¢ CA B €IUHUYHOM ClIydae.
UyBCTBUTENHHOCTh JIAHHOTO YJIBTPA3BYKOBOTO TIPH3HAKa B JHArHOCTHKE bBA
cocraBuia 50%, crenupuunocts — 100%, AUC — 0,750. ITo mamaeim S.O. Choi ¢
coanT. [59, 107], nuarHocTuyeckas TOYHOCTh 3TOr0 MapamMerpa B JAMArHocTuke bA

coctaBisieT 95%, yBennunBasich 10 100% mnpu coueTaHUU C OTCYTCTBHEM KEITUHOTO
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Ny3bIpsl WA HM3MEHEHHEM ero (opMbl U Ppa3sMEPOB, YTO TAKKE MOATBEPIKICHO
OTE€UECTBEHHbIMU aBTOpaMu [37]. B mannoii padote y nereit ¢ BA nocroBepHo yaiie
OTMEYAJIUCh U3MEHEHUS KETIHOTO My3bIPS B BUJIE €T0 OTCYTCTBHUS WIIA OIPEICIICHUS
B (opme ¢ubpo3noro Ttsixka. YyBCTBUTEIBHOCTh OOBEAMHEHHOTO TMpHU3HAKa
(OTCyTCTBHE KEIYHOTO My3bIps Win Gopma B Buae (uOpPO3HOro Tska) COCTaBHIIA
88% mnpu cneruduanocta 72% (AUC — 0,797). A.P. Tan Kendrick ¢ coast. (2003)
JUIsL  IUarHOCTUKKM BA  BbIIenwiIM  yJAbTPa3BYKOBYIO TpUAAy CHUMIITOMOB,
BKJTFOYAIOIINX CUMIITOM «TPEYTOJIBHOTO PyOIlla», W3MEHEHHBIN BHYTPEHHUI KOHTYD
CTEHKH KEJTYHOTO ITy3bIPs K CUMIITOM «IepUIiopTaibHoro ¢pudposa» [136].

HuddepenunanbHas AMArHOCTUKA XOJecTa3a y JE€Tell paHHEro BO3pacTa,
O0OyCJIOBIEHHOTO TaKMMH TSDKEIBIMA 3a00JI€BaHUSAMH KaK CHHAPOM AJIQXUIUIA |
OwivapHasi aTpe3usi, UMEET NPUHIIMIUAIBHOE 3HaueHue. TakTuKa KIMHUYECKOTO
BEJICHUSI TOJI0OHBIX OOJIBHBIX PE3Ko oTiaudaeTcs Apyr ot apyra. Ilpu BA, xorma
JMAarHo3 HeOoOXOJAMMO TIOCTaBUTh B IMepBbie 2-3 Mecslla >KU3HU, MPOBOJAUTCS
najuiatuBHas onepamus Kacan. D10 Xupypruyeckoe JeWCTBHE TIOMOTaeT B
HEKOTOPOM CTENEHW HaNaJUTh MACCAK KETYHU. YIYyYIIEHHUE COCTOSHUS OOJIBHOIO
pebeHKa, KOTOpoe B CpPEIHEM MOXET MPOJ0JDKAThCI OT 2 A0 5 JIeT, MO3BOJISIET
nonoOpaTh JOHOpaA M7l €JUHCTBEHHO BO3MOXKHOTO BapHaHTa MOMOIIM PEOEHKY —
TpaHcIaHTanuu nedenu [4, 10, 13, 17].

[Tpu CA omnepanus Kacau He umeer cMbicia, Oosee Toro — ona Bpeana. B 30%
cilyyaeB peOCHKY He0OXOIuMO cpa3zy MpOBOAWTH TpaHCIJIAHTAlUIO TiedeHu. B
OCTaJIbHBIX CIIy4asx TeueHHe 00Je3HH MprodpeTaeT maasmui xapakrep [10, 16].

CpaBHUBasi U3MEHEHHUs NEYEHU, JKEITUEBBIAEIUTENbHON cuctembl npu CA u
BA MoxHO yTBep)KaaTh 0 0ojiee 3HAYMMBIX U3MCHCHHSAX IPH OWIMAPHON aTpE3wH.
Uto Kkacaercs matojoruu APYyrux opraHoB u cucreM To npu CA 3ameTHO yarie
BBISIBIITFOTCS K3BMEHEHHSI CO CTOPOHBI CEPACYHO COCYIUCTON CHCTEMBI U TIOUCK.

[Tpu ananuze pesyabraToB DXOKI vy 94% (47/50) manmienToB B Bo3pacte oT 1
o0 3 MecsAleB  JKU3HU  ONPEACNsUICS  TeMOJWHAMUYECKH  HE3HAYUMBIH

nepudepuueckuii CTEHO3 W/WJIU TUIOIIIa3us BEeTBe Jierounoi aprepuu (p<0,05). ITlo
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JAHHBIM HauOoJiee KPYMHBIX HCCIEAOBAHMM JaHHAs aHOMausl cepaua TaKxKe
BcTpevaercs y 97% (90/92) u 91% (107/117) obenenoBannsix ¢ CA [69, 132].

B pesymbrare BBIMOTHEHHOW pPAOOTHI YCTAaHOBIIGHA JIUArHOCTHYECKAs
3HAYMMOCTH YJIBTPA3BYKOBOT'O MCCIIEIOBAHUS MMOYEK Y ACTEH MEPBBIX MECSIIEB KU3HU
c CA, BBIICHEHBI BO3MOKHOCTH JETAIBHOTO YJIBTPA3BYKOBOTO WCCIICOBAHUS
MapeHXUMbI TMOYEK C MPUMEHEHHWEM BBICOKOYACTOTHOTO JaTdyuWka. B pesymnbTate
MIPOBEICHHOTO aHAJN3a YJIbTPA3BYKOBBIX MMPU3HAKOB U JIA0OPATOPHBIX MOKa3aTeseH y
MAIMEHTOB C CHHAPOMOM AJIGKWJUISI YCTAHOBIIGHA KOPPEISIIIMOHHAS CBS3h MEXKIY
yJIBTPA3BYKOBBIMU HW3MEHEHUSIMH TOYEK M YPOBHEM OOIET0 XOJECTepUHA W
TPUTIUIIEPUIOB B CHIBOPOTKE KpoBU. OOHapyXeHa NUAarHOCTHYECKas 3HAYUMOCTH
COYETAaHHOM  CTaHAApTHOM Y3  OUEHKM TIenaroOMIMapHOM  CHUCTEMBI U
BBICOKOYACTOTHOTO CKAaHUPOBAHHS TIMOYEK y JETeH C CHHAPOMOM AJKUIIS B
TEUCHUE TIEPBBIX 3 MECSIIEB KU3HHU.

Ha ocHOBaHUM NOMTy4YEHHBIX TAHHBIX YIBTPA3BYKOBOT'O MCCIICIOBAHUS OPTaHOB
MOYEBBIJICTUTENBHON cucTeMbl y neteid ¢ CA yxe B mepBble 3 Mecsla >KU3HU
BBICTYIIAIOT MPU3HAKKA TTOYCYHOW TUCIIIIA3UN — MOBBIIIICHUE 3XOTEHHOCTH KOPKOBOTO
CJIOSl TIAPEHXHMMBI TMOYEK, CHUXEHUE AUPGEPEHIIMPOBKYA TMOYEUYHON TKAaHU Ha
KOPKOBOE W MO3TOBOE€ BEIIECTBO 3a CUET YMCHBIICHHS KOJIMYECTBA MUPAMHUIOK B
cpe3e 10 4 WM BIUIOTH 10 TOJHOTO WX OTCYTCTBHS, OCOOCHHOCTH CTpPOCHUS
NUPaMUZOK B BHJI€ BBITAHYTOM (OpPMBI, KUCTO3HBIE W3MEHEHUS B MHPAMUJIKAX
pPa3IUYHBIX Pa3MEpPOB, HAPYIICHHWE IMOYEUYHON TeMOJAWHAMHKHA B BHUJC IOBBIIICHUS
uHJeKCOB pe3ructeHnTHocTH 6oee 0,80.

[lo nmaHHBIM JAWHAMUYECKOTO HaOMIO/eHus, OoJiee arpecCUBHBIA  POCT
KOJIMYECTBA W Pa3MEPOB HMMEIH KHCTHI, JIOKATM3YIOIIHECS B MHPAMHJIKaX TOYEK
(87%). Ilpm omeHke xapakTepa KpOBOTOKa IIOKaszaTenu TMepupepuIECKOro
COMPOTHUBJICHUS Ha PA3JIMYHBIX YPOBHAX MOYCYHBIX apTEPUN MOTJIM OMPEICIATHCS B
OJIHOM CErMEHTE U MMeTh Mo3aumuHblil xapaktep (MP Bapsuposan ot 0,54 no 0,89).
YacToTa BBHISBIIEHUSI OCHOBHBIX YJIBTPa3BYKOBBIX MPU3HAKOB 3aBHCENIa OT BO3pacTa

pebeHka U TmporpeccupoBajia B JWHAMUKE B TEpBble TpU Mecsna xku3Hu. [lomHas
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sxorpaduueckass KapTUHA MOYEYHOW AMCIUIA3UH, 10 JaHHBIM HaIIMX HAOJIIOJCHUH,
dbopmupoBanack k 12 mecsitam sxxu3nu y 70% (35/50) oOcnegoBaHHBIX.

CornacHo HmaHHBIM JATEpaTyphl, y 23-74% mNaMEeHTOB C CHUHIPOMOM
AJaxuyuIg BBIABISAIACH pa3HoOOpa3Has rpyOas marosorus modek [79, 98, 100, 138,
139]. Psx aBTOpPOB BBIACIMIN YIbTPa3BYKOBBIC NMPH3HAKW MOYCYHOW IUCIUIA3HUA B
BUJIC TIOBBIIICHUS DSXOTCHHOCTH TAPCHXUMBI TIOYEK C OJHOCTOPOHHEH WIIN
JIBYCTOPOHHEHN J1€30praHu3alieil MapeHXUMbl ¢ WM 0€3 KUCTO3HBIX BKIIOYEHUH Y
59% (73/187) obcnenoBaHHBIX C CHHAPOMOM AJaXWJUIsI B BO3pacTe cTapiie 2 JeT.
OcTanbHYI0 MATOJIOTHIO MOYEK COCTABHWIIM: MOYEUYHBIM TyOynsapHbId anuao3 (9,5%),
y3bIPHO-MOYETOYHUKOBBIN pedutoke (8,2%), oOcTpykuuss MoueBbIX myten (8,2%),
OCTpasi M1 XpOHUYECKasl MmovYeuHasi HeJJoCTaTOYHOCTh (8,1%), munuao3 novek (2,7%),
(dboKanpHBIN CcerMeHTapHbId TrIoMepysiockiepo3 (2,7%), IBYCTOPOHHUN CTEHO3
OYSYHBIX apTepuii (2,7%) u ap. [98].

B nuteparype He HaiilieHbl NaHHbIE O 0oJiee NETATbHOM YIbTPa3ByKOBOM
UCCJIeIOBAaHUU TOYeK y manueHToB ¢ CA B paHHeM Bo3pacTHOM actiekTe. OJIHaKko B
WCCJICIOBAHMUSIX aBTOPOB, OCHOBAaHHBIX Ha MOP(OJOTHYECKON JMArHOCTHKE, OBLIO
MOKa3aHO, YTO CTEICHb MOBPEKEHHUS, B OCHOBE KOTOPOU JICHKHUT ME3aHTHUOJIMITHIO3
(yBemuueHue KIyOOUYKOB W ME3aHTHAIBHOTO MATpPUKCAa C HAJUYUEM KIETOK,
COJEpIKAIINX KarelbKy JUMHIOB), 3aBUCUT OT Bo3pacTta. bpulo OTMEueHO, dYTO
MOJO0HBIE TIOMEPYJISIPHBIC MOPAKEHUST UACHTUDUIIMPOBAINCH Y JIeTel muajiie 3
JeT, a UMCHHO B Bo3pacte 3, 6, 8 u 14 mecsues [60,72,79,127].

[Ipeanonaraercsi, 4ro AaHHbIE MOPQOJIOTHUECKUE H3MEHEHHS OTPEICIISIIOT
YJIBTPA3BYKOBYIO CHMIITOMATHKY TOBPEXKICHHS TOUYEYHOM TKaHU 0Oe€3 HapyIICHHs
GYHKIIMHA, a UMEHHO €€ JHCIUIa3uH (TIOBBIIICHUEM 3XOT€HHOCTH KOPKOBOTO CJIOS,
cHIKeHHeM AuddepeHITMPOBKY MTOYEUYHON TKaHU Ha KOPKOBOE M MO3TOBOE BEIIECTBO
C wiMm 0e3 KHUCTO3HOTO KOMITOHEHTa). JlaHHBIE pe3yabTaThl HE MPOTHBOpEYAT
JUTEPATYPHBIM JTaHHBIM U JIOKa3bIBAIOT Ba)KHOCTH BBISBJICHHBIX YIbTPa3BYKOBBIX
M3MEHEHUM noyek B paHHen quarHoctuke CA.

B npouecce nposeneHHoro ucciegoBanus novek y aerer ¢ CA, npu KOTopom

yJIBTPa3BYKOBasl OLIEHKA MOYEK MPOBOJAMIACH JATYMKOM C yacToTtod 3,5-5,0 MI'm
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BBISIBJSUTMCH TPYObIE MOPOKH PAa3BUTHS TMOYEK (AaHOMAJMU KOJIMYECTBA U (DOPMBHI,
JACTOMNMS, YIBOCHUE MOYEBBIJCINUTEIILHON CUCTEMBI, TUIIOILIA3MsI, OTHOCTOPOHHUN U
JIBYCTOPDOHHUN TMOJUKUCTO3). [Ipu [OMOMHUTETLHOM JETaJbHOM HCCJIEIOBAHUU
MOYCYHOM MApeHXUMBbI C TOMOIIBIO BBICOKOYACTOTHOTrO natuuka (10-14 MI'm)
BU3yaJIM3alisi M3MEHEHUW NapeHXUMbl IMOYEK 3HAYUTEIbHO yiayumanack. [Ipu
CPaBHEHMM  TIOJIYYEHHBIX  PpE3YyJbTaTOB  YJbTPAa3BYKOBBIX  HCCIIEIOBAHUI
MPOBEICHHBIMM JaTYMKAMU Pa3IMYHON YacCTOTHl JOKA3aHO JIOCTOBEPHO 3HAYMMOE
BBISIBJICHUE U3MEHEHUM MApEHXUMbI MPU BBICOKOYACTOTHOM CKaHUPOBAaHUU. Takum
oOpa3oMm, IpH KOMIUIEKCHOM HCCJEAOBAaHWU TOYEK C KCIOJIb30BAaHMEM JAaTYHUKOB
pa3IMYHOM YacTOThl BO3MOXKHOCTh BBISIBJICHHS I[aTOJOTUYECKUX HM3MEHEHUH
CTAHOBUTCS CYILECTBEHHO BhbIIe. [lo pe3yiapTaTaM HCCIIeIOBaHUSI OHU 3aMETHBI yKe
B BO3pacTe 3 MECSIIeB M B TTIOJTHOM 00BbEeMe MPOSBIISIIOTCS K 1 TOAy KU3HHU.

[Ipu ananuze ypoBHS OOIIEro XOJIECTEpUHA W TPUTIULEPUIIOB CHIBOPOTKH
KpPOBH B pe3yJbTaTe HCCIACAOBAHUS OTMEUYECHBI BBICOKOCICHIM(PUYUHBIC HU3MEHEHUS:
TUIIEPXOJIECTEpUHEMUS] W runepTpuriuiepuaemMus. CTaTUCTUYECKH OMNpeaesieHa
npsiMasi  3aBUCUMOCTb  MEXJIY BBIPAXXEHHOCTBIO  YJIBTPAa3BYKOBBIX IPHU3HAKOB
U3MEHCHHM TI0YeK ¢ OTUMH OHOXMMHUYCCKUMH IIOKa3aTelIIMH. Y UYHUTHIBAs
MOJyYeHHbIE  JIaHHbIE, OTMEUEHO, 4YTO Haumboyiee YacTo  BCTpeYaeMbIi
yJIBTPa3BYKOBOU MPHU3HAK (MOBBIIICHUE XOT€HHOCTU MOYECYHOW MapeHXUMBbI) UMEET
3HAYUMYIO CBSI3b C BBICOKMMH TI0Ka3aTeIsIMHU XOJIECTEpPMHA U TPUTIUIIEPUIOB B
CBIBOPOTKE KPOBHU M JOCTOBEPHOE M3MEHEHHE YJIbTPA3BYKOBOTO MpHU3HAKA Ha (PoHE
runepxonecrepunemun (P = 0,037). 3nauenue kodpduimenta JTUHEHHOM
koppensaiuu ITupcona (r-ITupcona) coctaBuio 0,516, 4TO COOTBETCTBYET 3aMETHOM
TECHOTE CBSI3M MEXJYy BBICOKMM YPOBHEM OOIIEro X0JIeCTepUHA B CHIBOPOTKE KPOBHU
U yIbTPa3BYKOBBIM NMPU3HAKOM — IOBBIIIEHUE 3XOT€HHOCTH MOYEYHON MapEeHXUMBI.
JlanHasi KoppensiuMOHHas CBSI3b ABJSIETCS CTaTUCTUYecKH 3Hauumon (p<0,01).
IIpenmnonaraercs, 4TO oOycCIJIOBIIEHHAs XPOHUYECKUM X0JIECTA30M
TUNIEPXOJIECTEPUHEMUST U TPUTIIMIIEPUACMUSI KaK MPU3HAK HAPYIICHUS JIUMHIHOTO
oOMeHa B COYETAaHWU C TEHETUYECKHU JAETEPMUHUPOBAHHOW aHTHOJWCIUIA3UEH WU

MOpaKEHHWEM, HeJopa3BUTHEM U AedopManmeil KIyOOYKOB, TMPOKCUMAIbHBIX
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KaHAJIbLIEB MOYEYHOW TKAHH, C OTJIO)KEHUEM JIMIHJIOB B KIIETKaX MOYEUYHON TKaHU
MOTYT TPOSIBISATHCS MAaTOTHOMUYHBIMHU YJIBTPA3BYKOBBIMH TPHU3HAKAMH TTOYECYHOM
TKaHH: TTOBBIIICHHEM YXOT€HHOCTH KOPKOBOTO CJIOSI, CHHKEHUEM (D PEpEeHITMPOBKH
MOYEYHON TKaHM Ha KOPKOBOE W MO3TOBOE BEIIECTBO C WU 0€3 KHCTO3HOIO
KOMMOHEHTa. JlaHHbIE pe3ynbTaThl HE MPOTHBOPEUYAT JIUTEPATYPHBIM JaHHBIM U
JIOKA3bIBAIOT ~ JIMATHOCTUYECKYID  BAXXHOCTh  BBISIBJICHHBIX  YJIBTPa3BYKOBBIX
M3MeHeHu nouek y aereit ¢ CA.

Takum o00pa3oMm, MOJy4EHHBIE PE3yJIbTaThl CBUIETEIBLCTBYIOT O BBICOKOM
YacTOTE BBISBIICHUS 3XOrpadUyecKUX W3MEHEHHWH CTPYKTYpbl MOYEUHON TKAaHU U
MO3BOJIIIOT UX PACCMATPUBATh B KAUECTBE OCHOBHBIX JUArHOCTUYECKUX MPU3HAKOB Y
JIETEN C CUHAPOMOM AJNAXUIIIA YKE C 3 MECSILIEB KU3HU.

VYuuthiBas BBICOKYIO CHEHU(DUUHOCTh BBISBICHHBIX YJIBTPAa3BYKOBBIX U
7a00paTOPHBIX TMPHU3HAKOB, a TaKKe WX JAUArHOCTMYECKH 3HAYUMYIO CBSI3b,
PEKOMEHIYETCSI HCIOJIb30BaTh JAHHBIE PE3YJIbTaThl JJIsI PAaHHEN JAUArHOCTHKHU
CUHAPOMa AJaXWUis Hapsay C JAPYTMMH TJaBHBIMH  JHArHOCTUYECKUMU
KpUTEpUsIMU. ITO HUMEET OOoJIbllIoe 3HauyeHHEe B paHHeH auddepeHIranbHOMN
JTMAarHOCTUKE U CBOEBPEMEHHOM BBIOOpE TAaKTHUKU KOHCEPBATHBHOTO JICUCHUS Y
OOJIBHBIX C CUHIPOMOM AJTaXKUILIIS.

[TpoBenena 2D-SWE nsnactorpadgus Ha ynpTpa3ByKkoBoM ammapate Aixplorer
(Supersonic Imagine, ®panmus) Heboapiomy koaudectBy nereit ¢ CA u BA. Takxke
m3ydmwm Bo3MokHOCTH 2D-SWE »snactorpadmu Ha yiabTpa3ByKOBOM  ammapare
Aixplorer (Supersonic Imagine, ®panmms) u ARFI osnactorpadum Ha
ynbpTpa3BykoBoMm anmapare Acuson S 2000 (Siemens, I'epmanusi) pasHbIMH
JaTYUKaMU JIJIs1 MCCIIEA0OBAHUS KECTKOCTH 3JI0POBOM TeueHu y jaeted 1o 12 mecsiies
YKU3HH, BRIPKAIOIIMMU 3HAYEHUS KECTKOCTH TieueHn B M/c u kl]a.

[IpoBenennHas snacrorpadus neyeHu y JAeTel ¢ OMIMapHOM arpesuei mocie
onepanuu Kacau u y nereil ¢ CHHIAPOMOM AJaKUWJIJISL HE MOJJIEKUT CTATUCTUUYECKOM
oOpaboTke wu3-3a Majoi BBIOOpKH. B nuTepaTypHBIX HCTOYHHMKAX JIaHHBIE O
MPOBEJEHNUU dacTorpaduu y AaHHOW KaTreropuu OOJbHBIX HAa HACTOSAIIUM MOMEHT

CANHUYHBI. PCBYJ'H:TaTLI I/ISMepeHI/Iﬁ IIOKA3bIBAKOT HaM IIOBBLIINICHHC II0OKA3aTCIIA
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KECTKOCTH TME€UEHU U TMOJATBEPXKAAIOT TMOpaKeHHEe TKaHU TIE€YEeHU Yy JeTed ¢
aHOMAJIUSIMU PA3BUTHS BHE M BHYTPHUIICUCHOYHBIX MpPOTOKOB. HO 3TH M3MeHeHus
MOTYT TOJTBEPXKAATbCS H JIPYTUMH  MeTonaMu  (KIMHUKO-Ta00paTOPHBIMH,
WHCTPYMEHTAJIbHBIMU, MOP(OJIOrMYeCKUMHU), MOSTOMY JaHHBIM METOJ HE MOXKET
KapJAMHAIBFHO M3MEHUTHh HAIllU MPEACTABICHUS O TEUYCHUHU 3a00JIeBaHUSA Y JAHHOU
KAaTeropuu OOJBHBIX U TPEOYIOT JaJIbHEHIIEro U3ydyeHus Ha OOJbIIEM KIMHUYECKOM
Martepuae.

OnpeneneHHble 3HAYEHUS CKOPOCTU CIABUTOBOM BOJHBI 1Mo AaHHbIM ARFI
anactorpaduu TUHEHHBIM JAaTYMKOM B mpaBoi none 1,22 m/c (4,46 klla), B neBoi
none 1,31 (5,14 klla) m/c makcumansHO OnM3KkH K pesynbTatam deoktucrtosoii E.B.
u ap. — 1,23 m/c npasas gons u 1,3 m/c neBast 10 (JIMHEHHBIN TaTuWK). A TakxKe K
JTAHHBIM JPYTUX HccaeaoBaTenbekux rpynn — H. Matos ¢ coast., S. Hanquinet c
coaBT., H.J. Lee ¢ coaBrT., rae nmokasarend CKOPOCTH CABUTOBOM BOJIHBI COCTABIISIIOT
1,12 m/c [83, 106, 113].

[lonyueHHble CpeaHUE 3HAYEHHUS] JKECTKOCTH  METOJOM  JBYMEPHOH
anactorpadpum 4,42 xlla (kouBekcHblii natuuk) u 4,94 xlla (JIUHEWHBIN HATYMK)
HamOoJee OJIM3KU K JaHHBIM HcclieqoBaTesibekux rpynn G. Engelmann ¢ coast. — 4,7
klla, I. Goldschmidt ¢ coart. — 4,5 kIla, H.J. Shin ¢ coaBt. — 5,5 kIla, HecMoTpst Ha
TO, UTO UCCJICIOBAHUS TIPOBOIMIIMCH HA Pa3HBIX pubopax [70, 77, 129].

CrnenoBartenibHO, YCTAHOBIICHHBIE MTOKA3aTENIM HE OTIMYAIOTCS OT PE3yJIbTaTOB
JPYTUX aBTOPOB U MOTYT PAacCMaTPUBATHCS JOMOJHUTEIBHBIMU KPUTEPUSIMU IS

OLICHKH JKECTKOCTH MEYEHHU Y 3I0POBBIX JETEH PAaHHErO BO3pacTa.
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SAKIIOYEHUE

3a0oneBaHusl MEYEHU, NPOSBISIOIIMECS CHHAPOMOM XOJIECTa3a C MCXOAOM B
OWIMapHbBIi LUPPO3, TPEOYIOT TMOCTOSSHHOTO H3YYEHHUs] U COBEPIICHCTBOBAHUS
JUAarHOCTUYECKUX MNOoAX0A0B. CHHIpOM ANaXWUid, NPOTEKAIOMIMI I0J MacKou
TSKEJIOT0 MOPOKa IMEYEHOYHBIX MPOTOKOB — OWJIMApHOW aTpe3uu, TpeOyrollel Ha
paHHUX JTanax XUPYPrUYECKOro JICYEHHs, OCOOCHHO MPHUBJICKAET BHUMAHHE
OTEYECTBEHHBIX M 3apyOCKHBIX MeauaTpoB U xupyproB. OCHOBHOHM 3amaueit
KJIMHULIUCTOB OCTaeTcsl paHHAs TudQepeHiraibias TMarHocTuKa U BRIOOP TaKTHUKU
JCYEHUs JTUX JCTEH, OTpaXkalrolHMeCs Ha KadecTBE JKU3HU 10 IIOCIEAYIOLIEH
TPAHCIUIAHTALIUHU TIEYEHU.

3a mocinegHuEe TOABl  pe3yJbTaThl  MHOTOYMCIICHHBIX — MCCIIEJOBaHUH,
ONMMpAIOIINECS HAa WHBA3WBHbIE MOP(OJOTHMUECKHME M TE€HETUYECKHE METObI,
IIPOJOJDKAIOT PACIIMPATh 3HAHUSA W JMATHOCTHYECKHWE BO3MOXKHOCTH Y JTAHHOU
Kareropun Oo0ibpHBIX. HO Takke coxpaHseTcss HE0OXOJUMOCTb IOUCKAa HOBBIX
HEMHBA3UBHBIX METOJOB JUArHOCTUKH, IMO3BOJISIOIIMX HAa PAHHUX 3Talax IMOCTAaBUTh
NpaBWIbHBIM ~ JWarHo3 W Hayarhb CBOEBPEMEHHYKD  KOHCEPBAaTHBHYIO
CUMITOMAaTHYECKYIO TE€panuio 0€3 HEHY>KHOTO ONEPaTUBHOIO BMEIIATEIbCTRA.

Lenpto mnpoBeaeHHON pabOThl SBISIOCH OMNpEAeSiEHuEe JIUarHOCTUYECKHX
YIBTPa3BYKOBBIX KpUTEpPUEB CUHApoMa Anaxwuid. B 3amaunm umccnenoBaHus
BXOJMJIM OLEHKA YJbTPa3BYKOBBIX OCOOEHHOCTEH OpraHoB TrenaToOUIuapHOU
CUCTEMBI U CEJE3CHKN, CPABHUTEIIbHBIM aHAJIN3 3TUX YJIbTPA3BYKOBBIX U3MEHEHUN Y
JeTel ¢ CUHAPOMOM AJKUIUIS U OWIMApHON aTpe3neil B Pa3jMYHbIX BO3PACTHBIX
rpynmnax; OILIEHKa YJIbTPa3BYKOBBIX IPU3HAKOB HM3MEHEHUU TOYEK M BBISBICHHUE
B3aMMOCBS3M MEXAY YJIbTPa3BYKOBBIMH M3MEHEHUSMHU MOYEK M YPOBHEM OOIIETO
XOJIECTEpHHA W TPUIJIMLEPUIOB B CBHIBOPOTKE KPOBH IPU CUHAPOME AJIayKHILISA,
pa3paboTka ajnropuTMa  yJIbTPa3BYKOBOM  JMArHOCTUKA U JHUHAMHYECKOTrO
HAOJIOJIEHUS] TAllMeHTOB C CHHAPOMOM AJaXWIIS C LEeJIbl0 BbIOOpa TaKTUKU

JICUCHMUS.
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HccnenoBanue coCTOsIO U3 MPOCHEKTUBHOIO aHAIM3a 26 neTell ¢ CUHAPOMOM
XOJIECTa3a U MOJI0O3PEHUEM Ha CUHJIPOM AJNaXKWILIS, U PETPOCIEKTUBHOTO aHanu3a 24
nereit ¢ cuaapomom Anaxxkuiuis U 80 aeteil ¢ OnnmapHOW aTpe3reid B epBbIe MECALIbI
KU3HH.

Bcem nmetsim mpoBeeHO MOJTHOE KIIMHUYECKOE U JIabopaTopHOE 00ce10BaHue:
cObop aHamHe3a, (PUMKAIBHBIM OCMOTp, OMOXMMHUYECKUI aHAIW3 KpoBH (Ppakuuu
owmpyouna, ¢pepmentoB — LD u I'T'T, xonecrepuna, B-JIIT/], kxemTuHbIX KHCIIOT),
WCCIICIOBAHUE JIUIIMHOTO CIIEKTpa CHIBOPOTKM KpPOBM U Kajla, KONPOTrpamma,
KoaryjorpaMma, yJbTPa3ByKOBOE HCCIIEIOBAaHHE OPraHoOB TrenaToOuInapHOn
CUCTEMBI, CEJE3EHKH, MOYEK U cepAlla ¢ NPUMEHEHUEM JIONIUIEPOMETPUHN COCYJIOB,
PEHTI€HOJIOTUYECKOE HCCIECOBAHUE IMO3BOHOYHUKA, KOHCYJIbTAl[MU KapauoJora,
OKyJMcTa, HeBposiora, reHetuka. C 1enbio  auddepeHnuaiIbHol  TUarHOCTUKA
BEIMONTHSITOCH oOcnenoBanne Ha TORCH-undeknuu (a takke Hbs-Ag, antu-HCV,
RW, BUY), ompenenenue ypoBHSI a-l-aHTUTPUIICHHA, TallaKTO3bl B CHIBOPOTKE
KpOBH, AaMUHOKHCJIOTHOTO CIEKTpa CBIBOPOTKM KpoBH UM Mouu. llpu
HEJIOCTATOYHOCTH JTAHHBIX, TPOBOAMIIACH OMOTICHS TIEYEHU U TEHETUYECKUIN aHalu3.

Taxke ¢ 1enpl0 WU3y4YeHUs BO3MOXKHOCTEW »nacrtorpaduu TedeHW ObLia
npoBeneHa 3nactorpadus y nerei ¢ BepudunrpoBaHHbiM auario3oM CA u BA 'y
3I0POBBIX JIeTe€H B Bo3pacte oT 1 10 12 mMecA1eB KU3HH.

VY3U opraHoB OpromIHOM IMMOJOCTH W MOYEK BBIMOIHSAIOCH MO OOIICTIPUHITHIM
METOJMKaM CTpPOTOo Hatomak Ha ckaHepax Voluson E8, Aplio XG u Vivid 7 ¢
MPUMEHEHUEM KOHBEKCHBIX M JIMHEWHBIX JaTuyukoB. Onactorpaduss 2D-SWE
BBITIOJIHSJIACH HAa YJIBTPAa3BYKOBOM ammapare cucteMbl Aixplorer (Supersonic
Imagine, ®panuust), ARFI snactorpadus Ha ynbTpa3sBykoBoMm ammapate Acuson S
2000 (Siemens, I'epmanus).

B pe3ynbraTe cpaBHEHHS BBISBIICHBI YJIBTPa3BYKOBbIE OCOOCHHOCTH OPIraHOB
renaToOMIMapHON cCUCTeMBI U cene3eHkn y aeteit ¢ CA u BA, u ynbTpa3ByKOBEIC
nudpepeHnnanbHO-TMarHOCTHYECKUE KPUTEPUH, KOTOPHIE MOTYT CTaTh OCHOBOM ISt

OMpCACICHNA TAKTUKHN JICUCHHUA ITIAaUCHTOB C CHHAPOMOM Anaxxunns.



94

N3menenust co ctoponnl neueHd npu CA TPOUCXOIUIIU 32 CUET YBEJIMYEHUS
pa3MepoB neyeHu (MPEUMYIIIECTBEHHO 3a CUCT YBEJIMYCHHS JICBOM JIOJIU MEYCHH U |
cermenTa Oosiee 30%). B mepBbIii MecsIl )KU3HH TelaTOMETAIHs OINpeaessiach y 3
(6%) nmereit, B 2 Mecama y 11 (22%) ngeteil, mpu 3TOM mpaBasi J0Jii B CpeHEM
cocraBisuia 75+9 MM, neBas aons B cpeaHeMm 0 564 mm. K konmy 3 mecsua
renaroMeranus BoisiBisIach y 17 (34%) neteid, mpu 3TOM mpaBasi 10J1s1 ONpeesiiach
B cpenHeM 7610 MM, neBas 0 B cpeaHeM 10 S58+5 MM, NEpBBIM CErMEHT B
cpeadem a0 41,5+6,5 mm. Ilpu BA B mepBbIii MecsII] )KM3HU TeMaTOMETalivs 3a CUET
paBoil 101 BRISIBIsUIAch ¥ 65 (81%) neteit B cpennem 0 73+9 mm, Bo 2-M u 3-M
Mecsiax y Bcex 80 oOcnenoBannbix aeteit (100%), B cpeqneM mo 80,5+9.5 MM u
85,5+7,5 MM, cOOTBETCTBEHHO. [lOBBIIEHNE 3XOT€HHOCTH MNAPEHXWMbI IEUYCHU Y
nereii ¢ CA B mepBble J1Ba Mecsla >KMU3HU HE OINPEIEsIoCch, U MOSBISUIOCH B
Bo3pacte 3 mecsma qumb y 6 (12%) nereit. Ilpu OunumapHOW aTpe3uu JaHHBIN
MpU3HAK ompesensuics B nepBbld Mecsi xku3znu y 10 (12,5%) nereit, B 2 Mecsia
w3 y 29 (36%), u k 3 wmecsany ormeuanoch y 62 (78%) oOcnenoBaHHBIX.
OTMeUeHO coYeTaHne JaHHOIO MPU3HAKa U TenaToMeranuu npu bA.

[Ipu CA Takol mpu3HaK Kak MEepUIIOpTaIbHbIN (uOpo3 B Buae nuddy3Horo
MOBBIIEHUS dXOT€HHOCTH MO XOAY CTBOJIA U BETBEW BOPOTHOM BEHBI y JeTel B |
MeCSILl KU3HU ONpeAessyics JHIb K 3 mecsany xku3Hu y 6 (12%) oOcienoBaHHbBIX.
Tornma xak npu OumuapHoil arpe3un ormedancs y 6 (7%), B 2 mecsna y 36 (45%)
JeTe, a B Bo3pacTe 3 Mecsla JKU3HH JIOCTOBEPHO BBIABISLICS Y Becex 80 (100%)
neteit. CUMITOM TpeyroiabHOro pyona («hubpo3Has IJIOMIaaKa», TPEYToJIbHAS UK
TyOyJsipHas CTPYKTypa TOBBIIIEHHON ASXOT€HHOCTH, PACIOJOKEHHAass B OO0JaCTH
nepeaHel MoBEepXHOCTH OM(ypKaIlMi BOPOTHOM BEHbI, TONIUHON 4MM U Oosiee) mpu
CA BousBrsiicst Tosibko y 2 (4%) neteil B Bo3pacte 3 Mecsila »XKU3HHU. Toraa Kak mpu
OwnrapHoi atpe3un K KoHiy 1 mecsma ompenensuics y 10 (12,5%) nmereit u x 3
MecsIry ku3Hu BeIsBIsICS y 40 (50%) nerei.

Co CTOpPOHBI KETYHOTO TMY3BIPS OTMEYAIUCHh XapaKTEPHBIC OTIMYUTEIbHBIC
npuzHaku npu CA ¢ mepBoro Mecsia Xu3HU. [Ipu mepBUYHOM HCCIIEIOBaHUU

HATOIIAK B 1 MeCsIl )KU3HU KEIYHBIN My3bIph HE OMpPENeNsyICs Win ObLT B (opMme
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TsKa, C MOCJEAYIONIEeHd BU3yalu3allell YMEHbIIEHHBIX pa3MepoB, HEPABHOMEPHBIM
YTOJIIEHUEM CTEHOK W JXOTeHHOM jkemublo B mpocBete y 13 (26%) nerei,
runormiasus (KeJIYHbI My3bIpb, MAKCUMAJIbHAS JJIMHA KOTOPOIro HE mpeBblmana 19
MM) y 16 (32%) obcnenoBannbix. Y 20 (40%) mereii skeT4HbIN My3bIph ONPEIEIISIICS
HOPMaJbHBIX Pa3MEpOB, HEMPaBUIBLHOW (OPMBI C TMpU3HAKAMH JedopMalldu |
peakuueil Ha MpoOHBIN 3aBTpaK B BHJIE YMEHbIIEeHUs pa3MepoB. [Ipu BA xemnunbiil
Nny3blpb B MEPBBIA MeCSI| MPU MEPBUYHOM HCCICAOBAHUM Yy JETEH HATOIIAK He
ompenemsuics B TunudHoM mecte y 25 (31%) nereit, B Bume (pubpo3Horo TsKa
BbIsIBIICH Y 45 (56%), MUHUMAaIBHBIX pa3MepoB (JUIMHOHN 10 15MM) ¢ yTOJIIEHHBIMU
CTEHKaMH W MHUHUMAaJbHBIM IpocBeToM onpenemsics y 9 (11,25%) nereit. B
ormyu oT CA OTMEYEHO OTCYTCTBME pEaKIMM Ha MPUEM NUIIM - pa3Mepbl H
CTPYKTypa JKE€ITYHOTO IMy3bIpsl y JETEW HE MEHSUIMNCh B TEYEHHUE BCEX 3 — X MECSLEB
KU3HH.

[Tpu Y3U cene3enku yBennueHue pazMepoB 0€3 CTPYKTYPHBIX U3MEHEHUN B 1
Mecsll sxu3Hu Habmonanack y 5 (10%) nereit ¢ CA, B 2 mecsina y 7 (14%), u k 3
MecsiaM 'y 12 (24%) o6cnenoBannbix. CriieHoOMeranus Obuia ci1abOBBIPAXKEHHOM,
IpeBbILIAIONIEH BO3pacTHY0 HOpMy Ha 1-1,5 cM M cocraBisiia NpUOIHU3UTENHHO
55+5mmM. Tlpu OunuapHOW aTpe3uu ONpenessioch YMEPEHHOE YBEITUUEHUE Pa3MEpPOB
cesne3eHKH (Ha 2-3cM Oouibllie BO3pacTHOW HOPMBI, B mpenenax 70+5MM) B mepBblid
mecsil xxu3Hu 'y 40 (50%) neteit, B 2 mecsinia 'y 63 (78,75%) nereit u BeIsSBISIACH K 3-
M MeCAILaM KU3HHU Y BceX 00CIe0BaHHbBIX.

Takum ob6pazom npu CA u BA co CTOpPOHBI MEUEHU C PA3IUYHON CTEMEHBIO
BBIPQXEHHOCTU ONPEACIISINCH: TernaroMeraius (MpeuMyIEeCTBEHHO 3a CUET JIeBOU
J0JIM U 1-r0 CerMeHTta); MOBBIIIEHUE 3XOT€HHOCTH MapeHXHUMbl MEYEHHU; CUMIITOM
«TrepumnopTanbHOro (Gudposa» (B Bume AuGEGY3HOTO MOBBIIMICHUS 3XOTC€HHOCTU TIO
XOJly CTBOJAa W BETBEW BOPOTHOM BEHbBI); CHUMITOM «TPEYTOJBHOIO pPyOIa»
(«pubpo3HOI TUIOMAAKKY) (TPEYTOJIbHAS WM TYOYJspHAs CTPYKTypa MOBBIIICHHON
HXOTE€HHOCTH, PACIOJIOKEHHass B O0JacTH TEpeaHeW MOBEPXHOCTH Oudypranuu
BOPOTHOM BEHbI, TONIMHOM 4 MM U 0oJiee); MKETUHbIH My3bIph HOPMAJIbHBIX

pa3MepoB, HEMpaBWIbHOU (opmbI, ¢ Tpu3HakKamMu JedopMarii 32  CYET
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MHOKECTBEHHBIX MEPEruO0B U MEPETIKEK; KeMUHBIA My3bIph B (hopme HUOPO3HOro
TsDKa; TUIOIUIA3Hs skergHoro my3bips (mpu CA anuna 1o 19 mm, npu BA — 10 15 mm)
U OTCYTCTBUE >KEIYHOro Iy3bIps. I[lpu OLIEHKE Cele3eHKH pPErucTpupoBaiach
CIUICHOMETaJIHsl.

B pesynbraTe CTaTHCTUYECKOrO aHalW3a MOJMyueHHBIX pe3yibTatoB (ROC—
aHaNMM3, MPU KOTOPOM YUYHUTHIBAINCH YJIBTPA3BYKOBBIC W3MEHEHUS, BBISBICHHBIC B
teyeHue 3 wmecsna oku3Hu) npu CA  MHQOPMATUBHOCTH  U30JIMPOBAHHBIX
YIBTPA3BYKOBBIX HM3MCHECHHHA TeMaTOOMIMApHON CHCTeMBl Oblla HE BBIPAXKEHA.
Opnako mpu bBA y ngereil mepBeix 3 MeCSIEB JKU3HH YYBCTBUTEIBHOCTH
yIbTPA3BYKOBOTO  CHUMIITOMAa  «TpPEyrojpHoro  pyoma»  coctaBwia  50%,
cnerupuaHocTh — 100%; 9yBCTBUTENBHOCTS, M3MEHEHUN JKETYHOTO MYy3BIPS B BHJIC
ero orcyrctBus U Gopmbl pubpo3noro Tska Obuta 88%, cnenuduunocts — 72%);
YyBCTBUTEIHHOCTh CHMIITOMA COCTaBWJIA «IepurnopTaibHoro ¢ubpoza» — 100%,
cnerupuyHocth — 88%. Takum o00pa3om, cpaBHHBas HM3MEHEHHUS [EUYECHU W
xemueBblenuTenibHol  cuctembl pu CA u BA Oonee 3HauMMble U3MEHEHUS
OTMEYAJIUCh TIPW OWJIMApPHOW aTPE3WH, YTO SIBISCTCS BeChMa BAXKHBIM OTIMYHEM B
mudepeHnnanbHON TMarHOCTUKE JaHHBIX 3a00JI€BaHU B paHHEM BO3pacTe.

[Ipn ynpTpa3BykOBOM HCCIIENOBAHUM MOUYEK y nereil ¢ CA B TeueHUE NEPBOTO
rojla JKW3HHW BBISBICHBI XapaKTEPHBIC YJIbTPAa3BYKOBBIC KPUTCPUH HW3MCHCHHMA
MOYEYHON MAapEeHXUMBbI, pPACIICHMBAaEMble KaK MPU3HAKK TIOYEYHOW JMCIIIA3UU:
MOBBIIICHUE JXOTCHHOCTH KOPKOBOTO CJIOS TAPEHXHWMBI, HApYyIICHHE KOPTHKO-
MenyJUIsipHON ¢ depeHITMPOBKY 3a cUeT AedhopMaliii MUpaMu] B BUJE BHITIHYTOM
dbopMa W yMEHBIICHHS] HUX KOJMYECTBa B cpe3e (0T 4 10 MOJHOTO OTCYTCTBHS
BHU3YyaJIM3alMH), TOSBICHUE MEJIKUX OJWHOYHBIX KHCT B TPOCKIIMH KOPKOBOTO M
MO3TOBOIO CJIOEB MApPEHXUMBI, pa3Mepbl KOTOPBIX BapbupoBaiu ot 1,5 10 3,0 MM u
MOBBIIIIEHNE WHJIEKCA PE3UCTEHTHOCTH (Ha YPOBHE CErMEHTapHbIX aptepuii) >0,80.
[Ipu cratrcTruecKOM aHaau3€ MOJYYCHHBIX PE3yJbTaTOB OTMEYEHO JIOCTOBEPHOE
YBEJIMYECHHE YaCTOThI YKa3aHHBIX MPU3HAKOB HA MPOTSKEHUU 12 MecsIeB >KU3HU.
[Ipy BA mnonoOHbIe W3MEHEHHS CO CTOPOHBI MOYEK Yy OOCIEJOBAHHBIX JeTei

OTCYTCTBOBAJIU.
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Takum 00pa3oM, OTCYTCTBHE YIbTPa3BYKOBBIX U3MEHEHUI CO CTOPOHBI MOYEK
y oOcnenoBaHHbiXx gerel ¢ BA npu Hamuuuu psAga  HecnenuPpUUECKUX
yIIbTPa3BYKOBBIX CUMITOMOB Y psifa manueHToB ¢ CA Ha (oHE KIMHUKU XOJecTasa
BBITJIAIUT OOHAIEKUBAIOIIMM B IUJIaHE OICHKM HMH(POPMATUBHOCTUA IMOYECUHBIX
kputepues mpu CA.

CormocTaBieHbl  BBISBICHHBIE XapaKTEPHBIE YIBTPA3BYKOBBIE KPUTEPUHU
M3MEHEHUH TMOYeK ¢ JaOOpaTOPHBIMHU TMOKA3aTEISIMU CHIBOPOTKH KPOBU — OOIIETO
XOJIECTepUHA W TPUTIUIEPUAOB. B pesynbTaTe BBISBICHBI BBICOKOCTICITU(DUUHBIC
W3MEHEHUS: TUIIEPXOJECTepUHEMHs] W runepTpuriuiepuaemus. [Ipu npoBeaeHuu
CTaTUCTUYECKOW 00pabOTKU Pe3ybTaTOB CTAaHAAPTHBIMH METOAAMH U C TOMOIIBIO
ROC-ananu3a 11 ONpeAcieHus IUarHOCTHYECKOW IIEHHOCTH  BBISIBJICHHBIX
MPU3HAKOB ObLJIa OINpeesieHa BhICOKasl CHEUPUIHOCTh J1a00paTOPHBIX M3MEHEHUM
Ha (oHE YIBTPA3BYKOBOTO TIPU3HAKA — TIOBBIMICHUS DSXOTEHHOCTH ITOYCYHOM
napeHxuMmbl. B pesynbrare dYero moiiydeHa 3aMeTHasi KOPPENSIIMOHHAsl CBS3b,
MOATBEpKAAtoNass OOBEKTUBHOCTh TMMOPAKEHHS TIOYEK TIPU OSTOM CHHIPOME.
CTaTHCTUYECKH BBIABIICHA TIpsAMas 3aBHCUMOCTh MEXIY  BBIPaKEHHOCTBIO
yJIBTPA3BYKOBBIX MPU3HAKOB M3MEHEHHWW TIOYeK H OTUMU OHMOXUMUYECKUMHU
nokazarenamu. OnpeneneHo 3HaueHHWe KO3(PQPUUMEHTa JMHEWHONH KOppesuU
[Tupcona (r-Ilupcona) - 0,516, 4TO COOTBETCTBYET 3aMETHON TECHOTE CBSI3U MEXKIY
BBICOKMM YPOBHEM OOIIETO XOJECTEPUHA B CHIBOPOTKE KPOBU MU YIHTPA3BYKOBBHIM
MPU3HAKOM — TIOBBIIIICHUE OXOTCHHOCTH TOYEYHOW TMapeHXUMbl. JlaHHas
KOppEJSLUOHHAs CBSI3b ABISIETCS cratuctudecku 3Hauumoit (p<0,01). YuutsiBas
MOJIyYCHHBIC  JaHHBIE, OTMEYEHO, YTO HaumboJiee YacTo  BCTPEYAEMBIH
yJIBTPA3BYKOBOUW TMpH3HAK (ITOBBIIMICHHE 3XOTCHHOCTH TOYCYHOW MApEHXUMBbI) HUMEET
3HAUYMMYIO CBSI3b C BBICOKMMH IIOKa3aTEJISIMH XOJIECTEPUHA W TPUTIHUIECPUIOB B
CBIBOPOTKE KPOBH M JIOCTOBEPHOE M3MEHEHHE YJIbTPAa3BYKOBOI'O MpHU3HAKa Ha (poHe
runepxoiecrepunemuu (P = 0,037).

Taxke  mpoaHaMM3UPOBAHBI  yIBTPA3BYKOBBIE  HWCCJCAOBAHMS  TOYCK,
MIPOBOJIMMBIC PA3JUYHBIMUA JTaTYUNKAMH M YCTAHOBJICHO, YTO TIPHU HCIOJb30BAHHH

BBICOKOYAaCTOTHOTO CKAHHWPOBAHUSA ITOYUYCK Y ﬂeTefI ¢ CA 3HAQUUTEIHLHO IOBBIIIACTCS
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BBISIBIIIEMOCTD JIETAJIBHBIX M3MEHECHMI ITOYEYHON IAPEHXUMBl B BUJE HAPYILICHMSI
KM/I.

B pesynprare wuccnenoBaHus OOHapy)K€Ha WArHOCTUYECKash 3HAYUMOCTD
COYETAaHHOM  cTaHgapTHONW Y3  OIEHKHM  TIenaToOMIMapHOM  CHUCTEMBI WU
BBICOKOYACTOTHOTO CKAHUPOBAHUsA IIOYEK y JETEM C CHHAPOMOM AJaXuuisl B
TEYEHHE IIEPBBIX 3 MECALIEB JKU3HU, IIPU NPOBEICHUU KOTOPOM Yy AECTEH PAHHETO
BO3pacTa C CHHIPOMOM XOJIECTa3a B IIEPBbIE MECSLBl >KU3HU 3HAYUTEIBHO
IOBBIIIAETCA  PaHHSAs JMArHOCTHKA, YTO IIOMOTacT CBOEBPEMEHHO HA4daTh
KOHCEPBATUBHYIO Tepaluio, u3deras NpoBEACHUE OIIMOOYHONW MOPTOIHTEPOCTOMUHN
no Kacawu.

Pe3ynpraThl aHanM3a JOaHHBIX HXOKapauorpaduu MNOATBEPAWIA HAIAYUE
CHELM(PHUUECKOr0 YIbTPa3BYKOBOIO MpH3HAKa — TIeMOJMHAMHYECKH HE3HAYMMOIO
nepupepruueckoro CT€HO3a W/WIM THUIOIUIa3MM BETBEH JIETOYHOW apTepuu Yy
MOJIABJISIOLIET0 OOJIBIIMHCTBA MALIMEHTOB C CUHAPOMOM AJaXHILIS.

[IpoananusupoBaB JaHHBIE >JacTorpaduu IEeYeHM Ha JABYX CKaHepax Yy
3I0POBBIX JE€TE€d paHHEro BO3pacTa, OBLT TOJYYEH BBIBOJ, UYTO IOJYyYEHHBIE
pe3yabTaThl HE OTINYAIOTCS OT TAKOBBIX IIPHU MPEABIAYIINX UCCIECAOBAHUIAX U MOTYT
MPUMEHATHCA B KAU€CTBE HOPMATUBHBIX MOKa3aTesel anactorpa@uu nNeyeHu y aeTen
IIEPBOrO rofa >KU3HH.

HenocraTouHO€ KOJIMUYECTBO MALIUEHTOB B BBIOOPKE C CUHAPOMOM AJIXUIUIS U
OwnMapHOM aTpe3ueld HE TMO3BOJIWIM HAWTU JIOCTOBEPHBIE KOJUYECTBEHHBIC
MOKa3aTeMM 3JIaCTUYECKOM >KEeCTKOCTH MedeHu Ui IuddepeHIMpoBaHusl JaHHbBIX
IPYII MMAIMEHTOB. B CBA3M C 4eM Ha mepBO€ MECTO BBIXOAMT XapaKTepHas I
¢bubpo3a medyeHH KIMHUYECKass W MOpPQOJOTHYecKass KapTHUHBI y TAlMEHTOB Ha
MOMEHT HCCJEI0OBaHUS, KOTOPbIE MOTYT OBITh MOATBEP)KJIEHBI IPYTMMH METOJaMU
oOcnenoBanus. BrisiBiIeHHbIE MTOKa3aTeNln AnacTorpaduu nevyeHu y nauueHtoB ¢ CA
u BA MOryr ciyXuTb OCHOBOM MAJisi AajbHEHIIEr0o HCCIEeNOBaHUS Ha OOJBIION
KOropTe OOJIBHBIX C IIEJIbI0 YIY4IlIeHUs HEMHBAa3UBHOM JMAarHOCTUKU TSHKEINbIX (popm

CUHApPOMA XOJIECTa3a y JIeTeW B pa3IMYHBIX BO3PACTHBIX IPyNIax.
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Takum 00pa3oM, MOJIy4eHHBIE PE3YJbTAThl CBUIETEIBCTBYIOT O BBICOKOM
YacTOTE BBISBJICHUS YJIbTPAa3BYKOBBIX U3MEHEHHM MoYek Ha ¢oHe HecnenuPpruuecKux
9XOrpaUIecKuX M3MEHEHUN OPTaHOB TeMaTOOMINAPHON CHCTEMBI U CEJIC3EHKH, UTO
MO3BOJISIIOT UX pacCMaTpHUBaTh B KAYECTBE OCHOBHBIX JUATHOCTUYECKUX MPU3HAKOB Y
JeTed C CHHIPOMOM AJXWIIIS yXKE€ C 3 MECAIEeB JKU3HU. YUUTHIBAs BBICOKYIO
cHenuUIHOCTh BBISBICHHBIX yJIbTPA3BYKOBBIX MPHU3HAKOB MOYCYHOW TUCIUIA3UU H
7a00paTOpHBIX TMOKa3aTese, a TakKe WX JIMarHOCTMYECKH 3HAYUMYIO CBS3b,
PEKOMEHAYETCsl UCIOJIb30BaTh JAaHHBIE pe3yJbTaThl B JAUArHOCTUKE CHHApPOMA
Anaxusis HapsAy ¢ APYTMMHU TJIaBHBIMM JMATHOCTUYECKUMHU KPUTEPUSIMU. ITO
uMeeT 00JIbIlIoe 3HaueHue B paHHel quddepeHiranbHON JUarHoCTUKe ¢ OMInapHoOn
aTpe3ueul NI CBOEBPEMEHHOTO BBIOOpA TAKTHUKHU JICUCHUS] Y JAHHOW KaTeropuu

OOJIBHBIX.
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BbIBO/IbI

1. XapakTepHO#l yJIbTPa3BYKOBOM OCOOEHHOCTBIO y JI€TE€ C CHUHAPOMOM
Anaxwuis B TEYEHHUE TMEPBBIX 3 MECALEB KU3HU SBJISETCS M3MEHEHHUE >KEITYHOTO
ny3bips (73%) B Bune negopmanuu ero ¢popmsl (40%), yromieHust cteHoK (42%) u
runoriaszuu (31%) npu HecnenunpuyecKux M3MEHEHHUAX MEUYeHH (TermaToMeraius y
6% nereii B Bo3pacte 1 mecsama u 'y 34% - B 3 Mecsiiia, COOTBETCTBEHHO) U CEJIe3CHKH
(crtnenomeranus y 10% nereit B 1-it mecsr u 24% - B 3 mecsma). Y 28% nereit ¢
CUHAPOMOM AJQXWUIs BBISBISUIUCh XapakTepHble g OWIMApHON aTpe3uu
U3MEHEHHE JKEIYHOro My3bips B Buae ¢ubOpo3Horo Tska, y 4% cummnTom
«TPEeyroibHOro pyoua» u'y 12% cuMnTom «repunoptaibHOro Gpuodposay.

2.V nereii ¢ cMHAPOMOM AJIaXKWJUISI B T€UEHUE TEPBBIX 3 MECALEB >KU3HU
CTAaTUCTUYECKH 3HAUYMMO PEXKE OTMEUAINCh MATOJOTHYECKHE W3MEHEHHUs TIeUCHU
(34%) u cenesenku (24%) 1Mo cpaBHEHHIO ¢ AeThbMH ¢ OmmapHo# arpesucii (100%).
XapaktepHble Il OUNTMApHOW aTpEe3Wu HM3MEHEHHE KEIYHOTO IMY3bIpsS B BUJE
¢budpo3Horo Tsxa (87%) MOCTOBEPHO PEXE BBIABISUINCH NMPU CUHIAPOME AJAXUIIISL
(26%). Jlpyrue u3aMeHEHHs >KEIYHOrO My3bIps (aedopmarmu (GOpMbI, YTOJIICHUS
CTEHOK W THIOIUIA3HsI) BBISBIISIUCH Y OOJBITMHCTBA IETEH C CUHAPOMOM AU
(72%) n Obu B 12% y nereit ¢ Owmmapnoit arpesueit (11% rumomnasus u 1%
W3MEHEHHBIM JKEYHBIM Ty3bIph ¢ jedopmarnerd ¢GopMbl U yTOJIIIEHHBIMU
CTEHKaMHU).

3. OmnpeneneHbl XapakTepHbIe YIbTPa3BYKOBbIE U3MEHEHUS MOYEK Y JeTei
C CHHIPOMOM AJaXWuis B TEpBbIE TPU MecAlla XU3HU (CyMMapHas 4acToTa
BCcTpeyaeMocT — 66,6%): MOBBIIIEHHE 3XOT€HHOCTH KOPKOBOI'O CJIOSl MAPEHXUMBI
(32%), HapyiieHre KOPTUKO-MenyJUIIpHO nudGepeHnpoBKH 3a cueT aedopMaluu
UpamMHuj B BHJE BBITSHYTOH (OPMBI C YMEHBIIICHHEM WX KOJMYECTBA B Cpe3e H
HaJIMYUsl MEJIKUX KUCT B KOPKOBO-MO3TOBOM CJio€ TapeHXuMbI (34,6%).

4. Tlpu BBICOKOYACTOTHOM CKAHUPOBAHUU Y3 HU3MEHEHHSI MOYEK Yy AETEH C
CUHAPOMOM ANaxuiursi K 12 MecslaM CTaTUCTUYECKH 3HAYMMO Yallle BBISBISUIACH

HapylieHue KOPTUKO-MenyJUIsipHoi auddepeHIMpoBKH 3a cYeT AedopMaIuu
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nupamMujl, B BHUJE BBITAHYTOW (OPMBI C YMEHBIIEHHMEM HX KOJMYECTBA B Cpe3e
(80,8%) M KHCTBI, JOKaIM3yIOIIMECs B mupamuakax mnoudek (87%), uem mnpu
yIbTPa3ByKOBOM HCCJEIOBAaHUU MO OOIICTIPUHATON METOJUKE KOHBEKCHBIM
JaTYUKOM (HapylIeHHEe KOPTUKO-MeAy/uisipHod nuddepenunpoBku - 45,8%,
KHCTO3HBIC M3MEeHEHHUS - 12,5%).

5. VYcraHoBlleHa JMHEWHAs KOPPEISLMOHHAS CBSI3b MEXKIY YacTOTOH
BBISIBJICHUS YJIBTPA3BYKOBOTO TMPH3HAKA — IMIOBBIIMICHHE 3XOT€HHOCTH IOYECYHOM
MapEeHXUMBI U CBIBOPOTOYHBIM YPOBHEM OOIIETO XOJIECTEPUHA U TPUTIIUIEPHUIOB.

6. VY nereit ¢ cuHAPOMOM AJNAXWIUIA B TEUCHHUE TIEPBBIX 3 MECAIIEB KU3HU
YCTAHOBJICHA JHArHOCTHYECKAas 3HAYMMOCTh COYETAHHOM CTAHIAPTHOW Y3 OLIEHKHU

FCH&TO6HHHapHOfI CUCTCMbI U BBICOKOYACTOTHOI'O CKAHUPOBAHUSA ITOYCK.
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INPAKTUYECKHUE PEKOMEHJALIMHU

1. 'V pereil ¢ cuHapoMOM AJaXWJulsl B TEUEHHE MEPBBIX 3 MECALEB KU3HU
HEO0OXOMMO YUUTHIBATh BHICOKYIO BEPOSITHOCTh XapaKTEPHBIX U3MEHEHUM KEITYHOTO
ny3eIps B BUje aepopManuu GopMbl C YTOJIICHUEM CTEHOK WJIM TUIOIUIA3UU TPU
HOPMAJTBHBIX 3XOTpaUIECKUX XapaKTEPUCTUKAX MTEUEHU U CEIC3CHKH.

2. [Ipu Y3 uccnegoBaHuu JAeTe ¢ CUHAPOMOM AJaXWisi B Bo3pacte 2-3
MECSIIEB JKM3HU MOTYT BBISIBISTBCS XapaKTEepHbIE [JIsi OWJIMAapHOM aTpe3uu
W3MEHEHMS, BKIIOYAIOIIME: TIOBBIIICHUE DSXOT€HHOCTH TICYEHM U CHUMIITOM
nepunopraibHoro ¢uodposa (12%), xemunblii my3sipb B Gopme GUOPO3HOTO TshKa
(26%).

3. Ins auarHOCTUKHM CUHApOMa AJNAXWUIL Hapsaay ¢ Y3 HccleoBaHUEM
renaroOmInapHol CUCTEMbI HEOOXOIUMO MPOBOAUTH BHICOKOYACTHOE CKAaHUPOBAHUE
MapEeHXUMbI TIOYEK C IIEJbI0 BBISBICHUS YJIbTPA3BYKOBBIX MPU3HAKOB HAPYILICHUS
KOPTUKO-MEAYJUIIpHON 1U(PPEPEHIIMPOBKM M KHUCT B KOPKOBO-MO3TOBOM  CIIO€
MapEHXUMBI.

4. B mporiecce TMHAMUYECKOTO HAOJIOJCHUS JIETEH ¢ CHHIPOMOM AJIaXKHILIS
HapsAy C OLIEHKOW (PYHKIIMOHAIBHOTO COCTOSIHUS TICYCHH MOKAa3aHO BBICOKOYACTHOE
CKAaHUPOBAHUE TIOYEK [JII OILECHKH CTEMEHU BBIPAKEHHOCTH JUCIIIIACTUYECKUX
V3MEHEHUN.

5.V nperelt ¢ CHUHAPOMOM AJQXWIIJISL YCTAHOBJIGHA BBICOKAsE BEPOSITHOCTh
HapacTaHUsl CHIBOPOTOYHOTO YPOBHS OOIIEr0 XOJECTEPUHA W TPUTIULIEPUIOB, UTO

OIIpCACIIACT HCO6XOI[I/IMOCTB JUHAMHUYCCKOI'O KOHTPOJIAA JaHHBIX MoKa3aTeJicH.



103

CIIMCOK JIMTEPATYPbI

1. Anaxumibs ., Onbep M. 3abosieBaHusl NEYEHU W SKETYHBIX MyTeH y JeTei:
[lepeBon ¢ ppann. — M.: Mequmuna — 1982. — 480 c., u.

2. Anb6eroBa M.b. Kiunuko-mopdosoruyeckue OCOOCHHOCTH  aTpe3uu
BHETIEUYEHOYHBIX JKEIYHBIX MPOTOKOB y JETEH paHHEro BO3pacTa. IUC. ... KaHMA. ME].
Hayk: 14.00.09/An6eroBa Mapuna beuepoueBna — M. — 2007. — 91 c.

3. bapanoB A.A. TpaHcrutaHTanus I€4eHH y JeTeil: cocTosHue npodieMbl/bapanon
A.A., Toree C.B., KaranoB b.C. u ap.// Pocculickuii neauarpuyeckuil xKypHall. —
2003. — Nel. — C. 39-44.

4. Bonogun H.H. Anroputm nuddepeHmanbHoi TMarHOCTUKU CUHIPOMa XO0JlecTas3a
y HOBOPOXJICHHBIX M JeTell mepBbeIX MecsueB xu3Hu/Bonogun H.H., Jlertsapesa
A.B., Myxuna HO.I'.// Poccuiickuii »XKypHaa TacTPOIHTEPOJIOTHH, TelaToJOTHH,
kosoHonpokTosoruu. — 2005. — Nel. — C. 33-39.

5. T'opsiuea JILI'. Dnacrorpadus B gerckoit npaktuke/I'opsuesa JI.I'., Kotus M.,
Edpemona H.A. u nip.// KU. — 2009. — Tom I, Ne 2/3. — C. 64-68.

6. I'opsiueBa JI.I'., Cunapom Anaxuuid B KIMHUYECKoW mpaktuke. /I'opsiueBa JLI.
[lImnosa 1.B., Poro3una H.B., Pesnoa M.O., ['abpycckas T.B., Kapes B.E. //
Kypuan nadexronornn. — 2013. — T. 5, Ne 4. — C. 72-76.

7. T'orbe C.B. Tpancmnanranus nedenu y aereit/I'otee C.B., [Hupynpaukoa O.M.,
AmMMocoB A.A. u ap. // BeCTHUK TPaHCIUTAHTOJIOTUM W MUCKYCCTBEHHBIX OpPTaHOB. —
2010. - Ne 2. - C. 67.

8. Hertsapea A.B. OcobeHHOCTH MUTaHUS AETEH paHHETO BO3pacTa ¢ XPOHUYECKUMHU
3aboneBanusimu  niedeHu/Jlerrapesa  A.B., Myxuna [0.I',, [ertapes JI.H.//
[lequatpus: npodsembl u nepcnektuBbl. K 70—netuto kadeapsl AeTCKUX OoJie3HEH
Ne2 PI'MYVY. — 2001. — Mocksa, C. 154-158.

9. HertsapeBa A.B. ATpe3uss BHENEUEHOUHBIX JKEIYHBIX MPOTOKOB// Poccuiickuit

YKYpHaJ TaCTPOIHTEPOJIOTHH, T€MATONO0TUH, KoonpokTosioruu. — M. — 2005. — Ne6. —

C. 8-15.



104

10. Hertsapea A.B. [uddepenumanbHas IUarHoOCTMKAa W IPUHIIUIIBI
ATUOMATOTCHETUYECKOTO JIeueHUs 3a00JIeBaHUN TICYEHH M IKEIYHBIX MyTeH Y
HOBOPOXKJICHHBIX W JIETed paHHEro Bo3pacra. JAHWC. ...JOK. MeEI. Hayk:
14.00.09/ertspeBa AnHa BnagumupoBaa — M. — 2008. — 237 c.

11. Jertsapera A.B. Mopdonorndeckass DUarHOCTHKA aTPE3WH BHEMECYCHOYHBIX
xemuHbix mpoTtokos/[lertsapesa A.B., Tymanosa E.JI., Pasymosckuii A.}O. u ap.//
PXKITK. —2008. — Ne5. — C. 54-61.

12. Jluomumoa B.H. CpaBHutenpHbIi aHamM3 pe3yibTaToB djacTtorpaduu
CABUTOBOM BOJIHOM M TPAH3UEHTHOW syactorpaduu B OuUarHocTuke auddy3HbIX
3a0oneBanuil neuenu//IuomugoBa B.H., IlerpoBa O.B./ VYapTpaszBykoBas u
dbynkmonanpHas nuarfoctuka. — 2013. — Ne 5. — C. 17-23.

13. 3aitnynunoB 3.M. [uppo3 medeHu y jereil (KpuUTEpUH JAUATHOCTHUKH,
KIIMHUYECKOE TEeYEHHUEe, TMOKa3aHWs K TPaHCIUIAHTAIlMU TIeYeHHu): aBToped. mJuc.
...J0K. me. Hayk: 14.00.09/3aitnynunoB 3aitnynua Mycaesudy — M. — 2005. — 171 c.
14. Uppikun O.E. I'unonnasus BHYTPUIIEYEHOUHBIX JKEITYHBIX MPOTOKOB/MphITIKUH
O.E., Unbunckuit .M., HupynsuukoBa O.M.// BecTHHK TpaHCIUIAHTOJIOTMH U
uckyccTBeHHbIX opranoB. —2013. — T. 15. — Ne 2. — C. 123-134.

15. Upuwikun O.E. [TatoMopdosiorust OunuapHoi aTpe3un 1 OMIMApHOM TUIIOIIIa3un
y JETe — PEIUIHNEHTOB JIOHOPCKOM TME€UEeHW. AuC. KaHa. Mend. Hayk: 14.01.24,
14.03.02/Wpumkun Oner EprenbeBud — M. — 2014, — 129 c.

16. Karanos b.C. Kputepun 1MarHOCTUKY M KIMHUYECKOE TEYEHUE UPPO3a IIEUECHH
y netreti / b.C. Karanos u np.// Undekmumonnsie 6ome3nu. — 2008. — T. 6. — Ne 3. — C.
14-21.

17. KaranoB b.C. [lerckas remarojnorus/Karanos b.C., baraecsa M.3., bakanos M.I.
u nap.// nox penakmuerr b.C. KaranoBa. M.: U3narenscTBo «/unactus». — 2009. —
576 c.

18. Knmumon JI.A. Cunapom Anaxuiis y aeBouku ¢ cu"apomoM lllepemieBckoro-
Tepuepa /KmumoB JILA., Crosu M.B., BmoBuna T.M., KypesaunoBa B.A.,
[Toropenosa JI.B., Atanecsn P.A., lon6usa C.B., Kynemosa O.K., Epemeera O.1.,



105

VYraora T.A., Kagypuna T.W. // Poccuiickuii cemeiinbiii Bpau. 2011. T. 15. Ne 4. C.
40-45.

19. Komotmwmmaa A.W. Cunapom Anaxumisa. Ciydait u3 npaktuku. /Komotunmaa
AN., Kopcyunckuit A.A., HsanoBa IO.B., Ckyrapesckas W.O. //Bonpocsl
npaktuueckoi neauarpun. — 2014. —T. 9, Ne 1. — C. 79-83.

20. Koposuna H.A. Cunapom xonecraza y nereii/Koposuna H.A., 3axaposa 1.H.,
Myxuna F0.I'. u np. // TL.LE. PykoBoacTtBo ans Bpaueii—neaunatpos. — M. — 2006. — 50
C.

21. Muxaiino M.K. Dxorpadus B nuarHoctuke nupposa nedenn/Muxaitno M K.,
Tyx6arymmua M.I'. // — M.: «Meanpecc—urdopm». — 2003. — 108 c.

22. MutekoB B.B. Jlonmneporpaduss B aMarHocTUKe 3a00JIeBaHUN TEYEHH,
KEJIYHOTO ITy3bIpsl, MOJKEIYJOYHOU »Kene3bl U ux cocynos/MutekoB B.B.// M.:
Nznarensckuii mom Bumap. — 2000. — 152 c., ui.

23. MutskoB B.B. OneHka BOCIHPOM3BOAMMOCTH PE3YJIBTATOB KOJIMYECTBEHHOU
yIbTpa3BykoBoil anacrorpadpun/MutskoB B.B., Xyako C.A., AmmnunoroBa 3.P.,
MutskoBa M./I.// YnbTpa3BykoBas u pyHKIIMOHANBHAS AuarHocTuka. — 2011. — No 2.
—C. 115-120.

24. MutekoB B.B. VYnberpa3zBykoBas anacrorpadusi cIBUroBoil BoJiHOM/ MUTHKOB
B.B., MutskoBa M.[l.// YnpTpa3BykoBas 1 pyHKIMOHANbHAS quarnocTuka. — 2015, —
Ne 2. - C. 94-108.

25. Myxuna 0.I". Cunapom Anaxwmins/Myxuna FO.I'., Cononnuenko B.I'., UBanosa
(HertsipeBa) A.B. u np.// [lequnatpus. — 2000. — Ne 3. — C. 48-54.

26. Myxuna FO.I'. Tlatodusnonorndyeckue OCHOBBI (hOPMUPOBAHUS HEOHATAIHHOTO
xonecraza/Myxuna FO.I'., Jertsapea A.B., MopozoB U.A. u np./ Jlekuuum mo
neauatpun, ToMm 3. ['actposnteponorus. — 2003. — C. 179-191.

27. Myxuna IO.J. Xonecrta3 y HOBOPOXKIECHHBIX M JETEH NEPBBIX MECSLEB
xu3an/Myxuna FO.I'., Jlertsapesa A.B.//[lerckas ractposurepomnorusi/Ilon pen. A.A.
bapanosa, E.B. Kiiumanckoii, I'.B. Pumapuyk. — M. 2003. —I'n. 11.

28. Haipgmua T.K. HopmanpHble BO3pacTHbIE pa3MeEpbl JKEITYHOTO ITy3bIpS,

MO/KETTYIOYHON JKeNe3bl, MeUeHU y JIeTei mo JaHHbM sxorpadun/Haitnuaa T.K.,



106

HBopsikoBckuit  M.B., Cyrak A.b., 3axapoa E.C.// VYnpTpazBykoBas u
dbyukiuoHanpHas quarnoctuka. M. — 2001, — Ne 4,

29. Hesepor H.U. Ponp nmunmumoB B mporpeccupoBannu HeponaTuii. apToped. Awuc.
...J1-pa men. Hayk: 14.00.05/HeBepoB Hukura Uropesuu — M., 1994. — 42 c.

30. Hukutun A.B. Ontumuzanus AUArHOCTUKH BPOXKIEHHBIX XOJIECTATUYECKHX
OonesHei y nereit. auc. ... kaua. mea. Hayk: 14.01.08/Hukutun Aprem CepreeBud —
M. -2017.-172c.

31. ITaBnoB Y.C. CoBpeMeHHbIE BOZMOKHOCTH 3JIaCTOMETpHUH, GUOpPO- U aKTU-TECTA
B nuarHoctuke ¢ubposa neuenu/IlaBnos YU.C., I'mymenkoB J[.B., UBamkun B.T.//
PXITK. —2008. — T.18. — Ned4. — C. 43-52.

32. TlomsakoBa C.M. ®OeHOTUNMYECKUE pa3IHuusi CHHApPOMA ANaXWUISL U
HECUH/IPOMAJIbHOW TUIIOIUIa3UM BHYTPUIICUEHOUHBIX KEMYHbIX MpoTokoB/IlonskoBa
C.N., Kopuarnna H.C. Tymanosa E.JI. u ap.// Bonpocsl 1MarHOCTUKU B NEAUATPUU.
—2012. - T.4.-Ne 6. — C. 46-53.

33. IleikoB M.WM. Jlerckas ynbTpa3BykoBas JAWarHoctuka: YyeOnwk. T.1.
["actposnteponorus/IIeikoB M.U., I'ypesuu A.M., OcmanoB U.M. u np.//Tlox pen.
M.N. ITeikoBa — M.: BUJTAP-M. — 2014. — 256 c.

34. [IeikoB M.H. M3yueHne HOpMaIbHBIX MOKA3ATEJIECH )KECTKOCTH MEUYEHU Y JETEU C
MCIIOJIb30BAaHUEM METOa 3J1acToMeTpuu ciBUroBoi BoiaHoW/IIsikoB M.U., Ky3pMuHa
H.E., Kunzepckuit A.1O.// [lequatpus. — 2017. — Ne 4. — C. 63-69.

35. IImikoB M.M. H3yyeHune mnokasaTened KECTKOCTH TNI€YEHU Yy JAETEH C
MYKOBUCIIUJIO30M MeTOJIoM a3nactorpaduu  cnuroBoit  BosHbl/IleikoB M.,
Kysemuna H.E., Kumnzepckuit A.}O., Kapumoa W.I1.// VYnprpazBykoBas u
dbynkunoHanpHas auarnoctuka. — 2017. — Ne 4. — C. 10-19.

36. CaBuna B. A. bunuapHas arpe3usi Kak TMPUYMHA HEOHATAJIbHOIO
xoniectaza/CapBuHa B. A., BapdomnomeeB A. P., Hukonaes B. H., Tapacos A.1O.//
Herckas xupyprus. — 2013. — Ne 4, — C. 25.

37. TuroBa E.A. VYnprpa3BykoBas JMAarHOCTHKAa OWJIMApHOW aTpe3uu y JETEH.

aBToped. muc. ... kKaua. meq. Hayk.: 14.00.19/Tutoa Enena AnaronseBHa — M., 2009.

— 126 c.



107

38. ®eoktuctoBa E.B. [Ipumenenne ARFI — snactorpadum ais oleHKH )KECTKOCTH
MEYEHU Yy JIeTe pa3audHbIX Bo3pacTHbIX rpyni/deoktucroBa E.B., ITeikoB M.U.,
AwmocoBa A.A. u ap.// YabTpa3BykoBas u GyHKIHOHATBHAs auarHocTuka. — 2013, —
Neo 6. — C. 46-55.

39. ®eoktuctoBa E.B. Bo3moxkaoctu ARFI-amacrorpadum B quarHoctuke ¢pudposa
NIEYCHU Yy JIeTel ¢ meperpys3koi kene3a/PeokrucroBa E.B., AMocoBa A.A., M3oToBa
O.1O. u np.// YnbTpasBykoBasg u (yHKIMOHAIbHAsA AuarHoctuka. 2014. — Ne 5. — C.
99-109.

40. YexnenoBa E.B. Iloka3zanusi K TpaHCIUIaHTAalMW TI€YEHU Y JETEH PaHHETO
BO3pacTa U BBIOOP ONTHUMAJIBHOIO CpOKa BBINOJHEHUs onepanuu/Yekneunosa E.B.,
HertsapeBa A.B., 'otee C.B. u np.// Bonpocsl npaktuueckoit neauarpun. — 2007, —
T.2.— Ne 4. - C. 40-45.

41. Adelman S. Prognosis of uncorrected biliary atresia: an update. J Pediatr Surg,
1978. — Ne 13. — P. 389-91.

42. Alagille D., Borde J., Habib E.C., Thomassin N. Surgical attempts in atresia of
the intrahepatic bile ducts with permeable extrahepatic bile duct. Study of 14 cases in
children. Arch. Fr. Pediatr, 1969. — Ne 26(1). — P. 51-71.

43. Alagille D., Odievre M., Gautier M., Dommergues J.P. Hepatic ductular
hypoplasia associated with characteristic facies, vertebral malformations, retarded
physical, mental, and sexual development, and cardiac murmur. J. Pediatr, 1975. —
Ne 86(1). —P. 63-71.

44. Alagille D., Valayer J., Odievre M., Hadchouel M. Long-term follow-up in
children operated on by corrective surgery for extrahepatic biliary atresia. In: Kasali
M, ed. Biliary atresia and its related disorders. Amsterdam: Excerpta Medica, 1983. —
P. 233-8.

45. Alagille D. Extrahepatic biliary atresia. Hepatology 1984;4: 7-10S.

46. Alagille D., Estrada A., Hadchouel M., Gautier M., Odievre M., Dommergues
J.P. Syndromic paucity of interlobular bile ducts (Alagille syndrome or arteriohepatic
dysplasia): review of 80 cases. J Pediatr, 1987. -Ne 110(2). — P. 195-200.



108

47. Arnon R., Annunziato R., Schiano T., Miloh T., Baisley M., Sogawa H.,
Contreras A.G., Lee S., Kerkar N. Orthotopic liver transplantation for adults with
Alagille syndrome. Clin Transplant. 2012 Mar-Apr; 26(2):E94-E100.

48. Balistreri W. F., Grand R., Hoofnagle J. H. et al. Biliary Atresia: Current
Concepts and Research Directions Summary of a Symposium. Hepatology, 1996. —
Ne 23, —P. 1682 — 1692.

49. Balistreri W.F., Ohi R., Todani T., Tsuchida Y. Hepatobiliary, Pancreatic and
Splenic Disease in Children: Medical and Surgical Management. Netherlands:
Elsevier, 1997. — 605 p.

50. Baker A.J. Diagnosis of Alagille syndrome-25 years of experience at King's
College Hospital // J Pediatr Gastroenterol Nutr, 2011. —Ne 52(1). — P. 84-9.

51. Bailey S.S., Youssfi M., Patel M., Hu H.H., Shaibi G.Q., Towbin R.B. Shear-
wave ultrasound elastography of the liver in normal-weight and obese children. Acta
Radiol, 2017. —Ne 58(12). — P. 1511-1518.

52. Benoit G., Sartelet H., Levy E., Boule M.E., Alvarez F., Abed L., Merouani A.
Mesangiolipidosis in Alagille syndrome-relationship with apolipoprotein A-l.
Nephrol Dial Transplant, 2007. — Ne 22(7). — P. 2072-5.

53. Berard E., Sarles J., Triolo V., Gagnadoux M.F., Wernert F., Hadchouel M.,
Niaudet P. Renovascular hypertension and vascular anomalies in Alagille syndrome.
Pediatr Nephrol, 1998. —-Ne 12(2). — P. 1214,

54. Bercoff J., Tanter M., Fink M. Supersonic Shear Imaging: A New Technique for
Soft Tissue Elasticity Mapping. IEEE Trans Ultrason Ferroelectr Freq Control, 2004.
— Ne 51(4). — P. 396 - 409.

55. Berrocal T., Gamo E., Navalon J., Prieto C., Al-Assir 1., Cortés P., Pastor I.,
Hierro L. Syndrome of Alagille: radiological and sonographic findings. A review of
37 cases. Eur Radiol, 1997. — Ne 7(1). — P. 115-8.

56. Burt A.D., Portmann B.C., Ferrell L.D. MacSween's Pathology of the Liver / 5th.
ed. Churchill Livingstone, 2006. — 992 p.



109

57. Carpenter C.D., Linscott L.L., Leach J.L., Vadivelu S., Abruzzo T. Spectrum of
cerebral arterial and venous abnormalities in Alagille syndrome. Pediatr Radiol. 2018
Jan 23.

58. Cho H.H., Kim W.S., Choi Y.H., Cheon J.E., Lee S.M., Kim 1.0., Shin S.M., Ko
J.S., Moon J.S. Ultrasonography evaluation of infants with Alagille syndrome: In
comparison with biliary atresia and neonatal hepatitis. Eur J Radiol, 2016. — Ne 85(6).
—P. 1045-52.

59. Choi S.O., Park W.H., Lee H.J.,, Woo S.K. "Triangulard cord": a sonographic
finding applicable in the diagnosis of biliary atresia. J Pediatr Surg. 1996. — Ne 31.—P.
363-366.

60. Chung-Park M., Petrelli M., Tavill A.S., Hall P.W. 3rd, Henoch M.S, Dahms
B.B. Renal lipidosis associated with arteriohepatic dysplasia (Alagille’s syndrome).
Clin Nephrol, 1982. — Ne18(6). — P. 314-20.

61. Couceiro J., Gémez B., Sanmartin M. Alagille's syndrome associated with
proximal radio-ulnar synostosis: Clinical case and a literature review. Rev Esp Cir
Ortop Traumatol, 2016. — Ne 60(1). —P. 81-5.

62. Crosnier C., Driancourt C., Raynaud N., Dhorne-Pollet S., Pollet N., Bernard O.,
Hadchouel M., Meunier-Rotival M. Mutations in JAGGED1 gene are predominantly
sporadic in Alagille syndrome. Gastroenterology, 1999. — Ne 116(5). — P. 1141-8.

63. Danks D.M., Campbell P.E., Jack I., Rogers J., Smith A.L. Studies of the
aetiology of neonatal hepatitis and biliary atresia. Arch. Dis. Child, 1977. — Ne 52. —
P. 360-367.

64. D&di¢ T., Jirsa M., Keil R., Rygl M., Snajdauf J., Kotalova R. Alagille Syndrome
Mimicking Biliary Atresia in Early Infancy. PLoS One, 2015. — Ne 30 (11). —
e0143939. doi: 10.1371/journal.pone.0143939. eCollection 2015.

65. Dehghani S.M., Haghighat M., Imanien M.H., Geramizadeh B. Comparison of
different diagnostic methods in infants with Cholestasis // World J. Gastroenterol.
2006. — Ne 36. — P. 5893-5896.



110

66. Desmet V.J., Gerber M., Hoofnagle J.H., Manns M., Scheuer P.J. Classification
of chronic hepatitis: diagnosis, grading and staging. Gastroenterology, 1993. — Ne
105. - P. 274-78.

673. Dillman J.R., Heider A., Bilhartz J.L., Smith E.A., Keshavarzi N., Rubin J.M.,
Lopez M.J. Ultrasound shear wave speed measurements correlate with liver fibrosis
in children. Pediatr Radiol, 2015. — Ne 45(10). — P. 1480-8.

68. Eiler J., Kleinholdermann U., Albers D. et al. Standard value of ultrasound
elastography using acoustic radiation force impulse imaging (ARFI) in healthy liver
tissue of children and adolescents. Ultraschall Med, 2012. — Ne 33. — P. 474-479.

69. Emerick K.M., Rand E.B., Goldmuntz E., et al. Features of Alagille syndrome in
92 patients: frequency and relation to prognosis. Hepatology, 1999. —Ne 29(3). —P.
822-829.

70. Engelmann G., Gebhardt C., Wenning D., et al. Feasibility study and control
values of transient elastography in healthy children. Eur J Pediatr, 2012. — Ne 171. —
P. 353-60.

71. Fabris L., Cadamuro M, Guido M, Spirli C., Fiorotto R., Colledan M., Torre G.,
Alberti D., Sonzogni A., Okolicsanyi L., Strazzabosco M. Analysis of Liver Repair
Mechanisms in Alagille Syndrome and Biliary Atresia Reveals a Role for Notch
Signaling. Am. J. Pathol, 2007. — Ne171 (2). — P. 641-653.

72. Feriozzi S. Glomerular lipidosis. G Ital Nefrol. 2016 Malattie Metaboliche e
Rene;33(S68). pii: gin/33.568.11.

73. Figiel S.C., Franco A., Pucar D., Lewis K.N., Lee J.R. Paucity of biliary ducts: A
rare etiology of neonatal cholestasis. J. Radiol. Case Rep, 2012. — Ne 6. — P. 29-38.
74. Franchi-Abella S., Corno L., Gonzales E., Antoni G., Fabre M., Ducot B.,
Pariente D., Gennisson J.L., Tanter M., Corréas J.M. Feasibility and Diagnostic
Accuracy of Supersonic Shear-Wave Elastography for the Assessment of Liver
Stiffness and Liver Fibrosis in Children: A Pilot Study of 96 Patients. Radiology,
2016. — Ne 278(2) — P. 554-62.

75. Gauthier F., Luciani J.L., Chardot C., Branchereau S., de Dreuzy O., Lababidi A.,
Montupet P., Dubousset A.M., Huault G., Bernard O., Valayer J. Determinants of life



111

span after Kasai operation at the era of liver transplantation. Tohoku J. Exp. Med,
1997. Ne 181. — P. 97-107.

76. Geller S.A., Petrovic L.M. Biopsy Interpretation of the Liver / 2nd. ed. Lippincott
Williams & Wilkins, 2009. — 416 p.

77. Goldschmidt I. et al. Application and limitations of transient liver elastography in
children. J Pediatr Gastroenterol Nutr, 2013. —Ne 57. — P. 109-13.

78. Gottrand F., Clavey V., Fruchart J.C., Farriaux J.P. Lipoprotein pattern and
plasma lecithin cholesterol acyl transferase activity in children with Alagille
syndrome. Atherosclerosis, 1995. — Ne 115(2). —P. 233-41.

79. Habib R., Dommergues J.P., Gubler M.C., Hadchouel M., Gautier M., Odievre
M., Alagille D. Glomerular mesangiolipidosis in Alagille syndrome (arteriohepatic
dysplasia). Pediatr Nephrol, 1987. — Ne1(3). P. 455-64.

80. Hadchouel M. Paucity of interlobular bile ducts. Semin. Diagn. Pathol, 1992. — Ne
9. - P. 24-30.

81. Han S., Jeon T.Y., Hwang S.M., Yoo S.Y., Choe Y.H., Lee S.K., Kim J.H.
Imaging findings of Alagille syndrome in young infants: differentiation from biliary
atresia. Br J Radiol, 2017. — Ne 90(1077). — P. 20170406.

82. Hannoush Z.C., Puerta H., Bauer M.S., Goldberg R.B. New JAG1 mutation
causing Alagille Syndrome presenting with severe hypercholesterolemia: Case report
with emphasis on genetics and lipid abnormalities. J Clin Endocrinol Metab, 2016
Dec 14: jc20163171.

83. Hanquinet S., Courvoisier D., Kanavaki A. et al. Acoustic radiation force impulse
imaging — normal values of liver stiffness in healthy children. Pediatr. Radiol, 2013. —
Ne 43, — P. 539-544,

84. Hinds R., Davenport M., Miely — Vergani G., Hadzig N. Antenatal presentation
of biliary atresia. J. Pediatr, 2004. — Ne 144. — P. 43-46.

85. Hingorani M., Nischal K.K., Davies A., Bentley C., Vivian A., Baker A.J., Mieli-
Vergani G., Bird A.C., Aclimandos W.A. Ocular abnormalities in Alagille syndrome.
Ophthalmology, 1999. — Ne 106(2) — P. 330-7



112

86. Hirai H., Santo Y., Kogaki S., Kurotobi S., Etani Y., Mushiake S., Nakatsuchi Y.,
Nakajima S., Ozono K. Successful stenting for renal artery stenosis in a patient with
Alagille syndrome. Pediatr Nephrol, 2005. — Ne 20. — P. 831-833.

87. Ho D.K., Levin AV., Anninger W.V., Piccoli D.A., Eagle R.C. Anterior
Chamber Pathology in Alagille Syndrome. Ocul Oncol Pathol, 2016. — Ne 2(4). — P.
270-275.

88. Hoffenberg E.J., Narkewicz M.R., Sondheimer J.M., Smith D.J., Silverman A.,
Sokol R.J. Outcome of syndromic paucity of interlobular bile ducts (Alagille
syndrome) with onset of cholestasis in infancy. J Pediatr, 1995. — Ne 127(2). P. 220~
4,

89. Huang Z., Zheng J., Zeng J., Wang X., Wu T., Zheng R. Normal liver stiffness in
healthy adults assessed by real-time shear wave elastography and factors that
influence this method. Ultrasound Med. Biol, 2014. — V. 40. Ne 11. P. 2549-1955.
Doi: 10.1016/j.ultrasmedbio.2014.05.008.

90. Jurkiewicz D., Gliwicz D., Ciara E., Gerfen J., Pelc M., Piekutowska-Abramczuk
D., Kugaudo M., Chrzanowska K., Spinner N.B., Krajewska-Walasek M. Spectrum
of JAG1 gene mutations in Polish patients with Alagille syndrome. J Appl Genet,
2014. — Ne 55(3). — P. 329-36.

91. Kahn E., Daum F., Markowitz J., Teichberg S., et al. Nonsyndromic Paucity of
interlobular bile ducts: light and electron microscopic evaluation of sequential liver
biopsies in early childhood. Hepatology, 1986. — V. 6. — P. 890-901.

92. Kamath B.M., Krantz 1.D., Spinner N.B., Heubi J.E., Piccoli D.A. Monozygotic
twins with a severe form of Alagille syndrome and phenotypic discordance. Am J
Med Genet, 2002. — Ne 112(2). — P. 194-7.

93. Kamath B.M., Bason L., Piccoli D.A., Krantz 1.D., Spinner N.B. Consequences of
JAG1 mutations. J Med Genet, 2003. — Ne 40(12). — P. 891-5.

94. Kamath B.M., Spinner N.B., Emerick K.M., Chudley A.E., Booth C., Piccoli
D.A., Krantz I.D. Vascular anomalies in Alagille syndrome: a significant cause of
morbidity and mortality. Circulation. 2004. — V. 109. — Ne 11. — P. 1354-1358.



113

95. Kamath B.M., Loomes K.M., Piccoli D.A. Medical management of Alagille
syndrome // J. Pediatr. Gastroenterol. Nutr. — 2010. — V. 50. — P. 580-586.

96. Kamath B.M., Schwarz K.B., Hadzic N. Alagille syndrome and liver
transplantation // J. Pediatr. Gastroenterol. Nutr. — 2010. — V. 50. — P. 11-15.

97. Kamath B.M., Bauer R.C., Loomes K.M., et al. NOTCH2 mutations in Alagille
syndrome. Journal of Medical Genetics. 2012. — V. 2. — P. 138-144.

98. Kamath B.M., Podkameni G., Hutchinson A.L., Leonard L.D., Gerfen J., Krantz
AD., Piccoli D.A., Spinner N.B., Loomes K.M., Meyers K. Renal anomalies in
Alagille syndrome: a disease-defining feature. Am J Med Genet A, 2012. — Ne158 A
(1). - P. 85-9.

99. Kamath B.M., Yin W., Miller H., Anand R., Rand E.B., Alonso E., Bucuvalas J.
Studies of Pediatric Liver Transplantation. Outcomes of liver transplantation for
patients with Alagille syndrome: the studies of pediatric liver transplantation
experience. Liver Transpl, 2012 — Ne 18(8). — P. 940-8.

100. Kamath B.M., Spinner N.B., Rosenblum N.D. Renal involvement and the role of
Notch signaling in Alagille syndrome. Nat Rev Nephrol, 2013. —Ne 9 (7). — P. 409-
18.

101. Kanegawa K., Acasaka Y., Kitamura E., Nishiyama S., Muraji T., Nishijima E.,
Satoh S., Tsugawa C.. Sonographic Diagnosis of Biliary Atresia in Pediatric patients
using the «trangular cord» sign versus gallbladder length and contraction. AJR Am J
Roentgenol. 2003. — Ne 181(5). — P.1387-90.

102. Kasai M., Kimura S., Asakura Y., Suzuki H., Taira Y., Ohashi E. Surgical
treatment of biliary atresia. J Pediatr Surg, 1968. — V. 3. — P. 665-75.

103. Kaye A.J., Rand E.B., Munoz P.S. et al. Effect of Kasai procedure on hepatic
outcome in Alagille syndrome // J. Pediatr. Gastroenterol. Nutr, 2010. — V. 51. — P.
319-321.

104. Kocak N., Giirakan F., Yiice A., Caqlar M., Kale G., Goqus S. Nonsyndromic
paucity of interlobular bile ducts: clinical and laboratory findings of 10 cases. J.
Pediatr. Gastroenterol. Nutr, 1997. — V. 24. — P. 44-48.



114

105. Krantz 1.D., Piccoli D.A., Spinner NB. Clinical and molecular genetics of
Alagille syndrome. Curr Opin Pediatr, 1999. — Ne 11(6). — P. 558-64. Review.

106. Lee M.J., Kim M.J., Han K.H., Yoon C.S. Age-related changes in liver, kidney,
and spleen stiffness in healthy children measured with acoustic radiation force
impulse imaging. Eur. J. Radiol, 2013. — V. 82. —-Ne 6. — P. 290 — 294.

107. Lee S.M., Cheon J.E., Choi Y.H.1, Kim W.S., Cho H.H., Kim 1.O., You S.K.
Ultrasonographic Diagnosis of Biliary Atresia Based on a Decision-Making Tree
Model. Korean J Radiol, 2015. — Ne 16(6). — P. 1364-72.

108. Leschied J.R., Dillman J.R., Bilhartz J., Heider A., Smith E.A., Lopez M. Shear
wave elastography helps differentiate biliary atresia from other neonatal/infantile
liver diseases. J Pediatr Radiol, 2015. — Ne 45(3). — P. 366-75.

109. Li L., Dong J., Wang X., Guo H., Wang H., Zhao J., Qiu Y., Abuduxikuer K.,
Wang J. JAG1 Mutation Spectrum and Origin in Chinese Children with Clinical
Features of Alagille Syndrome. PLoS One, 2015 Jun 15, 10 [All Fields].

110. Lin HC, Hoang PL, Hutchinson A, Chao G, Gerfen J, Loomes KM, Krantz ID,
Kamath BM, Spinner NB. Alagille syndrome in a Vietnamese cohort: Mutation
analysis and assessment of facial features. Am J Med Genet Part A, 2012. — Ne 158A.
—P. 1005-13.

111. Lykavieris P., Hadchouel M., Chardot C., Bernard O. Outcome of liver disease
in children with Alagille syndrome: a study of 163 patients. Gut, 2001. — Ne 49(3). —
P. 431-5.

112. Marginean C.O., Marginean C. Elastographic assessment of liver fibrosis in
children: A prospective single center experience. Eur. J. Radiol, 2012. — Ne. 8. - P.
870-874.

113. Matos H., Trindade A., Noruegas M.J. Acoustic radiation force impulse imaging
in paediatric patients: normal liver values. J Pediatr Gastroenterol Nutr, 2014. — No
59(6). — P. 684-8.

114. Moreira R.K., Cabral R., Cowles R.A., Lobritto S.J. Biliary Atresia: A
Multidisciplinary Approach to Diagnosis and Management // Arch. Pathol. Lab. Med,
—2012. -V. 136. - P. 746-760.



115

115. McElhinney D.B., Krantz I.D., Bason L., Piccoli D.A., Emerick K.M., Spinner
N.B., Goldmuntz E. Analysis of cardiovascular phenotype and genotype-phenotype
correlation in individuals with a JAG1 mutation and/or Alagille syndrome.
Circulation, 2002. — Ne 106(20). — P. 2567-74.

11. McCright B., Gao X., Shen L., Lozier J., Lan Y., Maguire M., Herzlinger D.,
Weinmaster G., Jiang R., Gridley T. Defects in development of the kidney, heart and
eye vasculature in mice homozygous for a hypomorphic Notch2 mutation.
Development, 2001. — Ne 128. — P. 491-502.

117. McDaniell R., Warthen D.M, Sanchez—Lara P.A., Pai A., Krantz 1.D., Piccoli
D.A., Spinner N.B. NOTCH2 mutations cause Alagille syndrome, a heterogeneous
disorder of the Notch signaling pathway. Am J Hum Genet, 2006. — Ne 79. — P. 169-
173.

118. Mizuguchi Y. Liver Biopsy in Modern Medicine. InTech, 2011. — 378 p.

119. Oda T., Elkahloun A.G., Pike B.L., Okajima K., Krantz 1.D., Genin A., Piccoli
D.A., Meltzer P.S., Spinner N.B., Collins F.S., Chandrasekharappa S.C. Mutations in
the human Jaggedl gene are responsible for Alagille syndrome. Nat. Genet, 1997. —
16. Ne. 3. — P. 235-242.

120. Oestreich A.E., Sokol R.J., Suchy F.J., Heubi J.E. Renal abnormalities in
arteriohepatic dysplasia and nonsyndromic intrahepatic biliary hypoplasia. Ann
Radiol (Paris), 1983. — Ne 26(2-3). — P. 203-9.

121. Osuoji R., Akinola R., Sebanjo I., Ajayi O. Ultrasound evaluation of infants
suspected to have biliary atresia with emphasis on the triangular cord sign: The Lagos
experience. IOSR Journal of Dental and Medical Sciences (IOSR-JDMS) ISSN:
2279-0853, ISBN: 2279-0861. Volume 3, Issue 6 (Jan.—Feb. 2013). — P. 20-28.

122. Park W.H., Choi S.0., Lee H.J. The ultrasonographic «triangular cord» coupled
with gallbladder images in the diagnostic prediction of biliary atresia from infantile
intrahepatic cholestasis. J. Pediatr. Surg, 1999. — Neo 11. — P. 1706-1710.

123. Park W.H., Choi S.O., Lee H.J. Technical innovation for noninvasive and early
diagnosis of biliary atresia: the ultrasonographic “triangular cord" sign. J
Hepatobiliary Pancreat Surg, 2001. — Ne 8(4). — P. 337-41. Review.



116

124. Piccoli D.A., Spinner N.B. Alagille syndrome and the Jaggedl gene. Semin
Liver Dis, 2001. —Ne 21(4). — P. 525-34

125. Pilia G., Uda M., Macis D., Frau F., Crisponi L., Balli F., Barbera C., Colombo
C., Frediani T., Gatti R., lorio R., Marazzi M.G., Marcellini M., Musumeci S.,
Nebbia G., Vajro P., Ruffa G., Zancan L., Cao A., DeVirgilis S. Jagged-1 mutation
analysis in Italian Alagille syndrome patients. Hum Mutat, 1999. — Ne 14(5). — P.
394-400.

126. Rosenfield N.S., Kelley M.J., Jensen P.S., Cotlier E., Rosenfield A.T., Riely
C.A. Arteriohepatic dysplasia: radiologic features of a new syndrome. AJR Am J
Roentgenol, 1980 — Ne 135(6). — P. 1217-23.

127. Russo P.A., Ellis D., Hashida Y. Renal histopathology in Alagille's syndrome.
Pediatr Pathol, 1987. — Ne 7(5-6). — P. 557—68.

128. Salem J.E., Bruguiere E., lIserin L., Guiochon — Mantel A., Plouin P.F.
Hypertension and aortorenal disease in Alagille syndrome. J Hypertens, 2012. — Neo
30. — P. 1300-1306.

129. Shin H.J., Kim M.J., Kim H.Y., Roh Y.H., Lee M-J. Optimal Acquisition
Number for Hepatic Shear Wave Velocity Measurements in Children, 2016. — Neo
11(12). — P. e0168758. doi: 10.1371/journal.pone.0168758 Collection 2016.

130. Shrivastava R., Williams A., Mikhail A., Roberts D., Richards M., Aithal V.
Anunusual cause of hypertension and renal failure: Acase series of a family with
Alagille syndrome. Nephrol Dial Transplant, 2010. — Ne 25. — P. 1501-1506.

131. Sokol R.J., Heubi J.E., Balistreri W.F. Intrahepatic “cholestasis facies": is it
specific for Alagille syndrome? J Pediatr, 1983. — Ne 103(2). — P. 205-8.

132. Subramaniam P., Knisely A., Portmann B., Qureshi S.A., Aclimandos W.A.,
Karani J.B., Baker A.J. Diagnosis of Alagille syndrome-25 years of experience at
King’s College Hospital. J Pediatr Gastroenterol Nutr, 2011. — Ne 52(1). — P. 84-9.
133. Spinner N.B., Colliton R.P., Crosnier C., Krantz I.D., Hadchouel M., Meunier-
Rotival M. Jaggedl mutations in Alagille syndrome. Hum Mutat, 2001. — Ne 17. — P.
18-33.



117

134. Spinner N.B., Leonard L.D., Krantz I.D. Alagille syndrome. Gene Reviews
website. Initial Posting: May 19, 2000; Last Update: February 28, 2013.
https://www.ncbi.nlm.nih.gov/books/NBK1273/

1351. Tan Kendrick A.P., Phua K.B., Ooi B.C., Subramaniam R., Tan C.E., Goh A.S.
Making the diagnosis of biliary atresia using the triangular cord sign and gallbladder
length // J Pediatr Radiol, 2000. — Ne 30(2). — P. 69-73.

136. Tan Kendrick A.P., Phua K.B., Ooi B.C., Tan C.E. Biliary atresia: making the
diagnosis by the gallbladder ghost triad // Pediatr Radiol, 2003. — Ne 33(5). — P. 311
315.

137. Terry M. Humphrey, Mark D. Stringer. Biliary Atresia: US Diagnosis. RSNA
Radiology, 2007. — Ne 244(3). — P. 845-51.

138. Tolia V., Dubois R.S., Watts F.B. Jr., Perrin E. Renal abnormalities in paucity of
interlobular bile ducts. J Pediatr Gastroenterol Nutr, 1987. — Ne 6. — P. 971-976.

139. Turnpenny P.D. and Ellard S. Alagille syndrome: pathogenesis, diagnosis and
management. European Journal of Human Genetics, 2012. — Ne 20(3). — P. 251-7.
140. Tutar O., Beser O.F., Adaletli 1., Tunc N., Gulcu D., Kantarci F., Mihmanli 1.,
Cokugras F.C., Kutlu T., Ozbay G., Erkan T. Shear wave elastography in the
evaluation of liver fibrosis in children. J Pediatr Gastroenterol Nutr, 2014. — Ne 58(6).
—P. 750-5.

141. Waring G.O. 3rd, Rodrigues M.M., Laibson P.R. Anterior chamber cleavage
syndrome. A stepladder classification. Surv Ophthalmol, 1975. — Ne 20(1). — P. 3-27.
142. Warthen D.M., Moore E.C., Kamath B.M., Morrissette J.J., Sanchez P., Piccoli
D.A., Krantz 1.D., Spinner N.B. Jaggedl (JAG1) mutations in Alagille syndrome:
Increasing the mutation detection rate. Hum Mutat, 2006. — Ne27. — P. 436-443.

143. Watson G.H., Miller V. Arteriohepatic dysplasia: familial pulmonary arterial
stenosis with neonatal liver disease // Arch. Dis. Child, 1973. — Ne 48(6). — P. 459—
466.

144. Zykin B.1., Postnova N.A., Medvedev M.E. Elastography: anatomy of a method.
Radiation diagnostics, radiation therapy, 2012. — Ne 2 — 3. P. 107-113.



