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OBILIASA XAPAKTEPUCTHUKA PABOTHBI

AKTYaJIbHOCTD U CTeNeHb Pa3padO0TAHHOCTH TeMbI MCCJICI0BAHUS

B nocnennue nBa necatunerus B Poccuiickor ®depepauuy TPOU3OLLIA
MacuTabHble COLMATbHO—IKOHOMUYECKHE TPeo0pa3oBaHusi, KOTOPbIC HAILIU
OTPAXXEHHE HE TOJBKO B CHUCTEME 3IpPaBOOXPAHEHUS, HO M B COLMAIBHOM
MOJIOKEHUH U 310pOBbe JieTeil. Ocob00e BHUMAHHME K COCTOSHUIO 370POBbs JeTel
OOBSCHAETCSI TeM, 4YTO JETH W TMOAPOCTKH B Oyaymem OyIayT ONpeAeisTh
OOIlIECTBEHHOE W SKOHOMHYECKOE Pa3BUTUE TOCY/IApCTBA U SABJISIOTCS OJHOU M3
HamOoJiee YS3BUMBIX TPYIN HACEJICHUs, HAa KOTOpbIE MPUXOIAUTCS YyTh MEHEe
MOJIOBUHBI Tpy3a 3abosneBanuit [bapanoB A.A., 2014; BO3. HuBectupys B
oynymiee nereit, 2014].

W3 HeraTuBHBIX TEHACHIMH B JAETCKOM 31pPaBOOXPaHEHUU clenyer
OTMETHUTH POCT 3a00JIEBAEMOCTH JIETEH U MOAPOCTKOB, COXPAHSIONIIUIICS B IEPBOM
necsatunetun  XXI Beka [Cumaxonackuit A.C., HnmomuroBa M.D., 2016;
HamazoBa—bapanosa JI.C. u ap., 2014]. Martsee 2.H. u np. [2017] npu ananuze
roCyJJapCTBEHHOW (POpMBI CTATUCTHYECKOTO HaOmroaeHuss Ne 12 BBIIBHIM POCT
3aboneBaemMocTH gerei 1o 14 net mo P® 3a 2000-2015 roxawr Ha 29,1%. XoTtd, 1Mo
MHeHUIO bapanoBa A.A. u ap. [2018], B mocneanee naecstunerue B PD
MPEKPATUIICS POCT OOIIEH U MEPBUYHOMN 3a00JIEBAEMOCTH JIeTel BCEX BO3PACTHBIX
IPYII, YTO TMO3BOJSIET TOBOPUTH O HEMPABOMOYHOCTH TE3HCAa O MOCTOSHHO
YXYIAIIIEMCS 3J0POBbE JIETCKOTO HACEJICHHUS.

I[To peructpy EUROCAT, Bxmtouaromem 1,5 MWUIMOHA €KETOAHBIX
poXaeHuid B 22 cTpaHax, BpOXKICHHBIE TOPOKW cepana Obutm Haubolee
pacnpocTpaHEHHBIMU Cped HE XPOMOCOMHBIX TMOpokoB (6,5 na 1.000
pOAMBIIMXCS), a AaHOMaJIMM TO4YeK 3aHsuM Tperbe wmecto (3,1 nHa 1.000
pomusmuxcs) [Dolk H. et al., 2010]. B P® 3a nepuoa 2000-2015 rr. y aeteit 10
15 et oTmMedeH pocT 3a00J€BAEMOCTH BPOXXKICHHBIMUA AaHOMAJUSMU (IIOPOKaMU
pazButusa) Ha 85,9% [Marsees O.H. u gp., 2017]. B Poccuiickom peructpe

IIOPOKOB pPa3BUTHA BPOKICHHLIC ITOPOKHU CCp,Z[C‘IHO—COCYIlHCTOﬁ CHUCTEMBI IIO



pacripoctpaHeHHOCTH 3aHumatror 1  wmecto (33,89%), MoOuEBBIIECIUTEIBHON
cuctembl — 3 mecto (17,18%) [demukosa H.C., Jlanuna A.C., 2012].

VYpoBeHb nepBUYHON 3a001€BaeMOCTH BpokJIeHHbIMU aHoManusimMu ¢ 2000
no 2010 roget B P® BeIpoc Ha 50,5% [bapanoB A.A. wu coast., 2012]. Meta—
ananu3 6onee 100 myGiukaruit o yactore BIIC ¢ 1930 mo 2009 roasl mo3BoJuiI
YCTaHOBUTH, KaK BBIPAKEHHYIO IMHAMUKY YBEIMYECHHS PACIIPOCTPAHEHHOCTH UX B
MOMYJISIAA, TaK W OTACIBHBIX HO30JOTHYECKHX (OpM TOpPOKOB (CenTanbHBIC
nedeKThl U OTKPBITHIN apTepuanbHbiid poTok) [Van der Linde D. et al., 2011].

Y gerel ¢ TNOpPOKAaMHM Pa3BUTHS  CEPACYHO—COCYJIHUCTOW  CHUCTEMBI
BCTPEYAEMOCTh aHOMAJIMI pa3BUTHUS MOYEK MMeeT Oonbiioi pa3zdpoc — ot 4,5%
[Humphrey A., 1966] no 22,4% [Wojtalik M. et al., 2005]. V nereit ¢ mopokamu
MouenosioBoit cucteMbl BIIC peructpupoBanuch B 10 pa3 wamie, yeM B oOuiei
nonyisiun gerer — 8% [Cocchi G. et al., 1996]. CriekTp XpOHHUYECKUX
3a00jIeBaHUN TOYeK B JETCKOM BO3pacTte, B OTJIUYHUE OT B3POCHBIX,
XapakTepu3yeTcss  MpeoOjaJaHreM  TPYNIbl  BPOXKIASHHBIX ~ aHOMAlUHd U
Haclie/ICTBEHHBIX 3aboneBanuii [[xymus W. u nmp., 2016; Ingelfinger J. et al.,
2016].

MHoOrounciaeHHble CBSI3M, KOTOpbIE CYIIECTBYIOT MEXAY CEpAeYHO—
COCYIUCTOM ¥ MOUYEBBIJCIUTEILHON CHCTEMaMH, TMPEATNOIaraloT CI0XHYIO
CUCTEMY B3aMMOOTHOIIEHUH — KapAUOPCHAIbHBIM KOHTHHYYM. CodeTaHue
TUChYHKIIMK CEp/Ila U MOYEK YCyryousieT HapyieHne GyHKIMA KaKI0TO OpraHa,
MOBBIIIAS  JICTAJILHOCTh MPH TOPaXCHHMH TOH WM Jpyroi cucreM [S.
Hadjiphilippou et al., 2016; Braam B. et al., 2014; }0.B. Harouun, 2011; A.B.
CvmupuoB wu ap., 2005]. BosznpeiictBue HeOMaronpusTHHIX (PAKTOPOB BO
BHYTPHYTPOOHOM IEPHOJIC MOTYT MPUBOIUTH K JIOCTOBEPHOMY CHWIKEHHUIO YHCIIa
He(DpOHOB  («onmUTOHE(pPOHUM»), PpAIUYHBIM HU3MEHEHUSM B  IKCIPECCUU
cepieyHOr (YHKIIUM W TEHOB, MHOTHE W3 KOTOPBIX COXPAHSIOTCA B JETCKOM W
3peJIOM BO3pAcTe U MPOSIBISAIOTCS Kak eHOMeH (heTaabHOr0 MPOrpaMMHUPOBAHUS B
CTPYKTYPHBIX W (PYHKIIMOHAIBHBIX W3MEHECHHSIX C KIMHUYECKUMH TpPU3HAKAMH

HopaXkeHHs MOYeK M cepiaeuHo—cocyaucroii cucrembl [B.T. Alexander et al.,



2015; F. Crispi, 2013; N. Koleganova et al., 2012; J. Dotsch et al., 2012; V.A.
Luyckx, 2010].

Xupyprudeckass koppekuusi BIIC Hepenko OCHOXHSETCS  OCTPBIM
NOBPEXJICHUEM II0YEK, YTO MOXXET HMEThb HEraTUBHbIE NOCIEICTBUS IS
(YHKIIMOHAILHOTO COCTOSIHHS cep/lia U mouek B nocnenytomiem [D. Cooper et al.,
2016].

VY nereil ¢ KOHEYHOUN cTaJWell XPOHUYECKOW OO0JIE3HHU TMOYEK IMOKa3aTelb
cmeptHOcTH npeBbimaer oT 30 10 150 pa3 cMepTHOCTH B 00IIEN MeIuaTpUIECKOM
nomysiun [S. Massengil, M. Ferris, 2014], a cMepTHOCTB OT KapIMOBACKYJISIPHBIX
3a0oneBanuil B 500 — 1.000 pa3 BhIle, 4eM B NOMYJISIUU JeTel 0e3 3a0oaeBaHuit
nouek [U. Querfeld et al., 2010; B. Warady, V. Chadha, 2007]. B to ke Bpems,
MOCJIE TPAHCIUIAHTALIMM TOYKM MATOJIOTMYECKHME H3MEHEHHUsS CTPOCHHS cepaua
IOJIBEPTalOTCSl PErPECCUM: YMEHBIIAIOTCS TUOEPTPO(UsS JEBOro >KEIyJAouka M
Mmacca JieBoro kemymouka [H. Tawadrous et al., 2012; O.U. Vaidya et al., 2012];
ylIydliaercss cepAeuHas (yHKLUMs: yBeIU4YMBaeTcs ¢pakuus BbIOpoca JIEBOTO
xenymouka [D. Kovacs et al., 2013], ymenbIraercs: quactoyimdeckas AUCHYHKITHS
[G. Casas—Aparicio et al., 2012].

PanHee oOHapyxeHHE MOPOKOB Pa3BUTHS CEPALIA U MOYEK, OLIEHKA TEMIIOB
pa3BUTHUSL HEOJArOMPUITHOIO TEUYEHHUSI MATOJOTUYECKOTO MPOLecca, ONTUMU3ALINS
TAaKTUKW JIEYECHHsS], 3aMEUISIIOT CKOPOCTh CHMKEHUA (PYHKIUN ceplla U IMOYeK
[O.B. KomapoBa m ap., 2016]. 310 0CcOOEHHO Ba)XHO B CBSI3U C TE€M, 4YTO
pacpoCTpaHEHHOCTh XPOHUYECKUX 3a00JIeBaHUM, B MEPBYIO OYEpelb cepaua U
MOYEK, CTPEMUTENBHO BO3pacTaeT W TPEOYIOT BBICOKO3ATPATHOTO JICUEHUS —
tonbko B CIJA u3 4 momiapoB, pacxoAye€MbIX Ha HYKJbl 3paBOOXpaHEHUs, 3
BBIICJISIFOTCS HA JICUEHUE XPOHUYECKUX HEMH(pEKIIMOHHbIX Oose3nel [E.M. 1lunos
u 1p., 2010].

Hecmotpss Ha OoJibllIO€ KOJMYECTBO HCCIIEIOBAaHUI O MOpPOKaxX pPa3BUTHS
cep/illa U MOYEK, OTCYTCTBYIOT paOOThl, MOCBAILIEHHbIE KOMILJIEKCHOMY H3Yy4YE€HHIO
B3aMMOOTHOLIEHUN CEPACYHO—COCYAUCTOM M MOYEBBIIEIUTEIBHOU CHCTEM Y

I[CTCﬁ C OTHMH IIOpPpOKaMHU. CBCIIGHI/IH O COUYCTAHHBIX IIOPOKaXx CCPACHHO—



COCYIUCTOM W MOYEBBLACIUTENBHON CHCTEM HEMHOTOUYUCICHHBI, HEPEAKO
MPOTUBOPEYHMBHLI. TakuMm 00pa3oM, aKTyaJbHOCTh JaHHOTO HCCIICOBAHUS
ONPEEIAETCS MEAUKO—COIUAIBHOW 3HAYUMOCTBIO, OTCYTCTBUEM B OT€UECTBEHHOM
U 3apyOeKHOW nuTeparype HHPOPMAIMH O PacHpOCTPAaHEHHOCTH, CTPYKTYpeE,
JTanax AMArHOCTHKW KapJUOPEHAIBHOTO CHUHIpPOMAa Yy JAETEH C BPOXKICHHBIMU
MIOPOKaMH Cep/Ila U MOYEK.

B pesomronun BecemupHoiit AccamOiien 31paBOOXpaHEHUs MPEANMICHIBACTCS
BCEM TOCYJapCTBaM COJCMCTBOBaTH MEPOINPHUATUAM 1O MPOPUIAKTUKE U
YKPEIUICHUIO 3/I0POBBS JIETeH C MOPOKAMU Pa3BUTHUS, B TOM YHUCIIE, POBEIACHUE
Hay4YHBIX UCCIETOBAHUM U HAyYHBIX pabOT B 00JIaCTH 3TUOJOTUU, JUATHOCTUKU U
npodwmnaktuku [Madopmarmonnsiii 6rosuierens BO3 Ne 370, oktsi0ps, 2012].

eab ucciaenoBanus

YCcTaHOBUTh  OCOOCHHOCTH  KAapJUOPEHANBHBIX  B3aMMOOTHOIICHHH,
KJIMHAYECKOTO TEYEHMs, JAMHAMUKY Ja0OpaTOPHBIX TMOKaszaresel, (aKkTopbl
dbeTanbHOr0 MPOTPAMMUPOBAHUS, ITUTOTCHETUYECKUE JETEPMUHAHTHI PA3BUTHS
M30JIMPOBAHHBIX M COYETAHHBIX MOPOKOB CepAla M TMOYEK M Ha MX OCHOBE
pa3paboTaTh aJITOPUTMBI JTMAarHOCTUKH, KpUTEpUU MPOTHO3a u
NEePCOHU(PUITUIPOBAHHBIN TTOIXO0]T K JICYEHUIO.

3amaum ucciie0BaHUSA

1. OueHUTh PaCIPOCTPAHEHHOCTh COYETAHHBIX MOPAXKEHUM CEPIICUHO-
COCYIUCTOM W MOUEBBIICIUTENbHOU cucteM y aeret Cankrt-IlerepOypra mo
o0palaeMoCTH.

2. OnpenenuTs pacnpOCTPAHEHHOCTh M CTPYKTYPY  COUYETAHHBIX
MOPAXKECHUN CEPJICYHO-COCYUCTOM M MOYEBBIACIUTEIBHON CUCTEM B TpYIIIaX
MAIMEHTOB C OOJIE3HSIMU CUCTEMBI KPOBOOOPAIIIEHUSI 1 MOUYETIOJIOBON CUCTEMBI.

3. W3yunth BIUsSHUE HEOIArONMPHUSATHBIX (HAKTOPOB aAHTEHATAIHLHOTO
MIEPHO/Ia, 3I0POBhs POJUTENCH, SMOpHOTEeHEe3a Ha Pa3BUTHE BPOXKICHHBIX TTIOPOKOB

cep/la ¥ oYeK y JIeTeH.



4, OneHuTh OCOOCHHOCTH KIMHUYECKOTO TEUeHHUs, JabopaTopHBIX
MOKa3aTeIed M Pe3yJIbTaTOB MHCTPYMEHTAIBHBIX HCCIICIOBAHUN y MAIMEHTOB C
COYETAHHBIMU MTOPOKAMU CEP/LA U MTOYEK.

d. N3yuuth pacnpenenenre ypoBHedl nucrtatuHa C W JIMIOKaIWHA,
accolrpoBaHHoOro ¢ xkenatuHazoil (NGAL), y aeteil ¢ BpoKIEHHBIMH TOPOKaMHU
cepala 0 W TOCIE€ XUPYPrUYECKOro JIEYEHHS TIOPOKOB M OLICHHUTh
IIPOTHOCTUYECKOE 3HAYCHHUE UX ONIPEACIICHUM.

6. YcTraHoBuUThH HeOJIaronpusTHHIE bakTopsl deTanbHOTO
MPOrPaMMHPOBAHUSL Y JETEM € MOPOKaMHM CepAla M IOYEK, POXKAECHHBIX C
3aJIEP>KKOM BHYTPUYTPOOHOTO Pa3BUTHSL.

7. W3yuuTh 3HaueHHE TeHETUYECKUX (HaKTOpoB B (POPMUPOBAHUU
COYETAHHBIX IMIOPOKOB CEPALA U ITOYEK Y NETEM.

8. PazpaboTtath mnepcoOHUGUIIMPOBAHHBIA MOJIXO0J K BEICHUIO JETEH C
COUYETAaHHBIMU TTOPOKAMHU CEpALla U MOYEK U OLICHUTH €r0 3PHEKTUBHOCTD.

Hay4ynasi HoBHU3HAa

[TonyuyeHsl HOBBIE JAHHBIE O PACOPOCTPAHEHHOCTH W  CTPYKTYpE
KapIHOPEHAJIBHOIO CUHAPOMA Y AETEN.

OxapakTepu3oBaHa pacOpPOCTPAHEHHOCTb U  CTPYKTypa COYETAHHBIX
MMOPAXKEHUN CEPACYHO-COCYAUCTOM W MOYEBBIJACIUTEIBHON CHUCTEM B TpyINax
MaIMEHTOB ¢ OOJIE3HSIMH U TTOPOKAMU CUCTEMbI KPOBOOOpAIIIEHUSI U MOYETI0JIOBOM
CUCTEMBI.

[Ipoananu3upoBaHO BIUSHUE HEOJATOMPUITHBIX MEIUKO-COLMATBHBIX
(GakTOpoB aHTEHATAJIBHOrO Mepuoia, 3J0pOBbS PpOAUTENICH, HaA pa3BUTHE
COYETAHHBIX BPOKJICHHBIX MTOPOKOB CEP/IIA U MOYEK y Jaereid. OxapakTepru30BaHbI
OCOOEHHOCTH KJIIMHUYECKOIO TEYEHHS, JJAOOPATOPHBIX IMOKA3aTeNe MalueHTOB C
COYETAaHHBIMU MTOPOKAMU CEP/IlIa U MTOYEK.

Jlana oOLEHKa KapAUOPEHAJIbHBIX B3aMMOOTHOIIEHUW Yy JI€TEH C
M30JIMPOBAHHBIMM M COYETAHHBIMU MOPOKAMHU CEpALa M TOYEK, POXKICHHBIX C

3aJIep>KKOM BHYTPUYTPOOHOTO pa3BUTHs U ¢ Maccoil Tena meree 2500 r.



OnpeneneHo 3HaYeHHE TeHETHYECKUX (HAKTOpoB B  (POpMHpPOBAHUH
COUETAaHHBIX MOPOKOB CEpAlAa M Mmoyek y aered. PazpaboraHel mMaTemMaTH4eCKUE
MIPOTHOCTUYECKUE MOJEIH PUCKA XPOHUYECKOW CEPACYHOW HEIOCTATOYHOCTH,
XpOHMYECKOH  OOJe3HM MOYeK W Hauboliee  YacTO  OCIOXKHSIOUINX
MOCJIEONEPALTMOHHOE TEUCHHUE JICMKOUUTYPUU U TPOTEUHYPHUH.

Pa3zpaboTtana Mozenb nepcoHnPUIIMPOBAHHOTO MOAX0a K BEJACHUIO JIeTEH C
COUYETAHHBIMU TIOPOKAMH CEP/LIa U TIOYEK U MOATBEpKaeHa €€ 3P (HEKTUBHOCTb.

IIpakTn4yeckasi 3HAYMMOCTH PadOTHI

[IpakThueckass  3HAUMMOCTh  PabOTBl  COCTOMT B  IPEACTABJICHHUH
IPaKTUYECKOMY  3/pPAaBOOXPAHEHUI0 HH(OpMAmuM O  PaclpOCTPAaHEHHOCTH
KapAMOPEHAJIBHOTO  CHUHApPOMAa, 4YTO  MO3BOJUT  pa3paboTatb  CUCTEMY
NPOPUIAKTHYECKUX MEPOIPUSATUNA U AITOPUTM BEICHHS NAauUeHTOB. [TpenoxxeHsl
KPUTEPUH BKJIFOYEHUS B FPYIIY PUCKA JIETE C COUETAHHBIMU IMOPOKAMH Pa3BUTHUS
cep/ilia U MOYEK HOBOPOXKJICHHBIX JETEH U KPUTEPUU CTPATU(PUKAIIMK pUCKA JACTeH
C COYeTaHHBIMM MopokaMmu. lIperncraBiieHbl NpU3HAKU ISl I€TEH, POKIEHHBIX C
3aJIep)KKOM BHYTPHUYTPOOHOTO pa3BUTHUS M ¢ Maccoi Tena meHee 2 500 r.,
MO3BOJISIONIME MPEIONIOKUTh HATUYME COYETAaHHBIX MOPOKOB Pa3BUTH cepAla U
nouek. IlpeasioxkeH alropuT™M TEHETUYECKOro oOCIe0BaHUSl MAalUEHTOB C
COYETAHHBIMU MOPOKAMH CepAla U Mnoyek. JIMHaMuKa KOHIIEHTpaluuy LUCTaTHUHA,
CKOPOCTHU KITyOOUKO# (PUIbTpalny, paCCUUTAHHOM MO IUCTATUHY, W JUIOKAJIUHA
nociie xupyprudeckoi koppeknuu BIIC MoxkeT ObITh MPEAUKTOPOM CHUKEHUS
YacTOThl «KapJAMOBACKYJSPHBIX COOBITHI» W MapKepOM OCTPOrO MOBPEKIACHUS
novek. Pa3paboran u anpoOupoBaH NMEPCOHU(PUIIUPOBAHHBIA MOIXO0/ K BEIACHUIO
JIeTel C COYETAaHHBIMU BPOXKIECHHBIMU MOPOKAMH CEPJILIA U MOYEK.

MeTom0J10TMsl 1 METOABI MCCIETOBAHUS

PaGoTa BbIMOTHEHA B COOTBETCTBUU C NPHUHIIMIAMHU JOKa3aTEILHOM
MEIUIMHBI B 2 3Tana: pPEeTPOCHEKTUBHOE MCCIEIOBAHUE W IPOCIEKTUBHOE
uccienoBaHne. B Xome  peTpOCHEKTHMBHOIO — HCCIIEIOBAHUS — M3Y4ajuCh
pacnpoCTPaHEHHOCTh U XapaKTep COYETAHHBIX MOPAXKEHHUM CEPAEYHO—COCYAUCTOM

MaTOJIOTUU U TATOJOTUM MOYEK B oOmel monyssinuu aerteid. O0beKTOM U3ydeHus



MIPOCTIEKTUBHOTO HccienoBanus Obimu 529 nmereid ot 1 must mo 18 mer, uMeromumx
BpPOXKACHHBIE MOPOKU CEpAlla WM MOYEK WM UX COYETAaHHE, U TPYIIa CPAaBHCHUS
n3 30 mpakTUYECKHU 310POBBIX JIETEM.

ChoexTp  UCIHOJB30BAaHHBIX  METOJIOB  HCCIEIOBAHHUS  COOTBETCTBYET
COBPEMEHHOMY METOJUYECKOMY YPOBHIO oOcnea0BaHus OOJIBHBIX
KapJMOJIOTUYECKOTO ¥ HE(PPOJIOTHUYECKOro npodpus. B mabopatopHoe
oOcienoBaHue BXOIMI CIEKTp JaO0OpPaTOPHBIX KIMHUYECKHX, OMOXUMUYECKUX,
MUKPOOHOJIOTUYECKUX TECTOB (B T.4. AJIEKTPOHHO—MHUKPOCKOMUYECKUN aHaIU3
npenapaTtoB, TMOJYYEHHBIX C  TOBEPXHOCTH  KaTeTepoB). [ eHeTmyeckoe
o0clieToBaHKE BKJIFOYAJIO MOJTHOTCHOMHBIM BBICOKOPA3PEIIAIONIUA MOJIEKYISIPHO—
[UTOTEHETUYECKU aHanu3. WHCTpyMeHTalbHOE O0OCIeIOBAaHUE COCTOSIIO W3
IIUPOKOTO CHEKTPa METOAOB YJIbTPA3BYKOBOM, PEHTT€HOAUArHOCTUKA U MarHUTO—
pE30HaHCHOM TOMOrpauu U KOMIIBIOTEPHOW ToMorpaduu, (PyHKIHOHAIHHOU
JIMAarHOCTUKH CEPJIEUHO—COCYIUCTOU CUCTEMBI.

B paGotre ObUIM NOpUMEHEHBI COBPEMEHHBIE METOJIbl CTATUCTHUYECKOMN
00pabOTKH JTaHHBIX, OTBEYAIOIIUE TTOCTABICHHOMN €N U 3a7]a4aM UCCIeIOBaHUS.

OcHOBHBIE N0JI03KEHNS], BBIHOCMMbI€ HA 3aIIIUTY

1. Ha ocHoBe aHanm3za MeauIMHCKOW mokymeHTanuu 125 000 nereid,
OoOpaTUBIIUXCS 3a MEIUIIMHCKON MIOMOIIIBIO, YCTaHOBJICHO, 4TO
pacrpoCTPaHEHHOCTh COYETAaHHON MATOJIOTMM  CEPJCYHO-COCYAUCTOU U
MOYenoJioBoi cucteM coctapigeT 12,2 va 1000 gerei.

2. PacmpocTpaHeHHOCTh 00JIe3HEH CHCTEMBbI KPOBOOOpAIICHHUS y NETEHl C
3a00JIeBaHUSIMU MOYEIIOJIOBOM CUCTEMBI B 5,8 pa3a BhIIIE, a pacIpOCTPaHEHHOCTh
Oone3Hel MOYemnoJoBOM CHUCTEMBI y JeTed ¢ 3a00JIeBaHUSMH CHCTEMBI
KpoBooOpaimieHuss B 1,4 paza MpeBbIMIACT MOKa3aTeNlb IMOMYJISIIMOHHON
3a00JIeBa€MOCTH COOTBETCTBYIOIIEH naTonorueit B Cankr-IletepOypre.

3. CrpykTypa COYETaHHBIX I[IOPOKOB CYIIECTBEHHO OTJIMYAETCS OT
MNOMYJISIIUOHHOTO PETHCTpPa, YTO TO3BOJISIET MPEANOJIOKUTh HAIUYUE OOIIEro

MECXaHHu3Ma 3M6pH0reHe3a. YcraHoBiIeHAa CBSI3b  COUYCTAHHBIX IIOPOKOB C



(dakTopaMy HaCJIEICTBEHHOW OOYCIOBICHHOCTH, (HaKTOpaMH aHTEHATAJIbHOTO
nepuoja u (pakTopamu, OTHOCSIIIMMHUCS HETTOCPEICTBEHHO K PEOCHKY.

4. TlepcnekTuBBl  pa3BUTUS  KapJAUOPEHAIBHOIO  CHUHApPOMA  IOCIHE
XUPYPTHUUECKOI0 JICYEHHS BPOXKJACHHOIO MOPOKa CepALla MOXKHO MPOTHO3HPOBATH,
MOHUTOPUPYS YpoBeHb 1UcTaTuHa C U JIMIMOKAJIMHA B CBIBOPOTKE KPOBH.

5. 3HauuMbIi BKJaJ B (POPMUPOBAHME COUETAHHBIX BPOXKJICHHBIX TOPOKOB
BHOCSIT MAKpO- U MUKPOCTPYKTYPHbIE aHOMAJTUU XPOMOCOM.

6. IlepconuduinypoBaHHbIi MOAXO0J K BEACHHUIO JETEH C COYETAHHBIMHU
NOPOKAMH CEpJilla U TMOYEK JOJDKEH OBITh MOCTPOEH HAa OCHOBAHUM KIMHUKO-
7a00paTOPHBIX JAHHBIX U JAHHBIX MOJIEKYJISIPHO-TEHETUYECKOTO UCCIIETOBAHMUS.

JIMYHBIA BKJIAJ aBTOPA B UCCJIEOBAHKE

ABTOp caMOCTOSTENBHO M30paia 1 00OCHOBaJIa HAIIPABJICHUE U POrPAMMY
HAy4YHOTO HCCJIEJOBAaHMs, OMNpenenuia Iellb W 3a]add, M[poaHaIM3UpOoBala
JUTEPATYPY IO TeME AUCCEepTalii. ABTOP KypHUpoBajia MalMEHTOB, BKIFOUEHHBIX
B HcclieloBaHUE. Bech mpeAcTaBiIeHHBbIA B JUCCEPTALMM MaTepHall OINUCaH
aBTOpoM JHYHO. CaMOCTOSITENIbHO BBHIMIOJIHEHA CTaTUCTHYECKas o0paboTka
MIPOBEJICH aHAJM3 TMOJYYEHHBIX PE3yNbTaTOB. ABTOpPY MNPHHAMICKHUT BeAyIIAs
pOJIb B HANMCAHUU CTaTell, BBHICTYIUICHHSIX Ha MEXIYHAPOJIHBIX U POCCUHUCKHX
KOHI'peccax IO TeMe IUCCEePTALUOHHON PabOoTHI.

BHenpenue pe3yJibTaTOB HCCJIEI0BAHUSA

PesynbraThl ucciaenoBaHus BHEIPEHbI B KIMHUYECKYHO TPAKTUKY H
HayuHyto aearenbHocTh PI'BY «HMUL um. B.A. AnmazoBa» Munsnpasa Poccun
(197341, Caunkrt-IlerepOypr, yi. AkkypartoBa, 2); 'OBY3 «MypmaHckas nerckas
ropojickas knuHM4Yeckas OompHHUIA» (183031 Mypmanck yn. CeepmioBa 1.18);
CII6 I'bY3 «/letckas ropojckas 6osnbHHUIIA Nely (198205, Cankt-IletepOypr, yi.
Apanrapanas, 14); CII6 I'BY3 «/lerckas ropojackas OompHHIa No 2 cBSTOM
Mapun Marnanuasy (199053, Canxt-IletepOypr, BacuieoctpoBckuii paiion, 2
munust, nqom 47); CII6 KO (192289, Cankrt-IletepOypr, yin. Oneko dyHauda,
36, kopr. 2)



CreneHb 10CTOBEPHOCTH, anipodanusi padoThl U IMyOJIMKANMHT

JIOCTOBEpHOCTh pE3yJIbTaTOB OCHOBaHAa HAa PENpPE3CHTATUBHON BBIOOPKE,
UCIIOJIb30BAaHUU KOMIUIEKCA COBPEMEHHBIX METOJIOB JHArHOCTUKU. AHaINU3
MOJTyYEHHBIX PE3yJIbTATOB MPOBOJUICA C UCIIOJIb30BAHUEM COBPEMEHHBIX METO/I0B
CTaTUCTHUYECKOM 00paboTKU. BBIBOIBI M MpaKTHUECKUE PEKOMEHIAIMU OCHOBAHBI
Ha MOJIYYEHHBIX B XOJI€ UCCIIEIOBAHUS PE3ybTaTax.

Martepuansl  AguccepTalil  MPEACTAaBIEHbBI Ha 7  MEXKIyHApOJIHBIX
KoHTpeccax, 24 Becepoccuiickux KOHPEPEHIMSIX U KOHTPeCccax ¢ MEXITyHAPOTHBIM
yuactueM B nepuon ¢ 2012 o 2018 rr.

OcHOBHBIE PE3yIbTaThl UCCJICIOBAHUS JIOJO0KEHBI U OOCYXJAEHb Ha 77—,
10-#1, 114 Bcepoccuiickoli Hayd.—TpakT. KOH@. ¢ MEXIyHapoO/a. Y4acTHEM
«300pOBbE — OCHOBAa YEJIIOBEYECKOIO IMOTEHIMana: NpoOJeMbl U IyTH UX
pemenus» (Cankt—IlerepOypr; 2012, 2015, 2016); VII, VI, IX Bcepoccuiickom
Konrpecce «Jletckas xapmuonorus» (Mocksa, 2012, 2014, 2016); VIII u IX
BcepoccuiickoM cemuHape, NOCBsIIEHHOM namsitu npodeccopa H.A. benokoHb
(OpenOypr, 2013; Kazanb, 2015); XI MexaynapogHom cnaBssackom Konrpecce 1o
AIEKTPOCTUMYIISIITUN u KITMHUYECKON AIEKTPOPU3NOIOTUN cepaua
«KAPJUOCTUM» (Canktr—Ilerepoypr, 2014); Poccuiickom HalmoHaJIbHOM
koHrpecce kapauosoroB (Kazanp, 2014); XIII-XVI Poccuiickom konrpecce
«IHHOBAIIMOHHBIE TEXHOJIOTHMH B TEIWATPUM W JETCKOW xupyprum» (Mocksa,
2014, 2015, 2016, 2017); | wu Il OOmepoccuiickoii KOH(PEPEHIIUU C
MEXIYHApOJHBIM ydacTHeM «llepuHarambHas MeAWIIMHA: OT MperpaBUIAPHON
MOJATOTOBKM K 3/I0pOBOMY MarepuHCTBY M neTcTBY» (Cankt—IlerepOypr, 2014,
2016); 49" Annual Meeting of the Association for European Paediatric and
Congenital Cardiology (Prague, 2015); Poccuiickom HalMOHaJILHOM KOHTpecce
kapauonoros (Mocksa, 2015); 20" International Congress «PHYTOPHARM
2016» (Canxt—IIerepbypr, 2016); 51 Annual Meeting of the Association for
European Paediatric and Congenital Cardiology (Lyon—France, 2017).

[To Teme mmccepranuu OomyOIMKOBaHBI 54 TedaTHbIe PabOThI, U3 HUX 26

crateii B pekomeHnoBaHHBIX BAK P® xypnamax, 4 craTbu B 3apyOeKHBIX



KypHaax, BXOIIINX B MEXIyHapoaHble 0a3bl maHHbx Scopus, Web of Science,
(nmmakT—(akTop KypHAIOB, B KOTOPBIX OMYOJIMKOBAaHBI MAaTEPUAITBI TUCCEPTAIIHH,
— 23,13); 2 rnaBbl B MOHOTpadusx, 2 yueOHO—METOAMYCCKUX MMOCOOHIX; 7 cTaTeit
B KypHasiax M cOopHHKax, 13 B Te3ucax MeXKAyHapoAHBIX H Poccuiickux
KOHTPECCOB,  Che3NloB, KoHbepeHuud. Ilomydeno  «CBHIETETBCTBO O
roCyJapCTBEHHOW peructpanuu nporpammbel s OBM. Ilporpamma BBOna
JaHHBIX TOKa3aTeNnell (PYHKIIMOHATBHOTO COCTOSIHUS —CEPJIEYHO—COCYAUCTOM
CUCTEMBI U ITOYEK y IETEH C OKUPEHUEM U apTEpUATIbHOU TUIIEPTEH3UEN».
O0beM U CTPYKTYpa U AMCCEPTANNM

Juccepranus u3ioxeHa Ha 286 CTpaHHUIAX KOMITBIOTEPHOIro TekcTa. Pabora
BKJIIOYAET pa3/enbl: BBEACHHUE, O030p JIUTEpaTypbl, OOBEM M  METOMAbI
UCCJIEIOBAHUM, 5 TJIaB COOCTBEHHBIX HCCIEIOBAHUM, OOCYXIECHHE IMOIYYEHHBIX
pe3yibTaTOB, BBIBOJBI, NPAKTUYECKUE PEKOMEHIALMH, CIUCOK JINTEPaATypHI,
BKUTIOHaronuii 494 ucrounuka, u3 Hux 109 oredecTBeHHBIX U 385 3apyOeKHBIX,
uMeer 5 npuioxkeHuil. Pabora umntoctpupoBana 70 tabnuuamu, 49 pucynkamu, 4

KIIMHNYCCKHMMH Ha6J'IIO,Z[eHI/I${MI/I.

OCHOBHOE COIEP XAHUE PABOTbI
Jn3aiiH uccIe 0OBaHUS M XaPAKTEPUCTHKA 00C/IeJ0BAHHBIX YYACTHUKOB
PaboTa siBnsieTcss KOMOMHUPOBAHHBIM KOHTPOJIUPYEMBIM PETPOCIIEKTUBHBIM
KOTOPTHBIM OOCEpBAaLlMOHHBIM HCCIEOBaHUEM. B COOTBETCTBUM € ILENbIO U
3a/1a4aMu UCCJIEA0BAaHNE MPOBOAUIIOCH B 2 3Tarna.

1-i1 sTam: PeTpocnekTHBHOE HCCIIeI0BaHUE

N3ydyeHne pacnpOoCTpaHEHHOCTH U CTPYKTYPBI KapIMOPEHAIBHOTO CUHPOMA y JIeTel
Cankt—IlerepOypra B 2012-2014 r.r.

MeTtonnl Marepuaibl 1 00bEMBI
MTAJIEMHOJIOTHYECK
OHIEMHONIOTHYECKOE Amnany3 aMOynaTopHbIX KapT npuema 126.524 pebenka
UCCJIEC0BaHUE (16,96% netcxoro HacejcHHUS aHKT-HeT%]g%/pra),
(cross—sectional ooparuBuixcs B 2012-2014 rr. 8 CII6 I' .
«KoHCYThTaTUBHO—IMATHOCTUYECKUI IIEHTP JJIS JETeH» K
study) cpeau 1eTCKOTro pa3HbIM CICIMATUCTAM IIEHTPA, B TOM YHUCIIC Ha
HACEIICHMS C IPOPUITAKTUYECKHE OCMOTPBI

OpMHPOBAaHHE IPYIII NALUEHTOB!

UCIIOJIb30BAHUEM METOAA | rpynna — kapauojornyeckui auaruos3 (n = 6.333),

CIIy4aiiHbIX YHCEI B 2 rpynna — Hedposornyeckuii narios (n = 12.185),
Zi g%\ésma — COYETaHHOE MOPaKEHUE CepALA U IOYeK (N =

KOMITBIOTCPHOM BApHUAHTC.




MennKo—CTaTUCTUYECKUH.
AHanmu3 aMmOyJIaTOPHBIX
KapT NpHeEMa MAIMEHTOB

(4.025y/04)

H3ydeHne pacnpOCTpaHEHHOCTH U CTPYKTYPHI KapIUOpPEHATbHBIX B3aUMOOTHOLICHUH Y
JeTel, HaXOIMBIIUXCS HA CTAllMOHAPHOM JICYEHUHU B KAPAHOJIOTUYECKOM U
HedponoruyeckoM otaeneHusx CII6 ['BY3 «AI'b Ne2 cBsaroit Mapuu Marpanunsl» B
20112012 rr.

MeToanl Martepuaisl 1 00bEMBI

Meauko—CTaTUCTUIECKUI. OGras BeiGopka: n = 4.316

AHamM3 MEIUIUHCKAX POopMHUPOBAHKE TPYIN NALUECHTOB:
KapT CTAIMOHAPHOTO % %na — MAIUEeHTHI KapIHOJIOTHYECKOro oTaenaeHus (N =
6omsHOTO (.003/y) % %na — MAIUEeHTHI He()POIOTHIECKOTo OTAeIeHus (N =

N3yuenue cTpyKTyphl KapIHOPEHATBHBIX B3aUMOOTHOIICHHUH MPU COYETAHHBIX
BPOXKJICHHBIX TTOPOKAX MOYEK U cepAlla Ha apXUBHOM CeKIIMOHHOM Matepuaine CII6
I['BY3 AI'b No2 cBsitoit Mapun Marnanuns! (panee «I'b Ne2 um. H.K. Kpynckoii») B
1988-1995 rr.

Metoan! Marepuaibl 1 00bEMBI

Menuko-cTaTUCTUYECKUN. I oo
POTOKOJIBI ITATOJIOTO—aHATOMUYECKUX BCKPBITHIA, N = 445
Anamu3 «IIpoTokonos DOopMHUPOBAHUE TPYIIIL:

HATOIOrO—aHATOMIYECKOro | 1 TPYIIA — IIOPOKK pa3sBUTHS NoYeK (N = 186) B
2 rpynna — coyeTaHHbIe IOPOKH cep/lia U movek (n = 64)
BCKPBITH (. Ne 013/y)

I sram: [nsg w3ydeHus OCTAJIBHBIX 3aay MPOBEICH OCHOBHOM JTall

HCCIICAOBAHUA — IIPOCIICKTUBHOC NUCCJICIOBAHUC.

W3ydenne BIUsSHUS HEOIArOMPUATHBIX (DAKTOPOB aHTEHATAIBLHOTO TIEPUO/IA, 3I0POBbSI
poauTeNel Ha pa3BUTHE BPOXKACHHBIX ITOPOKOB cepana U rnovyek. OneHKa KIMHUYECKOTO
TEYeHHMsI, TaOOPATOPHBIX TTOKAa3aTeIe U PE3yIbTaTOB HHCTPYMEHTAIBHBIX HCCIICOBAHHMA
y TAMEHTOB C BPOKJICHHBIMU U30JIMPOBAHHBIMU U COYETAHHBIMM MOPOKAMHU CEpALA U
nouek. OreHka (HakTopoB QeTabHOTO NPOrpaMMUPOBAHUSI.

MeTtonnl Marepuaibl 1 00bEMBI
Kimuanueckoe, Bpoxnennsiii | Bpoxxnennsiit | Couetannsle | ['pymma
nabopaTopHOe U MOPOK MOPOK MOPOKHU CpaBHEHUS
MHCTPYMEHTAJIbHOE cepaua TOYEK cepaua u (KOHTpOJIBHAS
oOcnenoBanue aerer | N = 250 n= 190 IMOYEK rpyIna)
C IOPOKaMHU. n= 89 n= 30

HcTopus pa3BuTHs
pebenka ¢.112/y
Wudopmanronnas
cucrema qMS

Ouenka QyHKIIMHM TOYEK Y JeTeil ¢ N30JIMPOBAHHBIMU M COYETAHHBIMU MMOPOKAMH Cep/Ia
Y TIOYEK JI0 U nociie xupyprudeckor koppekuuu BIIC




MeTtonnl Marepuaibl 1 00bEMBI
JlaboparopHoe Bpoxnennblii Bpoxnennsiit | Couerannsie | ['pymnma
o0cienoBaHue: MOPOK MOPOK MTOPOKH ((3paBHeHI/IH

cepaua TOYEK cepaua u KOHTPOJIbHAS

kpearrtiH, CK® no n= 250 n= 190 MTOYCK rpynna)
KpEaTUHUHY n= 89 = 30
Jlaboparoproe W30mpoBaHHbIN CoueTaHHEIE
o0cienoBaHue: BPOJKJICHHBII MTOPOKH
mucratul, CK® no lgg&({)ﬁ[(a ﬁ%%%léa u
nucratuny, NGAL n= 28 n= 1

I'enetnueckoe O6CJ'I€I[OBaHI/Ie IMaOUCHTOB C ITIOPOKAMHU pa3BHUTHUA CCPALIA U IIOYCK.

Metonn! Marepuaibl 1 00beMBbI

AHanu3 KkapuoTuna .
. Bpoxennsiii nopok cepaua | CoueTaHHble BpOKICHHBIE
ITonmHOreHOMHBIN n=3 nopo% cepaua U movyek
n=

[MUTOTr€HETUUECKUH aHaIN3

Pa3pa60TI<a IIpOorpaMMaI HepCOHI/I(l)I/IHI/IPOBaHHOFO nmoaxoga K JUAarHOCTHUKE M JICUCHHIO
I[CTeﬁ C COUYCTAHHBIMH BPOXKXACHHBIMHA IMMOPOKAMH CCpALia U IMOYCK.

MeToan! Martepuaiasl 1 00bEMBI
OpraHH3aIMOHHOE Pa3paboTka KOMILIEKCa MEPOTIIPUATHH I10
MepCOHU(PUIIMPOBAHHOMY I10JIXO/1y HA MPEHATAIBHOM U,
MOJICITUPOBAHUC MOCTHATaJIbHOM dTanax 00CIeIOBAHUS U JICUCHUS JIETEH C
(OIIMCAHHE CXEMBI, COYETaHHBIMU ITOPOKAMU CEPLIA U ITOYEK.
I rpynmna - crangapTHBIN 2 rpymnmna - N
yHKIMH, CUCTEMBI MOJIXOJ K TUarHOCTUKE U nepCoHUDUITMPOBAHHBIN
B3aUMOJICHCTBHS). nedenuio (n = 30) nozxxon (n= 38)

MatepuaJibl 1 METOAbI HCCJIEI0BAHUS

B uccnenoBanue BxitoueHo 529 nereit B Bo3pacte oT 1 aHs g0 18 jer ¢
BPO’KJICHHBIMU TIOPOKaMHM CepAlla WM MOYEK WIH UX COYETAaHUEM, IIPOXOMBILINX
oOcreoBaHMe U JiedeHHe Ha 0aze OTAEICHUN NeIuaTpun U cepAeYHO—COCYIUCTON
xupyprun OI'bY «HMUL] wnm. B.A. AnmazoBa», n 30 mpakTUYECKHA 3I0POBBIX
nereit (I rpynma 370poBbsS) C COMOCTAaBUMOM MOJIOBO3PACTHOM CTPYKTYpOH —
rpynna CpaBHEHHUS.

[laupeHTaM  OPOBOAMIIOCH  OOMICKIMHUYECKOE  HUCCIENOBAHHUE  C
UCIIOJIb30BaHUEM  OOILEMPHUHSATHIX  METOJAUK, JIabOpaTOpHbIE HCCIEIOBaHUS
BKJIIOYAJIM aHaJU3bl KPOBU W MOYHM, OHOXMMHUYECKHE MapaMmeTphl KpOBH,
OIpeJieieHre KpPeaTUHUHA B CHIBOPOTKE KPOBUM M MOYE C PAcCUu€TOM CKOPOCTH
KITyO0oukoBO# (uibTpanuu o dhopmyne Schwartz. bakTepuonornyeckuii aHanu3

MOYH IIPOBOAWIN METOAOM IIOCCBA.




Jisg oueHkd QGUIBTPAIIMOHHON (YHKIUU T[OYEeK U OIEHKH OCTpPOTO
NOBPEXJICHNUA IOYEK NPOBEICHO H3YyYEHHUE aIbTEPHATUBHBIX IIa3MAaTUYECKHX
MapKepoB 110 U 4depe3 48—72 4YacoB IMOCIE XUPYPTHUECKON KOPPEKLUHUH JIETEH C
BPOXKJIEHHBIM TIopokoM cepana — 1mmctatmHa C w NGAL  (mmokanux
aCCOILIMMPOBAHHBIN C JKEeaTHHA30M).

J1ist BBISIBIIEHUS OTEHIIMATIBHBIX BO30YIUTENEH KaTeTep—acCOlMUPOBAHHON
uHeKIUd ObUTH MCIOJB30BaHbI MOUYEBbIEe KaTeTepbl doies, modydeHHbIe OT 16
[IAIMEHTOB C BPOXKIECHHBIMHM ITIOPOKAMHU CEPALIA IIOCIIE XUPYPIHYECKOIO JICUECHHUS,
HaxOAMBIIMXCSA B Kapauoxupyprudeckom otaeneHun OPI'bY «HMUL um. B.A.
AnmazoBa»  Munzgpaa P®.  MukpoOuoNOrudyeckuii. U 3JIEKTPOHHO—
MUKPOCKOIIUYECKUH aHaJIU3 KaTeTepoB ObUI BBHINOJIHEH Ha Kadenpe Gpunosoruu
(kypc mukpoOuonoruu) 1.60.H., npodeccopom O.B. Peibansuenko (GI'6OY BIIO
«CII6I'Y»), KOTOpOit MBI IPUHOCUM UCKPEHHIOIO 071arogapHOCTb.

HNHcTpyMEHTAIbHBIE METO/IbI MCCJIEIOBAHMUS BKJIFOYAJIA OKT,
TPaHCTOpaKAJIbHYIO 3X0oKapauorpaduro, cyrounoe Mmonutopupoanue AJl u OKT,
PEHTTEHOJIOTUYECKUE METOAbl  (IKCKpeTopHast yporpaguss Hu MHKIUOHHas
HUCTOYpEeTporpadusi), KOMIbIOTEPHYIO TOMOTpadUI0 TPyJHON KIETKH, MOYEK U
MoOueBbIX NyTed. M3 crnenuanbHbIX METOJOB HCCelIOBaHUS ObUla IpPUMEHEHA
reHOMHasi THOpUIU3aLHs.

JUiss  OLIEHKM BKJIaJa TeHEeTHYecKuX (akTtopoB B  (QopMUpOBaHHE
BPOX/ICHHBIX MOPOKOB Pa3BUTHUA CEpAla U MOYEK METOJOM CIIydallHON BBIOOPKHU
BhIJiesieHa Tpynna mnanuentoB ¢ BIIC (377 pereit) w rpymnma ManMeHTOB C
COYETAHHBIMM TOPOKAMHM Cepllla ¢ TOYeK, KOTOpPbIM ObUI  MPOBEIEH
MTOJTHOT€HOMHBIN CKPUHUHT (25 netei).

Opranuzanusi, dSTanbl W [OW3ailH HCCIEAOBaHUS OJO0OpPEHBI JOKAJIbHBIM
stndeckuM KomuteToM DI'BY «C3OMUIL] um. B.A. AnmazoBa». Pomurenu
NAlMeHTOB  JaBajd  WMH(OPMUPOBAHHOE  COMNIaCHE€  HAa  TMPOBEICHUE
JUArHOCTHUYECKUX U JIEUEOHBIX MEPOIPUSITHIA.

O0paboTKa MOIyYEeHHBIX JaHHBIX MPOBOIMIACH HA IEpCOHANBbHBIX DBM THma

IBM PC/XT Pentium. [Ipu co3ganuu nepBUYHOM 0a3bl JaHHBIX HCIOJIb30BAJICS



penaktop anmekTpoHHbIX Tabmuiy MS Excel 2013. Craructudeckas oOpaboTka
JAHHBIX BBIITOJIHGHA C UCIIOJB30BaHUEM TTAKETOB MPUKIIAIHBIX Mporpamm Statistica
10 u SAS JMP 10. Craructuueckasi 3HaYUMOCTh Pa3IMYUil 3HAYECHUN B JIBYX
rpynmnax oOmpeAessiach C HCIOJIb30BAHUEM HEMapaMeTPUUYECKOro KpUTEpus
Manna—Yutaun  (Mann—-Whitney U  Test). Crartuctuueckas 3HAYMMOCTD
Pa3IMYHBIX 3HAYEHUH /1711 HOMUHAJIbHBIX U OMHAPHBIX MOKa3aTeseil onpeaensiach
C WCHOJIb30BaHWEM KpuTepuss Xu—kBaapaT. /[l ompeneneHuss TEHICHIIUU
W3MEHEHHUs]  ToKa3arejedl  BHYTPM  KaXJOW  TPYNIbl  HCIOJIB30BAJICS
HEMapaMEeTPUUECKU KpuTepuii Bunkokcona. /[l BBIABICHUS B3aMMOCBS3EU
MEXIy MEPEMEHHBIMIA BHYTPHU TPYIIT OBLT UCIOJIb30BaH KOA(D(PHUITMEHT paHTOBON
koppersiiun  CriupMmeHa.  Pe3ynbraThl HcCclieoBaHUs TMPEACTABICHBI B BHJIC
cpeanero apupmeTrudeckoro 3HaueHus: (M), ommoku cpeaHero apupmeTunyeckKoro
(m) wm KommuecTBa Tmpu3HakoB B Tpynne (n). Kpurepuit 3HauMMOCTH
CTaTUCTUYECKUX METOJOB YycTaHaBinuBalica Ha ypoBHe p=0,05 (5%). [usa
MOJICTUPOBAHUsI OIEHKU PHUCKOBBIX KJIACCOB [JIsi TOKa3aTejled MO BBIXOJY 3a
HOPMY, UCIIOJIb30BAINCH JIepeBbsl Kiaccuuranuii. MojaenupoBaHue pHCKa
MpU3HaKa MPOBOJUIIOCH C TIOMOIINBIO MHOTO(AKTOPHOTO aHajln3a — JI€PEBhHEB
pemennii B makere SAS JMP 10 c mposepkoii mozeneir ROC—ananuzom.
[TocTpoenue auarpaMM M PHUCYHKOB IPOBOJUIIOCH B ONEPAMOHHON CHCTEME
Macintosh HD OS X 10.10.1 u Windows 7 Professional ¢ ucnosb3oBanuem
nporpamMMm Microsoft Office 2011 u 2013, Adobe Photoshop 7.0 u Corel Draw
12.0.

Kpumepuu exniouenus:

— netu oooux 1ojoB B Bo3pacte 01 mecsiy — 18 ner;

— HaJu4yue BPOXKICHHOTO TOpOKAa cepalla WM TOYeK, WIH HuX
COYETAHUE;

— HaJM4yue MOAMUCAaHHOT0 UH(POPMUPOBAHHOTO COTJIACHS.

Kpumepuu ucknouenus:

— OCTpO€ BOCHAIHUTENIbHOE 3a00JeBaHWEe B MOMEHT MPOBEACHUS

J]a60paTopH0r0 oTalla O6CJI€ILOBaHI/I}I;



— OTCYTCTBHC MCI[HHHHCKOﬁ JOKYMCHTAIWH, HGO6XOI[HMOI>1 JJIA
MMOJYUYCHUA JOCTOBCPHBIX dHAMHCCTHYCCKHX CBCI[CHHﬁ;

- OTCYTCTBHUC ITIOAIIMCAHHOTO I/IH(i)OpMI/IpOBaHHOI‘O corjacusi.

PerpocneKTUBHBIN aHAJIN3

"3 126524  nerett  Caunkr—IlerepOypra, nocetuBumx  ['BY3
«KoHCynpTaTUBHO—IMarHOCTHYECKUM 1eHTp misa aerei» CIIO B 2012-2014 rr.
12.185 — umenu 3aboseBaHusi MouyenoyioBoi cucremsl (96,31 na 1 000 nmereit) u
6.333 — 3aboneBanus cuctembl KpoBoooOpamenus (50,05 ra 1 000). 1 543 pebenka
UMETTH COYETAaHHOE TIMOPAKCHUE CHUCTEMBI KpPOBOOOpPAICHUS W MOYEIOJIOBOMN
cuctembl. PacnipoctpanenHocts KPC coctaBisier 12,2 va 1 000 nereit CankT—
[TerepOypra (12,66% oT Bcex nereld ¢ MOpak€HHWEM IMOYEK M MOYEBBIBOJSAIIUX
nyTed uan 24,36% oT Bcex JeTel ¢ mopakeHUeM cep/iia i COCY/I0B).

N3yuensl pacnpoctpaneHHOCTh U cTpykTypa KPC y nereit, HaxoauBIIMXCS
Ha CTallMOHAPHOM JICYCHHM B KAPAUOJOTHUYECKOM H  HEPPOJOTHIECKOM
otnenenusix CII6 I'BY3 «/II'b Ne 2 csaroit Mapuun Marganusas» B 2011-2012 rr.
OO6mast BbiOOpKa: n — 4 316 OonbHbIX: 2.39]1 DanueHT KapAUOJIOTHYECKOTO
otneneHust (79,9% Bcex TOCMUTATM3UPOBAHHBIX OOJIBHBIX B TOPOJE OOJBHBIX C
Oone3HsmMu cucteMbl kpoBooOpamieHuss — Kimace IX) u 1 925 mnanuenTtoB
Heponoruueckoro otaeneHus (24,7% BceX TOCHUTAIU3UPOBAHHBIX OOJIBHBIX B
ropojne OONBHBIX C Ooyie3HsIMH  MouemnoyioBoit cuctemMbl — Krmace XIV).
BcTrpeuaemocTh 00sie3HEM cHCTEMBbI KpOBOOOpAIICHUS Y JIeTeil ¢ 3a00JIeBaHUSIMU
MouenosioBoi cuctembl cocraBuna 104,1 wa 1 000, yto B 5,8 pasza BeIE, YeM
MoKasaTelsib 3a001€BaeMOCTH COOTBETCTBYIoMIeH naTosoruu B Cankt—IlerepOypre
[X2=67,11; p<0,0001], a Oomne3Hell MOYENMOJOBOM CHCTEMBI Yy JeTe ¢
3a00JIeBaHUSIMH CUCTEMBI KpoBooOpamenuss — 95,8 wa 1 000, uro B 1,4 pasa
MIPEBBINIACT MTOKA3aTENb MOMYJISIIMOHHON 3a00JIeBAEMOCTH [x2=7,33; p<0,01].

C KPC cunapomom 6su10 330 nereit (132 — Hepoioruueckoe oTACICHUE U

198 — xapauonoruyeckoe oraenenue). KPC yamie Bcrpeuaercs y neBouek — 66,7%



[p<0,001] 1 HECKOIBKO Yale PErUCTPUPOBAIICA B BO3PACTHBIX Ipynmnax 6—8 u 15—
17 net [p>0,05].

VY nenpHbIN BeC HApPYLICHW pUTMa U IpoBoaAUMOCTH cepaua y aerei ¢ KPC
BBIIIE BCEX OCTAJbHBIX OOJE3HEW CHUCTEMBI KPOBOOOpAILIEHHS BMECTE B3SITHIX
(p<0,05) ¥ 3HAYMUTENBHO MPEBBIIIACT IOKA3aTENIb AHAIOTUYHBIX COCTOSHUH Yy
nerei  Poccum (coorBerctBeHHo, 64,2% wu  20,0%; X2=4O,7; p<0,0001).
3naunrtenpHo yame y nereid ¢ KPC, Hexenn B CTpyKType rOCOUTaIN3UPOBAHHBIX
NalMeHTOB B Hedposoruyeckoe oTaeneHue, peructpupoBamucsk BIIPII
(cootBercTBeHHO, 36,2% u 8,6%; p<0,001). IIpm comocraBieHUU CTPYKTYpHI
aHomanui paszputus nodek y gered ¢ KPC u Pernctpom mopokoB mouek aertei
Canxr-IletrepOypra B HallleM UCCIIEIOBAaHUU YCTaHOBIIEHA Oo0Jiee BBICOKAS
BCTPEUAEMOCTh aHOMaliui KoiudecTBa: ynBoeHue (p<0,001) u eguHCTBEeHHAas
nouka (p<0,05). YaenbHblli Bec MHPEKIMU MOYEBBIX IMyTEH W MUETOHEPpUTA B
ctpyktype KPC 3HauumTenbHO BBIINIE, YEM MOKa3aTelb MOMYJSIIUOHHON
3a00s1eBaeMOCTH aHanm3upyemMoil natonoruu aereit Cankr—IlerepOypra (29,1% u
2,7%, cooTBETCTBEHHO; ¥ =48,83; p<0,0001).

N3yyeHa pacnpoCTpaHEHHOCTh U CTPYKTYpa COYETAHHBIX MOPOKOB MOYEBOM
U CEPACYHO—COCYAUCTON CHCTEM Yy JI€T€ Ha apXWMBHOM CEKLIMOHHOM MaTepHalle.
[Ipoananu3npoBaH CEKIIMOHHBIA MaTtepuai 445 nereld B Bo3pacte oT 1 Mecdia 1o
15 net, ymepmux B JII'b Ne 2 cBaroit Mapuu Marnanusst 3a 1988—1995 rr. (M —
240, xx — 205). 3aboneBaHus MOYEBOM CHCTEMbl OTMEYeHBl y 221 pebeHka.
Benymas posb cpenu npuunH cmepTtd npunamiesxxut BITPIT — 186 nereit (84,2%;
p<0,001). HaunbGonbmmii yaenbHbld Bec B crpykType BIIPII ymepmux nereit
NPUHAIICKUT TUTOIUIA3UH, aHoOMaiIusaM  Ju(QepeHITMpoBKH  (qucCIia3us),
ruaponedposy u ypereporuaponedposy. M3 186 nereit ¢ BIIPIT 64 peGenka
(34,4%) umenu BpOXKACHHBIE MOPOKU CEPJILIA U COCYAOB. Y JETEHl ¢ COUETAHHBIMU
MOpoKaMU cepjlla U Mouek nepBoe Mecto B crpykrype BIIC npunammexur
KOoapKTauuu aopThl (26,6%); BTOpo€ MECTO — «CHUHIPOMY THIIOIUIa3UU JIEBBIX
ormenoB cepama» (18,8%); mamee mo wactore — ACPEKT MEXOKEITYIO0YKOBOMN

neperopoaku (17,2%) u nedext wmexnpencepaHoi mneperoponaku (12,5%).



CTpyKTypa COYETaHHBIX OPOKOB MOYEMNOJOBOM U CEPIAEUYHO—COCYIUCTOM CUCTEM

OTJMYAETCS OT TMOMYJISIUOHHOTO PErucTpa H30JUPOBAHHBIX TMOPOKOB, UTO
NO3BOJISIET  NPEANONOXKUTh  HaJMuuMe  OOIIET0  MEXaHW3Ma  HapylIeHHS
AMOpPHOreHe3a.

IIpocneKTUBHBIN AHAJIN3

Knvanueckass xapakTepuCTHKa TAIMEHTOB C  HW30JMPOBAHHBIMH |
COUYCTAaHHBIMHU BPOKJICHHBIMHU TTOPOKAMH Cepjlla M IoYeK u3ydeHa y 529 nerei
(Tabmuma 1).

Tabnuua 1 — XapaktepucTuka rpyImi HaOIoAeHUS

| rpynma 2 rpynmna 3 rpymma ['pymma
[Toka3arenb BIIC BIIP mouek | CoueraHHbIE | CpaBHEHMS
BIIP cepaua
U TIOYECK
Jlereii, Bcero 250 190 89 30
Manpauku 123 (49,2%) | 86 (45,3%) 47 (52,8%) 15 (50%)
JleBouku 127 (50,8%) | 104 (54,7%) | 42 (47,2%) 15 (50%)
Macca npu 3077,64 + 3138,56 + 2898,68 + 3333,33 +
POXKJICHUH, T 541,47 464,84 488,43 506,23
JnuHa npu 49,25 +3,74 | 49,63 £2,73 | 48,62+ 3,02 | 50,73 +£2,57
POXICHUU, CM
Bospact BbIsiBIIeHUA 1,59+ 1,11 2,33+£1,03 BIIC -
MOPOKa, JIET 1,30+ 1,29
BITPII
1,43+ 1,15

Bo Bcex uccnenoBaHHBIX Ipymnax He Obuto pasauuuii mo momy [p>0,05].
Hauboiniee paHo BBISIBISUIUCH COYETAHHBIE MOPOKU CEpAlla U TMOYEK, HECKOJIbKO
no3aHee — BIIC, a mguarno3 BIIPII Obln BmepBble YCTAaHOBJIEH e€IE IO3KE
[p=0,0001]. [leTn Bcex HCCiEAyEMBIX TPYII UMEIH TPU POXKICHUM Maccy Tena
MeHblIle, yeM 3710poBbie ety [p=0,0001]. B rpynmne ¢ coyeTaHHBIMU MOPOKaMU
pa3BUTUA JETH UMEIU CaMyl HU3KYI0 Maccy Tejla MpU POXKICHUH, B
comnocTtaByieHuu ¢ apyrumu rpynmnamu [p=0,046]. Cuna cBs3u xapakrepa MOpOKOB
BPOKICHHBIX MOPOKOB CEpAlla M MOYeK M NeduirTa Macchl Tena Omperensercs,

kKak cuibHas [koddduiment [Mupcona (C') = 0.612]. Haumenbinyto JyIMHYy Tena



IPY POKIACHUN UMENH JIETH C COUYETAHHBIMHU TTOPOKAMH CEP/IIla U MOYEK, MPUIEM B
COIOCTAaBJIEHUH C TPYNION cpaBHEHHUs 3Ta pazHuua 3HaunmMa [P = 0,0038].

Bpoowcoennwiii nopox cepoya

Bo3spact BbeisiBiieHns BIIC: mpeHatanbHO Ha pa3HbIX CpPOKax recTaluyd —
18,1%, cpazy nocne poxaenus — 36,1%, B Bo3pacrte 10 1 roga — 14,1%, crapuie 1
roga — 31,7%. Umenu cnoxubiit BIIC 130 neteit (52,2%). 75,6% nerei umenu B
anamHe3e xupypruueckoe seuenne BIIC. Jlo mnpoBeaeHus Xupypruyeckon
koppekiuu BIIC OGonbIIMHCTBO MaIMEHTOB UMEIH (YHKIIMOHAJIBHBIN KJacc
HegocTaTouHOCTH KpoBooOparieHus Il u Beime: | ®K —34,4%, OK 11 — 43,6%, OK
I -17,2%, ®K IV — 4,8% nanuentoB. OnHOMY M3 MalMEHTOB IPOBEICHA
TpaHCIUTAHTAIIHS CepIa.

[To pawsbiM  ananmu3za pe3ynbTaroB OJKIT wm  cyrounoro OKI—
MOHUTOPUPOBAHUS CPEIHHUE 3HAYEHUS DIEKTPOKAPAUOTPAPUIECKUX TTapaMETPOB B
BHUJIe JuMTeNbHOCTH 3yoOma P, xommekca QRS u mntepBasioB PQ, QT Bo Bcex
BO3PACTHBIX TPYIIAaX HAXOJWIMCh B TMpelesiax BO3PACTHOM HOPMBI, OJHAKO,
UMEIOT MECTO CYIIECTBEHHBIC OTIEIbHBIC BBHIMAJAIONINE 3HAYEHUS, KOTOpPbHIE
CBUETENBCTBYIOT 0 Hammuuu AB Gnokazap! 1 cTenieHu (yBenTndeHUE JITUTEILHOCTH
uHTepBaia PQ), Hamuuue Onokaabl OAHOW M3 HOXKEK myuyka ['mca (yBenmuueHue
muTenbHoCcTH Komiuiekca QRS), yBenmuuenuu nmutenbHOocTH HHTEpBasia QT.
Cpenu 250 pgereit ¢ wusonupoBanHbiMu BIIC 'y dwactu gereér  Obuin
3aperuCTPUPOBAHBI HAPYIICHHS PUTMA U TTPOBOJIUMOCTH CEeP/IIIa.

Bpoorcoennwiit nopox pazeumus nouex

Haubonee wuacro cpeaun BIIPII perucrpupoBanuch  BpOKICHHBIM
ruapoHedpo3 — 21,9% u skronmueckas mouka (Q63.2) — 20,3%. Cnoxusie BITPII
umenu 53,7% nereii. Yamie Bcero ocnoxHsii Teuenre BITPIT nndexius MmoueBbix
nyteit u muenonedpur (52,1%), kpucramtypus (37,9%) [x° = 7,75; p<0,01].

[Ipu mpoBeneHUU KapAHOJIOTUYECKOTO OOCIEAOBAHHS B ATOM TpyIe, IO
nanHbIiM DXOKI' He ObLIO BBISIBIECHO CIIy4aeB pa3BUTHUS JuilaTallld KaMep Cep/la,
CHI)KCHHUSI COKPATHTEIbHONW CIOCOOHOCTH JIEBOTO JKelmymouka. [Ipu oreHke

pPEe3yAbTATOB 3JIEKTPOKAPAUOTPAPUUYECKOTO HUCCIENOBAHUS, B ILIEJIOM IO TpYIIe



OCHOBHBIE MHTEPBAJIbHBIE XapaKTEPUCTUKU HAXOAWINCHh B Mpeeiax BO3PacTHOM
HOpMbl. Cpenu HapylleHHMd pUTMAa W MOPOBOJUMOCTH CEpAlA, KOTOPHIE
HaOJIOAAIUCh 3HAYMMO pEeXe, 4YeM B TPYyNIeE JEeTe ¢ BPOKIECHHBIMU MOpPOKaMHU
Cep/ilia, TaKKe MpeBATMpPOBaia BereTaTUBHAS TUCHYHKIHS CHHYCOBOTO y371a — Y
11% (21 u3 190 nanueHToB), MpeAcepHas U KeJIyJA0YKOBasl SKCTPACUCTONHS — Y
6,8% (13 u3 190).

Couemannbie 8po#cOeHHblEe NOPOKU cepoya U NOYEK

Cpennuil Bo3pacT BbISIBICHUS Mopoka cepaua — 1,30 jer, mopoka pa3BuUTHUs
nouek — 1,43 ner. Cnoxnesle BIIC umenn 64% nerei 3TOM TpynIbl U OHU
BCTPEUANHCH YaIlle, 4eM B Tpymme ¢ u3omuposanusivMi BIIC (52,2%) [x* = 5,34;
p<0,05]. Haubonee BcTpeuaembie Buabl BIIC B rpymnme nereld ¢ coueTaHHBIMU
nopokaMu: Je(EeKT MEXOKEIyJOUKOBOM meperopoaku — 32,6%, nedekr
MexnpencepaHoil neperopogku — 30,3%, OTKpPBITBIA apTEpUATIBHBIA MPOTOK
21,3%, xoapkrauus aopTel — 15,7%, TpaHCHO3UILMSA MArucCTpPaJIbHBIX ApPTEPUNA —
13,5%, creno3 nerounoit aprepum — 11,2%. bosiee MOIOBHHBI MAIMEHTOB CO
cnoxkapiMu BIIC umemn u cinoxusie BIIPIT (31 u3 57 pereit — 54,4%). U3
MOPOKOB Pa3BUTHS MOYEK B ATOW rpymrme npeodiaganu yaBoenue nouek (19,6%),
ypeteporuaporedpo3 (15,7%), my3slpHO—MOYeTOUHHKOBBIN pedimoke (13,7%),
skronuyeckas moyka (11,8%), 4To CyIecTBeHHO OTIMYAETCs OT MOMYJISIITUOHHON
qacToTsl m3omupoBanusx BITPIT gereii Canxt-Tlerep6ypra [y = 5,33; p<0,05].

Kapnunoxupyprudeckas koppekiust BIIC Obuta npoBeieHa BceM MalMeHTaM
W3 OTOU TPYIIbI, U3 HUX B OOJBIIMHCTBE CIIYy4aeB B YCIOBUSIX MCKYCCTBEHHOTO
KpoBooOparieHus: — 79,8%, a 6e3 ucnonb3oBanus AUK — 20,2% nerei.

Kak m cpenu mammeHnToB ¢ wu3oiaupoBanHbiMu — BIIC, OGonbImmmHCTBO
MalMeHTOB  JaHHOW rpynmbl  (68,5%) wuMenun (QyHKIIMOHAIBHBIM  KJacc
HEJIOCTATOYHOCTH KpoBooOpareHnus |l u Beime. M3 ocnokHeHUH aHOMAaIWN
paszButus nouek B rpymme ¢ codetanHbiMu BIIC u BIIPII undexius moueBbIx

nyTel u nuenoHedpuT 3aperucTpupoBanbl y 78,6%, mMy3bIpHO—MOYETOUHUKOBBIN

peduroke — y 14,6% [x*=12,20; p<0,001]. ].



Junarauust kamep cepana a0 xupyprudeckoil koppekuuu BIIC otmevanach
y 14,6% nereir, cHmwxkenue DPB y 7,9% mnauumentoB. J[aHHBIE W3MEHEHUS
onpenensumch xapakrtepoM BIIC u reMogrHaMU4ecKUMU OCOOEHHOCTSIMU TTOPOKa
cepaua.

[Ipn aHamu3e pacnpOCTPAHEHHOCTH pA3IUYHBIX HAPYUIEHUHW pUTMA U
MIPOBOJAMMOCTH CepAla y AETEH C COYETAaHHBIM MOPAKECHUSIMHU CEpPILA U TOYEK,
oOpamaeTr Ha ce0s BHUMaHHE 3HAYUTENLHO OoJjiee peakas perucTpamms
BEreTaTUBHON auCcPyHKIMU cuHycoBoro y3ina — 10,1% (9 usz 89 nereit), mo
CpPaBHEHHUIO C rpynnamu ¢ u3onupoBaHHbiMU BIIC m aHOManmmsiMu MOYENOJIOBOU
CUCTEMBI. DTO CBSI3aHO C TEM, YTO B IPYIINE C COYETAHHOW MAaTOJOruel Haubosee
MHOTOYHMCJICHHOM Oblla Milafmias Bo3pacTHas rpymnmna. Haubonee dacto
PETUCTPUPOBAIACh KEIYIOYKOBAasI U TIpeacepaHas skctpacuctoius — y 19,1%

IIaImMuCHTOB.

Ouenka ¢pakropoB ¢eTajabHOI0 NPOrpaMMHUPOBAHUS

OueHwIn COCTOSIHUE 3I0pPOBbS MaTepel W OTUOB, MUMEKMIMX JETed C
BpPOXKICHHBIMU MOPOKAaMU Pa3BUTHS Cepjlla M Mouek. Bo3pacT marepu HE UMe
CYILIECTBEHHOI'O Pa3JIM4Us B UCCIIEIYEMBIX TPYNIAX U B COMOCTABICHUH C TPYIIION
cpaBHeHHs. Y nerer, poxkaeHHbIX ¢ BIIPII, oTupl mmenn Gojiee MOI0I0H BO3pacT,
yeMm otisl gerei ¢ BIIC [p=0,0017].

310poBbIX MaTepeir (0e3 XpoHWYECKMX 3a00JieBaHWI) B Tpynmax ¢
couetanHbiMu  BIIC u BIIPII Obulo MeHbllle, YyeM B TpylIe CpaBHEHHS
(COOTBETCTBEHHO; x2=5,30, p<0,05 u X2=5,68; p<0,05). BrisBinena yoOenurenbHas
CBSI3b MEXTy 3a00JICBAaHUSMHU MTOYEK U MOUCBBIJICITUTEIIBHON CUCTEMBI Y MaTepeit 1
nammanem BIIC u BITPII (5°=12,8656; p=0,0049).

30pOBBIX OTIIOB OBLIO OOJBINE B TPYIIE CPAaBHEHUS U TPYIIIE JETEH C
BIIPII [p=0,0001]. BIIC y oTiioB HauboJiee 4aCTO OTMEYAJIUCh B TPYIIE JACTEH ¢
BIIC u pexe Bcero — B rpynmne BIIPII (p=0,0056). 3adoneBanuss CCC uyare
3apeructpupoBanbl y oTioB jeteit ¢ BIIC (38,1%) u coueranubimu BIIC u BITPIT

(30,2%), a y otnoB pgereit ¢ BIIPII u rpynmbl cpaBHEHUS aHAJIOTUYHBIE



3a00JIeBaHUSI BCTPEUAIUCh 3HAYUTEIHHO pexke (CooTBeTCTBEHHO, 8,5% u 10,0%)
[p=0,0002].

IIpu omenke anamuzupyemoro rmnokazarens 1 [0<r<1,0] Haubomee
3HAYMMBIMHU 3a00JICBAaHUSMHU POAUTENICH OBLIN CICTYIONINE (B MOPSIAKE YOBIBAaHUS
3HAYMMOCTH TIPU3HAKA).

Bpoowcoennvie nopoxu cepoya: 00€3HU MOYEIIOJOBON CHUCTEMBl MaTepHu
(0,37), Oome3nu cepuaeuHo—cocyaucton cucrembl otna (0,275), Oose3Hu
cepreuyHo—cocynuctoit cucrembl matepu (0,238), Oosie3HH OpPraHOB JIBIXAHMS
marepu (0,201).

Bpoorcoennvie nopoxu nouex: 601e3H1u Mo4enosioBor cuctemsl matepu (0,4),
6one3nn MouenonoBoit cuctembl otma (0,078), Gone3Hu cepleyHO—COCYAUCTON
cuctembl otia (0,059), 6ose3nu cepaeuHo—cocyaucTon cuctemnl Matepu (0,042).

Bpooicoennvie nopoku cepoya u novek: OO0JE3HU MOYETOIOBOM CHCTEMBI
matepu (0,464), 6one3nu cepaeuno—cocyauctoit cucremsl otia (0,270), 601e3uu
cepaeuHo—cocyaucTou cuctemsl marepu (0,155), 60e3HU MOYETI0JIOBOM CUCTEMBI
orma (0,111).

B menmom Bo Bcex mccienyeMbIx TPYMIAx y pOAMTENICH dalie BCTPEUYaroTCs
00JIe3HM MOYENOJIOBOM CHUCTEMBl M CEPACUHO—COCYIUCTOW CHUCTEMBl MaTepu M
oTLA.

N3yueHbl TeueHne OEpEMEHHOCTH U POJIOB Y MaTepeul JeTell HucciaeayeMbIX
rpynm. 3a0oyieBaHUSI MOYEBBIICIUTEIBHON CHUCTEMBI BO BpeMs OEpEMEHHOCTH
PETUCTPUPOBAIKMCH TOJIBKO y JKCHIIMH HCCIIEIYEMBIX TPYII C MOPOKaMH, dYallle
npu BIIPII, B To Bpemsi Kak B KOHTPOJIbHOM TpYINE€ TaKWX KEHIIMH HE ObLIO
(p=0,0075). 3aboneBanuss CCC B mepuoa OEpeMEHHOCTH OTMEUCHBI TOJBKO B
rpynnax c¢ couetanubiMu BIIC u BIIPII u uzomuposannsiMu BIIC (p=0,0013).
bepemennocts 6e3 ocnoxHenuit Obuta y 1,3% wmatepeit netell ¢ couyeTaHHBIMU
nopokamu cepaua u nouek, y 7,1% — ¢ BIIPIT u 30,3% — ¢ BIIC (p=0,0001).
VYrpo3a mpepbiBaHUS OEPEMEHHOCTH 3HAYUTENIBHO Yallle PEruCTPUpPOBAIacCh BO
BCEX TIpylmax JeTed ¢ Nopokamu, Hexenu B rpynme cpaBHeHus (p=0,0004).

MakcumanbHO BbIpaXXeH 3TO (akTop B IpyMIEe COYETAHHBIX MOPOKOB cepAla U



nouek — 60%, pexe B rpymme BIIC — 45,5% (x*=4,22; p<0,05) u B rpymme aereii ¢
aHoMammsmMu  mouek — 40,5% (3°=7,61; p<0,010). Hedpomatus Bo Bpems
OepeMEHHOCTH perucTpupoBaiach yaiie y aerei ¢ coueranubiMu BIIC u BIIPIT u
n3osmpoBadHbiMU BITPIT, wem B octanmpHbix Tpymmax [p=0,0003].

Teuenre OEpEeMEHHOCTH OCIOXKHSJIOCH CIEIYIONIMMHU (PaKTOpaMu, KOTOPhIE
MOTJIM BHECTH BKJaJ B (eTasbHOE MPOrpaMMHUPOBAHHME MOPOKOB (B MOPSAKE
yObIBaHMS 3HAYUMOCTH Tpu3HaKa). OIeHWBajICI TMNpU3HAK T — 4YacToTa
aHaJIM3UpPyeMOro nokasaresns B rpymnmax [0<r<1,0].

Bpoowcoennvie nopoku cepoya: yrposa npepbiBanusi 6epemennoctu (0,455),
recto3 | monmoBunbel Oepemennoctu (0,427), OPBU Bo Bpemsi OGepemeHHOCTH
(0,352), recto3 Il momoBunsl 6epemennoctu (0,298).

Bpoowcoennwvie nopoku nouex: recto3 | monoBunsl 6epemennoctu (0,595),
yrpo3a npepbiBanus 6epemenHoctu (0,405), recro3 I monoBuHB GEpeMEHHOCTH
(0,25), nedpomnarus (0,22).

Bpooicoennvie nopoku cepoya u nouek: yrposa MpepbiBaHUs OEpEMEHHOCTU
(0,6), recto3 I monounsl 6epemennoctu (0,587), nedponarus (0,36), rectos 11
noJyioBuHbI 0epeMenHocTH (0,298).

He3aBucuMo oT xapakTepa mopoka BO BCeX Tpymnmax B uucie Haubosee
BCTPEYACMBIX  OCJIOKHEHUN  OEpeMEHHOCTH ObUIM  yrpo3a  MpephIBaHUs
oepeMmeHnHocTH, recto3 I u 11 mosoBrHBI O€pEMEHHOCTH.

Hopmanbnoe popopaspemenne Obuio 'y  23,1% SKEHIIMH JeTei C
couetanubiMu BIIC u BIIPII; 38,5% — BIIC; 58,0% — BIIPII u 60,0% — rpynmsl
cpaBHeHust [p=0,0001]. KecapeBo ceueHHE 3HAUYUTEIBHO Yalle MPOBOIUIOCH
MatepsaM, poauBiuM gere ¢ couyetaHHbiMM BIIC u BIIPII, uem B ocTalbHBIX
rpynmax aereii [p=0,0001].

Dakmopul pemanbH020 NPOCPAMMUPOBAHUS

N3 mHOXecTBa (PakTOpoB BIMSHHS Ha (eTanbHOE MPOTPAMMHUPOBAHUE Y
JeTel ¢ 3aiepkKKod BHYTpuyTpoOHoro paszputusa (3BYP) usyuunu cocrtosiHue
3I0POBBSI POJUTENEH 1O POXKICHUS, TeUeHHWE OEPEMEHHOCTH W TEPEHECECHHBIE

3a00J1€BaHHS BO BpEM:A 6€p€MCHHOCTI/I, JJIUTCIIbHOCTh I'PyAHOTI'O BCKapMJIMBAHUS.



dakTopsl (peTanpHOr0 MPOrpaMMUpOBaHUA oueHWwM y 62 gereir ¢ 3BVYP,
POXKIECHHBIX ¢ Maion maccou Tena — meHee 2.500 r. I'enaepHbIX pas3nuyuuil B
uccienyeMbix rpymnmnax Het [p>0,05]. Bospact poauteneir aereit ¢ 3BYP Obin
HECKOJIBKO CTapllie, YeM POAUTENCH, I€TH KOTOPBIX POAWINCH JOHOUIEHHBIMU, BO
BCEX MCCIIEeIOBaHHbIX Tpynmnax [p>0,05].

Bceero mume y 4,3% wmarepeit gereit ¢ BIIC u 8,3% wmarepeit pereit ¢
couetanubiMu BIIC u BIIPII GepemennocTs npomwia 6e3 3a001eBaHUi, B TO BpeMsl
Kkak B rpymme ¢ BIIPII takux marepeit 6110 26,7% [x°=11,73; p<0,001]. Matepu
nereit ¢ coueranHbiMu BIIC u BIIPIT un nzonupoBannsimu BIIC waiie nepenocuin
BO BpeMs OEPEMEHHOCTU OCTPYIO PECIIMPATOPHYIO BUPYCHYIO MH(EKIIUIO U TPUIII
(cootBeTcTBeHHO, 66,7% u 60,9%), yeM MaTepu JeTeld ¢ aHOMAJIUSIMH IIOYEK
(33,3%) [X2=18,26; p<0,001] m 3HAUMUTENBHO wYalle, 4YeM MaTepu KOHTPOJIHHOU
IPYIIIIBIL.

[Ipy mpoBepke THUMNOTE3bl O BIWSHUM IIEPEHECEHHOM BO  BpeEMs
OEpEMEHHOCTH OCTPOW pecnupaTOpPHON BHUPYCHOM MH(PEKIMH Ha (GOpMUPOBAHUE
BIIC npu nanuuuu 3BYP ycTraHOBj€Ha OTHOCHUTENBHO CHJIbHAS CUJIA CBSI3U JJIS
couetanHoro BIIC u BIIPII (xoaddumment ITupcona (C') = 0.452) u cpenssis
cwia cBs3u g u3onupoBanHoro BIIC (xoaddunment Iupcona (C') = 0.221).
Takum oOpa3oMm, TOATBEp)KJAEHA THUIOTE3a, YTO IMEPEHECEHHas BO BpeMs
OEpEeMEHHOCTH OCTpasi pecnupaTopHasi BUpyCHast MHMEKIUS U POXACHUE peOCHKa
¢ 3BYP 3nauutenpbHo moBbimaer y Hero puck coderaHHoro BIIC u BIIPIT u
n3onupoBanHoro BIIC.

Ilepenecennbie BO BpeMsi OepeMEHHOCTH 3a00J€BaHUSI HOCOTJIOTKUA U
BEPXHUX JBIXATCIBHBIX IMyTEH, JICUYCHHBbIC aHTHOMOTHKaMH, oTMedeHbl y 43,5%
Marepel, poauBmux aereil ¢ BIIC, 4To cymecTBEHHO BBINIE, YEM B OCTAIBHBIX
rpynmnax nopokoB (anomanuu modek — 13,3% u BIIP cepauna u mouek — 8,3%
[¥°=32,28; p<0,001]. DTi 3aboieBaHHS 3HAYUTEIBHO YAIle OTMEYAIOTCS IIPH
OepeMEHHOCTSX, 3aBEepIIUBIINXCA poxaeHueM jaeteit ¢ 3BYP Bo Bcex 3 rpymnmax B
COTIOCTaBJIEHUH C OEPEMEHHOCTSIMH, 3aBEPIIMBIIUXCS POXKICHHEM pEOCHKA C

HOPMAJIBHOI Maccoil Tella B aHAJTOTMYHbIX Tpymmax [x°=75,61; p<0,0001].



Ycranosineno, uro npu 3BYP matepu aereii ¢ couerannsiMu BIIC u BITPII
BO BpeMs OEpEeMEHHOCTH dYallle UMETH 3a00JICBaHHUS MOYECK M MOYCBBIBOSIICH
cucrembl, yeM Matepu serert ¢ BITPIT u BIIC [cooTBeTCTBEHHO, X2=12,59; p<0,001
u ¥°=15,77; p<0,001]. Boresun CCC Bo BpeMsi GEpPEeMEHHOCTH, 3aKOHUHBIICHCS
poxzienueM pedenka ¢ 3BYP, vaie peructpupoBaiuch B rpyIie ¢ COYeTaHHBIMU
BIIC u BIIPII, Hexenu B rpymie ¢ u3onuposannbivi BITPIT [?=10,22; p<0,001].

I[Ipu 3BYP oOocTpeHuss XpoHUYECKMX 3a00JIeBaHUI BO  BpeMs
OepeMEeHHOCTH dYallle oTMeudanuch B rpynne ¢ coderanHsiMu BIIC u BIIPII,
Hexenu B rpynnax ¢ uonuposanHeiMu BIIPIT u BIIC [cooTBeTcTBEHHO, X2=4,68;
p<0,05 u X2=12,55; p<0,001]. ITpu oleHKE BIUSAHUSA MEPCHOCHUMBIX BO BpEMs
OepeMeHHOCTH 3a00JieBaHUN WM OOOCTPEHUN XPOHUYECKUX 3a00JIeBaHUM
MOYENOJIOBOW CHCTEMBI MaTeped AETEl, POJMBIIMXCS COYETAHHBIMU IOPOKaMU
cepaua u nouek ¢ 3BYP u HOopmanbHONM Maccoil Teia, OTMEUEeHa OYEHb CHUJIbHAs
CBs3b aHaNM3UpyeMoro dakropa (kodddumuent conpsbkeHHoctu Ilupcona (C),
YTO MOATBEPKAaeT runore3y o BiusgHuu 3BYP Ha dopmupoBanue coueTaHHBIX
IIOPOKOB.

OcnoxxHeHHOE TeueHUue OEPEeMEHHOCTH SIBISETCS 3HAYMMBIM TPU3HAKOM,
KOTOpbIN HaOmrogaeTcss B rpynmnax jaerei ¢ 3BYP u mopokamu B cpaBHEHUU C
rpymmaMu aeteif, posKISHHBIX ¢ HOPMAIbHBIM BecoM [x*=23,56; p<0,001]. T'ecto3
IT monoBUHBI OEpPEMEHHOCTH, YIpo3a BBIKUJIBIIIA SIBJSETCS 3HAYUMBIM (haKTOpOM
pucka ¢ ucxonom B BIIC (cunbHas cBsizb; koaddunuent [Mupcona (C') = 0,674),
MEHBIINM — ¢ ucxo/ioM B couetannbiii BIIC u BIIPIT (cpenuss cBszw; C' = 0,325);
MUHHUMAaJIbHBIM — ¢ ucXo/1oM B BIIP nmouek (cpennsis cBssp; C' = 0,228).

OnureHetndeckue Moaudukaruu Tpu  ¢GeTaabHOM MPOrpaMMHUPOBAHUU
MOTYT COXPAHATHCS MPH Psiie YCIOBUM, B TOM YUCIIC U HAPYIICHUSIX B MUTAHUU B
OmmKalIme  MecsIpl  TMocie  poxkaeHus. lIpoaHamu3upoBaHO  TpyJaHOE
BCKapMJIMBaHUE y JleTei uccinenyempix rpynm ¢ 3BYP — pacnpocTpaHeHHOCTh U
POJIOJKUTENBLHOCTh. Hanbomplee KOJTUYEeCTBO AETEH, HE MOJIy4YaBIIMX TPYTHOE
BCKapMJiIMBaHue, Obuto B rpymme aered ¢ coderanHbiMu BIIC u BIIPIL; Gonbiie

OBLIO0 HCTCﬁ, HaXOJUBIIMUXCA Ha TI'PyYOAHOM BCKAPMJIMBAHUKW B TIpPYIIIIaXx C



n3zonupoBanHbiMu BIIC u BITPII [cooTBETCTBEHHO, x2=16,41; p<0,001 u x2:5,77;
p<0,05]. TloarBepkaena rumote3a, uro mnpu coderanHeix BIIC u BIIPIT
BEPOSITHOCTh TPYJHOTO BCKAPMJIMBAHUSA CYIIECTBEHHO MEHbIIE, YE€M IpHU
M30JMPOBAHHBIX MOPOKAX CEep/Ila W MOYeK (CHUIbHAs CHJIa CBS3H; KO3(PPHUIIUEHT
[lupcona C' = 0.527). Camas KoOpoTKas MPOJOJKUTEILHOCTh TI'PYJIHOTO
BCKapMJIMBaHusl Oblia B rpymme naeret ¢ couetanHbiMu BIIC um BIIPII, Gonee
MPOJIOJDKATEIBLHBIM OBIJIO TPYAHOE BCKApMIIMBAaHUE JETEH C HW30JIMPOBAHHBIMU
BIIC u BIIPIIL. TlosHOUEHHBIM aHAIW3 MJIUTEIBHOCTH TPYJHOIO BCKAPMIIMBAHUS
TpeOyeT 3HAYUTENbHO OOJIBIIETO KOJINYECTBA HAOIIOCHUH.

[Ipu MHOrO(aKTOPHOM JTHCIIEPCUOHHOM aHAJIN3€ BbIJEICHBI 12 MPU3HAKOB,
MMEIOIIME CBSI3b C PAa3BUTHEM COUYETAHHBIX MOPOKOB Pa3BUTHUS CEpALA U IOYEK,
cpean KoTopeix 4 ¢akTopa HacIeACTBEHHOW o0OyciaoBiIeHHOCTH, 4 QakTopa
aCCOIIMMPOBAHHBIX C AHTEHATAJIBHBIM MEpUOAOM U 4 (aKkTopa, OTHOCSALIUXCS K
HEIMOCPEICTBEHHOMY Pa3BUTHIO peOeHKa. DakTopbl, KOTOPhIE MOTJIM BHECTH BKJIA]]
B (eTaqpbHOE MPOrpaMMHUPOBAHUE TIOPOKOB, MPUBOJATCS B TMOPsJAKE yObIBaHUS
3HAUMMOCTH TpU3HAKa: cepAedHas HemoctatouHocTh (0,944; p=0,0001),
uHpexuus moueBbix mmytei (0,786; p=0,0003), yrposa npepsiBaHUs] OEpEeMEHHOCTH
(0,600; p=0,0004), rectro3 I monoBunsl 6epemennoctu (0,587; p=0,0033), 6one3HN
MouernosoBoir cuctembl Marepu (0,464; p=0,0029), wnedpomarus (0,360;
p=0,0042), 3anepxka BHyTpuyTpoOHOro pazsutus (0,33; p=0,0057), Gose3nu
cepreuno—cocynuctoit cucrembl otia (0,302; p=0,0042), negumut macchl Tena
(0,300; p=0,035), recros II monoBunsl 6epemenHocTu (0,298; p=0,0321), 605e3HU
cepaeuHo—cocyauctor  cuctembl  marepu  (0,169; p=0,0059), Oone3Hu
MouermnoJjioBoi cuctemsl otra (0,11; p=0,016).

OueHensl J1abopaTopHble TOKa3aTenu y jAeTedl 3 HCcieAOBaHHBIX TPYMII.
[TokazaTenn reMorpaMMbl, OMOXMMHYECKHE TMoOKa3arenu (OenoK, ambOyMHHBI,
xonectepud, AJIT u ACT, »5AeKTpoJUThl, MOYEBMHA, MOYEBas KHCJIOTA)
MPAKTUYECKU HE OTJIMYAIOTCS B IPYIIAX C Pa3IMYHBIMU TUIIAMH IOPOKOB Cep/ilia

u nouek [>0,05].



[Ipoananu3upoBaH MOYEBOW CHHIPOM Yy TMAIlMEHTOB 3 WCCIIEIOBAHHBIX
TPYIII M0 OWHAPHOMY MMOKA3aTEeNI0 MPU3HAKOB C TIOMOIIBI0 KpUTEpHUsT Xu—KBaapat
(Tabnuia 2).

Tabnuua 2 — BerpeyaeMOCTh NPU3HAKOB MOYEBOI0 CUHAPOMA Y MAlUEHTOB

YacroTa npuzHakos (%) v YpoBeHb
Ilokasarens BIIC | BIIPII | BIIC + BIIPII P
[IpoTennypus 5% 3% 26% 51,3069 | 0,0008
JlekoruTypHst 8% 16% 79% 183,8204 | 0,0001
DpUTPOLHUTYPHSI 4% 8% 43% 92,0505 | 0,0003
Hunuaapypus 2% 0% 11% 26,8203 | 0,0011
Bakrepuypus 9% 52% 79% 157,378 | 0,0002
B Tom umcrne:
Kumeynas namouka | 16% 38% 62% 111,7258 | 0,0002
Knebcuena | 2% 13% 19% 27,8513 | 0,0015
I'pude | 0% 4% 6% 10,6282 | 0,0049
Hpyroe | 0% 2% 11% 32,6299 | 0,0023

MakcuMalibHasi BBIpaKE€HHOCTh MOYEBOT'0 CUHIAPOMA OTMEUEHA Y MAIlUEHTOB
¢ coueranHbiMu BIIC u BIIPII no Bcem anHamm3upyemblM mpuszHakam. [lpu
COMNOCTABJIEHUU A3TOM rpynnbl ¢ rpynnamu ¢ uzonupoBaHHbiMu BIIC u BIIPIT
3HaueHus1 koddunnenta [Mupcona (C') u cuiia CBS3M CIEAYIONMIUE: TPOTCUHYPUS —
0,439 (otHOcuTenbHO cuibHas), Jnedkonutypus — 0,823 (oueHb cuibHAas),
sputpouutypus — 0,591 (oTHOCcUTENBHO cuibHAsA), OakTepuypus — 0,815 (oueHb
CUJIbHA).

OTu U3MEHEHUs O0BSICHSAIOTCS 00Jiee BRICOKOM YacToToi ocnoxHeHuss UMII
y nerer, umeromux BIIPII. B To ke BpeMsi, 3HauMMasi BBIPa)KEHHOCTb MOYEBOTO
cunapoma npu coudetaHHbIXx BIIC u BIIPII moxeT oObsIcHATBCS Oosee JIETKUM
pPa3BUTHEM OCJIOKHEHUN TIOCJI€ KapJAHOXUPYPTrUYECKOrO JICUEHUS] U KaTeTep—
acCOIMMPOBaHHOW WHGEKIIMM B aHOMAJbHOW TOYKE, HEXeIu B 370pOBOM.
BrIpa)keHHOCTh MOYEBOTO CHHIpPOMA y OOCIEOBaHHBIX JETEW TpE/CTaBlieHAa B
nopsiJike yObIBaHUSI 3HAUMMOCTH aHaIu3upyeMbix npusHakoB (Pearson Chi—square.
p=0,0001): neiikoruTypusi; OaKTEpUypus; SPUTPOILUTYPUS; TMPOTECHUHYPHS;

LHUAJIMHIAPYPHSL.



N3yuena nuHamuka nabopaTopHbIX mokazatenein y nerei ¢ BIIC, koTopsim
MpoBeJieHa Xupypruueckass koppekinusa. I[lokazaTenu ypoBHS KpeaTMHUHA Y
nanueHToB uccienyemoix rpynm: BIIC — 58,1 + 8,4 mxmouns/im; BITPIT — 61,35 +
25,13 mxmonw/n; couetannsie BIIC u BIIPIT — 60,4 + 13,7 mxmons/n [p>0,05].
CpaBHWIM COJiep)KaHUE KpeaTHHHWHA B KPOBH JO OIlepaluu U 4yepe3 48 4Yacos
MOCJIe XUPYPrUYECKOM KOPPEKIIMH MOpoKa cepana y 192 nereit ¢ u30aupoBaHHBIM
BIIC u y 59 nereii ¢ KOMOMHHUPOBAaHHBIM IMOPOKOM Cep/la U nouek (tadnuma 3).
CpaBHeHUE «0o—noc/iey» MPOBOJIWIIN C TTIOMOIIBIO KpuTeprs BUIkokcoHa.

Tabnuua 3 — KpeatuHuH B KpOBH JI0 U 1ocie Xxupyprudeckoro jieuenuss BIIC

['pynma neren KpeaTunus (MKMOJIb/1) M £ m (MKMOJB/7),
Jlo onepanuun [Tocne onepanuu JMHAMHUKa
BIIC 58,1 +8,4 54,4+11,8 -34+69
CoueTaHHbIN TOPOK 60,4 + 13,7 59,2 +19,8 -04+154
cep/lia v Mmoyex

I[Ipn BIIC mnocne Xupyprudyeckoro JEUYEHHS OTMEUYEHa TEHACHIUSA K
CHI)KEHUIO YPOBHSI KpeaTHHUHA B KPOBH, 00JIe€ BbIpa)KEHHAs PU U30JIUPOBAHHBIX
HEeXelIM KOMOMHMpPOBAHHBIX IOpPOKaxX, HO JAMHAMUKa IOKas3aTelled He 3Hauyuma
[p>0,05]. B 4 rpynnax nHambosee wacteix BIIC (JAIMXII, IMIIII, OAII, KoA)
3apEruCTPUpPOBAaHA TEHACHIMS K CHIDKCHHMIO YPOBHS KpEaTMHUHA II0CIe
xupypruueckoro sedenus nopoka BIIC, Heckonbko Oonee BbIpaK€HHas MpuU
JAMXKIL: — 5,8 mxmonw/n (IAMXII); — 2,3 mkmons/n (JAMIII); — 0,6 (OAII)
MKMOITb/JT; — 3,3 (KoA) mxmoss/i [p>0,05].

KoadduimenT MHOKECTBEHHON KOPpENIALMH MEXAY KOHIEHTpalHeu
KpeaTMHMHA M JpYrUMHU (aKTOpaMH BIIMSHUSA Y TMAIUMEHTOB C COYETaHHBIMHU
NOPOKaMH CepJilla U IMOYEK MO3BOJWI YCTAHOBUTH 2 (DakTOpa, KOTOPHIE UMEIOT
CB3b ¢ ypoBHEM KpeatnHuHa (ModeBuHa u AJIT) [R =0,661391164].

[IpoaHaM3UpOBAHO BIMSHHUE ONEPATUBHOIO JIEYEHUS HA PAJl TOKA3aTENEH y
40 narmentoB ¢ BIIC (manpuukoB — 16, neBouek — 24). JlaHHbI (hparMeHT ObLI
BBIIIOJIHEH B IIEPBYIO O4YEpeb I CONOCTABICHMS IWHAMMKUA KOHLEHTpalui

NUCTAaTHUHA W JIMIIOKAJIMHA C PYTHMHHBIMU METOAAMH OIICHKHU (I)YHKL[I/IOHaJ'IBHOFO



COCTOSIHUSI TIOYEK (KPEaTUHUH U MOYEBHHA) MOCIIE XUPYPTrUUECKUX BMENIATEIHCTB
no moBoy BIIC ¢ mpumMeHneHneM arapaTta HCKyCCTBEHHOTO KPOBOOOPAIIICHHS.
A.C. Mapuna u 10.B. Harounn [2016] npemyararoT rpagaiuu Bo3pacta ¢
Y4E€TOM 3BOJIIONMH MAPIUATBHBIX (QYHKIIUNA TOYeK (TPyHmbl AETeH 10 2—X JIeT |
CTapilie) U MOTHBUPYIOT TaKOM MOJXOJ TE€M, YTO Yy JETed cTapiue JBYX JIET
(GyHKUIMOHATIBHBIE TOKA3aTeMM MOYKU OJM3KM K aHAJOTHYHBIM Y B3POCIHbBIX.
[TarineHTH OBUTM pa3AeNieHbl Ha 2 TMOATPYMIBI MO BO3pACTy: M0 2—X JeT — 23
pebeHka (MalapbYMKOB —7, JIeBouek — 16; cpemnmii Bo3pacT 8,48 £ 1,3 mecsma);
ctapiie 2—x jeT — 17 aeteit (MaapuukoB — 9, neBoyek — §; cpeaHuit Bo3pact 8,38 +
1,23 ner). 1-it 3a00p KpOBH OCYHIIECTBISICA 3a CYTKH JO0 XHUPYpPTrAYECKOTO
JedeHusi, 2—it 3a00p KpoBU — yepe3 48 4acoB Mocie OKOHYaHUs onepanuud. Moua
JUIS. UCCJIEIOBaHUs COOMpasiach 3a CYTKH JO Omepaluy u depe3 48 4acoB mocie
XUPYPruYeCcKOro BMeIIaTeascTBa (Tabnumna 4).
Tabnuua 4 — BiusHrie Xupyprudaeckoro JieueHus Ha 1abopaTopHbIE MOKA3aTENH Y

nere 1o 2—x yet (n = 23)

IToka3arens Jlo onepanun | Ilocne onepanuu | lunamuka | YposeHs P
M+m M+m (%) Buskokcona

Hb 1239+ 134 119,3+ 12,5 —3,7% 0,1627
L 8,2+22 120+24 46,3% 0,0001
ALT (ME/xn) 22,8 +8.,6 244 +£9.7 7,1% 0,8196
AST (ME/n) 35,7 +10,9 50,9 + 54,7 42,8% 0,3065
MoueBrHa (MMOJIB/JT) 40+1,6 45+1,6 12,2% 0,3986
Kpeatunus (MKMOIB/1) 470 £7,1 47,0+9,0 -0,1% 0,7843
CK® (1o xpeaTHHHHY) 59,0+ 12,9 60,5 £ 13,6 2,5%

2 0,3615
mi/mud/1,73 M
I{ucratun (Mr/) 1,1 £0,2 1,0£0,2 -10,4% 0,0944
CK® (mo HI/ICTgtTI/IHy) 53,4+14,7 57,4+13,3 7,4% 0,0244
mi/mud/1,73 M
NGAL (ar/mn) 21,3+8,1 345+17,5 62,3% 0,0013

[Tocne onepatuHoro seuenus BIIC CK® (no uucratuHy) BeIpociia B 00eux
rpymmnax: y gereit crapire 2—x yet [p=0.0003] u mo 2-x ner [p=0.0244]. Ilpu
cpaHeHun CK® (mo wnmcratuHy) ABYX Tpynn MO JAUHAMUKE OWHApHBIX
nokasarened  (CHW)KEHHE WM  yBEJIWYCHHE

HOKaBaTCJI}I) IMOATBCPKIACHO

npeobnagaHue yay4ylIeHHs aHAJIM3HPYyEeMOro IapamMeTpa B MEPBYIO O4Yepelb Y



nereii crapie 2—x yet — Ha 20,3% (10 2—x net — Ha 7,4%) [p=0.0131] (tabmuma
5).
TaGnura 5 — BiausHue XUpypru4eckoro jJe4eHus Ha JJabopaTOPHbIE IIOKA3aTeld Y

neren crapuie 2—x jet (n = 17)

IToka3arens Jo onepanun | Ilocie onepauuu | Jlunamuka |  YposeHs P
M+ m M+m (%) Bunkokcona

Hb 1279+ 13,1 116,2+ 134 -9,1% 0,0016
L 6,6 +1,1 11,8+1,8 78,1% 0,0003
ALT (ME/n) 14,6 £ 4,6 199+7,4 36,1% 0,0036
AST (ME/n) 27,1+£6,0 30,1+ 124 10,8% 0,6529
MoueBuHa (MMOJIB/JT) 4,1+1,1 44 +1,7 8,6% 0,5014
Kpeatuaua (MKMOJIB/JT) 62,3+11,8 61,7+ 13,8 -0,9% 0,3684
CK® (mo eraTZI/IHI/IHy) 75,4+11,9 77,9 £ 18,8 3,4% 0,2461
mi/mun/1,73 m
[{ucratun (Mr/m) 1+£0,2 0,8+0,2 -19,4% 0,0005
CK® (mo uucraruny) 68,3+ 11,7 82,2+ 13,6 20,3%

2 0,0003
mi/mue/1,73 M
NGAL (ar/mn) 24,8 £ 15,1 283+114 14,2% 0,2097

[Tocne xupypruueckoro yeuenus BIIC y nereir paHHero Bo3pacta OTMEUEHO
3HAYMMOE TIOBBIICHUE coAepxkaHus JunokanHa [p=0,0013], ypoBeHb ero
noBblmancs y 62,3% manueHToB. Y aeTeil crapiie 2—X JIeT HapacTaHHWE YPOBHS
JUnokanuHa Obl1o He3HaunTedbHO [p>0,05] m ormeueHo Ttompko y 14,2%
namueHTos [°=48,98; p<0,0001].

VY nereit panHero Bo3pacTa 0oJiee YETKOE MPEJCTaBICHHE O JIUHAMHKE
MOCJIEONEPALIMOHHOTO MPOLECCca MO3BOJIAET MOTYUYNUTh UCCIEI0OBAHUE [IUCTATHHA U
munokanuHa. YBenuueHne CK® 1mo nucraTuHy OTMEYaeTcs paHblle, YeM
onpenensemoe mo kpeaTuHuHy (p=0,0244). IloBblllieHHE YPOBHS JIMMOKAJIMHA
(p=0,0013) cBHIETENBCTBYET O BO3MOKHOM OCTPOM MIIEMHUYECKOM MOBPEXKICHUU
noyek npu omeparusx ¢ AWK. s KOHIEHTpaluM JIMIOKAJIWHA CHJIa CBSI3U
MEXJy TMapaMeTpamMu [0 U TI0CJI€ XUPYPrHYECKOro JICUCHHUs CHJIbHas
(xoa¢p¢unment IMupcona [C'] — 0,627).

VY nereii crapiiero Bo3pacta (mocie 2—X JieT) Te4eHHe MOoCcaeonepanuoHHOTO
nepuojia 1enecooOpa3Ho OIEHUTh MO JUHAMUKE KOHIIEHTPAllUU LMCTAaTUHA U
CK®, paccunTaHHOW 0O LHUCTAaTHHY. B oOTiauuMe OT ypOBHS KpeaTHHHHA B

CBIBOPOTKE KPOBH, KOTOpBIﬁ IIOCJIC OIICPATHBHOI'O JICYCHHUA IMOBBIIAJICA Y TPETHU



MAIMEHTOB, y IHUCTaTUHA OTMEYCHO CTATUCTUYECKH 3HAYUMOE CHUKEHHUE €To
KOHIICHTpaIluu. TCeHACHIMS K CHIDKEHUIO KOHIICHTPAIMM IMCTaTHHA TOCTe
XUPYPrUYECKOTO JIEUEHHUS SBISETCS UYPE3BBIYAWHO BAXKHBIM  MPEAUKTOPOM
CHIDKEHHUSI YacCTOThl «KapAHOBACKYJSIPHBIX coObITHiY. CK®, paccuntaHHas o
HUCTaTHHY, Gojlee HHGOPMATHBHA, YeM OINPE/IC/ICHHAs [0 KpeaTHHUHY [°=13,67;
p<0,01], u no3Boyisser OoJiee YETKO OICHHTHh TSHKECTh M IIPOTHO3 Pa3BUTHS
MOYCYHBIX U KapJUOBACKYJSIPHBIX PUCKOB, TO €CTh KapAMOPEHAIBHOTO CHHPOMA.

Oyenka ananuzos moyu y demeti ¢ BIIC 0o u nocne xupypeuueckoeo
neyenus. JIo XUpypruveckoro JjedeHus y MAIMeHTOB A0 2—X JIeT W CcTapiie B
aHalM3ax MOYM HE OTMedYajoch Hamu4yusi Oenka, YHUCIO JEHKOIMTOB HE
NpEeBBIIATI0O 5 B TMOJE 3pEHUs, MOCeB MouM OblT crepwibHbIM. [locne
xupypruueckor koppekunn BIIC mporennypus Habmoganace y 43,5% nereit 1o
2—-X JIET [X2:12,78; p<0,001] u 64,7% nereit crapme 2-X JeT [X2:16,26;
p<0,0001]. JleiikouuTypus 3apeructpupoBana y 26,1% nereit momoxe 2 —X JieT
[X2=6,9; p<0,01] m 35,3% nereii crapiie 2-X JeT [X2=7,29; p<0,01]. Takum
o0pa3oM, U3MEHEHHUS B aHaJU3axX MOYM TOcie Xupypruudeckon koppekiuu BIIC
SBJITFOTCS ~ 3HAYMMBIMHA ~ TIPU3HAKAaMH W TOATBEPKIAIOT  KOHIIETIIUIO
KapJIMOPEHATILHOTO CUHPOMA.

MopenupoBanue  HamOoJiee  YacTO  BCTPEYAIONIMXCS  MPU3HAKOB
(mpoTeuHypus, JCHKOIUTYPHS) B ITOCICONEPAITMOHHOM MEPHUOIEC XUPYPTHIESCKOTO
JICYCHHS TTOPOKOB CEp/Illa MPOBOJIMWIM C IMOMOIIbI0 MHOTO(AKTOPHOTO aHalu3a —
JIEPEBBEB PEIICHUH I ONTUMHU3AIMK TPOTHO3UPOBAHMS OTUX COCTOSHHUHU.
JlepeBpsl pelleHUN IOKa3bIBalOT, YTO HA 3HAYCHUS «npomeunypus» B
IIOCJICONEPAITMOHHOM TIeproie B OobIlek cTeneHn oka3piBatoT Biausaue CK® (o
MCTAaTUHY) U B MEHBUIEH CTENEHU YpOBEHb reMorjioOnHa (IOcie orepanuu) u
JEeUKOIUTO3 (40 OIepaiuun). Ha puck pasButus «reikoyumypuu» B
MOCJICONIEPAIIMIOHHOM TIEpUOJIE C OOJBIIEeH CTENMEHbIO OKAa3bIBAIOT —BIIMSHUS
nokaszarenu CK® (Mo uucratuHy) U B MEHbILEW CTENEHU JeHKonuTo3 (Iocie

oneparnun). Ha ocHoBaHuU MOeNnMpoBaHus JAepeBa perieHus pa3padoTaHbl cxema



NIPUHATHS pemeHni o pucke passutusa MMII nocne xupypruyeckon KOppeKuuu

BIIC — puc. 1.
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Pucynox 1. Cxema npuHATUS pEUICHUS O PUCKE Pa3BUTHS MHPEKIIMN MOYEBBIX
MyTeH B MmocieonepanuoHHoM nepuojie (xupyprudeckas koppekius BIIC)

[Ipoananu3upoBaH CHEKTP TE€HETHYECKUX AHOMAJIMI MpU BPOXKICHHBIX
nopokax cepamna y 377 nmetreil B Bo3pacTe oT poxiaeHus no 17 mer (cpegHuit
Bo3pact 3,08 mer), HaxomuBmiuxcs Ha JsedeHun B JIKXO C3OMUIL B.A.
AnmasoBa. ['eneTndyeckrne CHHIPOMBI MOATBEpkAeHbI y 39 neteit uz 377 — 10,3 %.
[Tocne uckirodyeHus AeTer ¢ yKe YCTaHOBJIICHHBIMU T€HETUYECKUMU CHHIpPOMaMU
cpenu aetreir ¢ BIIC octanocek 338 nereit. B uccienoBanue BKIIOYEHO 25 JeTel €
COYECTAHHBIMU BPOXKJICHHBIMU TOPOKAMH CEPJACUYHO—COCYAUCTONM M MOYEBOMU
cucteM B Bo3pacte OoT | Mecsma g0 18 mer, KOTOppIM OBLI TPOBEACH
MTOJIHOT€HOMHBINM BBICOKOPA3PEIAOIINNA MOJICKYJISIPHO—LIUTOTCHETUYECKUI aHATIN3
C TIOMOIIBIO TIOAXOJA CPaBHUTEIIBHOM TIeHOMHOW ruOpummn3anuu Ha JIHK-
mukpounnax (array—CGH) (mambuuku — 17; neBouku — 8; cpemnuii Bo3pact 5,8
net). Cpenu 25 namueHToB y 92% (23 u3 25) nabmoaanuck cioxubsie BIIC, y 48%
(12 u3 25) — eli1e U CIOXXHBIM MOPOK PA3BUTHUS IMOYEK.

B pesynbrare mpoBeaeHHONW TeHOMHOW TwOpuam3anuud y 3 w3 25 nmerei

BBISIBJICHBI MU3BCCTHBIC XPOMOCOMHBLIC aHOMAJINHU (1 — TpUCOMHA 21 XPOMOCOMBI



cuaapom Jlayna [JAMIKII u yaBoeHme mouek]), 2 — genernus paiioHa tuieda 22
xpomocombr  22q11.21  (Di  George  chromosome  regionfOAC wu
ypereporusipone@po3] u [rerpama Pamio u runomiazus nouek]). Ilpu stom
HEOOXOJMMO OTMETUTH OTCYTCTBHE y 3THUX MAIMEHTOB XapaKTEPHBIX VIS JTaHHBIX
cunapomoB (enorunoB. Eme y 5 u3z 25 nererr ¢ couerannsimu BIIC u BIIPIT
BBISIBJICHBI MUKPOCTPYKTYPHBIE aHOMAJINU XPOMOCOM, MPUBOIAIINAE K N3MEHEHUSIM
B CIIEIYIOIIUX Te€HaX:

1. Hymmukamus rena DHFR, mpomyktoM KoToporo sBisieTcsi Oe€Jok
auruapodosatT—peaykrasa, OTHOCSIITUHCS K KJIFOUEBBIM dbepMeHTam
BHYTPHUKJIETOYHOTO MeTaboiau3Ma (HoiaTroB, Y4acTBYIOLIUN B pEryjsluu
HKCIPECCUU HEKOTOPBIX TpaHCKUMIMOHHBIX (pakTopoB (NKX2.5, TBX1, TBX20),
HEoOXOoMuMBbIX s (QopmupoBaHusi cepana B aMmOpuorenese [ABK wu
ruapoHedpos].

2. Nynnukarusi reHa ZNF649 — TpaHCKpUNITMOHHBINA (DaKTOp — ¢ JOMEHOM
tuna «[{luHKOBBIE MaIbLIb», YYACTBYIOIIMI B Kapauorenese u Hedporenese [TMA
Y areHe3us MOYKH cIipaBa).

3. Hymnukamuss rena NPHP1 Nephrocystin 1, accouuupoBaHHOro ¢
pa3nuyHbIMU BapuaHTamu I1unuonatuit [JIMIIII, JAMIKII u areHe3us MOYKH
cienal.

4. Nymnuxanus reHa NNT (nicotinamide nucleotide transhydrogenase),
KOJIUpYIOIero OeloK BHYTpeHHEH MeMOpaHbl MHUTOXOHAPHUM, KOMITOHEHTa
AIIEKTPOH—TPAHCIIOPTHONU JbIXaTebHOM 1enu. JlaHHBIH O€JIOK HHTEHCUBHO
AKCIPECCUPYETCS] B TKaHSIX Cepjlla, MOYEeK W HaAMouyeyHUKoB [['emomamHamuka
€UHCTBEHHOTO KETYy/I0YKa U YABOCHUE MOYKH .

5. Jleneumus yuactka reHa LCLATI1 (lysocardiolipin acyltransferase 1).
[IpoayKT »sKcHpeccMM TeHa KaTalU3UpyeT AalWuJIMpOBAaHUE JIM30KAPAUOIUIINHA
(kapauoaunuH—(pOCOIUTN, KIIOUYEBOW KOMIIOHEHT BHYTPEHHEW MeMOpaHbI
MUTOXOHJPHI) U HanboJiee aKTUBHO SKCIPECCUPYETCS B CEPJILIE, IEUEHH, MMOYKAX,
JOKaNu3ysiCh B JHJAOIUIa3MaTtudeckoM petukyiayme [Terpaga Damio u

HO,Z[KOBOO6p&3HaH HO‘IKa] .



[Ipoananu3npoBaHO XUPYPTHUYECKOE JieueHue 89 nerel ¢ COYETaHHBIMU
BIIC u BIIPII. Xwupypruueckass KOppeKIus MO IIOBOJAY IIOpPOKa cepala B
aHanu3upyeMmou rpymie Oputa nposeaeHa 70 netsm (78,7%). Oneparus Ha cepare
u cocynax mpooguiack ¢ AUK y 69 nereir (98,6%), 4TO CyIIECTBEHHO
OTIMYacTCS OT TPYIIBI Aereil ¢ m3ommpoBanubiME BIIC (76,8%) [¢?=21,40;
p<0,001]. ¥V 48 nanueHTOB rpynmnbl ¢ COYCTAHHBIMU MOPOKaMH Obljia BBHIMOJIHEHA
panaukanpHas orepaius Ha cepiue (75%), y oCTalbHBIX — 3TAHOE ONEPaTUBHOE
aedenue (2 atama — 21,9%; 3 srana — 3,1%). ITo nmosoxy BIIPII onepupoBanst — 34
pebenka (38,2%). 28 netelt onepupoBaHbl U HA CEPJILIC U HA MOYKaX.

Hapsiny ¢ xupypruueckum sedenuem BIIC mammeHTsl  mosyyanu
KOMIUIEKCHYIO TEpanui0 B COOTBETCTBHE C XapaKTepOM IMOpOKa U HalMyueM
OCIIO)KHEHHM, BKJIIOYas HMIUIAHTAIMIO JIEBAiCOB (DIEKTPOKAPAUOCTUMYIISTOP,
KapJuoBepTep-AehuOpUIIISLTOp), a TAKKE NMPOBEACHHYIO TPAHCIUIAHTAIUIO Cep/ia
OJTHOM ITaITMEHTKE.

O0beM Tepanmuu B TPYMIE C COYCTAHHBIMU TOPOKAMU ObLI CYIIECTBEHHO
BBIIIIE, YEM B TPYIINAX ¢ U30JUPOBAHHBIMU MOPOKAMU CEP/Lia U TOYEK.

Tepanusa BIOYAIa MEAUKAMEHTO3HYIO TMOJUKOMIIOHEHTHYIO TEpAMUIo,

HEMCANKAMCHTO3HBIC 1 BEICOKOTCXHOJIOTHYCCKHUEC MCTOAbI JICHCHMS.

[TepconuduimpoBaHHbIil TOAXO K BeAeHUIO aeTe ¢ couetanHbiMu BIIC u
BIIPII mpearmnosaraer 31anHoOCTh:

1. [IpenaTanpHast AMArHOCTUKA BPOKICHHBIX IIOPOKOB CEP/IIIAa U TTOYCK

2. IlepcorndunmpoBaHHOE TOCTHATAILHOES HAOIIOICHUE U JICUSHHE peOCHKa
C COYETAaHHBIM BPOXKICHHBIM ITOPOKOM CepIla U ToUYeK

3. IlepconndunupoBanHoe HabIOeHNE PeOCHKA B MOJUKIMHUKE

[IpoBeneH CpaBHUTENBbHBIA aHANW3 2 TPYII MAIUEHTOB C COYECTAHHBIMU
MOpoKaMu CepAlla M TMouyeK: | Tpylma CpaBHEHUS — CTaHIAPTHBIM METO.
JUArHOCTUKM W JICUCHHUS TI0 OONICTIPUHATHEIM METOJaM BEACHUS JIeTel

(kIMHUYecKue pekoMmeHaauuu) — 36 aereid, 2 rpynmna — NepcoOHUPUIIMPOBAHHbBIN



noaxoa — 38 nmereil. OCHOBHas rpynna u rpymnmna CpaBHEHHsS] OJHOPOJAHBI MEXTY
co0O M MNpPaKTUYECKHM HE pa3IMyaluChb IO BO3pPACTy PpOAMUTENIEH, YHCIY
OepeMEHHOCTEH M POJIOB, HAIMYMIO XPOHUYECKHUX 3a00JIEBaHMM y Matepei u
OTIIOB, CPOKY POJIOpa3peIICHHs, MacCce M JUTHHE Tena ipu poxxacHun [p=0.9472].

VY gereil ¢ codeTaHHBIMU TMOPOKAMHM cepala M Mmoyek B 1 rpymme
3HAUUTEIbHO panblie auarHoctupoBaivck BIIC (61,1%), nexemn BIIPIT —
(38,9%) [x* = 9,86; p<0,01]. IIpu mHepCOHMUIUPOBAHHOM MOAXOAE MEPBHIM
JTMarHocTUpoBaiicss Heckosbko vamie BIIC — 56,8% (BIIPIT — 43,2%) [p>0,05].
CTpykTypa BpOXIECHHBIX TOPOKOB B HCCIEAyEMbIX TpyIax HE uMesa
CYILIECTBEHHBIX PA3JINYUN.

Cobmronaniu miporpamMmy HaOJIOJIEHUS IO KapJAHOJOTUU BCE TMALMEHTHI 2
TPYIIBI, B TO BpEMsI KaK IpyIIbl CpaBHEHHS TOABKO 38,7% [p<0.0001]. B rpynme
NEePCOHUPUITMPOBAHHOTO HAONIOACHUS KOMIUIACHC (OTHOIIEHUE (PaKTUYECKON
Tepaluu K Tepanuu cTaHgapTy) coctaBuin 81,1% mamueHToB, a B TpyIIe
cpaBHenuss — 47,2% [p=0.0025]. CoOGmomanu mporpamMMmy HAOIIOICHUS TI0
Hedposoruu 23,7% MNalMEHTOB OCHOBHOW TPYMIBI, B TPYIIE CPABHEHUS TaKUX
nanueHToB He ObuUT0 [p=0.0018]. HedpomnpoTekius yamie npoBoauiach y aeren
OCHOBHOIT rpymmsl (44,7%), ueM B rpymie cpasrenns (30,6%) [y° =4,23; p<0.05].
Nudexius MoueBbIX MyTEeW 3aperucTpUpOBaHA HECKOJBKO PEXE y MaIlMEHTOB
OCHOBHOM TpYIIbI, Y€M B TpyIIe CpaBHEHHs (COOTBETCTBEHHO, 34,2% u 44,4%;
p>0.05).

[TporpeccupoBanne ®K-CH umeno mecto y 24,3% nanuueHTOB OCHOBHOM
rpynnsl 1 50% rpynmsl cpaBHeHus [p=0.0231]. He ormedeHo nporpeccupoBaHus
XbII y nereit OCHOBHOM TPYIIIBI, B TO BPEMs KaK B IPYIIE CPABHEHUS OHO UMEJIO
mecTo y 38,9% mnanmentoB [p<0.0001]. 3HaunTeIbHO MEHBIIIE YMEPJIO AeTel a0 1
rojia B ocHoBHOM rpymre (1 pedenok — 2,6%), yem B rpymie cpaBHeHus (6 nerei —
16,7%) [p=0.0392].

Ha ocHoBaHuM MonenupoBaHHs JepeBa pelieHud pa3paboTaHa cxema

npunstus pemenus o pucke ®K—CH (puc. 2) u XBII (puc. 3).
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Pucynok 2. Cxema NpuHATHS PELICHHS O PUCKE Pa3BUTHS U TPOTPECCUPOBAHUS

(YyHKIHMOHAIBHOTO KJacca CepeYHON HEJOCTATOUYHOCTH

NMPpP
¥ k. J
Ecte MMP Het NMMP Ectb MMP
QK-HK >=2 QHK-HHK <2
OueHb BbICOKWI BbICOKMIA pUCK Het pucka XBI1

v

XpOHW-IECKaﬂ 6onesHb novek

Pucynoxk 3. Cxema npuHATHS PEIICHUSI O PUCKE MMPOTPECCUPOBAHUS XPOHUIECKOM
00JIe3HU TTOYEK

[TepconuduimpoBaHHbli TOAXOJ K BEICHUIO JIETEH C COYETAaHHBIMU
MOPOKAMH Cep/IIla U TOYEK TMO3BOJISIET PaHbIe TUITUPOBATH BPOXKICHHBIC TTOPOKHU
pa3BUTHS W HAYMHATh  XUPYPTHUSCKYIO  KOPPEKIMI0;  OCYIIECTBIATH
KBATM(HUITUPOBAHHOE KaPJUOJIOTHUECKOEe U HE(PPOJOTHMUECKOe HAONIOACHUE U
MPOBOJIUTh KAPAUOMPOTEKIIMIO U HedpompoTeknuio. Bce 3T MeponpusTus
CrocOOCTBYIOT ©OoJiee OJIarOmpUsATHOMY TEUEeHHIO 3a0oJsieBaHUs (YMEHBIICHHUIO

IPOrPECCUPOBAHUS CEPCUHON HETOCTATOUHOCTH M XPOHUYECKON OOJIE3HU TTOYEK),



CymeCTBCHHOMY  CHHMIKCHHUIO MHaHqueCKOﬁ CMCPTHOCTH, S3HAYUTCIIbBHOMY

YIIYYLIEHHIO IPOTHO3A.

BbIBO/1bI

1. PacnpocTpaHEeHHOCTh COYETAHHBIX MOPAKEHUIN CEPICUYHO-COCYIUCTOM
CHUCTEMBI U TOYEK (KapJuopeHaIbHbIN cUHAPOM) cocTaBiseT 12,2 Ha 1000 gerei,
Ha ocHoBaHHH 126 524 oOparmieHuii B je4eOHO-IPODUIAKTUIECCKHE YUIPEKIACHUS
Cankr-IletepOypra B 2012-2014 ropax.

2. PacnipocTpaHeHHOCTh 00JI€3HEN MOYENOJIOBOM CHCTEMBI y JAETEH C
3a00JIeBaHUSIMUA CUCTEMBbI KpoBooOpaiiieHust cocrapisieT 95,8 Ha 1000, a 6ose3nei
CUCTEMBI KpOBOOOpAIIEHHs Y JieTel ¢ 3a00€BaHUSMU MOYETIOIOBOW CUCTEMBI —
104,1 nwa 1000 mamMeHTOB, YTO CYIIECTBEHHO MPEBBIIIAET 3TH IOKAa3aTelId B
JIETCKOM TOITYJISALIUY.

3. Ilo cexmuoHHBIM nmaHHBIM 34,4% nerel ¢ aHOMAIMIMH IIOYEK H
MOYEBBIJICTUTEIBLHON CUCTEMbI UMEIIU BPOXKIECHHBIN MTOPOK ceplia.

4, [Ipu coueraHHbBIX TOpOKax cepaua u mnouek 60,5% nerelr mmenu
CJI0°KHBIE BPOXKJIEHHBIE OPOKHU cepaua v 54,4% — clioxkHbIe BPOKICHHBIE TTOPOKH
pa3Butusa novyek. CTpyKTypa COUYETAaHHBIX MOPOKOB CYIIECTBEHHO OTIMYAETCS OT
MONYJISIITUOHHOTO ~ PErucTpa  M30JUPOBAHHBIX  MOPOKOB, 4YTO  IMO3BOJSIET
MPENOJIOKUTh HAIMUKE 00IIEro MeXaHu3Ma HapyIIeHus SMOprUoreHesa.

S. [Ipu MHOrO(aKTOPHOM JHCIIEPCHOHHOM aHaIW3€ BBIABICHBI 12
(hakTOpOB, UMEIOIINE CBS3h C PA3BUTUEM COUYETAHHBIX TOPOKOB PA3BUTHS CEplla U
MOYEK, Cpe/Iu KOTOPHIX 4 (hakTopa HACIEACTBEHHON 00YCIIOBICHHOCTH; 4 (akTopa,
ACCOIIMMPOBAHHBIX C AHTEHATaJIbHBIM MepuoaoM; 4 ¢dakTopa, OTHOCSIIHECS K
HETMOCPEACTBEHHOMY Pa3BUTHIO peOCHKA.

6. Hetn ¢ couyeTaHHBIMM TIOPOKAMHU Pa3BUTHS CEpPJLlA U TIOYEK, B
COMNOCTABJIEHUU C JETbMHU OCTaJbHBIX TPYIIl C H30JIUPOBAHHBIMU IMOPOKAMH M
3I0POBBIX JETEH, KMMEIHM MEHBIIYI Maccy M JUIMHY Tela MpU POXKIACHUU,

KOPOTKYIO IPOJOJKUTEIBHOCTh TPYAHOIO BCKAPMJIMBAHUS, 3HAYMTEIBHO 4Yalle



UMENIHU OCJIOKHEHMS, B YaCTHOCTU HMH(EKIIMI0 MOUYEBOI CHCTEMbI; y HHX OBLI
MaKCHUMAaJIbHO BBIPAKEH MOYEBOI CHHIPOM.

7. Onenka (yHKIMOHAIBHOTO COCTOSIHUS MOYEK y JeTell Mo JUHAMHKE
YpOBHSI IIMCTaTHHAa Oojee HHPOpPMATHBHA, YeM TI0 YPOBHIO KpEaTHHHHA.
CHmxeHre KOHILIEHTpallMM IMCTAaTHHA IIOCJIE€ OMNEpallid — BaXKHBIM MPEIUKTOP
CHIDKEHUS YaCTOThI «KapIUOBACKYJISIPHBIX COOBITHII.

8. [Toswimenue conepxkanuss NGAL (JunokannHa, acCOUMUPOBAHHOTO C
HEUTPOUIBHOMN KEeNaTHHA30M) Mocie KapJUOXUPYPrUYeCKOro BMEIIATENbCTBA C
MCKYCCTBEHHBIM KPOBOOOPAILIEHUEM Y JIETEH 10 2-X JIET — PAaHHUMN NPEIUKTUBHBINA
MapKep OCTPOT0 NOBPEKICHUS MTOYECK.

9. VY nerell ¢ COYETAaHHBIMM IIOPOKAMM PAa3BUTHA CepALa U MOYEK,
ponuBIIUXCA ¢ Maccoll Tena MeHee 2500 T, BBISBIEHBI CleayrolIUe (aKTOpPhI,
yKa3bIBaloOlMe Ha (eraspHOE NPOrpaMMHUpPOBAHUE: OCTpas PeCHupaTopHas
BUpYCHasi MHPEKLUS BO BpeMs OEpEeMEHHOCTH, OOJE3HU MOYENOJOBON CHUCTEMBI
MaTepH, yrpo3a npepbiBaHus 0epeMEeHHOCTH, HedpomaTusi, recto3 2-i MOoJIOBUHbI
OepeMeHHOCTH, 000CTPEHHE XPOHUUECKUX 3a00JIeBaHUIl BO BpeMsi OepeMEHHOCTH.

10. IIpumenenwue MOJIHOT€HOMHOTO BBICOKOPA3PEILIAOILIETO
LUTOT€HETUYECKOI0 aHAJIn3a y JIeTel ¢ COYETaHHBIMU MOPOKAaMHU CepALla U MOYEK
0e3 (EeHOTUNHUYECKUX NPOSBICHUM MO3BOJWIO  JOMOJIHUTEIBHO  BBISIBUTDH
W3BECTHBIC YHUCJIOBBIE M MAKPOCTPYKTYPHBIE XPOMOCOMHBIE aHOMaimuu B 12%
CIIy4aeB U MUKPOCTPYKTYpPHBIE aHOMAJIMHU XPOMOCOM (IyIUIMKALUs U JeJienns) B
20% cmyuaes.

11. IlepcoHnpuUUPOBaHHBIA MOAXOJ K BEACHHUIO U JICUEHUIO AETeH C
COUETAaHHBIMU IIOPOKaMHU CcepAla W MOYEK, MO CPaBHEHUIO CO CTAHIAPTHBIM
MPOTOKOJOM, TIO3BOJIMJ CHU3UTh YacTOTy MPOrPECCUPOBAHUS  CEPACHHOU
HegocTtaTouHOCTH ¢ 50% 10 23%, npeaoTBpaTuil NPOrpeCCUPOBAHUE XPOHUUYECKON
0OJIe3HN TIOYEK W TPUBEN K CHIKCHHUIO MIIaJICHUYECKOW cMepTHoctu ¢ 16,7% 1o

2,6% B Teuenue 1 roma HaOIIOACHUS.



IHNPAKTHUYECKHUE PEKOMEHJALINU

1. [Ipy W30IMPOBAHHOM MOPOKE cepAla HEoOXOIMMO 00cCiieJOBaHUE
MMOYEK U MOYEBBIJICIIUTEILHON CUCTEMBI, & TP U30JIMPOBAHHOM MOPOKE MOUYEK —
CEPICYHO-COCYAUCTON CUCTEMBI JJIsl UICKIIFOUEHUSI COUETAaHHBIX OPOKOB PA3BUTHS.
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Cnucox cokpaueHui
Al'  — aprepuanbHas TMIEPTEH3US
AJl  — aprepuanbHOE IaBIECHUE
AUK — anmapat HCKYyCCTBEHHOTO KPOBOOOpAILEHHUS
BIIP — BpOI€HHBIN MOPOK Pa3BUTHUS
BIIPII — BpokaeHHBIN IOPOK pa3BUTHS MOYEK
BIIC — BpoOXII€HHBII MOPOK cepAla
JAMXII — nedext Mexokeny109K0BOM MeperopoaKu
JMIIIT — nedext mexnpencepaHoi neperopoiku
3BYP —3agepkka BHYTpUYTPOOHOTO Pa3BUTHS
UMII — undexuus MOYEBBIX MyTeH
KA/ — KOHCYIbTaTUBHO—AUArHOCTUYECKUAM LIEHTP ISl ACTEU
KoA  — koapkramust aopTsl
KPC — xapamopeHalbHBIN CUHAPOM
MIIC - mouenonoBas cucrema
OAIl — OTKpBITBIN apTepUaATIBLHBIN TPOTOK
[IMP — my3bIpHO—MOYETOYHUKOBBII pedirrokc
PAAC — peHUH—aHTMOTEH3UH—AJIBIOCTEPOHOBAs CUCTEMA
CK® — ckopocTh Ki1y0OUKOBOH (QUIBTpALIMU
CMA/I — cyTouHO€ MOHUTOPUPOBAHKUE APTEPUATIBHOTO J1aBICHUS

CCC — cepnedyHoO—cOCyaHCTas CHCTEMA
Y31 — ynbTpa3ByKOBOE UCCIIEIOBAHKE
®K (CH) - ¢yHKIIMOHANBHBIN KJIACC, CEPACUHAS HEJOCTATOYHOCTh

XBII — xponuueckas 60J€3Hb OYEK
XIIH — xpoHHueckas noyeyHas HeI0CTaTOYHOCTh



XCH — xponuueckas cepaedHasi HEJJOCTaATOYHOCTh
OKI' — anexktpokapaunorpadus

NGAL wiu NT-proBNP — mo3roBoii N—TepMUHaNbHBIA HATPURYpPETUUYECKHMA
nentu (neutrophil gelatinase—associated lipocalin)



