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BBEJAEHHUE

AKTYaJIbHOCTb U CTeNeHb Pa3padO0TAHHOCTH TEMbI

B mnocnennue nBa gecatuneruss B Poccuiickon ®enepauuu  MpOU30LUIH
MaclITaOHbIE  COIMATbHO-DPKOHOMUYECKHE  MpeoOpa3oBaHUs, KOTOphIE  HAIUIU
OTPa)KEHHUE HE TOJIbKO B CUCTEME 3/IpAaBOOXPAHEHUS, HO U B COLUAJIBHOM TOJIOKEHUH U
310poBbe nerert [2, 4, 47, 52, 109]. Ocoboe BHUMaHKHE K COCTOSIHUIO 37I0pPOBbS JeTel
OOBSACHSAETCS TEM, YTO JIETU U MOJPOCTKHU B OyaylIeM OynyT ONpeaensiTh OOIIECTBEHHOE
¥ SKOHOMHUYECKOE Pa3BUTHE TOCYyJapCTBa U SIBJISIOTCS OJHON U3 Hanboliee YSA3BUMBIX
IpyII HAaceJeHUs, Ha KOTOPhIE MPUXOUTCS YyTh MEHEE MOJIOBUHBI Ipy3a 3a00JIeBaHUMN
[26, 27, 37].

N3 HeratuBHBIX TEHAEHUWW B JIE€TCKOM 3APAaBOOXPAHEHHH CIEAYET OTMETUTH
pOCT 3a00JIEBAEMOCTU JIETeH U MOJAPOCTKOB, COXPAHSBIIUUCS B MEPBOM JECATUIICTUH
XXI Beka [70, 74, 80, 88]. O.H. MatBeer u ap. [65] npu aHanu3e rocyaapCTBCHHOM
dbopmMbI cTaTrcTHYECKOTO HaOmoaeHust Ne 12 BBISIBUIIM pOCT 3a00JI€Ba€MOCTH ACTEH 110
14 netr mo P® 3a 2000-2015 roxer Ha 29,1%. Xots, no muennto A.A. bapanosa u Jp.
[11], B mocnemnnee paecstuietre B P® mpekparwics poct oOImed U TEepBUYHOU
3a00J1eBa€MOCTH JIETEH BCEX BO3PACTHBIX TPYIN, 4YTO TO3BOJISIET TOBOPUTH O
HEMPABOMOYHOCTH Te3WcCa O TOCTOSIHHO YXYIIIAIOMIEMCS 370POBbE  JIETCKOIO
HACEJICHUS.

ITo peructpy EUROCAT, Bxitouaromemy 1,5 MAUIITMOHA €KErOIHBIX POXKIACHUM
B 22 crpaHaX, BpoxiaecHHble mopoku cepama (BIIC) Obutn  Hawmbosee
pacpoOCTPaHEHHBIMHU CPEIU HE XPOMOCOMHBIX MOPOKOB (6,5 Ha 1.000 poauBIuxcs), a
aHoMajauu Todek 3aHsiu Tpetbe MecTo (3,1 Ha 1.000 poausiuxcs) [189]. B PO 3a
nepuoa 2000-2015 rr. y nmereir nmo 15 ner oTMedeH pocT 3a00JIeBa€MOCTH

BPOXKJICHHBIMU aHOMalusMu (Mopokamu pa3Butusg) Ha 85,9% [65]. B Poccuiickom



pPErUCTPE MOPOKOB PA3BUTHUSI BPOKIACHHBIE MOPOKH CEPJIEUHO-COCYAUCTON CUCTEMBI IO
pacnpocTpaHeHHOCTH 3aHUMarOT 1 Mecto (33,89%), MOYEBBIIEUTEIIEHON CHCTEMBI — 3
mecto (17,18%) [33]. BpoxaeHHbIe MOPOKU PA3BUTHS MMOYEK U MOYEBBIBOISIINX MTyTEH
cocraBisiioT 48—59% Bcex cirydaeB xpoHudeckon 0ose3nu nmodek (XBIT) u ot 34% no
43% ciyuaeB TEPMUHAIBLHON CTAIUM XPOHHUYECKOW MoueuHoi HepocTarounoctd (XITH)
y nerei [44]. Jlaxe Tak Ha3blBaeMble <JIeTKHE (QOPMbD» TMOPOKOB Pa3BUTHS
IIPOTPECCUPYIOT BO B3POCIIOM Nepuoe *ku3Hu, yanie ot 30 no 40 net, no XITH [484].

VY nmereil ¢ MOpOKaMH Pa3BUTHA CEPACUYHO-COCYAUCTON CHUCTEMBI BCTPEUAEMOCTh
aHOMAaJIU| Pa3BUTHS MOYEK UMeeT 00JbIIoN pazdopoc — ot 4,5% [261] no 22,4% [474].
VY nereit ¢ nopokamu mouenonoBoi cucteMbl BIIC peructpupoBanuces B 10 pa3 vaie,
yeM B 00mIel nomysuuu aerei — 8% [168].

MHOIrO4HCIICHHBIE CBSI3U, KOTOPHIE CYIIECTBYIOT MEXIY CEPACYHO-COCYIUCTON U
MOYEBBIIETUTEIBHON CUCTEMaMH, MIPEAOIAratoT CIOKHYIO CUCTEMY
B3aMMOOTHOIICHUH — KapIUOpeHaIbHBIN KOHTHHYYM [71, 91, 179, 222]. Coyeranue
TUcyHKIMM cepilia U TMOYeK YCyryOJsisgeT HapylieHue (QyHKIMM KaXAoro opraHa,
MOBBIIIAs JIETATLHOCTD MIPU MOPAXKEHUU TOM WK 1pyrou cucrem [153, 173, 240, 331].

Bo3zaeiictBue HeOMaronpusiTHeIX (HaKTOPOB BO BHYTPUYTPOOHOM MEPUOIE MOTYT
NPUBOAUTh K JOCTOBEPHOMY CHHXEHHUIO 4YHnciIa HEDPOHOB («OIUTOHEDPOHUMY),
pPa3JIMYHBIM U3MEHEHHUSIM B SKCIPECCHUU KapJUajbHbIX T€HOB, MHOTHE W3 KOTOPBIX
COXPaHSI0TCA B IETCKOM U 3pEJIOM BO3pPAcTe U MPOSBISAIOTCS Kak (PEHOMEH (PeTanibHOIro
MPOTrPAMMHUPOBAHMS B CTPYKTYPHO-(PYHKIIMOHAIBHBIX M3MEHEHMSIX C KIMHUYECKHUMHU
MpU3HAKAMU TTOPAXKEHUS MOYEK U cepAeUHO-cocyaucTou cucremnl [118, 120, 172, 191,
290, 313].

B peructpe ADHERE (CIHIA) u3 105 000 mamueHToB ¢ JEKOMIIEHCUPOBAHHOM
CEpACUYHOM  HemocTaroyHOCThIO  30%  uMenu  XpOHHMYECKYHD  IMOYEYHYIO
HEJI0OCTaTOYHOCTh; y 21% — KOHIIEHTpaIusi KpeaTHHUHA TIa3Mbl ObLTa BBIIIEC 2 MT/MIJT
[409]. Tlpm anammze 39 paHIOMHU3MPOBAHHBIX KOHTPOJMPYEMBIX HCCIICIOBAHUH,
Brrovaromux 1 371 990 yyacTHUKOB ¢ 1 0€3 XpOHUYECKUX CHM)KEHUN (DYHKIIUU MOYEK,
YCTAaHOBJICHO, 4YTO aOCONIOTHBIM PHUCK CMEPTH YBEIWYWJICS DKCIOHEHIMATBHO C

yMeHbIlIeHueM mnoueuyHor ¢yHkuuu [444]. CHWKEHHE CKOPOCTH KITyOOYKOBOM



buIbTpayu SIBISICTCS HE3aBUCHMBIM (DaKTOPOM PHICKA Pa3BUTHS CEPIIEIHO-COCYTUCTHIX
3aGoseBanmii [204] 1 yMeHbleHre 3Toro mokasarenst Ha 10 mn/mun/1,73M° yBeamduBacT
rokasaTesb cMepTHOCTH Ha 7% [413].

Xupypruyeckas koppekuus BIIC Hepeako oCIoKHIETCS OCTPhIM MOBPEXKICHHEM
MOYEK, YTO MOXKET UMETh HETaTUBHBIE MOCIEACTBUS 111 (DYHKIIMOHATBLHOTO COCTOSIHUS
cepAla U novek B nociueayrouiem [170].

Y nmereld ¢ KOHEUHOM CTagued XPOHWYECKOW OOJE3HW TIOUYeK ITOKa3aTelb
cmeptHocTd TpeBbimaer B 30-150 pa3 cmepTHOCTh B 0OIIEH meanaTpuyecKon
nonyJisiiiuu [318], a cMepTHOCTB OT KapAHOBacCKyJsipHbIX 3a0o1eBanuit B 500—1000 pas
BBIIIIE, YEM B MOMYJISIIIMU JieTel 0e3 3a0oseBanuii mouek [371, 461].

B T0 Xe Bpems, mocie TpaHCIUIAaHTAUW TOYKU IMATOJOTHMYECKUE H3MEHEHUS
CTPOCHHSI CepAlla MOJBEPTrarOTCS PErpecCUuu: YMEHBIIAIOTCS TUNEPTPOPus JIEBOTO
JKeTyIouKa M Macca JIEBOro kenmyaouka [433, 447]; yaydmaercs cepacdHas GyHKIUS:
yBeIMuMBaeTcs ¢pakuuMs BbIOpoca JieBoro kemyaouka [291], ymeHbiaercs
nuactonudeckas gucynkuus [162]. Bce 3T0 cmocoOCTBYeT CHUXKEHUIO pHCKA
JIETAJTbHOCTU OT CEPJIEYHO-COCYJIUCTBIX OCJOKHEHUM MOCIE€ TPAHCIUIAHTAIIUU TOYKH,
XOTSl MEXaHU3M ATUX M3MEHEHUU, OCOOCHHO Yy JeTeil, BO MHOTOM elie He siceH [121,
357].

B 2008 r. CornacutenbHas koH(pepeHims B BeHeruu mo kapamopeHaIbHOMY
cuHapomy non mnarpoHaxkeM ADQI mnpuusia — onpeneneHue KapauOpEHAIbHOTO
cuaapoma [367]. bBomblioe BHHMaHuEe YACIAETCS pPaHHEW AWATHOCTUKE U
cTpaTU(UKAllUA TIAMEHTOB B TPYIBl pUCKa (POPMHUPOBAHUS KapIUOPEHATHHOTO
cunapoma [150, 155, 324].

Pannee oOHapyXeHHE TOPOKOB Pa3BUTHS CEpAlla M TOYEK, OIEHKA TEMIIOB
pa3BUTUSI HEOJArOMpPUATHOTO TEYEHUs MATOJOTHYECKOro TMpollecca, ONMTUMU3AIUS
TaKTHKU JICYCHUS 3aMEJUISIIOT CKOPOCTh CHIDKEHUS QYHKIUN cep/iia u mouek [54]. OTo
0COOEHHO Ba)KHO B CBSI3U C T€M, YTO PACIIPOCTPAHEHHOCTh XPOHHUYECKUX 3a00JICBaHU,
B TIEPBYIO Ouepelb cepjlla W I0YeK, CTPEeMUTEILHO BO3pacTaeT U Tpedyer

BBICOKO3aTpaTHOro JieueHus: — Toyibko B CIIIA u3 4 nosmapoB, pacXoayeMbIX Ha HYKJIbI



3IpaBOOXpPAHEHMs, 3 BBIACIAIOTCS Ha JIEYCHHE XPOHUYECKUX HEHMH(PEKIIMOHHBIX
ooseszneit [101].

Hecmotpst Ha Ooubllioe KOJMYECTBO MCCIEAOBAHUN O MOPOKAX Pa3BUTHUS cepila
U TO0YEK, OTCYTCTBYIOT pabOThl, TMOCBALICHHbIE KOMIUIEKCHOMY HW3YYECHHIO
B3aMMOOTHOIIEHUN CEpIeYHO-COCYAUCTON M MOYEINOJIOBOW CHUCTEM Yy JIeTEH € 3THUMHU
nopokamu. CBeieHHS O  COUETAaHHBIX IOPOKAaX  CEPAECYHO-COCYJIUCTOH U
MOYEBBIJICTUTEIBHON CUCTEM HEMHOTOYMCIECHHBI, HEPEAKO MPOTUBOPEUYMBHI. Takum
00pa3oM, aKTyaJbHOCTh JAHHOTO HCCIIEOBaHUS OIpPENEsSeTCs] MEAUKO-COLMATbHOM
3HAYMMOCTBIO, OTCYTCTBUEM B OTEUECTBEHHOM M 3apyOexKHOM uTepaType uHpopMaum
O PpPAacHpOCTPAHEHHOCTH, CTPYKType, HTamnax [AUATHOCTUKUA KapAHUOPEHAIBHOTO
CUHAPOMA y JIeTel C BPOKAECHHBIMU IOPOKAMU CEPALIA U MTOYEK.

B pesomonuu Becemupnoit AccamOien 3[paBOOXpaHEeHUsT TPEANUCHIBACTCS] BCEM
rocyJapcTBaM COJEHCTBOBAaTh MEPONPHUATHAM 10 MNPO(PUIAKTUKE U YKPEIUIEHUIO
3I0pOBbsl JETEM C NOPOKAMM pAa3BUTHA, B TOM YHCIE IIPOBEJCHUIO HAYYHBIX
UCCJIEIOBAHUI M HAYYHBIX padOT B 00JIACTH 3TUOJIOTUH, AUATHOCTUKU U MPOPUITAKTUKH
[46].

eab ucciaenoBanus

Y CcTaHOBUTH OCOOEHHOCTH KapAHMOPEHAIbHBIX B3aUMOOTHOLIEHUH, KIMHUYECKOTO
TE€UEHUsl, JUHAMUKY  JJTaDOpaTOpHbIX  TOKazarened,  (pakTopbl  (eTanbHOTO
IPOrpaMMHUPOBAHHUS, LIUTOTEHETUUECKUE JIETEPMHHAHTHI Pa3BUTHSI W30JMPOBAHHBIX U
COUYETAHHBIX TOPOKOB CEpAlla M TMOYEeK M Ha WX OCHOBE pPa3padoTaTh aJIrOPUTMBI

JMArHOCTUKH, KPUTEPUHU MTPOTHO3a U IEPCOHUDPUIIMPOBAHHBIN NOX0/1 K JICYECHUIO.

3agaum uccaeI0BaHUA

1. OueHUTh pACOPOCTPAHEHHOCTh COYETAHHBIX IOPAXKEHUM CEPAECHHO-
COCYIMCTOM M MoueBbLAeNUTENbHON cucreM y geteir Cankt-lIletepOypra mo

o0OparaeMocTHu.
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2. OnpenenuTs pacnpOCTPAHEHHOCTh U CTPYKTYPY COYETAHHBIX MOPaKEHHI
CEpJIEYHO-COCYIUCTOM W MOYEBBIACIUTEILHOM CUCTEM B TIpyNIax MNalMeHTOB C
OO0JIE3HIMH CHCTEMbI KPOBOOOPAIICHUSI 1 MOYETIOJIOBOM CUCTEMBI.

3. N3yunth BnusiHUE HEOIArONPUATHBIX (PAKTOPOB aHTEHATAILHOTO MEPUO/A,
3I0pPOBbsl POAMUTENICH, HMOPHOreHe3a Ha pa3BUTHE BPOXKICHHBIX MOPOKOB cepila H
MIOYEK Y JETEH.

4, OneHutb  OCOOGHHOCTH  KJIMHHUYECKOTO  TEUEHUS,  J1abOpaTOPHBIX
NOKa3aTelled M pe3ylbTaTOB HMHCTPYMEHTAIBHBIX HCCIEAOBAHUN Yy IIALIMEHTOB C
COUYETAaHHBIMU TTOPOKAMHU CEpALIA U MOYEK.

d. N3yunte pacnpeneneHne ypoBHed 1ucratuHa C W JIMIIOKAaJIWHA,
acconmupoBanHoro ¢ jkenaruHazoi (NGAL), y neredt ¢ BpOXICHHBIMH TOPOKaMH
ceplilla A0 U MOCIe XUPYPrUYeCKOro JICUEHUS MOPOKOB U OLIEHUTh MPOTHOCTHYECKOE
3HAYEHHUE UX ONPEACIICHUN.

6. YcTaHoBUTH HEOJIAronpuaTHbIe (HaKTOPbl (PETATBLHOTO MPOrPaMMHUPOBAHUS
y JeTell ¢ MOopoKamMu cepAlla U IMOYEK, POKIEHHBIX C 3aJePKKOMl BHYTPHYTPOOHOTO
pa3BUTHS.

7. M3yunTh 3HaueHUE TIEHETUYECKUX (PaKTopoB B  (PopMUpOBaHUU
COUYETaHHBIX IIOPOKOB CEPALA U TIOYEK Y JETEH.

8. Pazpabotath  mepcoHM(PUIIMPOBAHHBIA TMOAXOJ K BEACHHUIO JIETEH C

COYCTAaHHBIMHU ITOPOKaMHU CEpJLa U IMOYCK U OLCHUTD €TI0 3(1)(1)CKTI/IBHOCTB.

HayuyHnast HOBU3HA

[TonyyeHsl  HOBBIE  JaHHBIE O  PAcCHpPOCTPAHEHHOCTH U CTPYKTYype
KapIHOPEHAJIBHOIO CHHAPOMA Y AETEM.

OxapakTepru30oBaHa PacHpOCTPAHEHHOCTh U CTPYKTypa COYETAHHBIX MOPaKEHUU
CEPACYHO-COCYAUCTOM M MOYEBBIIACIUTEIBHON CUCTEM B TIPYyIIAX IALUEHTOB C
OOJIE3HSIMH U MOPOKAMU CUCTEMBI KPOBOOOPAIIIEHUSI U MOYETIOIOBON CUCTEMBI.

[Ipoananu3upoBaHo BIUSHUE HEOIATOMPUATHBIX MEIUKO-COLUAIBHBIX (PAKTOPOB

AHTCHATAJILHOI'O  mepuoga, 3A0POBbIA pO,ZII/ITeJIefI, Ha  pa3BUTUC COUYCTAHHBIX
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BPOXKICHHBIX TMOPOKOB cepjia U mouek y neredl. OxapakTepu30BaHbl OCOOEHHOCTHU
KJIMHUYECKOTO TEYEHHUs, JIa0OpAaTOPHBIX TMOKa3aTelel MAaIllMeHTOB C COYETAaHHBIMU
IIOPOKaMHU Cep1ia U MOYEK.

JlaHa oreHKa KapAUOpEHATBHBIX B3aUMOOTHOIICHUH Y AETEeH ¢ U30JIUPOBAHHBIMU
U COYETAHHBIMM I[OpPOKaMU cepAla U IOYEeK, POXKIECHHBIX C  3aJepKKOU
BHYTPUYTPOOHOTO pa3BUTHs U ¢ Maccol Tena meHee 2500 r.

OmnpeneneHo 3HaueHUE TEHETHUECKUX (PAKTOPOB B (POPMHUPOBAHUU COUYETAHHBIX
IOPOKOB cepAlla U MoYyeK y Aerei. PazpaboraHbl MaTeMaTHUECKHE MPOrHOCTUYECKHE
MOJIEJIA PHUCKA XPOHUYECKOM CEpIEYHOM HEIOCTATOYHOCTH, XPOHHYECKOW OOJIE3HU
IIOYEK U HanOoJee 4acTo OCIOKHAIOIIMX MMOCIEONEPAlNOHHOE TEUEHUE JIEUKOLIUTYPUN
U IPOTEUHYPHUHU.

Pa3paborana Mozaenp NEpCOHU(PULIMPOBAHHOTO IOAXOAA K BEACHUIO AETEU C

COYCTAHHBIMU ITOPOKAMHU CCPALA U ITOYCK M IIOATBCPIKICHA €C 3¢)(1)€KTI/IBHOCTI>.

IIpakTHyeckass 3HAYMMOCTH PadOThI

[IpakTryeckass 3HaYUMOCTh PabOThI COCTOUT B MPEJCTABICHUU MPAKTUUYECKOMY
3[paBOOXpaHEHUI0  MHPOPMAIMK O  PaCHpPOCTPAHEHHOCTH  KapJIUOPEHATBHOTO
CUHAPOMA, YTO TMO3BOJUT pa3padoTaTh CUCTEMY MPOGUIAKTUYECKUX MEPOTPUITHA U
aJITOPUTM BEICHUS MAlUEeHTOB. [IpemsiokeHbl KpUTEpUU BKIIOYEHUS B TPYMNIy pUCKa
JIeTel ¢ COYETAaHHBIMU MMOPOKAMH Pa3BUTHUS CEPJILIAa U MOYEK HOBOPOKICHHBIX JETEH U
KpUTEpUU CTpaTU(PUKAIIMU PUCKA JeTe ¢ codYeTaHHbIMU Topokamu. [IpencraBieHb
NPU3HAKKA Ui JeTed, POKICHHBIX C 3aJeP>KKOM BHYTPUYTPOOHOTO pPa3BUTHUS U C
Maccoir Tena meHee 2500 r, MO3BOJIAIONIME MPEANOJOKUTh HAIUMYHE COYETAHHBIX
MOPOKOB  pa3BUTHSl cepAna ¢ mnoyek. [IpeanokeH airoputM TeHETHYECKOTO
oOcneoBaHus TAIMEHTOB C COYETAHHBIMU TOPOKaMHU cepiia W modek. J(uHammka
KOHIICHTpAIlMU ITUCTaTHHA, CKOPOCTH KIyOOUYKOM (UIbTpalud, PACCUMTAHHOW TIO
UCTAaTUHY, W JIMMOKAJIMHA Mocje xupyprudeckod koppekuuu BIIC moxxer ObITh

NPEIUKTOPOM CHUKEHHMSI YaCTOThl «KapAWOBACKYJSAPHBIX COOBITHI» W MapKepoM
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OCTpPOro TMOBpEeXACHUA Mouek. Pa3paboraH u anpoOuMpoBaH NEPCOHUPUIIMPOBAHHBIN

noaxoa K BEACHUIO I[eTeI\/II C COYCTAaHHBIMU BPOXKACHHBIMHA IIOPOKaAMHN CCPpALa U IOYCK.

CooTBeTCTBHE AuccepTalnu 3asiBJCHHBIM CIICNUAJIBHOCTIAM

Huccepraumst no HoMeHknarype croenuanbHOCTE Hay4YHBIX pPaOOTHUKOB
(ITpukaz MunucrepctBa obpazoBanus U Hayku P® ot 10.01.2012 Ne 5) monHOCTBIO
COOTBETCTBYET 3asBJICHHBIM IIU(ppaM CHEIUATHLHOCTEH.

14.01.08. Ilenuatpus. O6nactu uccienaoBanus: Poct, ¢uzmyeckoe, mojoBoe u
HEPBHO-TICUXUYECKOE pPa3BUTHE, COCTOSIHUE (YHKIIMOHAIBHBIX CHCTEM peOCHKa.
BckapmiiBanue M muTaHUE 370POBBIX U OOJIBHBIX JieTed. DU3MONOTUS U TATOJIOTHS
JeTeld Tepuoja HOBOPOXKJICHHOCTH, PaHHEro, JOIMIKOJBHOTO M HIKOJIBLHOI'O BO3pacTa.
KnuHuka, auarHocTMka W JICUEHHME BPOXKICHHBIX W HACJIEICTBEHHBIX OO0JIE3HEH.
BuyTpennue 60se3HU y 1eTel.

14.01.05. Kapauomorusi. OO6nactu wucclieoBaHusi: BpokieHHbIE aHOMaIUU
cepaua y B3pocibliXx HU jgerer. Hapymenus putma u nposoaumoctu. IlaTomnorus
COCIMHUTEILHON TKaHM cepana. ['eHeTnka (FeHOAMArHOCTHMKA W TEHOTEparus)
CEpJIEYHO-COCYIUCTHIX 3a0oieBanmii. Bo3pacTHbie, MOIOBBIE, ITHUYECKHUE OCOOEHHOCTH
MATOJIOTHUH CEPJACUHO-COCYIUCTOM cucTeMbl. Odnuaemuoinorus. lIpodunaktuueckas
KapIUOJIOTUSl.

JIMYHBIA BKJIA/J aBTOPA B UCCJIE0OBAHHE

ABTOp caMOCTOSITENBHO M30paa HalpaBjIeHUE UCCIEI0BaHNUS, ONPEENHIa 1eb
U 33Ja4d, NPOaHAIU3UPOBANIA JIUTEPATYpPy MO TEME AUCCEpTalnd. ABTOp KypHpoBaia
NAlMEHTOB, BKJIIOYEHHBIX B HcclefoBaHHe. Bech MpencTaBieHHbIH B JHCCEpTALlUU
MaTepuagl ONMCaH aBTOPOM JIMYHO. CaMOCTOATENBHO BBINOJIHEHA CTATHCTHYECKAs
0o0pa0oTKa M TPOBEACH AaHAIU3 IMOJYYECHHBIX pPE3yJbTaTOB. ABTOPY HNPUHAIJICKUT
BEJlyIllasl pOJib B HAIIMCAHUU CTATEH, BBICTYIUICHUSIX HA MEXKIYHAPOJHBIX U POCCUMCKUX

KOHIpeccax Mo TeMe TUCCePTAIMOHHOMN paboTEhI.
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MeTo010J10THSI M METOAbI MCCJIEI0OBAHUS

PaboTa BhINOIHEHA B COOTBETCTBUH C MPUHIIUIIAMHU JIOKA3aTeIIbHON MEIUIIUHBI B
2 3Tama: peTpOCHEKTUBHOE MCCIEN0BAHME M NMPOCHEKTUBHOE HccieAaoBaHue. B xone
PETPOCIEKTUBHOIO HCCIIEIOBAHUSl M3Y4YalUCh PACIpPOCTPAHEHHOCTh M  XapakTep
COYETAHHBIX MOPAXKEHUN CEPACYHO—COCYIUCTOM IMATOJIOTHA W MATOJOTHHM TMOYEK B
oOmieit momyssuu nereil. OOBEKTOM U3YUYEHHS MPOCIEKTUBHOTO HUCCIEIOBAaHUS ObUIN
529 nereii ot 1 nHs g0 18 5eT, UMEOMMX BPOXKICHHBIE TOPOKHU CEPALA WU MOYEK WITU
WX COYETAHME, U TPyNIa CpaBHEHUSA U3 30 IPaKTUUECKHU 30POBBIX JETEHU.

Crnektp M CITOJIb30BAaHHBIX METOJIOB UCCJIEI0BAHMUS COOTBETCTBYET
COBPEMEHHOMY METOJUYECKOMY YPOBHIO 00C/IeJOBaHUsI OOJIbHBIX KapAHOJIOTHYECKOIO
u Hedponoruueckoro mnpodwis. B mabopaTtopHoe 00cCieOBaHUE BXOJUI CHEKTP
7a00paTOPHBIX KIMHUYECKUX, OMOXUMHYECKHX, MUKPOOHMOJOTHUYECKUX TECTOB (B T.4.
JIEKTPOHHO—MHUKPOCKOIIMYECKUI aHAIM3 MPENapaToB, MOJYYEHHBIX C IOBEPXHOCTH
KaTETEPOB). ['eneTnueckoe oOcJiie1oBaHuEe BKJIFOYAJIO IMOJTHOI€HOMHBII
BBICOKOPA3PEIIAIOIINN MOJEKYJIIPHO—IIUTON€HETUUECKUN aHam3. IHCTpyMeHTanbHOe
oOCJeI0OBaHUE COCTOSJI0O M3 UIIMPOKOIO  CIEKTpa METOJOB  YJIBTPa3BYKOBOM,
PEHTT€HOJIMarHOCTUKA ¥  MarHUTO—PE30HAHCHOM ToMorpaguu U KOMIIBIOTEPHOMN
ToMorpaduu, GyHKIMOHAIBHOW JUATHOCTUKH CEPACUYHO—COCYTUCTON CUCTEMBI.

B pabote ObuiM NMpUMEHEHBI COBPEMEHHBIE METOJIbI CTATUCTHYECKOW 00pabOTKH

JaHHBIX, OTBCUYAIOIIHNC MOCTaBJICHHOM OCJIN U 3aJa4aM MCCIICIOBAaHM .

OcHoBHBbIE MOJIO?KEHUHA, BBIHOCUMBIC HA 3alIIUTY

I. Ha ocHoBe aHamuza MeaMUMHCKOW JokymeHTamuu 125000 nerei,
OOpaTUBIIUXCS 32 MEAMIIMHCKON TMOMOIIBI0, YCTAaHOBJIEHO, YTO PacHpOCTPaHEHHOCTh
COYETAaHHOW IATOJIOTUH CEPAECYHO-COCYIMCTOM M MOYEINOJIOBOM CHUCTEM COCTAaBIISET
12,2 ga 1000 gereii.

2. PacmpoctpaHeHHOCTh OOJIe3HEW CHCTEMBI KpPOBOOOpAIleHUs y JeTel ¢

3a001€BaHUSIMH MOYCIIOJIOBOM CHCTEMEI B 5,8 pas3a BbIIIC, a PacCIpOCTPAaHCHHOCTL
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Oone3Hel  MOYENOJOBOW CHUCTEMBI y JeTed ¢ 3a00JIeBaHUSMH  CUCTEMBI
KpoBooOparieHus B 1,4 pa3a MpeBbIIaeT MOKa3aTelb MOMYJISSIIHOHHON 3a0071€BaeMOCTH
cooTBeTcTBYIOMIEH natonorueit B Cankr-IlerepOypre.

3. CrpykTypa COYETAaHHBIX T[IOPOKOB CYIIECTBEHHO  OTJIMYaeTCd  OT
MOMYJSIIUOHHOTO  PETUCTpa, YTO IMO3BOJISIET MPEANOJNOXKHUTh HaJIWuue OOIIero
MeXaHu3Ma SMOpHOreHe3a. Y CTaHOBJEHA CBS3b COYETAHHBIX MOPOKOB C (aKTopamu
HACJIEICTBEHHOW  OOYCIIOBJICHHOCTH, (PakTOpaMu aHTEHAaTalIbHOTO TEepuoAa U
(dakTopaMu, OTHOCSILIUMUCS HENIOCPEACTBEHHO K pEOEHKY.

4. IlepcrieKTUBBI Pa3BUTHS KapAUOPEHAIBHOIO CUHIPOMA MOCIIE XUPYPTHUUECKOrO
JICYEHUS] BPOXKACHHOTO IOpOKa cepAlla MOYKHO IPOTHO3HPOBATh, MOHHUTOPUPYS
ypoBeHb nuctatuHa C U JTUIOKaNIrHa B CBIBOPOTKE KPOBH.

5. 3HauunMbli BKJIaJ B (OPMHPOBAHME COYETAHHBIX BPOXKICHHBIX IMOPOKOB
BHOCSIT MaKpO- U MUKPOCTPYKTYPHBIE AHOMAJIHMH XPOMOCOM.

6. [lepconnuuupoBaHHbIi MOAXO K BEACHUIO JIETEN C COUETAaHHBIMU TOPOKAMU
ceplila U TMOYEeK JOJKEH OBITh MOCTPOCH HAa OCHOBAaHUU KIIMHHUKO-JIA0OPATOPHBIX

AaHHBIX U JaHHBIX MOJICKYJIIPHO-TCHCTHYCCKOI'O NCCIICAOBAHMA.

CreneHb J0CTOBEPHOCTH, AaNIPO0ALMSI M BHEIPEHHE Pe3yJIbTATOB PadoThl

JIOCTOBEpPHOCTh PE3yIbTATOB MCCJIECIOBAaHUS OCHOBAaHA Ha pPENpPE3CHTATUBHOMU
BBIOOPKE, MCIIOJIH30BAHUN COBPEMEHHBIX METO/IOB TUArHOCTUKHU. AHAJIN3 TOTYYCHHBIX
pe3yJbTaTOB MPOBOAMIICS C UCTOJb30BAHUEM COBPEMEHHBIX METOJIOB CTATUCTUUYECKOM
00paboTku. BhIBOABI M MpaKTHUYECKUE PEKOMEHIAIMM OCHOBAaHbI HA TOJYYEHHBIX B
X0JI€ UCCJIEIOBAHUS PE3YIbTaTaX.

OcHOBHBIE pe3yJbTaThl MCCIEAOBaHUSA JOJIOKEHBI M OOCYXJEHBbl Ha 5-M
Bcepoccuiickom konrpecce «Jlerckas kapauonorusi» (Mocksa, 2008); VIII exxeroanoi
TOPOJICKOM Hayd4.-TIpakT. KoH(P. meauatpoB «CoBpeMEHHBIE TPOOIEMBbI TEAUATPUN
(Cankr-IlerepOypr, 2010); 6-i, 7-i1, 10-i, 11-ii Bcepoccuiickoit Hayd.-TipakT. KOH}. ¢
MEXIyHap. ydacTueM «3J0pOBbE€ — OCHOBA YEJIOBEYECKOTO MOTEHIIMAaa: MPoOIeMbl U

nytu ux pemenus» (Cankrt-IletepOypr, 2011, 2012, 2015, 2016); VII Bcepoccuiickom
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kourpecce «Jlerckas kapmuonorust 2012» (Mocksa, 2012); II Cankrt-IleTepOyprckoit
HIKOJIBI TTpakTHueckor apurmotioruu (Cankr-Iletepoypr, 2012); VIII MexnyHnapoaHoit
Hay4.-lIpakT. KoH]. «BHe3anmHas cMepTh: OT OLIEHKH pucka K npodunaktuke (CaHKT-
[TetepOypr, 2012); VII Poccuiickom popyme ¢ MexAyHaAp. yIacTUEM «310pOBbE ACTEH:
npouiIakTUKa W Tepanusi ColuaibHO-3HAYMMBIX 3a0osieBanuil. Cankrt-IlerepOypr —
2013» (Cankr-Ilerepoypr, 2013); VIII BcepoccuiickoMm cemuHape, MOCBAIIEHHOM
namatu tpodeccopa H.A. benokonr «BocmamurenbHbie MOpPaXKCHHS MHOKapIay
(Openbypr, 2013); XI  Mexnaynaponnom  ciaBsiHckoM — Konrpecce — mo
AIEKTPOCTUMYJISILIUU U KIIMHUYECKOH anekTpodusuonorun cepaua «KAPJAMOCTUM»
(Cankrt-IlerepOypr, 2014); VIII Bcepoccuiickom koHrpecce «JleTckas xapauosiorus
2014» (Mocksa, 2014); IX MexayHapoJHOW HAyYHO-TPAKTHUYECKOW KOHGEpEHINU
«BHe3anHas cMepTh: OT KputepueB pucka k mnpodunaktuke» (Cankr-IletepOypr,
2014); Mexnaynaponno mikosie «TpancrmanTtanusi opraHoB y aereit» (Ilereprod,
2014); PoccuiickoM HallMOHAIBHOM KOHIpecce kapauosoros (Kazaus, 2014); XIII, XIV,
XV, XVI Pocculickom koHrpecce «/HHOBAIIMOHHBIE TEXHOJIOTUM B TEAHATPUU U
nerckor xupyprum» (Mocksa, 2014, 2015, 2016, 2017); I u II O6mepoccuiickoi
KOHpEpeHIIMU C MEeXKIyHapoaHbIM yuacthueM «llepuHaranbHasi MeauIMHA: OT
MperpaBUiapHOM TOJFOTOBKM K 3JI0POBOMY MAaTEPUHCTBY U JAeTcTBY» (CaHKT-
[Terepoypr, 2014, 2016); 11 nHayuHO-mpakTUuYecKoW KoH(pepeHumu «Tpaguruu u
noctimkenns Poceuiickoit nemuatpumy (Canxt-Iletep6ypr, 2015); 49™ Annual Meeting
of the Association for European Paediatric and Congenital Cardiology (Prague, 2015);
IX Bcepoccuiickom ceMmuHape, MOCBsAIIEHHOM TNamatu mpodeccopa H.A. benokonb
«BpoxaeHHble  MOPOKM  cepAlla: BO3MOXHOCTH  JIMarHOCTHKH, JICUCHUS U
peabmmranun» (Kazans, 2015); PoccuiickoM HalimoHaJIbHOM KOHTPECCE KapaHOJIOroB
(Mocksa, 2015); XIV Poccuiickom koHrpecce «MHHOBalMOHHBIE TEXHOJOTUH B
neauatpud U gercko xupyprum» (MockBa, 2015); XIII exerogHoil ropoJcKoit
HAyYHO-TIPAKTUYECKON  KOH(EPEHIIMH TMEeAUATPOB C MEXKIYHAPOIHBIM YYacCTHEM
(Cankr-IlerepOypr, 2015); 1III  Poccuiickom koHrpecce «DyHKIIMOHAJIbHbBIC
3a00JieBaHUsl B TepaleBTUYECKOW M meauarpuueckod mpaktuke» (Cankt-IletepOypr,

2016); Bcepoccuiickoii KOH(pEpPEHIIMU ¢ MEXIyHapOAHBIM ydacTueM «KoMaHaHbIHM
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noaXoJ B coBpeMeHHOW »HIokpuHoiorum» (Cankt-lIlerepOypr, 2016); [IX
Bceepoccuiickom kourpecce «Jlerckas kapauonorus 2016» (Mocka, 2016); 20"
International Congress «PHYTOPHARM 2016» (Cankr-Ilerepoypr, 2016); IX
Poccuiickom ¢dopyme ¢ mexaynapoanbim yuactueM «llemmatpus Cankrt-IlerepOypra:
OIBIT, MHHOBAIMH, HocTikeHns» (Canxr-Ilerep6ypr, 2016); 51% Annual Meeting of
the Association for European Paediatric and Congenital Cardiology (Lyon, France,
2017); HaumoHaibHOM MEAUIIMHCKOM MHHOBalMOHHOM Qopyme «Memumna XXI Beka
— WHTerpanus 3HaHui Ha nepekpectke Hayk» (Cankrt-IlerepOypr, 2018); 3acenanusx
Hay4qHOTO 0011ecTBa Bpaueii-kapauonoroB Cankr-IlerepOypra, Cankr-IlerepOyprckoro
ornenenns Coro3a nexuarpos Poccun.

[To Teme auccepranuu onmyOJIMKOBaHbI 54 reyaTHbIe paboThl, U3 HUX 26 cTaTeit —
B pexoMeHnoBaHHbIX BAK P® xypnHamax, 4 ctaTbu — B 3apyOeKHBIX >KypHajax,
BXO/AIINX B MEKIyHApOAHbIC 0a3bl maHHbIX Scopus, Web of Science, (ummakT-akTop
’KYPHAJIOB, B KOTOPBIX OIyOJIMKOBaHbI MaTepHalibl quccepramnuu, - 23,13); 2 riaBsl — B
MoHOrpadusx, 2 ydyeOHO-METOAUYECKHX TMocoOus; 7 crareil — B KypHajgax M
coopHukax, 13 — B Te3ucax MeEXIYHApOAHBIX U POCCHUICKUX KOHIPECCOB, CHE3JIOB,
koH(pepenuuid. IlomyuyeHo «CBHAETENHCTBO O TOCYJApPCTBEHHOM perucrpanuu
nporpammbl 1t DOBM [IporpamMmma BBoJa NMaHHBIX MMOKa3aTeneil (yHKIIMOHAIBHOTO
COCTOSIHHSL CEPACYHO-COCYAUCTOM CHUCTEMBI M IIOYEK Yy JAETE C OXUPEHUEM H

aprepuanbHoil runeprensueid (KUPRI)» ot 12.08.2015 Ne 2015618616.

O0beM u CTPYKTYpa JUCCEPTALUU

Hucceprammsi u3noxeHa Ha 284 crpaHuIlax KOMIBIOTEPHOTO TekcTa. Pabota
BKIIIOUAET pas/ieibl: BBEJACHUE, 0030p IUTEpaTyphl, 00bEM U METOABl UCCICIOBAHUS, 5
rJIaB COOCTBEHHBIX HCCIIEIOBAHUN, OOCYKIEHUE TMOJYYCHHBIX PE3yIhTaTOB, BBHIBOJIBI,
MPAKTUYECKUE PEKOMEHIAINH, CIIUCOK JTUTEPATypPhl, BKIOUaronuii 494 ncroynnka, u3
Hux 109 oreuectBeHHBIX U 385 3apyOekHBIX, HUMEET S5 mnpwiokeHul. Pabora

wuttoctpupoBana 70 tTabnunamu, 49 pucyHkamu, 4 KIMHUYECKUMH HAOIOICHUSIMU.
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I''TABA 1. OB30OP JIMTEPATYPbI

1.1. (I)OpMI/IPOBaHI/Ie HpeI[CTaB.]IeHI/Iﬁ 0 KapAHOPCHAJBHBIX B3ANMOOTHOIICHUAX

OcoOble B3aMMOOTHOLIEHUSI CEpALlAa M IMOYEK HM3BECTHBI YK€ JTaBHO. JKenTslii
umriepatop Xyan-nu B 2500 1. mo H.3. B «XyaH-nu Hiau-13uH» (KJIACCUKA
MEULIMHBI) nucan: «Korma mynbc HampsikeH, MOJOH, TBEpPA Kak MIHYp — €CThb
otekd... [louku coobmiaror o Oone3nu cepaua...» Erumerckas «KHura mepTBBIX»
(1600-1240 rr. mo H.3.), CAYXHBIIASA JJIS YMEPIIMX CIPABOYHBIM TOCOOHEM IS
3arpoOHOM KU3HH, SBJSETCS OJHUM M3 IMEPBBIX TEKCTOB, B KOTOPBIX CEPJIEC M MOYKHU
YIOMUHAIOTCA OgHOBpeMeHHO: «[loutenue Tebe, o cepaie Moe! YBaxkeHHEe K Bam, O
mou mouku!» [157]. IlepBoiii eBponeiickuii kapauonedposor Gentilis de Fulgineo B
Hranesackom YHuBepcutere Perugia B 1348 1. B cBoem Tpynme De pulsibus (About
Pulses) ormeTwn BiausiHre O0OJIe3HEH cep/ia Ha BeT U cocTaB Mouu [440].

CoBpemeHHass HUCTOpHSI HW3YyYEHHS KapAHOPEHAJIBbHBIX B3aWMOOTHOIIEHUMN
HauuHaeTcs ¢ copa Puuapaa bpaiita. B onybnukoBanHoi B 1836 1. pabote «Ilouku u
TUMEPTEH3US» OH TOMUYEPKUBACT, YTO «HApylieHHE (QYHKIUA TIOYEK SIBIISETCS
NEePBUYHON MPUYMHON TUIIEPTEH3UW» U 3aKirovaeT myoOnukanuio cioBamu «heart and
kidneys together forever...» (cepaue u mouku HaBeku BMmecte) [411]. B 1880 r.
poccuiickuii podeccop A.51. CTONBPHUKOB B AKCIIEPUMEHTE BBI3BIBAT THIIEPTECH3UIO Y
YKUBOTHBIX MEpeKaTUEM MOYCUHBIX apTepUid, YTO MPUBOJIUIIO K aHEMHU3AIMK TTOYCHHOU
TKAaHU W PA3BUTHUIO THUIEPTpodUM cepiama MpH BPEMEHHOM MAJOKPOBHH TOYEK
*KUBOTHBIX [93]. Brinaronuiicsa oteuectBeHHbli TepaneBT E.M. TapeeB B cBoeil cTatbe
«Puyapn bpaiit (k 150-1€THI0O OCHOBHOM pabOThI, TTOJIOKHUBIIIEH Havaao HePPOIOTUM)»

numer: «/ B HamM JOHUW TpaHUIBl MEXJIY CEPACYHON (KapAMOBACKYJISIPHOW) U
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MMOYEYHOM MATOJIOTUEN YyTh JM HE KAXKIBIA T'OJl HECKOJBKO CMEMIAIOTCA B Ty WJIHU
IpyTyro cTtopony» [94].

B knaccuueckom Ttpyne A. Guyton [1990] mpencraBisieT B3aMMOOTHOLICHUS
cep/ila ¥ IOYeK B HOPME B BUJIE T€MOJIMHAMUYECKOU MOJICTIH:

— [Touku: OCYIIECTBIISAIOT KOHTPOIb 00beMa BHEKJIECTOUHON KUIAKOCTH yTEM
peryJsiiiy MPOLECCOB AIKCKPEIMHU U peadCcopOIuu HATpHs.

— Cepalie: KOHTPOJHMPYET CHUCTEMHYIO TeMOAMHAMUKY. lleHTpanbHbIMU
3BeHbsIMU 3TON Mojenu saBisitorcss PAAC, suporenuii-zaBucumbie (GakTopbl U HX
AHTarOHHUCThHI — HATPUHYPETUICCKHE MTENTHIBI M KAJLTMKPCHH-KUHIUHOBAs cuctema [28].

Jlns momuepkuBaHUs OCOOOM B3aMMOCBSI3M CEpJilla W TOYEK MNP Pa3IUuHON
MaTOJOTUH CTald HCMOJb30BAaTh TAKHE MOHATHS, KaK «KapAHUOPECHAIBHBIA CHUHIPOM)
[303] u «kapauopeHaIbHBIN KOHTUHYYM [ 194].

Ha cornacurensHolt koH(epeHuu no kapaunopeHanbHoMmy cunpomy (KPC) nmon
natpoHaxkeM ADQI (Acute Dialysis Quality Initiative) B centsiope 2008 r. B Benenuu
(Mtanus) npuiiv K 3aKJIIOYEHHIO, YTO KapAHOPEHAIbHBIA CHHIPOM — «COYETAHHOE
MOPaXEHUE MOYEBBIICTUTEILHON U CEPIEUHO-COCYAUCTON CUCTEM UJIU COCTOSIHUE, MPH
KOTOPOM COYE€TaHuE NUCPYHKIMHU MOYEK U ceplla ycyryonseT HapyleHue (PpyHKIMU
Kaxkgoro oprana» [367]. B unrepHeT-sHUMKIONEAIMN «Bukumnenus» gaercs cieaymroliee
OTIpEeJICICHHEe TEPMUHA KOHMUHYYM. (IATMHCKOE continuum — HENpPEephIBHOCTD,
HEPa3pbIBHOCTh  SIBJICHWH, TmporeccoB». Ham  mpeacraBisieTcss — 10CTaTOYHO
aprymeHTupoBaHHbiM MHeHue A.B. CmmpHoBa u coaBT. [91] 0 kapouopenanvhwix
83aUMOOMHOUEHUSIX:

— KapIMOPEHAJIbHBIN CHHIIPOM — KJIMHUYECKasi KOHIICTIIHS,

— KapIMOPEHATBHBIN KOHTHHYYM — MaTO()U3n0I0THYeCKast KOHIIEIIH.

[IpencraBienre O CYIIECTBOBAHMU OCOOBIX  B3aUMOOTHOIIEHUNA  MEXKIY
MUOKApAUAIBHOW W TMOYEHYHOW  (DYHKIMSIMU  yOSIUTETHHO  TOATBEPIKIACTCS
COBPEMECHHBIMH JaHHBIMHU. V3ydenwe »Toil mpoOiemMbl wuMeEeT U OOJBIIYIO
MPAKTUYECKYI0 3HAYUMOCTh, TaK Kak, o MHeHUI0 T. Vos [457], moyTu moJioBUHA
CMEPTEeW B 3amagHoOM OOIIECTBE MPUXOIUTCS HAa OOJE3HH CEPACYHO-COCYAUCTOU M

MOYEBBIACIUTEIBHON CUCTEM.
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1.2. Bpo:kaeHHble IOPOKHU PA3BUTHS

MupoBoe coobmiectBo 3 Maprta 2015 r. BrepBble OTMETHIIO JI€Hb BPOXKJICHHBIX
MOPOKOB pa3BuThsi, B Jaekadpe 2017 1. — 1aeHb BPOXKICHHBIX IOPOKOB CEp/Ia.
BpokzieHHble TOPOKM pa3BUTHUSL OCTAIOTCS CETOJIHS OJHOM M3 OCHOBHBIX MpoOJieM
COBPEMEHHOW MEAMIIMHBI, MPEACTaBisisi co00il Hamboliee cepbe3Hble OTKJIOHEHHUS B
3I0pPOBbE JIeTe. DTO CBSI3aHO C HMX 3HAYUMBIM BKJIQJJOM B MEPTBOPOKIAEMOCTb,
MJIQJICHYECKYI0 U JIETCKYI0O CMEpPTHOCTh, 3a00J€BAa€MOCTh, HWHBAIUAN3ALUIO U
yXyameHne kadectsa xkus3Hu [ 106, 314, 479].

BpoxxneHHble TOpPOKM pa3BUTHSI 3aHUMAIOT BTOPOE MECTO CpEeAu MNPUYHUH
MEpPTBOPOXKIAEMOCTH; BTOPOE MECTO CpPEAW MPUYMH HEOHATAIbHON U MIIAJAEHYECKOU
CMEPTHOCTH; TOCJIE COCTOSIHHM, BO3HUKAIOIINX B MEepUHATAIBHOM mepuoze [196, 294,
468]. 13 2,68 MiH aeTeid, yMepIIuX B MEPHOAEC HOBOPOXKACHHOCTH B Mupe B 2015 .,
npuarHor cMepTH 303 ThIC. U3 HUX ObUIH BPOXKJICHHBIE TOPOKU pa3BuThs [467].

P.W.G. Tennant et al. [434] u3yyanu ABaJAATUICTHIO BBDKHBAEMOCTDH JICTEH,
POJIMBIIIUXCSI C BPOXKJICHHBIMU TOPOKaMU pa3BUTHA B BenmkoOputanuu, Mo METOMY
Kaplan—-Meier. Jlns nmereil, WUMEOMMX OJWH TIOPOK pPa3BUTHS, BAJAATHICTHSIS
BBDKMBAEMOCTh cocTaBwia 85,5%; mpu BpOXKIECHHBIX MOpokax cepaua — 79,1%; npu
MOPOKax pa3BUTHSA MOYEeBOM cucteMsl — 83,2%.

B cTpykType nerckoil HHBATUIHOCTH BPOXKJACHHBIC MOPOKU PA3BUTHUSI 3aHUMAIOT
BTOpoe Mecto — 20,2%, npudyem OOJbIe TPETH U3 HUX — JIETU C MOPOKaMHU cepila u
cuctembl KkpoBooOparmienus (35,2%) [39]. 3a nmepuox ¢ 2010 mo 2016 r. B PD
MPOU30IIO CHIKEHUE (DOPMUPOBAHUS HWHBAIMAHOCTH Yy JIE€TEH C BPOXKIACHHBIMU
aHoManusMu pa3Butusg Ha 14,8%; mnpuyeM BpOXKICHHBIE AHOMAIIMA CHUCTEMBbI
KpOBOOOpAIIIEHUSI B CTPYKTYpE BPOXKIACHHBIX MOPOKOB Pa3BUTHUS Yy JACTEH-WHBAIUIOB
3aHUMaroOT repoe Mecto — 24,5% [11].

Exeromno B mupe poxaaercs oT 10 1o 20 MHIIITHOHOB JIeTEH C BPOKICHHBIMU
IOpOKAaMHU pa3BUTHs, MpUYeM OoJjiee TMOJOBUHBI aHoMmanuid pasButus (50—70%)
COCTABJISIIOT TSDKEIbIE, HECOBMECTUMBIE C JKM3HBIO WM TPEOYIOINE XHPYPTUYECKON

KOPPEKIIUK TOPOKH [23].



20

PacripocTpaHeHHOCTh ~ BpPOKJICHHBIX  aHOMAJIUW  pPa3BUTHS 1O  JaHHBIM
®enepanbHoro u Mexaynapoanoro peructpoB (EUROCAT; 21 no3zonorus, Ha 1000
HOBOPOXKJIEHHBIX) cocTarisieT B EBpore 3,1-12,5 na 1000 nereit [169]. [To EUROCAT,
BKJIIOYAKOIIEM |,5 MWUIMOHA €XETOOHBIX POXIAEHUNW B 22 CTpaHaxX, BPOXKICHHBIC
MOPOKH cep/iiia ObUTH HanboJiee pacpOCTPaHEHHBIMH CPEJId HEXPOMOCOMHBIX MTOPOKOB
(6,5 ma 1000 pomuBmmMXcs), a aHOMAIMU mMouek 3aHsaau 3-¢ mecto (3,1 wHa 1000
poauBiuxcs) [140].

B Poccum cpenum  KMBOpPOXKIEHHBIX  BPOXACHHBIE TOPOKH  Pa3BUTHS
peructpupyrorca y 17,9 na 1000 mereit, a y MEpTBOPOKICHHBIX — B 12,5 pasza yaiie
(22,35% aytoricuii) [33].

B Canxkr-Ilerepoypre B 2009 1. u3 48 842 HoBopoxaAeHHBIX 1152 wumenu
BPOXKJICHHBIC TIOPOKHU pa3BHUTHUs (pacmpocTpaneHHOCTs Ha 1000 — 23,6).

Cnenyer momuepkHyTb, uTo B peructpe EUROCAT (150 000 eBpormeiickux
JieTei) BPOXKACHHbBIE MOPOKH CEPACUYHO-COCYUCTON CUCTEMBI 3aHUMAIOT 2-€ MECTO 10
pacnpoctpaneHHoctu (20,63%), MoUeBBIIEIUTENBHON cUCTEMBI — 3-¢ MecTo (15,17%)
[427]. B PoccuiickoM perucTpe BpOKIECHHBIX MOPOKOB PA3BUTHUS BPOKIAECHHBIE MOPOKH
CEpJIEYHO-COCYIUCTOM CHUCTEMBI 3aHUMAIOT 1-€ MeCTO MO0 paclpOCTPAHEHHOCTH
(33,89%), MoueBbIIETUTENBHOM cuCTeMbl — 3-¢ MecTo (17,18%), nuimib HEMHOTO
yCTymnasi MAYIIMM Ha 2-M MECTe TOpOKaM pa3BUTHUS KOCTHO-MBIIIEYHON CHUCTEMBI
(19,77%) [34]. BrnonHe ecTECTBEHHO, YTO PACHPOCTPAHCHHOCTHh IMOPOKOB Pa3BUTHS
IIMPOKO BapbUPYET, UTO OMPEICNSIETCS PSAIOM OOCTOSITENBCTB: METOJ PETUCTPALUU U
CTHIEKTp aHOMaJIM{, BKIIOYCHHBIX B PETUCTP; XapaKTep KOHTHUHIEHTA, BKIIOYCHHBIN B
co3JaBaeMblii  peructp (FOpOACKOE WM CEIbCKOe, JTHUYECKass U  pacoBas
MPUHAICKHOCTH; BO3PACT U3y4aeMOU TPYIIIBI U CIIEKTP TUATHOCTUKH; KBaTU(UKAITIS
CICIIMAIUCTOB, TPOBOAAIINX oOcienoBanue) [41, 152, 341, 345].

Bpoxnennsle mopoku pa3BUTHA — OoOJiblasi TeTeporeHHas rpymnma, B KOTOPOH
BBIJICTISITCS] U30JIMPOBAHHBIE, MHOKECTBEHHBIE U CUCTEMHBIC AaHOMAJIHH.

[IpyunHbBl  pa3BUTHS TOPOKOB PpPa3HOOOpa3Hbl — TEHETUYECKHE (TEHHBIE,
XpPOMOCOMHBIC, TE€HOMHBIE, 3UTOTHYECKHE MYTAllMu), CPEIOBBIE WM 3K30TCHHBIC

baxTopsl (pusnyeckue HakTopbl, XUMUYECKUE, OMOJIOTHIECKHE), SHIOTEHHBIE (DaKTOPbI
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(Bo3pacT poauTeneu, «mepe3peBaHre» MOJOBLIX KJIETOK, SHIAOKPHHHBIC 3a00JICBAHMUS
MaTepH; TUIIOKCHSI, HEIMOJHOIEHHOE IMMHUTAHWE MaTepH B IMEPUOA OCPEMEHHOCTH) H
MynbThakTopuansHbie [142, 206, 255, 277, 445].

Jnana3zon (axTopoB BIMsHUS HAa (GOPMUPOBAHUE MOPOKOB TAKKE UPE3BBIYAIHO
BapuabesnieH: MyiabTU(akTopuanbHbie TpuduHbl — 20-25%, renernueckue GhakTopbl —
12-25%, daxropsr BHemnen cpenbl — 10-13% anomanuit [85]. B To ke Bpems Ha
CETOIHSAIITHUIN JEHb MPOUCXOXKICHUE OOJBIIMHCTBA MMOPOKOB OCTACTCS HE SCHBIM, YTO
yboeautenpHo aeMoHcTpupyer Martin Lammens et al. [299] — 66% Bcex BpOXKAEHHBIX
aHoManui pa3Butus (XpoMocomHble Oosie3nu — 10%, oguHOYHBIE MyTaHTHBIE TE€HBI U

cemelnblie — 18%, MaTouHbIi pakTop M TepaToreHsl — 1o 3%).

1.2.1. BpoxaeHHbIe IOPOKHU PAa3BUTHSA Cepaua

BIIC sBnsitoTcst 0HUM M3 HamOoJiee paclpOCTPAHEHHBIX BHUJIOB BPOXKJICHHBIX
ne(eKTOB MNpHU POXKICHUH, XOTs 3a00JIeBaHUE HEPEIKO OOHApYXUBAETCS M TOCIe
poxaenus. C y4eToM mepuojia BHYTPUYTPOOHOIO pa3BUTHsI 4acTOTa MOPOKOB €lle
BBIIIE M3-3a TOCTPaJAABIINX a0OOPTUPOBAHHBIX T1J1010B [ 189].

[lepBbrit opran, GOPMHUPYIONMIUNACA y BBICIINX MMO3BOHOYHBIX B IMOpPUOTEHE3E —
cepaue Ha 15-16-i1 geHp TrecTalMu, OpUYEM MPOIECC O0O0pa3oBaHUS 3aHUMAET
JUTUTEIBHBIN IPOMEKYTOK BPEMEHH U MPOXOJIUT B pa3BUTHUH MHOTO cTamui [132]. Vike
Ha KJIETOYHOM YpPOBHE K MEXaHM3MaM, KOHTPOJHPYIOIIUM pa3Mep 3MOPHOHATBHBIX
OpraHoB, OTHOCAT TpoJsiudeparuto, TuddepeHIIupoBKY, MUTPALIUI0 U THOENb KIIETOK,
IpUYEeM TIOKA3aHO B HKCIIEPUMEHTE, YTO OCHOBHBIM (DAKTOPOM, OINPEACISIONIIM
pa3Mephl cepjilla B TEPHOJe BHYTPUYTPOOHOTO Pa3BUTHS, SBISCTCS Mpoiudeparus
muonuToB [111, 133, 403].

Hauano opranum3zanuu cepledHbIX CTPYKTYp — (opMuUpOBaHHE CEpPHOBHIHOTO
CKOIUIEHUSI W3 KJIETOK-IPEIIIECTBEHHUKOB KapAUOLMTOB (IIEPBUYHOE KapAHUOTEHHOE
10JIE), U3 KOTOPOTO B IMOCIEAYIOLIEM Pa3BUBAIOTCS CTPYKTYPHI JEBOTO Keayaouka. B
MOCIEAYIOMEM B OO0JIACTh 3TOTO CKOIUIEHUS M3 BTOPUYHOTO KapIWOTEHHOTO MO

MUI'PHUPYIOT KICTKHU, OBOJIIOLNHOHHUPYIOIIHC B MHOLIMTLEI IIpaBOro XKCEJIyJOodKa H
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JOTIONHSIIONINAE CTPYKTYPHI JIEBOTO JKEITyJA04YKa, MPEACEpanid, aopThl, JIETOUYHBIX BEH
[198, 283, 328].

VY&Ke yCTaHOBIIEHBI MHOXXECTBO MOJIEKYISIPHO-TEHETUYECKUX M KJIETOYHBIX
MEXaHU3MOB KapAHMOMHOTEHE3a M JOCTaTOYHO ToapoOHass Mopdoaornyeckas KapTuHa
dbopmupoBanus cepaua [102, 148, 421].

Hapyiienue nocienoBaTeIbHOCTH MUTPALUU KIETOK MPUBOJIUT K BPOKIACHHBIM
nedekTaM TOJIBKO TPaBBIX I TOJIBKO JIEBBIX OTMAEIOB cepiia. B akcrmepumeHTe
MOKa3aHo, YTO HApYUICHHWE MUTPALUU KIETOK W3 BTOPUYHOTO KApAMOTEHHOTO MOJIS
NPUBOAUT K (OPMUPOBAHHWIO TIOPOKOB TIPABOTO OTACNA CEPAINa, BBEIHOCSIINX U
MPUHOCSIIAX COCYIOB (THUIOIUTa3Usl TPABOTO JKEIyJA04YKa, CTEHO3 JIETOYHBIX BEH,
yABOEHHUE JISTOYHBIX BeH, TeTpana Pamno) [148, 178, 202, 482].

G. Blue et al. [144] noapa3nensroT reHeTH4eckd 00yCIIOBIICHHBIE HECHHIPOMHEIE
BPOJKJICHHBIE TIOPOKHU CEPJIlIa HAa TPH TPYTIIIbIL:

1. Cemerinbie  BIIC: BapmanThl ¢ wu3BecTHbIMU TeHamu — 31-46%;
Heu3BecTHbIC puunHbl — 54-69% (whole-genome sequencing).

2. Cnopannyeckue BIIC: de Novo — 10% (exome sequencing); copy-number
variation, chromosomal microarray — 3-10%; Heu3BecTHbIC NPUYHMHBI, BKIIOYas
inherited rare, high-risk variants —~80% (whole-genome sequencing).

3. BIIC + BpoxaeHHBIE SKCTpaKapAuaIbHbIe aHOMAJUU. MIPOCThIE TEHOMHBIE
BapuaHThl — 26% (exome sequencing); copy-number variation — 25% (chromosomal
microarray); HeusBecTHbie mnpuunHbl — 49% (whole-genome sequencing). B
UTHpyeMol paboTe ObUIM HMCITONBb30BaHbl AaHHbe Z. Powis [369], S. La Haye [297],
J. Homsy et al. [255], Y. Jiaet al. [271], S. Zaidi et al. [491].

[IpuBoasTCs ~ omuMcaHWsi  CICAYIONMIMX  T€HOB,  aCCOIMUPOBAHHBIX  C

HECHHIPOMHBIMH BPOXKICHHBIMH ITOpOKaMu cepaa [145, 273, 465] (tabmuna 1).
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Tabmuua 1 — I'ensl, acconurpoBannbie ¢ HecuHApoMHbIME (BIIC)

I'en DyHKIMSA Acconuanus ¢ mopaxxeHluem cep/a

NKX2-5 Transcription factor ASD-AV block, TOF, HLHS, TGA, DORV,
Ebstein anomaly, VSD

NKX2-6 Transcription factor TA

GATA4 Transcription factor ASD+PS, TOF, VSD, DORV

GATAG6 Transcription factor TA, TOF, AVSD

TBX1 Transcription factor I AA, aortic arch anomalies, VSD

TBX5 Transcription factor ASD, VSD, AVSD, conduction abnormalities

TBX20 Transcription factor ASD, VSD, valve defects, LVOTO

CITED?2 Transcription factor ASD, VSD, TOF, TGA

ZIC3 Transcription factor Heterotaxy, ASD, AVSD, TGA, VSD, TAPVR, PS

ZFPM?2 Transcription factor TOF

FOXH1 Transcription factor TOF, VSD

HAND1 Transcription factor HLHS (somatic mutation)

TFAP2B Transcription factor PDA

NOTCH1 Membrane ligand-receptor | AS, BAV

NODAL Membrane ligand-receptor | Heterotaxy, TGA

JAG1 Membrane ligand-receptor | PS, TOF

CFC1 Membrane ligand-receptor | Heterotaxy, TGA, DORV, TOF

MYH6 Sarcomeric protein ASD

MYH7 Sarcomeric protein ASD, Ebstein anomaly

MYH11 Sarcomeric protein PDA

ACTC1 Sarcomeric protein ASD, VSD

GJAl Gap junction protein HLHS (somatic mutation)

GJA5 Gap junction protein TOF

CRELD1 Matricellular protein AVSD, dextrocardia

ELN Structural protein SVAS

VEGFA Mitogen TOF

ASD = atrial septal defect. AS = aortic stenosis. AV = atrioventricular. AVSD =
atrioventricular septal defect. BAV = bicuspid aortic valve. DORV = double outlet right
ventricle. HLHS = hypoplastic left heart syndrome. IAA = interrupted aortic arch.
LVOTO = left ventricular outflow tract obstruction. PDA = patent ductus arteriosus. PS
= pulmonary stenosis. SVAS = supravalvular aortic stenosis. TA = truncus arteriosus.
TAPVR = total anomalous pulmonary venous return. TGA = transposition of the great
arteries. TOF = tetralogy of Fallot. VSD = ventricular septal defect

Boiiensaior crienyromyue NpuYMHHBIE MEXaHU3Mbl (DOPMUPOBAHUS BPOXKICHHBIX
MOPOKOB Pa3BUTHUS: AHOMAJINU MUTPAIlMX SKTOME3CHXUMAIbHON TKaHU (aHOMAINU AyTH
aopThl); Ae(EKThl BHYTPHUCEPACUHOTO KPOBOTOKA (cenTajbHble ACHEKThl U JIeBbIC U
nmpaBble OOCTPYKTHMBHBIC TIOPOKM CEp/illa); AaHOMAaJMU, CBSI3aHHBIE C THOEIBIO
(cenTasibHbIle e(EKTHI W AHOMAJIWU KJIAMaHOB), AHOMAJIUU SKCTPANEIIIIOISIPHOTO
MaTpukca (1edeKThl aTpPUOBEHTPUKYIISIPHOTO KaHajla); aHOMaIbHBIA pOCT (YaCTUUHAS U

nmoJiHasE MasibpopMarids JIETOYHOTO BEHO3HOTO BO3BpaTa W COr triatriatum) u
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HEMpaBWIbHASL MO3UIUS U MEPEKPYUYMBAHUE, YTO BKJIOYAET HAPYIIEHUE JIEBO-TPABOM
acummeTpun [258]. K ceroansuiHeMy [HIO TpuBEACHBI onucaHus Oosee 90
anatomuueckux BapuantoB BIIC u 6omnee 200 pa3Hbix ux coueranwii [19].

Rosana Cardoso M. Rosa et al. [382] natot napOpManuio o pe3yapTarax mpoeKTa
Atlanta Congenital Defects Program (MACDP): u3 7 984 namuentoB ¢ BIIC 71,3%
UMEU U30JIMPOBaHHBIM TOpOK cepaua, 13,5% — accoumanuio ¢ MOPOKOM JPYyrou
cuctembl, 13,1% — HamuuWe mMOpoKa pa3BUTHS CEpALA B CTPYKTYpE pPa3IudHbIX
CUHAPOMOB U 2% — accuMmeTpuuHbIi JedekT. B KOropTHOM HCCIEOBaHUU U3
12 078 482 cyonekroB (Nationwide Inpatient Sample (NIS) database from 1998-2008 ¢
BIIC) nHecuHapomanbHBIX BpPOXKIAEHHBIX MOPOKOB pa3BuTHs cepaua Obuio 11,4%;
MIOPOKOB Pa3BUTHUS CEpAlla B COYETAHMU C MOPOKAMHU PA3BUTHUS APYrOoMl CUCTEMBI —
13,6% u renetndeckoro cunapoma — 2,2%; B rpynmne cpaBHeHus u3 97 154 gereii aTu
MOPOKH BCTPEUAIUCH CO cieaytomiei yactoroi — 6,7%; 0,3% u 7,0% COOTBETCTBEHHO
[242].

N3 521 619 pommBmmxcsa xuBbiMu aeter 2964 mmenn BIIC — 5,7 ma 1000
(monomennsie — 5,1 Ha 1000 poskI€HHBIX B CPOK; POJAMBIIHECS MPEKAECBpeMEHHO — 12,5
Ha 1000 poxxIeHHBIX TpexkaAeBpeMeHHO) [431].

C. Stoll [424] ananu3upyeT OrpOMHYI0 0a3zy JaHHBIX BCEX >KUBOPOXKICHHBIX,
MEPTBOPOXKICHHBIX U MPEPbIBAaHUNA OCPEMEHHOCTH Ha MpOTsbKeHuH 26 jetT B 346 831
nocyenoBaTelbHbIX OepeMeHHocTel; u3 Becex 4005 cnyyaeB poxaeHHbix aeteit ¢ BIIC
(115,5 wa 10 000 nereit), 26,3% (1055 nereit) mmenu MOPOK B KAa4eCTBE OCHOBHOM
anomanuu; 8,8% (354 pebenka) — anomau xpoMocoM (218 — tpucomuu 21) u 2,5%
(99 nareHToB) — BHEXPOMOCOMHBIE TUCMOP(PHUUHBIE YCITOBUS.

ITokazarenu pacnpoctpaneHHOCTH U CTpykTypbl BIIC B pasHbiXx permonax,
UCCIeNyeMbIX Tpynmnax BecbMma pasnuuatorcs. Ilpu  wmera-anammuze Oonee 40
uccienoBanuii J.I. Hoffman u S. Kaplan [254] oTmMedaroT mopakeHHOCTh aHOMATHSIMHU
pazButus cepana 6,0 Ha 1000 HOBOpOXXAEHHBIX, ITPU 3TOM pactipocTpaneHHocTh BIIC B
nyoJIMKyeMbIX pabdoTax BapbupyeT oT 4 g0 50 ciaydaeB Ha 1000 KUBOPOXICHHBIX.
CoBepIieHHO CIPaBEMJIUBO, MOTYEPKUBAIOT aBTOPHI, 4TO MOKa3aTelb

PacCpoCTpaHCHHOCTH BO MHOI'OM OIPEACIIACTCA CIICKTPOM BKIIIOYCHHA IMOPOKOB. TaK,
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BKJIFOUCHHE TAIMEHTOB C MAJILIMU (popMaMu (OTKPHITOE OBAIBHOE OKHO) YBEITUYHBACT
nokasareib pacupoctpaneHHocTd BIIC 1o 75 Ha 1000 xuBopoxaeHssix [254]. D. Van
der Linde u coaBt. [448] npoananuszupoBaiu 6osee 100 myOnukanmii, B KOTOPHIX ObLIO
OTPaKEHO COCTOSIHME 3J0POBbsi 24 MJIIH HOBOPOXKJICHHBIX B Pa3HBIX PETHOHAX MHpA.
[Tokazarenu pacnpoctpanenHoct BIIC: EBpona — 8,2; CeBepnas Amepuka — 6,9; Azust
— 9,3 na 1000 xuBopoxaeHHbIx. B mybnukanuu G. Schwedler u coart. [402] mpuBoasT
cratuctuueckue nanHeie o ['epmanuu. Pacnpoctpanennocts BIIC cocrasnsier 10,76
Ha 1000 >XUBOPOXKICHHBIX, a HauOoJiee pPacCHPOCTPAaHEHHBIX aHOMAIMA: JedEeKT
MEXOKEITyIOUKOBOM meperopoaku — 5,27; aedeKT MeXIpeacepAHON Meperopojku —
1,83; knamaHHbIi cTeHO3 Jerounoi aprepun — 0,66 Ha 1000 poguBmMXcs *KuBbIMU. B
Tabnuile 2 TpencTaBlieHa pacmpocTpaHeHHOCTh W cTpykTypa BIIC Ha ocHoBanuu
aHaNM3a UCTOYHUKOB JTUTEpaTyphl [254] u monymsiuonHoro ucciaeaopanuss MACDP, B
KoTopoMm mnpoaHanuznpoBanbl 3240 manueHToB ¢ BIIC u3 398 140 HOBOpPOXAEHHBIX
Arnantsl (CIIA) B 1998-2005 rr. [376]

JInst CeromHsIIHEro JHS XapaKTEepHOM OCOOEHHOCTBIO SIBJISIETCS HE TOJBKO
yBenumuenue yactotel BIIC, HO © Bo3pacTaHHe KOJIMYECTBA CJOXKHBIX H

KOMOMHUPOBAHHBIX MMOPOKOB [25].

Tabnuua 2 — PacnpocTpaHeHHOCTh U CTPYKTYpa BPOKICHHBIX MOPOKOB CEPJIIIa

Ha 10 000 >xMBOPOKIEHHBIX

[TopaxxeHwue MACDP USA. | Hoffman J.,
cepana Atlanta. Kaplan S.
1998-2005 2002
AOpTaJIbHBIN CTEHO3 1,1 4.0
Hedext MexnpeicepIHON TeperopoaKu 13,1 9,4
ATPUOBEHTPHUKYJISAPHBIN TePEKT MEKITPEACEPIHON 4,18 3,5
TIePErOPOIKH
Koapkranust aopTsl 4.4 4.1
JIBOMHOE OTXO0XKIEHUE MarucTpajbHbIX — 1,6
COCYJIOB OT IIPaBOI0 JKeJIya0uKa
['unormta3us JeBBIX OT/ACJIOB Ceplia 2,3 2,7
['unormuia3us mpaBbIX OTACIIOB CEPIIa, - 2,2
BKJIIOUAIOIIIAs aTPE3UI0 TPEXCTBOPYATOIO KilalaHa,
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aHOMAaJTMIO DOIITEHHA, aTPE3UIO JICTOYHOH apTepuu

U C HETIOBPEIKICHHON MEXOIKEITyTI0YKOBOM

TIEPETOPO KON

ATpesus JEeroyHon apTepuu 0,4 1,3
OTKpBITHIN apTepUATbHBIN POTOK 0,29 0,8
CTeHo3 JIETOYHOM apTepun 55 7,3
EMHCTBEHHBIN XKETyA0UEK cepala 1,0 1,1
ATpe3usi TpeXCTBOPYATOTO KJlamaHa 0,5 0,8
AHOMAaJBHBIN JIETOYHBIN BEHO3HBIN BO3BpAT 0,8 0,9
[ToHast TpaHCIIO3ULIMSI MATUCTPAIBHBIX apTepUil 2,3 3,2
Terpana ®anno 4,7 4,2
OO6muit apTepraTbHBIN CTBOJ 0,6 1,1
Anomainusa DOIITerHa 0,6 1,1
Bce BposkJiIeHHBIE TTOPOKH CEpLa 81,4 96,0

VYcnexu AEeTCKOM KapAHOJIOTMM W KapJUOXUPYPTrUU TPHUBEIH K CHUKEHUIO
MJIaJICHYECKOM CMEPTHOCTH M 3HAYUTEIILHOMY YBEJIMYEHHUIO KOJMYECTBA B3POCIBIX
nanueHToB ¢ BIIC [130, 281]. B CHIA konudecTBO B3pocihbix OonbHbiXx ¢ BIIC
yBemmumiiochk B 2010 r. B conoctasnennu ¢ 2000 r. Ha 50% [321]. Ha 1000 B3pocabix
xutenet Kananer 4,09 umeror BIIC, npuuem 0,38 — Tsixensie nopaxenus (TOF wnu
truncus — 0,17; AVSD - 0,14; TGA — 0,04; SV — 0,03) [332]. Khairy P. et al. [280]
CUMTAIOT, 4TO pacnpocrpaHeHHOCcTh BIIC BO B3pociiom mepuojie KU3HU COCTaBsIeT 4
Ha 1000 1 TpeOyeT BHICOKMX BCE BO3PACTAIOIIMUX 3aTpaT Ha MOJAJEpPKAHUE 3I0POBbs B
stoit rpymre [415]. Kpome Toro, cmeptHocTs B nomynsiuuu ¢ BIIC B Bo3pacte ot 20 no
70 net B 7 pa3 BbIIIIe, 4eM y cBepcTHUKOB 0e3 mopokoB [Verheugt C.L. et al., 2010].

[IporpeccupoBanue umesmerocss BIIC w Xupyprudeckol pEKOHCTPYKLIHMHU B
MOCJHEAYIOMIEH JKU3HU, 3HAUUTENIbHAs SBOJIONUA B  KApJUOXUPYPTMU H B
HEXUPYPTUYECKUX BMEIIATEIHCTBAX CTABAT 3a7a4y pa3paOO0TKH CTPATETHUH JICUCHUS JTUI]
MOKUJIOTO Bo3pacTa ¢ onepupoBanHbiMu BIIC [452].

Pannee BoisiBnenne BIIC TpeOyer 3HaumrenbHbIX cpenctB. R. Knowles et al.
[286] awnamusupytor 3arparel ajns  ckpuHuHra 100 000 HOBOpPOXKIEHHBIX B
BenmukoOputanuu: kinuHuueckoe oo6cienoBanue — 100000 ¢yHTOB CTepiMHIOB,
nynscokcumeTpus — 480 000 ¢ynTOoB crepnunros, sxokapauorpadus — 3 540 000

(1)YHTOB CTCPJIUHIOB; AOIMOJHHUTCIbHBIC COBPEMCHHBIC METOANKH G)XOKapI[I/IOFpa(bI/II/I JIIs1
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JTUArHOCTUKU aHOMAJIMU DPAa3BUTUS TPEOYIOT MOMOJHUTEIHLHOTO (DUHAHCHPOBAHUS B
4 500 000 ¢pynTOoB cTepnauHroB. Eme Goinblue 3aTpaThl IPUXOIATCS Ha CTAlMOHAPHOE
nedyenue neren ¢ mopokamu. Kak coobmaror C.A. Russo u A. Elixhauser [391], 8 CIIIA
B 2004 r. 139 000 mereit ¢ mopokamMu OBLITH FOCIIUTATU3UPOBAHBI B cTallioHaphl — 47,4
Ha 100 000 nerckoit momynsanuu. C BIIC cranuonapuoe jedenue mnonyurmin 46 500
MAIlMEHTOB; COBOKYIIHBIE pacxoibl Ha oOclIeoBaHUE U JICYCHHE COCTABUIIH
$1 368 822 600; cpennsis crouMocTh oaHo# rocnuranuzanud — $29 600 (Tetralogy of
Fallot — $40 100; Patent ductus arteriosus — $31 300). C mopokamu MOYEBOM CHCTEMBI
rocnutanu3upoBaHo 12 900 OobHBIX; CTOMMOCTH TMpeOBIBaHWSA B CTallMOHApE —
$114 709 700; cpemnsis ctommocTh oxHOM rocourammsammu — $8 900 (Polycystic
kidney — $11 900).

MakcumanibHOE 4mciio onepupoBaHHbIX nanueHToB ¢ BIIC B Poccum B 2012—
2013 rr. cocraBwio 103,1 Ha 1 MHJUITMOH HAceJICHMS, YTO 3HAYUTEIHLHO OOJIbIIE, ueM 15
net Hazax (17,0 onepanuii Ha | MUJUTMOH HACENEHNUA), HO CYIIECTBEHHO MEHBIIIE, YEM B
CIIA (170 omepamuit Ha 1 wmwumoHn HaceneHus) [19, 134]. IlpocnexuBaercs
OTUETJIMBAasl TEHJCHLMS K BO3PACTAHUIO KOJIMYECTBA OMNEPATUBHBIX BMEIIATEIILCTB B
0oJiee paHHUE CPOKH, OCOOCHHO AETSM MEPBOTO rojia >KU3HHU, UTO CBUICTEIHLCTBYET B
noib3y Oojee paHHed BbIsBIsIeMOocTH aHomanui [18]. B To ke Bpems B Poccum
COXpaHSIETCSl BBICOKUN YPOBEHBb ONEPATUBHON aKTUBHOCTH Y B3POCIBIX — €KETOJHO B
Poccuu ¢ 2009 r. onepupyrot no nosoay BIIC 6onee 2000 manneHTOB, 4TO TOBOPUT O

Mo3HeH quarHoctuke [19].

1.2.2. BpoxaeHHbIe NOPOKH PA3BUTHSA MOYEK

BpoxneHHble aHOMalIMKA MOYEK M MOYEBOTO TpakTa cocTaBisiroT 20-30% Bcex
MOPOKOB, HWJCHTU(DUIIMPOBAHHBIX B TpEeHATAIbHOM Tmiepuonae; 3—6 — nHa 1000
KUBOPOXKACHHBIX JE€TeW; OHU OTBETCTBEHHBI 3a 34-59% cnydaeB XpOHUYECKOM
Oonesnn moyek u 31% ciaydyaeB XpPOHMYECKOM MOYEYHOM HEZOCTATOYHOCTH,

TpeOyromeii 3amectutenbHol Tepanuu B CLIA [404, 469, 483, 488].
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N3 Bcex manmeHTOB ¢ TEPMUHAIBHOW ITOYEYHOM HEIOCTAaTOYHOCTBHIO B EBporme,
Anonun, Asctpannu 1 HoBoil 3enaHauu Ha JTOJI0 BPOXKJIECHHBIX MOPOKOB Pa3BUTHS
npuxoaurcs 34-43% [200, 305, 327]. N. Sangle [397] cuutaer, yro BooGmie 10%
JIOJIE HMMEI0T MOPOKM MOYEBOrO TpakTa, XOTS MHOTME U3 HHX HE HMEIOT
cumnTomMatuku; 20% nereit ¢ XITH uMeroT aucniasuio uin runorviasuto noyek; y 10%
B3pocibix nanueHToB ¢ XIIH npuunHoiil ee Oblla MOMMKUCTO3HAA MOYeYHasi 0OJIe3Hb.
BpoxeHHble MOPOKK pa3BUTHUSI MOYEBOM CHUCTEMbl HECYT OTBETCTBEHHOCTh 3a JBE
TPETH BCEX CIIy4aeB XPOHUYECKON OOJIE3HH MOYEK Yy JeTel B Pa3BUTHIX CTpaHaX, B TO
BpeMsl KaK B Pa3BUBAIOLIMXCS CTpaHax MpeobiialaloT NMpuoOpeTeHHbIe 3a00JieBaHUs
[245]. ITo muenuto JI. Murendunrep u coanT. [44], BpOKIECHHbIE NOPOKU pPa3BUTHUSA
MOYEK U MOYEBBIBOIAIIMX IMyTeH cOCTaBISIIOT 48—59% Bcex ciydaeB XpOHUYECKOU
Oosie3nu noyek y aereit u 34-43% ciydyaeB repmunansHoi craauu XITH. Ho naxe Ttak
Ha3bIBAEMbIC «JIETKHE (POPMBI» MOPOKOB PA3BUTHSA MOUYEK MOTYT MPOTPECCUPOBATH 110
tepMuHanbHOU ctaauu XITH Bo B3pocnom nepuose xu3nu ot 30 go 40 net [483].

PacnpocTpaHeHHOCTh MOPOKOB Pa3BUTHUSI MOYEK WM MOUYEBBIBOJSIICH CHUCTEMBI Y
nereit Cankrt-IlerepOypra B 2012 r. cocraBuna 35,91 wa 10000 [104]. YV nereii
UyBamuu npyu MacCOBOM CKPUHHUHIE BCErO JETCKOTO HACEJICHHUS 4acToTa MOPOKOB
nmoyek, mno HaOmogenuro A.A. TpedbwumoBa [95], Owbura 4,8%, npuyem
pacnpoCTpaHEHHOCTh W CTPYKTypa 3aBUCENM OT OHMOTCOXMMHYECKOW  30HBI
MPOKUBAHUS.

Peructp mopokoB moueBoit cuctemsl aereit Cankr-IlerepOypra (2400 nereit)
BBITJISIAUT CJICIYIOIIUM O0pa3oM: aHOMAJIUU TMOJ0KeHUs — 36,42% (mucTonus MoKk —
21,7%, porarust mouku — 10,07%, cpamennas nouka — 4,65%); anoMaauu KOJUYECTBA
— 23,68% (yaBoeHHas mouka — 19,37%, enunctBenHass nouka — 4,26%); aHomManuu
nuddepenuupoBku — 9,68% (kucra nouku — 3,48%, nonukucros — 3,1%, nucruiazus —
1,95%, wmynptukucros3 — 1,15%); rumponedpos, ypereporuaponedpo3s — 20,93%;
npoune nopoku — 9,34% [106]. B nmocieanue rojapl Ha MEPBOE MECTO CPEar MOPOKOB
Pa3BUTHSl TOYEK BBINLIA JAUCTOIUS; PACHPOCTPAHEHHOCTh 3TOM AHOMAIMM JTOCTHUTJIA

1:100 mpu MaccoBOM CKpUHHHTE JIETEH B BO3pacTe OT NMEPBBIX CYyTOK 110 18 et [96].
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[Tpu ananuze 9 321 nmpoTtokoina BckpwiThii aeteit Cankt-IleTepOypra 3a mepuon ¢
1974 o 1993 r. ycTaHOBIEHO, UTO YMEPH OT 3a0oJieBaHmi movek 695 nereit (7,46 %
Bcex ayrtoricuid geteil B Bo3zpacte oT 0 mo 15 ner), mpuueMm yAelbHbIA BeC MOPOKOB
Pa3BUTHS B CTPYKTYpPE JACTEH, yMEPIIUX OT 00JIE3HEH MOUYETIONOBOM cucTteMbl, — 65,03%
(452 pebenka) [104].

B MHOro4YucieHHBIX MyOIHMKAIUAX OOCYXXIAIOTCS CTPYKTypa MOPOKOB MOYEBOM
CUCTEMBI U UX pacnpocTpaHeHHOCTh [416, 477, 478]:

Bepxnuii MoueBOM TPaKT

Penanvnas azenesus: 0OTCyTCTBUE TIOYKH.

Jlucnnazus nouxku: MoYKa CONEPKUT HeAUP(PEPEHIIMPOBAHHYIO TKAHb U MOXKET
ObITh MaJIEHBKMX pa3MepoB (aruiasusi) WIM PaCTIHYTOM H  COJEPKaThb KHUCTHI
(MyJIBTUKHCTO3 WJIH ITOJIMKUCTO3HAS 0OJIC3HD MOYEK).

Penanvnas eunonnazua: mnouku couepkar cHOpMUPOBAHHBIE HEPPOHBI, HO
KOJIMYECTBO X MEHBIIIE HOPMbI; HEPPOHBI OOJBIIUX PA3MEPOB, U TOT/IA ATO COCTOSTHUE
HA3BIBAIOT OJIUTOMETaHe(MPOHUECH.

Yoeoenue nouxu: TOUKYy TIOAPA3NENSAIOT HA BEPXHIOID 4YacTh, YacTo
JTUCIUIACTHYHYI0O W HMMEIONIYI0 MOYETOYHHUK C OOCTPYKIIMEH, W HIDKHIOI YacTh,
UMEIOIYIO PEhICKCUPYIOIINI MOUYETOYHHUK.

Ilookosoobpasznas nouxa: 00€ TOYKH CpalIEHbl W HMMEIOT KOMIIOHEHTHI
TUCTIIA3HH.

HwxHuii MoueBOM TpakT

AzeHesusi; MOYETOUHUK B TPEYTONBHUK JIETO B MOYEBOM ITy3bIpE OTCYTCTBYIOT.

Tuoponeghpos: moyedyHass JIOXaHKA paclIMpeHa; IMMApEeHXUMa MOXKET ObITh
TUTOTUIACTUYHON WIIM TUCTIIIACTUYHON, 8 MOYETOYHUK MOXKET OBITh peIIFOKCUPYIOIITIM
WM OOCTPYKTHUBHBIM.

Yosoenue mouemounuxa: MOXET BCTPEUATHCS BMECTE C YABOCHUEM IIOUYKH.

BesukoyperepanbHbiii peduirokc: oOpaTHBIM TOK MOYM M3 MOYEBOTO ITy3bIPS B
MOYETOYHHK, JIOXaHKY U MEAYJUISIPHYIO COOMPATENBHYIO CUCTEMY MTOYEK

Knanan 3aomeii ypempwvi: HapylleH OTTOK MOYM M3 MOYEBOrO Iy3bIps H3-3a

aHATOMHUYECKOW OOCTPYKIIMH.



30

PacripocTpaHeHHOCTh JaHHBIX TTOPOKOB Pa3BUTHS: yJIBOSHUE MOYECTOYHHKA —
1/20; my3pipHO-MOYeTOYHHKOBBIH pedmokc — 1/50—100; moakoBooOpa3Has modyka —
1/200; onmuHocTOpoHHsss TmoueyHass arcHesus — 1/500-1000; oAHOCTOPOHHSIS
MYJIbTHKHCTO3HAs mouka — 1/5000; mByctopoHHsisi arenesust/muctuiazust — 1/5000—
10 000.

Bce Gonpiie BHUMaHHS yAETSETCS POJU TCHHBIX MYTallMid B T'eHE3€ MOPOKOB
pa3BUTHSI MOUEBOM cucTembl [241, 292, 390, 493]. Unentudunuponano yxe 6onee 150
T'CHOB, OTBETCTBEHHBIX 33 HAPYIICHUS HOPMAIBHOTO PAa3BUTHS IMOYCUHBIX CTPYKTYpP B

sMmOpuoreHese u GyHkIuo HeppoHa [196] (Tabimma 3).

Ta6Jmua 3 - CHH,[[pOMBI N TCHCTHUYCCKHC MYyTalluHd, aCCOIMMHPOBAHHBLIC C

IOPOKaMH pa3BUTHUSA MOUYCBOI'O TPAKTa

BpoxkneHHbIM MOPOK Cungpom Hedexr rena
PenannHag arenesus Bpaxno-oTo-peHanbHbIM EYAL, SIX1, SIX4, SIX5
PenanpHag qucniasus - UPK3A
OKTONMUYECKUIT MOYETOUHHUK - SPRY1
VY BoeHNE MOYETOUYHNKA - FOXC1, SLIT2, ROBO2
[1y3bIpHO-MOYETOUYHUKOBBII ROBO2
pediroke

Penanpnas konooboma PAX?2
Townes Brocks SALL1
JledekT riaomepyn Nail-patella LMX1B
Denis-Drash WT1
Bpoxnennbiit HC NPHS1, NPHS2
JlepexThl kKaHATBICB TyOynsipHbI AECTEHE3 REN, AGT, ACE,
AGTR1
KucTo3nble mouyku NPHP NPHP2, NPHP1,
NPHP4, NPHP3
ARPKD PKHD1
PenannHasa qucruiasus ADPKD PKD1, PKD2
Kuctel B moukax u auabder | TCF2/HNF13
Fraser FRAS1
Kallman KAL1
CACUT - BMP4, DSTYK, SOX17

C BO3MOXHOCTBIO OLICHUTh PAa3BUTUE OPraHOB MOYEBOM CHUCTEMBI BO BpeMs

OEpEeMEHHOCTH MEXIYyHApOJIHOE MPU3HAHUE MOJIyYWsia U aKTUBHO Pa3BUBAETCS HOBas
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KOHIIEMIINSI TPAKTOBKM BPOXKAECHHBIX MOpokoB pa3Butus noyek — CAKUT-cunapom
(Congenital anomalies of kidney and urinary tract) [43, 378]. CAKUT-curmpom
BKJIIOYAET CJICAYIOUMN CIEKTp aHOMAJMA BEPXHUX W HIDKHUX OT/AEJIIOB MOYEBOM
cuctembl (IMOYEK ¢ MOYEBBIBOISIIMX TMyTEH): areHe3u0 TOYKH, [OYEHYHYIO
TUIOIUIA3UI0/TUCIUIA31I0, MYJIbTUKUCTO3HYIO TTOUYCUHYIO JUCIUIA3UI0, YIBOCHUE MOYKHU
U COOMpATENIbHBIX CHCTEM, CpallleHHYI0 IMOYKY (TIOJAKOBOOOpPa3HYI0), OOCTPYKIIHIO
MHEJI0-ypeTepaIbHOTO CerMeHTa (TuApoHedpo3), MeraypeTep, KialaH 3aJHeH YPeTphl U
My3bIPHO-MOYETOYHUKOBBIN PEQIIIOKC; CHHAPOMBI, aCCOLMUPOBAHHBIE C IMOYECUHBIMU
nopokamu [256, 322, 378, 394, 405]. OTu aHOManIuu MOTYT OBITh H30JUPOBAHHO
MOYEYHbIC WJIK ObITh YACThbIO CHHJIpOMa ¢ He nmouyeyHbiMu Manudectamusmu (Meckel—
Joubert, Bardet-Biedl, VACTER-L, Potter u ap.) [253, 424]. [lo muenuro S. Weber
[463], k HacTosAmweMy BpemeHHu Oosiee 500 CUHAPOMOB MMEIOT BBIPAKEHHBIE MTOYEUHbBIE
manudecrarmun CAKUT-cunapoma.

CTpyKTypHblE aHOMAJIMM TIOYE€K MOTYT BO3HUKHYTH BCJEACTBUE J1€(PEKTOB
He(dporenesa [282, 404]. K pa3zButHio Nopoka MOT'YT IPUBECTU F€HETUYECKUE MYyTALINH,
AMUTCHOMHBIE TPeoOpa3oBaHUs, COCTOSTHUE MaTepH (3aboJjieBaHUSI DHJIOKPUHHON U
MOYEINOJIOBOM  CHCTEM, TNHUTaHUE, KYypeHHE, aJKorojib ¢ Jp.), BO3JACUCTBUSA
HEOJIaronpusITHBIX dKOJIOTHUecKuX (pakTopos [128, 443].

Okonmo 10% Bcex cmywaeB CAKUT-cungpoma #MEET T€HETHYECKOE
npoucxoxaenue [416, 443, 456]. Oo6cnemoBaB 100 mamueHTOB ¢ peHAIbHOU
TUIIOTUIA3UEH M IMOYEeYHON HeaocTaTouHOCThI0, S. Weber et al. [464] otmerniin y 16%
MalMeHTOB MyTalluu B JIOKycax, xapaktepHbix s Cakut-cunnpoma: TCF2, PAX2,
EYAI, SIX1 u SALLI1, npudem yaiie myTanuu uaeHTuduimpoBaiuck B iokyce TCF2.
Unentudunmponansl mytanuu 6onee 30 renoB y nmanumentoB ¢ CAKUT-cunapomom
[320].

['enHBIe MyTaIIU MOTYT PEaTM30BaThCS KaK B BUJE U30JIMPOBAHHOTO MTOPOKA, TaK
U B CTPYKType cuHapoMma. Tabiuna 4 WUTIOCTPUPYET HAIWYUE TUIIO/TUCIIIA3UU TIPU

Pa3HbIX JIOKATU3aUAX MOPaKeHHBIX TeHoB [ 160, 493].



Tabmuua 4 — I'eHeTMyeckH JETEPMHUHHPOBAHHBIE CHHAPOMBI C HAJIMYUEM

TUTIO/ TUCTUTa3uN
I'en Cunapom [Toyeunslit heHOTUTT

JAGI], Alagille‘a ITonukucTO3, AUCILIA3US

NOTCH?2

BBS1- Bardeta-Biedla Jlucrasus, AedopMaIiy Jareyek

BBS11

EYAL1, SIX1, | Branchio-oto-renal AreHe3us/ucniazus

SIX2

SOX9 Campomelic Pa3zHbie MOpOKH MOYEBOM CHCTEMBI

CHD7 CHARGE Pa3HbIe TOPOKM MOYEBOM CUCTEMBI

Del. 22q11 D1 George’a Arene3ust/nucmiiasus

GATA3 Hipothyroidism, sensorial AreHe3us/ TuCILIa3us

deafness, renal anomalies
(HDR)

FRASI, Frasera Arenes3us/nucmnasus

FREM2

KALL1, Kallmanna Arene3ust/ nucIuia3us

FGFR1

PAX2 Renal-coloboma ['umorutasusi, my3bIpHO-
MOYETOYHHKOBBIN pedIItoKe

TCF2 Renal cysts and diabetes Jlucriiasust, KUCTBI

DHCRY Smitha—Lemliego—Opitza Jlucriasust, KUCTBI

SALL1 Townesa—Brocksa Jucnnasusi, TOpOKH HUAKHUX MOYEBBIX
IyTen

LMX1B Nail-patella AreHesus, MOPOKH KITyOOYKOB

NIPBL Cornelii de Lange Jlucrnasus

CREBBP Rubinsteina—Taybiego AreHeswust

WNT4 Rokitansky’ego AreHesus

PEX-family | Zellwegera Jlucnnasus, KUCTHI

p57(KIP2) Beckwitta—Wiedemanna Jucnnasus

SALL4 Okihiro Okronus, 1e(eKT HIKHUX MOYEBBIX
nyTen

TBX3 Ulnar—mammary Arenesust

[ToguepkuBaeTcst 3HaunMas poJib coctostHust PAX2 [192, 247], npuuem Haubosiee

3HaAa4YUMO Ha

TPaHCKPHUIIIUOHHBIMHA

pa3BUTHE

bakropamu

aHOMAaJTUU

Gdnt,

OKa3bIBACT

PAX2 C
[167].

BO3CHCTBHUEC

Ret, SHH, Wnt4, Fgt

HpeILHpI/IHI/IMaIOTCH IIOIIBITKKX BBIACIINUTD CHCHI/I(bI/I‘-IeCKI/Ie I'CHbI, MYTAllUsd KOTOPBIX

criocobctByeT pazButuio CAKUT-cunapoma [392], Ho Gosee yOenuTenbHa KOHIICTITUS
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0 koMmOuHammu MyTtupyromux reHoB [171]. Tlo mpeacTaBieHusIM CETOMHSIITHETO THS,
Haubonee BaxkHas poib B pasButun CAKUT-cunapoma OTBOAUTCS OHOBPEMEHHOM
mytaiiun PAX2 u EMX2, tak kak coueTaHue MoJo0HOM MyTalluk He OOHApyXEHO Y
3I0POBBIX IMOPHUOHOB MBIIIEH (IKCHEpuMeHT) U denmoBeka [361]. A. Vivante [456]
CUMTAET, YTO METOJ BBICOKOIIPOU3BOJIUTEIBHOTO CEKBEHUPOBAHUS IO3BOJUT B
Onvkaiiiiee BpeMsl ONPENETUTh JIOMOJHUTEILHO HOBBIE T'€HBbI, OTBETCTBEHHBIE 3a
pa3zsutue CAKUT-cunapoma, 0 4eM CBHUAETEIBCTBYIOT TMOSBISIONUIUECS MTyOIHKAIIH
[155, 181, 373]. S.L. Rosenberg et al. [384] B akcniepUMEHTE Ha MBIIIAX TTOKA3aJIH
AMUreHOMHOE Bo3jeicTBue TucTtoHa auanenaro3 (HDACs) Ha pa3BuTHe MOYeK U
MOYEBOI'0 TPAKTA.

Psan eBpomeilckux CTpaH NOPUCTYOWIM K COBMECTHOMY Ipoekty «WP06 —
Congenital Abnormalities of the Kidney and Urinary Tract»y, craBdmemy 3anayu
uneHtuunmporats renbl, Bbi3bBaomue CAKUT; nate  GyHKIHOHATBHYIO
XapaKTEpUCTUKY T'€HaM C HMCIIOJIb30BAHUEM PA3JIMYHBIX MOJEJIBHBIX CETEU; BBIICIIHUTH
MPOTHOCTUYECKUE OMOMapKephl W pa3paboTaTh HOBBIC JUATHOCTUYECKUE aJTOPUTMBbI
s CAKUT-cungpoma [251, 293].

[IporpeccupoBanne moveuHo HemocTaToyHocTH y mamueHToB ¢ CAKUT-
CUHJPOMOM 3aBUCHUT KaK OT XapaKTepa NOpOKa, TAK U OT MHOTHUX JPYTUX MPUYHH.

B oriamume ot mereit, y B3pocnbix marmeHToB CAKUT-cunapom ropasmo pexke
ABJISIETCS. TIOBOJOM Hayana 3amecturtesibHoM Tepanuu XIIH — okomo 5% [201]. B
MPUHITUIIE, CIIOKIIIOCH cieaytoiee npeacrasienue oo aBomormu CAKUT-cunapoma ¢
BO3PACTOM: YXYyAllIeHUE (DYHKIMU MMOYEK B MEPBBIC MECSIBI KU3HU C MOCIETYIOIIUM
YIYUYIIEHUEeM, JTOCTUTAIOIUM MHKa K 3—4 rojaM M OCTaOIIUMCS CTaOWJIBHBIM 10
HACTYIUICHUS TOJIOBOM 3pENOCTH; B MOCIEAYIOUIEM YCKOPSAETCS IPOrpecCUpyroliee
CHIDKEHME TToueuHbIx QyHkiui [124, 228, 399, 484]. Okomno 25% nerei, poxKACHHBIX C
npycropoHHuM CAKUT-cunapoMoM, HYXAarOTCsI B 3aMECTUTEIBHOM TEpanmuud B
TEYEHUE TEPBbIX JBYX JNECATWICTUH Xu3HU [256, 451]. B cBoem uccnenoBannu G.H.
Neild [346] msate net nHaomoman 101 manuenta ¢ CAKUT-cuHIpoMoM, MOKa OHH HE
JOCTUTJIM B3pOCIOTO mnepuoja ku3HA. [lo ero MHEHHI0, TeMIbl HapacTaHUs

NPOTEUHYPUH M CHW)KEHHS TOYEYHBIX (DYHKIMN OBLIM HUXKE, YeM MpU JPYrux
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3a0oneBannsax. He BeI3bIBaeT COMHCHHS, YTO TAKHUX IAIMCHTOB BO B3POCIIOM ICPHUOJC

YKW3HU U3 rojia B ToJl Oy/IeT CTAaHOBUTHCS Bce Oouibliie [347].

1.2.3. CoyeTaHHble MIOPOKH PA3BUTHSA CEPALA U MMOYEK

BpoxkneHHble TOpPOKM cepAlla U TMOYEeK MOTYT OBbITh H30JUPOBAHHBIMU,
COYETAHHBIMU BPOKJICHHBIMH MTOPOKAMHU CEPAIA U MOYEK U YACThIO HACJIEICTBEHHBIX U
BpPOXKAEHHBIX CUHAPOMOB [105].

Cnopaouueckue couemaHnHbvle NOPOKU cepoya U NoYeK

CoueraHHble MOPOKU CEP/IlIa U MOUYEK paHEe OTMEUAIUCh B HEMHOTOYHMCIICHHBIX
nyonukamusax. M.M. YwmanaroBa [98] momuepkuBaeT, YTO 3HAYUTEIHHO OOJIbIIE
UCCIICIOBAaHUM, B KOTOPBIX H3ydallaCh PacHpOCTPAHEHHOCTh ITOPOKOB MOYEBOM
CUCTEMBbl y JE€Tel C aHOMalUsIMHU CepAla, YEeM HCCIEIOBAaHHI O BCTPEYAEMOCTHU
MIOPOKOB CEPJIEUHO-COCYIUCTOM CUCTEMBI B TPYIIIE MAIUEHTOB C AaHOMAJIMAMU MOYEK U
MOYEBBIBOJIAIIMX MyTeH. B 3aBUCUMOCTH OT rpynn UCCIENyEMbIX MAIUEHTOB U METO/1a
JIMArHOCTUKH TIOKa3aTelb 3a00J1€BaéMOCTH COUYETAaHHBIMU MTOPOKAMH CEPJIlla U MOYEBOM
CUCTEMBI UMEJI OOJIBIION Thana3oH KojieOaHuM.

B nepByro ouepenp peub LuIa O CIOPAAMYECKHUX CIydasiX COUETAHUSI MOPOKOB
CEpIIEYHO-COCYJUCTOM W MOUYEBBIJCIUTEIBHON CUCTEM. TaK, y TMalMEHTOB C
aHOMAJIUSMHU MOYETOJIOBOM CHUCTEMBI PACHPOCTPAHCHHOCTh BPOXKJICHHBIX IMOPOKOB
cepana Oe1a ot 0,7% B nmeauarpuyeckor momymsaiuu [326] 1o 9,6% Ha ayToncuiitHoOM
marepuane [ 183].

ITo muenuto Rosana Cardoso M. Rosa [382], ot 7 no 50% naumentoB ¢ BIIC
UMEIOT aHOMAJIUM JIPYTuX opraHoB u cucteM. Y OonbHbiXx ¢ BIIC BcTpeuaemocTh
aHoMajaui ModyemnoJyioBoi cuctembl Obuta oT 3,8% [147] mo 4,0% [161]. ABTropamu
MpoaHaIu3UupoOBaHbl Martepuasbl 1221 mocMepTHOro BCKphITHS. B TO ke Bpewms,
M. Rubenstein [388] mo manubiM 410 ayrorcuii y aeTel ¢ BPOXIACHHBIMH MTOPOKAMH
cep/lla aHOMaJIMK ModvenoyioBoi cuctembl otmerwna y 10,3%. Sudhukar Rao et al.
[425] nmpu aHanuze 29 ayToNCHil NAMEHTOB C BPOKIEHHBIMU MTOpoKamu cepaua B 21%

CJIy4acB OIMIMCBIBACT aHOMAJIUH MOYEBOI CHUCTEMbI. JTHU KE aABTOPBI COO6IIIaIOT, qTO U3
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260 nereil C BpPOXKACHHBIMU MOpoOKaMH cepana 7,7% uMenu aHOMaJUM TOYEK U
MOYEBBIBOAIIMX yTel [425]. CylecTByeT 00JIbIION pa3dpoc mokazaTesneil coueTaHus
MOPOKOB PAa3BUTHUSI CEPJICUHO-COCYAUCTON CUCTEMBI ¢ aHOManusiMu nouek. H. Newrnan
[348] u3 179 GONBHBIX C MOpPOKaMHU CepAlla aHOMAIMH TOYeK OOHapykeHbl Y 3,9%
nereii; A. Humphrey [261] u3 400 — 4,5%; J. Hoeffel uz 680 — 7,2%; C. Poole [363] —
8,4%; A. Esquival [199] u3 414 nauuenToB — 13,7% cOOTBETCTBEHHO.

B Gonpmom wuccienoBanuu, BkiItouyaBiieM 1856 mereit ¢ BepupHUIIMPOBAHHBIM
BIIC, M. Wojtalik et al. [474] orMeTrin HaTM4Ke MOPOKOB Pa3BUTHS MOYEBOTO TPAKTa
y 22,4%.

G. Cocchi et al. [168] ycraHOBWIM, YTO y JIET€H C MOPOKAMH MOYEMOJOBOU
cuctembl BIIC Bctpewanuch B 10 pa3 yvaie, yeM B oOmieit nomyssiiuu geteit (u3 100
neteit ¢ anomanusamu movek BIIC obumn y 8 nmeteit — 8%). R. Greenwood et al. [235]
Haomonanmu Haimmuue BIIC y 23% gereit ¢ BpOXKIACHHBIMU TMOPOKAMH TOYEK U
MOYEBBIJICTUTEIIHLHONU CUCTEMBI.

Bo MHOrmX uCClIemoBaHUAX IMOAYCPKHBACTCS, YTO OTCYTCTBYET CBSI3b MEXKIY
OTHIEJIbHBIMM TOPOKaMH ceplua U nopokamu mnoyek [159, 343]. B To ke Bpewms,
B. Adhisivam et al. [116] coobmaroT, 4TO MOPOKH Cepjla Yalle BBISIBISUIMNCH MNpPU
MOJINKUCTO3€, areHuH, IMOJAKOBOOOpPa3HOM cpamieHuu rmodek. [lo HaOmoaeHuro
Sudhukar Rao [425], 25% neteii ¢ aeheKTOM MEKKEITYIOYKOBOM IIEPErOPOIKH UMEIH
MTOPOK Pa3BUTHS MOUYEBON CUCTEMBI.

Byung Hee et al. [159] y 1045 nereii ¢ BIIC B 4,1% ciyyaeB ycTaHOBHWIN
HaJIMYMEe aHOMAJIMK MOYEBOTO TpaKTa, TOMYEPKUBAS WX BCTPEYAEMOCTh BBIIIIC
MONYJISIITUOHHOMN 4acTOThI (<2% B reHepaIbHOM MOMYJISLUK ). ABTOPBI OTMEUAOT, YTO Y
671 pebeHka C anMaHOTUYHBIMU (OETBIMH) TMOPOKAMH CepAlla aHOMAJINH MOYEBOU
cucrembl Obut y 4,1% mnaruentoB, a y 374 nerel ¢ IMAHOTUYHBIMU (CHUHHMHU)
nopokamu —y 3,2%.

YBenuumBaeTcs KOJIMYECTBO MyOJIMKAIMA, B KOTOPBIX HCCICAYIOTCS MPUYUHBI
COUYETaHHBIX MOPOKOB CEPACYHO-COCYIUCTON U MOUYEBBIICIUTEILHON CUCTEM.

Cepaue ¥ TMOYKHM pa3BUBAIOTCA U3 Me3o0aepmbl, mpuiyem Podl (kamcymun /

snukapauH / Tcf21) snsieTcs OCHOBHBIM (DaKTOPOM TPAHCKPUIILIUUA U UMEET BBICOKY IO
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CTENEHb SKCIPECCHH B ME3EHXHMME pa3BHBaroIuxcs cepaua u novek [112, 383, 430].
[Ipu QopmMupoBaHUU CEPACYHO-COCYAUCTOM M MOYENOJIOBON CHCTEM COBIAJCHHE
CPOKOB TEpPaTOr€HHOTO TEPMHUHALIMOHHOTO TEpPUOJOB MOXET CIOCOOCTBOBATH
(GbOpMHUPOBAHHIO COYETAHHBIX BPOXKIACHHBIX TOPOKOB cepauna u mouek [164, 275].
Mytanuu reHa B PKD1 unu PKD2, koaupyromux MOIUIMCTAH-1 W TOJIMITUCTHH-2,
HapymawT 3MOpUOreHe3, OJIaronpUATCTBYIOMIUNA (POPMUPOBAHUIO KUCT B TMOYKAX M
HEJIOCTATOYHOCTH KJIANIAHOB CEpAlA U apTepuanbHOr aHeBpusmsbl [115, 151, 174, 237,
349]. P. Hagg et al. [239] ycTaHOBWJIM, YTO AHTHICNITHIHbBIC aHTUTENa K XV THILY
KOJUIareHa MpuBOAAT K OAHOTUIIHOMY Tipoueccy (pubposa B cepaue u noukax. C. Sun et
al. [426] mpuBoasT gaHHble 0 61 TuioAe, MMeBIIUX 11 MOPOKOB pa3BUTHA MOYEK U
ctonbko xe BIIC, HO 0 coueTaHuu 3THX MOPOKOB UH(POPMAIIUU HET.

J. San Agustin et al. [396] npu ananu3e 135 MuHUN MBIIICH Mokaszamu, 4to 29%
myTtanuii, Bb3BaBmIMX BIIC, BBI3BaM W aHOMaJIMMU PaA3BUTHS TOYEK (areHE3HIo,
yABOCHHE, TUAPOHE(DPO3, KUCTO3HYIO AucIuia3uto). [Ipu obcnenoBanuu 77 MalyMeHToB,
npoonepupoBanHbix 1o nmooay BIIC B nerckom rocnutane [MurcOypra (CIIA), y 23
neteit (30%) ObUTM BBISIBJICHBI aHOMAJIMM PA3BUTHUSI TTOYEK — KHUCTHI TOYEK, yJIBOCHUE
MOYeK, MOJKOBOOOpa3Has Moyka, rujipoHedpo3 u Ap. ABTOPhl MOIYEPKUBAIOT, YTO
umeercs obmtas reHerudeckas stuosnorust BIIC u BIIPIT u mpu mopokax cepiia BHICOK

PHUCK HAJIUYHA U ITIOYCUYHBIX aHOMaJIUH.

1.2.4. CuHapoMBbI € COYETAHHBIMM MOPOKAMM CepPALA U MOYeK

K mHacrosmemy BpemeHu omnucaHo Yyxe Oosiee 500 BpOXIECHHBIX U
HACJICACTBEHHBIX ~ CHHIPOMOB  C  Y4acTHEM  CEpJACYHO-COCYIUCTOM WU
MOYEBBIJICTUTEIIBHON CHCTEM.

Alex Egbe et al. [197] npoanamuzupoBamu koropty ¢ BIIC u3 97 154 nereii wu
KOHTposibHYIO Trpynny 12 078 482 cy6wekta. B rpynne ¢ BIIC necunapomainbHbie
aHomanuu  cepama coctaBuiu  11,4%, reHermueckuir cuHapom —  2,2%,
IKCTpaKapauaIbHbIC BPOXKIEHHBIE MOPoKku — 13,6%; a B KOHTpoJbHOU Tpymme — 6,7%,

0,3% u 7,0% cooTrBercTBEHHO. KpaTkOo OCTaHOBHMCS Ha CHUHApPOMAax, B KOTOPBIX B
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KaueCTBE  OTHEJbHBIX  KOMIIOHEHTOB  YYacCTBYIOT  CEpJEYHO-COCYIHUCTas WU
MOYEBBIJICTUTEIbHAS CUCTEMBI.

CuHnOpombl ¢ cOuemanHbiMU NOPOKAMU CEPOYA U NOYEK

Cunopom Apert (FGFR2a)

Myrtanusi reHa, KoHTpoaupytomero ¢akrop pocra. OTMedeHbl THAPOHEPPO3,
YABOCHHUE MOYEYHBIX JOXAHOK, HapyIIeHo (opMUpOBaHUE COCYI0B [262, 471].

Aymocomno-oomunanmuas noauxucmosnas bonesus nouex (PKD1 u PKD2)

MyTtanuu MoJaBEpraroTcs MNPOTEMHBI MEMOpaHbl C TMOBPEXKJICHUEM HOHHBIX
KaHaJloB, OOpa30oBaHMEM KHUCT B CETMEHTe He(dpoHA U COCYIUCTBIX aHEBPU3M.
Pacnpoctpanennocts — 1:1000. 85% nauuentoB umerotr mytauuu B rene PKD1 (6onee
500 myrtanwmit) u 15% — B rene PKD2 (Gonee 120 mytarmwmii). [lopaxkeHue mnouek:
OwslarepaibHble TIOYEYHBIE KHCTBl C TUIEPTEH3UEH, MPOTPECCUPYIONIEH MOYeUHON
HegocTtaTouHOCThIO. [lopaxenue cepama: y 25% mNalMEHTOB OTMEYAETCs MPOJIaric
MUTPAJIBHOTO KJIAllaHa, pACHIMPEHHE KOPHS aopThl, JUCCEKIHS (pacclioeHue)
TOpaKaJbHOTO OT/Iea aopThl [228, 252, 386, 387].

Cunopom Bardet—Biedl

Jlokanu3zamus reHoB, BOBJICUCHHBIX B MATOJIOTHYECKUI MPOLECC, HE U3BECTHA. Y
52—-82% 0GOIBHBIX UMEIOTCS MOPAKEHUS TTOYEK (pa3IMYHbIE AaHOMAINH MTOYEK, BKIIFOYAs
pEHANBHYIO JTUCIIa3uio, HeppoHOPTH3, aHOManuu 4amieuek); y 50% — kapauanbHbie
aHomasiuu (7% — aopTaJbHBIM CTEHO3, OTKPBITHINA apTEepUaANbHBIA MPOTOK, KIIAIIAHHBIE
CTEHO3BI U aTPUO/BEHTPUKYIIAPHBIN nedekr) [216, 264, 278, 412].

Cunopom Beckwith—Wiedemann (p57KIP2)

Bcerpewaemocts — 0,72 wa 10000 pomoB. Chneuuduyueckue HU3MEHEHUS
MPOUCXOJAT B KOPOTKOM 1uieue 11-it xpomocomsl (siokyc 11p15.5). [Topakenus noyek:
aHOMaJMK TIOYeK, AWCIUIa3us, Hedpomeranus, Omyxojb Bwuibmca, ramaptpoma.
[Topaxenue cepaua: ramaptpoma [221, 225, 298, 374, 419].

Hepuyum Carnitine palmitoyltransferase I1

Penxas  maromormss — wyacrora  1:350 000 pomoB. Myramua reHa

nanbMUTOMNTpaHcepassl Tyl I, KapTHPOBAaHHOTO B KOPOTKOM Ijiede |- XpOMOCOMBI
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(;oxyc 1p32). Ilopaxkenuss nouek: peHaibHas auciuiasus. llopaxenue cepaua:
kapauomeranus [353, 470].

Accoyuayus CHARGE (cenemuueckas 6aza He u3zeecmua)

[Topaxenus nouek y 40%: rumoruia3usi, AUCTOMUS, Ty3bIPHO-MOYETOUYHUKOBBII
pedmrokc. [lopaxkenue cepaua y 75%: paznuyHble MOPOKH, yalle KOMOMHUPOBAHHbIE,
BKJItOUas rerpany Pammno [137, 274, 377, 454].

Cunopom Di George (muxpooeneyusi 22ql1.2)

Pacnpoctpanennocts ot 1:2000 mo 1:4000. Ilopaxkenuwe mnouek y 36%:
pasnuyHble MOPOKH (runorviazus uiau arenesus — 17%, obcrpykuus — 10%, Be3uko-
ypeTtpanbHbiii pedokc — 4%). Ilopakenue cepjua: pa3Hble BapuaHThl J1€(EKTOB,
pacipenue KopHs aopthl [129, 287, 295, 325, 422, 481].

Anemus Fanconi (16q24.3)

60% mnanueHTOB MMEIOT BPOXKIEHHBIE MOPOKU pa3BuTus. [lopakeHne modyex y
20%: momKoBOOOpa3HOE CpallleHHUe, TUCTOMHS, TUIOIUIA3Ms, JUCIUIa3Us, arcHe3us,
rugpoHedpo3 unu ypereporuaponedpos. [lopaxenue cepama: nmopoku cepamna [123,
143, 308, 309, 441, 485].

Cunopom Simpson—Golabi-Behmel (GPC3a)

[Topaxxenune movek: Hedpomeranus, TUCIIIA3Wsi, COJUTApHBIE KUCTHI, y 10%
MalueHTOB — pa3BuTHE omyxonn Bunbmca. IlopaxkeHue cepama: kKapauomeraius,
nedextol cTeHok [259, 435, 453].

Cunopom Smith—Lemli—Opitz (d(7)-dehydrocholesterol reductase)

[Topaxenue mouek y 40%: rumnoriasus, amjasus, THUAPOHEPPO3, IKTOMUS,
yaABoeHHe MO4eTOYHUKOB. [lopaxkenue cepaua y 50%: aTpualibHble U BEHTPUKYJISIPHbBIE
ne(eKThl, OTKPBITHIN apTepUaTbHBIN MMPOTOK ), TUIOILIA3HS JIEBBIX OTIEIOB cepama [176,
257, 365, 458].

Cunopom Townes—Brockes (SALL1)

[Topaxkenne nmouek: mopoku nmouek. Hanbosnee onucanbl BapuaHThI TUIIOTIIA3UN U
(GOKaTbHO-CETMEHTAPHOTO  TJIOMEPYJIOCKIepo3a. BpokneHHble TOpOKH — cepAla
otMmedeHsl y 25% nauuenTos [149, 205, 288, 289, 395].

Tuberous sclerosis (TSC1 or TSC2)
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[lopaxenne moOYeK: KapUUHOMA, I[IOYEYHBIE KPOBOTECUEHHS, IOYECUHAs
HEJI0CTaTOYHOCTh. [lopakenne cepama: padgommuoma [220, 285, 296, 323].

VACTERL accoyuayus

[lopaxxenne mnoyek oT 50 mo 80%: OJHOCTOPOHHSISI IOYEYHAs areHe3wus,
TUCIUIa3us,  MOJAKOBOOOpa3Has  MOYKa,  KUCThI,  TUApPOHEdpOo3,  IMy3bIPHO-
MOYEeTOYHUKOBBIN peduioke. [lopaxkenue cepana ot 40 no 80%: gedekrtob
(BenTpukyssapHbIi nedekt — 58%) [131, 175, 414]. J. Winberg et. al. [473] onenmnmm
HAJIMYME CEPACUYHBIX M TOYEUHbIX aHoManuii y 19 miomoB u 20 marueHToB ¢
VACTERL accounanueit. M3 19 nnogoB y 17 3aduxcupoBansl nopoku cepamna (12
MMEM BEHTPUKYJSIPHBINA cenTajibHbI nedext) u y 18 — mopoku mnouek (7 umenu
JIBYCTOPOHHIOIO areHE3Hio IMo4YeK, 5 — rugpoHedpo3 u ypereporuaponedpos). M3 20
nanueHToB ¢ accouuanued VACTERL 10 nerelt umenu BpOXAEHHBIE TOPOKU CEPALA
(Hanboree dYacThiIM TIOPOKOM ObUI BEHTPHUKYJSIPHBIM cenTanbHbIl 1gedekt — 6
naiueHToB) U 10 — BpoK/I€HHBIE TTOPOKU TMOYEK (HamboJjee yacThie: areHesus — 3 u

TUIOIIas3us — 3).

1.3. ®eranibHOE NPOrPAMMHPOBAHKE

K xonmy XX Beka HaKOMUIOCH JOCTATOYHO MHOTO SIUIEMUOJOTHYECKUX,
KIIMHUYECKUX M SKCIEPUMEHTAJIbHBIX JIaHHBIX B MOJIb3y THUIMOTE3bl bapkepa, uTo He
TOJIbKO TEHETHYECKHWe, HO U (aKTOPhl OKPYXKAIOIIEH CpeIbl MOTyT BIUSATH Ha
pa3BUBAIOIIMICS  TUIOJL  BHYTPUYTPOOHO,  BBbI3bIBas  MOP(OJIOTHYECKHE U
(bU3MO0IOrHYecKre U3MEHEHUSI B TKAHAX U OpraHax, 4To B MOCJIEAYIOIIEM CIIOCOOCTBYET
pa3BUTHIO 3a00JIeBaHUN HE TOJILKO B MEpPUOAE JETCTBA, HO U Yy B3pociubix [312]. B
nocjeAHee JeCATWICTHE B BEIYIIMX MEXKIYHApPOIHBIX HU3JAaHUAX IO mpodaemMe
dbeTaapHOr0 MPOrPaMMHUPOBAHUS CTPEMUTEIBHO pacTeT yucio myonukammii (2001 1. —
44; 2006 r. — 177; 2011 r. — 402) u mutupoBanuii (2001 r. — 187; 2006 r. — 1234; 2011
r. —4182) [268].

Hendrina A. De Boo u Jane E. Harding [182] B 0030pe muTeparypsl

MOAYCPKHUBAKOT, YTO TCUHCHUC 6epeMeHHOCTI/I, POKICHUC MAJIOBCCHOTO pe6eHI<a MOT'YyT
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OKa3aTh CYILECTBEHHOE BIUSHUE Ha 3a00J€BaHUS CEPIEYHO-COCYAMCTONM CUCTEMBI U
MIOYEK BO B3POCIIOM MEPHOJE )KU3HU.

Haubonee axTuBHO wu3ywaeTcsi (eTtasibHOE MNPOrpaMMHUPOBAHUE MMOYEUHBIX
byHkuil.  YcTaHoBiIeHO — OoiblIOe — KOJIMYECTBO  (DAaKTOPOB  BJIMSHUS — Ha
dbopmupyronmecs MoYKy Mi10/1a, KOTOpble MOTYT Peain30BaThCs B EPUO/IE JETCTBA U B
MOJIPOCTKOBOM TE€PHOJIE, Y B3POCIBIX B BHUJIE TJIOMEPYISPHONU OOJE3HU, TUTIEPTEH3MUH,
MOYEYHOM  HEJOCTAaTOYHOCTH W  TPOSIBIATbCI  Kak  (eHomeH  (eranmpbHOrO
nporpammupoBanus [ 190]. Panblie Beayiias poiab B 3THOJOTHH MTOYEYHBIX MOPAKEHUN
OTBOJIMJIACH TEHETHYECKUM (PaKTOpaM U «CTHIIIO JKU3HU» (KypEeHUE, cCaXapHbIil 1uadeT y
MaTepH, 3J0ynoTpeOieHue coipio U 1p.) [356]. B Hacrosmee BpeMs ycCTaHOBJIEHa
yOenuTenbHas CBsSI3b MEXJy HEaJeKBaTHBIM IIPEHATalbHBIM pPa3BUTUEM IUIOAA U
MOCIIETYIOIIUM 310pOBbeM [32].

[Io BpeMeHH BO3JCHCTBUS M MEXaHU3MYy BO3AEHUCTBUS Ha (HOpMUpYIOIIHECS
NOYKH (aKTOPBI NOJAPA3ACIAIOTCS HA CIIETYIOIINE TEPUOIBL:

— [lepukoHUENIMOHHBIA NIEPHO] (HEJOCTATOYHOE/HENMPABIIBHOE MUTAHUE —
HU3KOOEIKOBAs JMETa, THIIOBUTAMUHO3BI); KIETOUHBIN Je(UIUT OJ1aCTOIUTOB.

— [Inanentapuplii mepuoj (IUIalleHTapHash HEIOCTaTOYHOCTh); 3aJepikKKa
BHYTpUYTpoOHOTO pa3utus. Ilpu 3anepkke BHYTPUYTPOOHOTO pa3BUTHSI HApacTaeT
PE3UCTEHTHOCTh COCYZOB IUIALIEHTHI M YBEJIMYMBACTCS Harpy3ka Ha CcepAle IUI0Ja, YTO
JieaeT BO3MOXKHBIM TPSMYIO CBA3b MEXAY IUIALIGHTAPHBIMU CTPYKTypaMHU U
(deTasbHBIM IPOrpaMMUPOBAHUEM KapJUOBACKYJSPHBIX 3a0osneBanuil. Ilnanenrtaphas
HEJIOCTATOYHOCTh W HHU3Kasg Macca Teja MpPHU POXKIECHUU KOPPEIUPYIOT C PUCKOM B
OyayileM peHaIbHBIX ¥ KapAHOBACKYJISIPHBIX 3a00eBanuii [420].

— BHyTpuyTpoOHBIII mepuon  (HapylleHHE NHUTaHus 10 OenKy |
KAJIOPUMHOCTH,  THUMEPIVIMKEMHUS, [JIIOKOKOPTUKOUIbI, HW3MEHEHUSI B  PEHUH-
aHTMOTEH3UBHOM CUCTeMe, CBOOOAHBIE KUPHBIE KUCIOTHI); AHOMAJIMM MIOYEK U CEepAlla,
HapylleHue HedporeHe3a W yMEHbIIEHHE 4YHcia HE(PPOHOB, M3MEHEHHE CTPYKTYpPHI
COCYJIOB, TUIIEPTEH3HUS.

— [lepunaranpHblii mEepHOj (HEZOCTATOYHOE WM HM30BITOYHOE NHUTAHHE,

TOKCHYECCKHUEC CY6CTaHHI/II/I, T'HITIOKCHUA, OKCI/II[aTI/IBHBII\/'I CTpeCC, ,Z[C(I)I/IHI/IT
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MUKpPOAJIEMEHTOB); HAOJFOMAIOTCS  DMHWTEHETUYECKHe U3MEHeHHs. B Oymymem
OXKHJIAETCs PETUCTPAIIHSI PEHATBHBIX U KapIUOBACKYISIPHBIX Oose3Hei [269, 408].

B wuccrnenoBaHusix Ha JKMBOTHBIX MPOJEMOHCTPUPOBAHO, KaK BO3JEHCTBUE
BHEITHUX (AKTOPOB BO BpeMs BHYTPHYTPOOHOTO pAa3BUTHUS MOXKET IOBIUATH Ha
CTPYKTYPY #  (U3HOJOTUYECKHE OCOOCHHOCTH TMOYeK, BKJIOYas OO0JIE3HH B
nocieayromen xu3uu [344].

B maGopaTopHBIX HCCICAOBAHMIX HWCIOIB3YIOT MOJEIN MaHUITYJIUPOBAHUS
MaTEPUHCKUMH YCIOBHUSIMU Yy OEPEMEHHBIX KUBOTHBIX:

— Mogenn MaHUNyJIAMA € JAETOM.  VICHONMB30BAIMCH  JUETBHI €
OrpaHUYCHHEM Oellka U KAJIOPUHUHOCTH, H30BITOUHOCTU O€liKa, YMEHBIIEHUEM U
YBEJIMUEHUEM XJIOpHUJIA HATpUs. Pe3ynbTaThl MCCIEOBAHUN MMOKA3AIA BIUSIHUE TUETHI
BO BpeMsi OEpeMEHHOCTH Ha HedporeHe3 (YMEHbIIECHUE Ynciia HEPPOHOB), U3MEHEHU S
COCYIUCTBHIX (DYHKIIMM, HapacTaHWe KpoOBsSHOro mamieHus [246, 300, 476]. Ilpu
OTpaHUYCHUH BUTAMUHA A B JHeTe OEPEMEHHOTO XUBOTHOTO HAPYIIAETCS pPa3BUTHE
3apoJiplllia MOYKU W HapyIIaeTcsl MPOCTPAHCTBEHHAs OPUEHTAIMs Pa3BUTHUSL COCYJIOB
[329]. Orpanuuenue nUTaHUs BO BpeMsi OCPEMEHHOCTH MPHUBOJUT K YMEHBIICHUIO
IJIOTHOCTH KaNWIJISPOB B OpraHax Iioja u3-3a HapyuieHus auddepeHnuanuu KIeTokK
SHAO0TENUS U (OPMUPYIOLIEHCS BIOCIEACTBUU YHAOTENHAIBHON AuchyHKInU [29].

B skcnepumente Ha Kpbicax JuHMM Wistar ¢ HEIOCTATOYHBIM MOTPEOJICHUEM
IIMHKa BO BpeMsi OCPEMEHHOCTH M JIaKTalluh YK€ Ha O-U JeHb MOCJe POXKICHUS
OTMEUEHBI Mpu3HaKu (UOPO3HOro MpoIlecca B CEpAlle, YMEHbIIEHUE MAacChl Tela |
Macchol cepana (/100 © Maccbl Tena), U3BMEHEHHE MHUOIIMTOB, YTO HAIILIO OTPAKECHHUE B
(GYHKIIMOHATBLHOM COCTOSIHUM CEPJICUYHO-COCYAUCTOM CHCTEMBI B MEPHOJ pOCTa U
nocienyromieit xxu3nu [125]. B anamormunom uccnenoBanuu S. Aguirre et al. [117]
BBISIBUJIM TUTIOTPO(UIO TPYAHOTO OTJIeNIa a0OPThl, YBEIMYEHHBIN OKCHUIAAHTHBIN CTpecc,
YMEHBIIICHUE aKTMBHOCTHM CHUHTa3bl OKCHIA a30Ta B CEPJIEYHO-COCYJIUCTOW CHUCTEME.
CHIDKEHHBIN aHTUOTEHE3 WJIM HapyIlleHUuEe CHHTE3a M (DYHKIIMM OKCHJIa a30Ta BO BpeMs
SMOPHOHAIILHOTO Pa3BUTHS MOKET IPUBECTH K dHAOTEIMAIbHON Aucyukmmu [135].

— Mogenu yMeHblIeHUs] MaTOYHO-TIalleHTapHou nepdys3un. [lnanentapras

HEOAOCTAaTOYHOCTh B TOU MOJCINU ABJIAJIACh PE3YJIbTATOM ,Z[e(pI/IHI/ITa HYTPUCHTOB H
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CHAOXXEHMsI KHUCIOpoJoM Iwona. llpy HanmuumuM IUTALIEHTApHOM HEIOCTATOYHOCTH
(GuKCHPOBAIOCh YMEHBIIEHUE YHUCIIa HEPPOHOB, M3MEHSIOIIASCA PEaAKIHS COCYAOB,
KapJAUOBACKYJISIPHOE pEMOJCIMPOBAHUE, HapacTaHue KpoBaHOro nasienus [119, 135].
XpoHHYecKasi TUIIOKCUS y OEpEMEHHBIX KPbIC IPUBOMIA K PACCTPOUCTBAM CEPJICUHO-
COCYIUCTBHIX (YHKIMI Yy B3pOCIOr0 MOTOMCTBA, OCOOCHHO KPOBEHOCHBIX COCYJIOB
[234].

— Mopenu runokcuu. Octpas U XpOHUYECKAs] TUIIOKCHUSI UCIIOJIb3YIOTCS ISl
UMUTAIMM  yCJIOBUHM  3amemsieHust pocta 1uioga. Ilpu »TOoM  Habmonmaercs
KapJMOBACKYJISIPHOE PEMOJEIIMPOBAHUE, MTOAABICHHE T€HOB, OTBETCTBEHHBIX 3a POCT, U
MHAYKIUS TE€HOB, YCWIMBAIOIIMX BOCHAJIUTEIbHBIE IPOLECCHl MPU  3aJEPIKKE
BHYTpHyTpoOHOTO pa3Butus [310, 432].

— Mopnenu QgapmMakoIOruuecKo MaHUIYJSIUU. DH3UM, WHAKTUBUPYIOMIMMA
koptuzon 11-HSD2 (11 Gera-ruapokcucTepoui AeTUAporeHasa TUIl 2), UCIOIb3yeTCs
npu OEpeMEHHOCTU MJii MOJABICHUS BIUSHUS MATEPUHCKUX TIJIFOKOKOPTHUKOUIOB.
[Tpumenenue rtmokokopTHKONIO0B, 11-HSD2 u ero wunruburpa kapOeHOKCOIIOHA
NO3BOJIWJIM TMOJY4YUTh HH(POpMAIMIO OO0 YMEHBIIEHUH MAacChl IMpH POXKICHUH,
yMEHbIIEHUN 4ucia HeppoHoB, runeprensuu [186, 307, 407]. biokana perukyno-
AHTMOTEH3UBHOM CHCTEMbl B TeUeHHE He(dporeHe3a y JKUBOTHBIX MPHUBOJUT K
U3MEHEHUIO CTPYKTYpPhl U (DYHKIIMU MTOYEK U aCCOLMUPYETCS C MOBBILICHUEM JABJICHUS
kpoBu [238, 311]. A.J. Drake et al. [191] ymanock ycTaHOBUTH, uTO 3TU 3(P(HEKTHI
NPOSIBISUINCh B TOCIEAYIOIIMX TE€HEpalusX KpbIC, MOATBEPXKAAsl BOBIICUCHHUE
AIUTCHETUYECKIUX MEXaHU3MOB.

Hughson M. et al. [260] cooOmia0T 0 HaJIUYUK TPSMON CBSI3U MEXKIY Maccou
TeJla MPU POXKACHUU U KOJIMYECTBOM TJIOMEpyi. Ha Kaxaplil KUJIOrpaMM MacChl HHXKE
HOPMAJIbHOM B K101 nouke meHbine Ha 250 000 rimomepyn. Y denoBeka BakHas pojib
B YMEHBIICHUHU KOJMYECTBA HEPPOHOB NPUHAUICKUT HEOIArONMPHUITHOMY TEUCHUIO
OepeMeHHOCTH (queTa OepeMEHHBIX C HU3KHM COJEp)KaHHeM OeJka, MpedKIaMIICHs,
TUIEPTEH3Us, aJIKOT0Jb, KypeHHe (aKTMBHOE M IACCHUBHOE), OOCAHEHHE MaTOYHO-
IUIAllEHTAPHOIO  KPOBOTOKA, MATEPUHCKAas TUIEPrIMKEMHs, MEAUKAMEHThl) |

reHeTHYecKoMy  nonumopdusMmy.  YMeHblieHue dkcrpeccurn PAX2  mRNA



43

ycraHoBiaeHo y 10% manmueHTOB C YMEHBLICHHBIM TIOYEYHBIM o0bemoM [372].
HeoOxomumbiii st BeTBUCTOro pa3sutusi HedporeHesa RET u ero momumopdHbii

BapUaHT RET®A

onpeneneHsl moutu y 10% nerell ¢ yMEHbIIEHHBIM 00BEMOM MOYKU
npu poxxaerun [492]. Myranuu psiga Apyrux TeHOB, Takux kak Imx-1, Eya-1, Six1,
Salll u tcf2, nmpuBOAAT K YMEHBIICHHIO 4YKClIa HE(pPOHOB, YMEHBIIECHUIO Pa3MEPOB
MOYKU M JE30praHu3aliu MOo4YeyHOW TKaHu [464]. 3amepkka BHYTPUYTPOOHOTO
pa3BUTHUS MPUBOJIUT K JIOCTOBEPHOMY CHWXKCHHIO dmciia HedpoHoB [279]. Maria M.
Rodriguez et al. [322] wucnonp3yeT TEepMUH «oJuroHedpomaTus» B JOCIOBHOM
NEPEBOJIE «CIUIIKOM Majio He(ppoHOB». ONUroHEPpOHUsS WKW OJUTOHeppomaTUs
(ymeHblleHHE unclia HEPOHOB) CIOCOOCTBYET THUINEPY3UH KaXJAOr0 U3 HUX C
MOCJICAYIOIIMM TJIOMEPYJIOCKIEpo30M W TuOenbsio HedpoHa [154]. Ve B paHHeM
JIETCTBE  3aIllyCKAaeTCs TMOPOYHBIA KpPYyr «OJIUTOHEPPOHUS» — ME3aHThaJIbHAs
nponudepanus — runepnepdys3ust HehpoHa — TIIOMEPYIOCKIEpo3 — rudens HedpoHa —
OJIMTOHEPpOMNaTUs», KOTOPBIA MO Mepe B3POCIEHUS COIMPOBOXKIACTCS YMEHbBIIICHUEM
yucaa JeUCTBYIONUX He(PPOHOB U HapacTaHUEM KIMHUYECKUX MPU3HAKOB MOPAXKEHUS
IIOYEK U CEPACUHO-COCYAUCTOM crctemsr [313].

B pesynbrare sKCrepuMEHTAIBHBIX UCCIAEAOBAHUN U KIIMHUYECKUX HAOJIIOEeHUN
BBIJICJICHBI CJIEIYIONTUE MEXaHU3MbI (PeTaTbHOTO MPOTPAMMHUPOBAHUS.

DemanvHoe  npocpammuposanue  Koauuecmea — Hegponos.  HapyiieHue
HeporeHesa TMPUBOAUT K YMEHBIICHHUIO OOpa3oBaHMS 4YHUCIA HEPPOHOB. OTH
pe3yabTaThl MOJIYY€Hbl B MHOTOYHMCIIEHHBIX HSKCIIEPUMEHTAJIbHBIX HCCIIECIOBAHUSX C
pPa3HBIMU JKUBOTHBIMM U TIOATBEPXKICHBI Yy JIIOJAEH, Yy KOTOPBIX 3TH HU3MEHEHUS
aCCOIMHUPOBAIIUCH C 3aJCPXKKON BHYTpUYTpoOHOTO paszButus [356]. Hapacranue B
MOYKax arorTo3a M HKCOPECCUs T'€HOB arnonTo3a MPUBOJAT K YMEHBIICHHUIO YHCIIa
JEUCTBYIONIUX HE(PPOHOB U BHOCST 3HAYMMBbIN BKJIaJl B (peTaabHOE MPOrpaMMHUPOBAHKE
MOCJEAYIONIMX HAPYLIEHUI, B TOM YKCII€ U KOHTPOJISl apTEPUATIbHOTO JaBJICHUS.

Demanvroe npocpammuposanue peHun-aneuomensugHou cucmemvl. Cymnpeccus
UHTPapeHaIbHON PEHUH-aHTMOTEH3UBHOM cucteMbl (RAS) y mabopaTopHbIX KUBOTHBIX

IPUBOJIMJIA B MTOCJEAYIOIIEM K akTUBAalMK RAS, BKIrOUaroneil HapacTaHUue IKCIPECCUU
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nouyeuHbix penentopoB AT; m ACE, 4To moaTBepAWsio KOHIIEHIMIO O 3HAYUMOCTHU
¢bynkiun RAS B deTanbHblil epuoa B MpOUCXOXKIEHUH runeprensuu [236, 379, 393].

Demanvroe NPoOcPaAMMUPOBAHUE CUMNAMUYECKOU HEPBHOU CUCTNEeMbl

[Tpu BHYTpUYTPOOHOM TUTIOKCUHU Y KUBOTHBIX B IKCIIEPUMEHTE JJII COXPaHEHUS
KPUTUYECKUX OPraHOB MO3Ta U Cep/lla YMEHbIIAETCs IPUTOK KPOBU K APYTHUM OpraHam,
BKJIIOYAs OYKU. B pe3ynbTare runokcus OnocpeoBaHHO Y€pe3 CEKPELUI0 «THUMOKCHUS
uaaymupytomero  ¢axropa» (HIF) wu  THUpo3uH-THApPOKCHIIA3bl  CTUMYJIUPYET
CUMIATUYECKyl0 HepBHYIO cuctemy [302]. IIpoBeneHHBIE HEIABHO HCCIICAOBAHUS
YCTaHOBWJIA POJIb TOYEYHOM CHMIATHUYECKOW HEPBHOM CHUCTEMBI B pAa3BUTUU U
NOJAJICP>)KaHUM TUIEPTEH3UU Y KPBIC, Y MaTepeil KOTOPhIX BO BpeMsi OEpPEeMEHHOCTHU
ObL1a BbI3BaHA MATOYHO-TIJIAIIEHTAPHAS HEJOCTATOYHOCTh BHYTPUYTPOOHOM MEPEBA3KOM
cocyna. AprepuanbHas THUIEPTEH3Us] Yy OSTUX JKUBOTHBIX OblIa JMKBUIAUPOBAHA
MOYEYHOU IeHepBanueil. B To ke Bpems nmoueyHas JIeHepBalus HE OKa3aia BIUSHUS Ha
JKUBOTHBIX KOHTpPOJBHOM rpymnmbl [177]. VYV denoBeka aHAJIOTMYHBIE W3MEHEHUS
OTMEYEHBI Y JETEN, POKICHHBIX C HU3KOM Maccou Tena [263].

B nocnennue ronpl yBeIMUUBACTCS KOJMYECTBO MyOJUKAIMI O BIUSHUU CTpecca
BO BpeMsi OEpEeMEHHOCTH MAaTepu Ha IMOPUOHAIBHOE Pa3BUTHE, KOTOPBIM peaan3yeTcs
MOCPEJICTBOM JMUTCHETUYECKUX BIUSHUNM Ha MOTOMCTBO B 0o0Jiee TMO3JTHUX CTATUAX
[489]. OkcupmaHTHBI CTpEeCC MOXKET BBI3BIBATHCS TAKUMH  YCIOBUSMH, Kak
MpeHaTalbHasl TUIOKCHUS, TUETUYECKUMHU HAPYIICHUSIMUA U YPE3MEPHBIM BbIJICJICHUEM
TJIFOKOKOPTUKOWIOB B TIEPUOJT OEpPEMEHHOCTH U XapaKTepusyercs aucOaraHcoM
MPOOKCUJIAHTOB U aHTHOKCUIAHTOB [446]. Ilpu »ToM akTuUBHBIC (DOPMBI KHCIOpOaA
OKa3bIBAIOT KaK (PU3MOJIOTMYECKUE, TaK U MATOJIOTMYECKUE BO3JICUCTBHS Ha MIIALICHTY,
amOpuoH u mon [158, 249, 428, 437]. ROS saBnsrOTCS CUTHATBHBIMH MOJIEKYJIaMH,
Be3bIBatonMK Tpanckpunmuioo reHoB (HIF1A, CREB1, NFKB1), konTpomupyromumx
KJIETOUHYIO0 TUu(h(PEpEeHIUPOBKY U MPOTHQPEPANHIO I TOAASPKAHHUS TOBBIIIEHHOTO
ypOBHsI MeTab0JIM3Ma BO BpeMsi ObICTPOi aMOproHaIbHOM (a3sl pocTa [352, 490].

Bnusgnaue (akTopoB B mepuoa 3MOpHOreHe3a MOKET IMPHUBECTH K CTPYKTYPHBIM
nedexTaM U HapymeHuo GyHKIIMOHATBRHOW CIOCOOHOCTH OpraHoB. [Ipu Bo3aeicTBuM

GbakTOpoB B TMEpPHOJl TaMETOreHe3a peNnpoOAYKTUBHBIA MMOTEHIHUAT CIEIYIOUIUX
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MOKOJIEHUI MOXeT ObITh HapylieH. B ¢a3ze 6bicTporo ¢eranbHOro pocta, 0COOEHHO MPH
HEJIOCTaTKe HYTPUEHTOB, HapylIaeTcsl LUK mponudepanuu u auddepeHIranum
KJIETOK, UMEETCA X HEeJIOCTaTOK. Tak Kak pa3Hble OpraHbl BHyTPUYTPOOHO MHTEHCUBHO
pacTyT B pa3HOE BpEMs, TO aJalTallMOHHbIE U3MEHEHHS B TKaHSAX M OpraHax ILIofa BO
BHEYTpOOHOU >ku3Hu MoryT oTimdarhbcs [218]. E. Porrello et al. [364] BbigenstoT BO
BHYTPUYTPOOHOM IE€PHOJI€ BPEMEHHOUN MEPHO/I, TaK HA3bIBAEMOE «KPUTHUUYECKOE OKHOY.
B sroT mepwon mom BIMSHWEM OOCTHEHHOW MHINM, THUIOKCHUW W SHIOKPHHHBIX
(GakTOpOoB  BO3HUKAIOT  MEpUHATAJIbHBIE  TMOBPEXICHUS,  IpoiudepaTUBHEIE,
runepTpopuYEcKre M arnonTUYECKUE PEAKIUHU, COKpauias KOJIWYECTBO MHOLUTOB 10
TOI/IeP KaHMST MUOKAPAUATBHONU TpaeKTOpUH pocTa. CTPYKTYpHBIE M (DYHKIIMOHATLHBIC
WU3MEHEHHS 3aBUCAT OT XapakTepa U BPEMEHHU JEHCTBUSI CTUMYJIUPYIOIIETo dakTopa u
MPOSIBJISIFOTCS B T€HAX, KJIETKaxX, TKAHAX W Aaxe opraHax [223]. ['eHbl, BOBICUCHHBIE B
poct u metabonusm (Igfl, PPAR), monyyast CMrHaibl, MOI'YyT MEHSATh KCIPECCHIO 03
u3MeHeHust nocnenoparenbHoct  JJHK, nyrem  MerwnupoBanus  [462]. VY
MiekonuTaromux Oonee 80 HM3BECTHBIX T€HOB BOBJIEKAIOTCS B KOHTPOJIMPOBAHUE
IJIAIEHTApHOTO  W/WIM  SMOPHUOHAIBHOTO  pOCTa. OMUIE€HETUKA  TOCPEICTBOM
MOJIEKYJIIPHOTO MEXaHu3Ma OO€CleunBaeT MPOrpaMMUPOBAHUE M CBSI3b T'€HOB,
NpeHaTaIbHOW  Cpe/lbl,  BHYTPUYTPOOHOTO  pPa3BUTHS W TOCIEAYIOIIYIO
BOCIIPUUMYMBOCT, K Oonesnu [375]. HemocraTok mnMTaTeabHBIX KOMIIOHEHTOB,
OTpaHUYCHHE YTPOOHOrO KpOBOTOKAa yMeHbInarT cuHTe3 JIHK B »MOpuoHanIbHBIX
KJIETKaX, YTO BBI3BIBACT M3MEHEHHUS B YHCIE, pa3Mepe, (PYHKIIMU KJIETOK U U3MEHSET
nponudepanuio, KIOHaJIbHBIM BbIOOp U amonto3 [127]. U3mMeHeHus CTpyKTyphl u
(GYHKUMU KIETKH MEHSIOT MOP(OJIOrUi0 U (PU3HOJIOTHIO TKAHEH W OpraHOB B LIEJIOM.
[Tpudem ecii MOBPEXACHHUE MPUXOIUTCS HA BPEMs OpraHOreHe3a, TO U3MEHEHUS MOTYT
ObITh OueHb TsokenbiMH [342]. Ilpu peanuzanuu noBpexaarmiero ¢akropa B
MyTareHHbId d(PQPeKT, CTPYKTypHbIE W (PYHKIIMOHAIHHBIC H3MEHEHHS, MPOTHO3 Ha
JIOJITOCPOYHOE BEDKMBaHUE HeOmaronpusteH [223].

@deTabHOE MPOrPAMMHUPOBAHUE MOXKET UMETh MOCIEACTBUA U ISl CIEIYIOIINX
nokosieHni. [Ipy pasmuyHBIX BHYTPUYTPOOHBIX BO3JCHCTBUAX 3aPOTPAMMUPOBAHHBIC

HN3MCHCHHUA MOI'YT II€PCAaBaThbCsAd OT OJHOI'0 K IMOCICAYIOIIHUM ITOKOJICHUSAM MaTepeﬁ 141
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OTIIOB IyTEM M3MEHEHUSI MCKOHHBIX 3apOJIBIIIEBBIX KJIETOK, HAacJeJI0BaHUs
AIUTEHETUYECKOTO J100aBOYHOIO METUJIMPOBAHUSI WM HEMOJHOTO «CTUPAHUS
SIUTCHETUYECKUX METOK, COXPaHAIOIINX MaMsTh B onpejaeneHHon amwienu [191, 466].
O4eBUHO, ONUTCHETHYECKHE MOMU(PUKANUA MOTYT OOBSICHUTH COXPAHCHHE
MPOM3OIIEAIINX  M3MEHEHWH B  IIepUHATAJIbHOM  HOporpamMmupoBanuu. Ilpu
AIUTEHEeTUYECKONM  MoauduKanuu B  HYKJICHHOBBIX  KHCJIOTaX HE  MEHSETCS
MOCJIE0BATEILHOCTh 0Aa30BbIX COCIUWHEHHI, a MPOUCXOJAT XUMHUYECKHE pEeaKIuu,
3aKJIoyaronmecss B 5 -METWIMPOBAaHMM IMUTOKMHOB B CpG  JUHYKICOTHIOB,

(bochopunmpoBaHUM THCTOHOB U IPYTUX KOBaJEHTHBIX Moaudukanuii [157, 193, 480].

1.4. KapauopeHaibHbI CMHAPOM

MHOrO4HCIIEHHBIE CBSI3U, KOTOPBIE CYIIECTBYIOT MEXAY CEPAECUYHO-COCYAUCTOMN
CUCTEMOW W TOYKaMH, MPEIINONaratoT CIOXKHYK CHUCTEMY B3auMOOTHouIeHWi [179].
O6a oprana uMeroT OOMIIbHYIO BacKysipu3anuto: 20% ceplieuHoro BeIOpoca nmocrymnaer
B mouku U 4-5% — B mouku. Ceplile W TOYKH HUMEIOT CHUMIATHYECKYIO U
napacumMnaTu4eckyro uHHepBaiuio [214, 362]. O0e cucteMbl B TaHIAEME PETYIUPYIOT
TOHYC COCYJOB, apTe€pUalIbHOE JaBIICHHE, AUYpPE3, HATPUWYPE3, BHYTPUCOCYAUCTHIN
romeocras ooOnema, mnepudepuueckyro mnepPy3uMr0 W OKCUTEHAIMI0 TKaHEH U
CTaOMJIBLHOCTD 3THUX MapaMETPOB 3aBHCHT OT B3aWMOJCHUCTBHUS cepiia v movku [71, 72,
146, 177]. OnHM UMEIOT SHAOKPUHHBIE (QYHKIHH C  B3aMMO3aBUCHUMBIMHU
(U3HOJOTUYECKUMH TOPMOHAIBHBIMHA JCHCTBUSAMH, PETYIUPYEMBIMH apTepUaIbHBIM
HATPUUYPETUYECKUM TIENITUIOM, KaK Ba30UIaTaTOPOM, CEKPETUPYEMBIM U3 cep/ilia, U
PEHUH-aHTMOTEH3UH-aIbJ0CTepOHOBOM cuctembl [236, 330, 368]. Cekperupyembie
nMmo4ykamMu BUTaMHH D3, SpUTpONOATHH U renalase CmocoOHBI K KJIETOYHOM U
ryMOpaJbHOM CUTHAJM3alluy U BIUSAHUIO Ha cepaue [87, 122, 185, 360, 460].

[IpeacraBineHre O CYIIECTBOBAHWM OCOOBIX  B3aWMOOTHOIIEHUH  MEXKIY
MUOKApAUAIbHOW M MOYeYHOM  (DyHKIMSIMU  yOEIUTENbHO  MOJATBEPKIAACTCS
coBpeMeHHbIMU HaHHbIMU. B peructpe JCARE-CARD (fnonwusi) oTrmMedyeHO, 4TO B

KOTOopT€ IIaoMCHTOB C XpOHH‘I@CKOﬁ 00JIe3HBI0 TIOYEK OCHOBHAas npuinHa OJida
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DKCTPEHHOM  TOCIHUTAIM3AlMM —  OCTpas  JEKOMIIEHCHPOBaHHas  cepJeyHast
HenoctatouHocTh [113]. B peructpe ADHERE (CIIIA) y 30% rocnutaiu3upoBaHHBIX
OOJILHBIX C OCTPOM CepACYHON HEIOCTATOUYHOCTHIO MMENa MECTO XpOHUYECKast O0JIE3Hb
MOYEeK U KOHIICHTpAIMsI KpeaTHuHUHA T1a3Mbl Obuta BhImie 2 mr/mt [335].

[Ipu uccnepoBanuu 39 MJIOIOB C MOPOKAMHU Pa3BUTHS MOYEBOM CHCTEMBI MpHU
cpeaHeM cpoke OepemenHoctn 23,6 Hemenb (8 — aBycTropoHHsst areHesus; 21 —
oOcTpykTuBHas ypomatusi; 10 — TOTUKHUCTO3, MYJIBTUKHUCTO3, JUCIUIA3US) C
IPOBEJCHUEM 3XOKapAuorpaduu mioja U U3MEPEHUEM TOJIIMHBI MEXKKEIyT10UKOBON
NEPErOpoJIKM U CTEHOK JIEBOrO M MpaBoro xemygoukoB W.M. Merz et al. [331]
OTMETWJIX BO BCEX CIy4yasxXx OWBEHTPHUKYJSAPHYIO THOEPTPOPHUI0O MHUOKapAa U
yBennyeHue KoHueHTpanuu nt-proBNP kak mapkepa kapanoBacKyJIpHOU TUCHYHKIUU
npy nopakeHusx nouku [213, 486].

L. Ruchnik et al. [389] oOcnenoBanu ¢ mpuMeHEHUEM (eTanbHON
sxokapauorpapuu 42 miaoga ¢ oOCTpyKUHEH HUKHUX OTAEJIOB MOYEBOTO TpakTa U 35
HOPMAJIbHO Pa3BUBAIOLIUXCSI COOTBETCTBYIOIIETO T'€CTAllMOHHOTO BO3pAacTa B KaueCTBE
IpyIIbl CpaBHEHUS. B rpymnmne 1miooB ¢ MOPOKOM pa3BUTUS MOYEBbIX myteil y 21%
BBISIBICHO CHUXKEHHE CKOPOCTH KapJAUMOTOPAKAIBHOTO KpPOBOTOKa, y 29% —
runepropodusi MUOKapaa KeayaoukoB Uy 36% — HeOONbIION BBITOT B TOJIOCTh
nepukapaa. ABTOPBl BBIIBUIAIOT BEPCHIO O BO3MOXXHOM C)KaTHM  IOAB3JIOIIHBIX
apTepuil yBEJIIMYEHHBIM MOYEBBIM IY3bIpEM M M3MEHEHUU KapAUOBACKYIISIPHBIX
apameTpoB.

CMepTHOCTh OT KapAMOBACKYJSIPHBIX 3a00JIeBaHUI  SABISAETCS OCHOBHOM
NpUYMHONM cMepTH y B3pocibix mnanumeHToB ¢ XbII, ee ynenwbHbI Bec Bce Ooliee
BO3pacTaeT B JgeTckue rojasl [335, 410, 483].

CHIDKEHHE CKOPOCTH Kiy60uKoBoii duasrparuu Ha 10 mu/mun/1,73m° nprBOAMT
K yBeIMYEeHUIO Ha 7% kapauoBackysipHod cmepTHocTH [413]. Cpeau manueHToB C
TepMHHAJIBHON ToueuHol nucdynkimeit (end stage of chronic renal disease) Bennunna
KapJMOBacKyJIsipHOM cMmepTHOCTH mouth B 500 pa3 Bbime, yem y Jdil oOuiei
HOMYJISLMK ¢ HOpManbHOU QyHKumen nmovek [146]. B otuere United States Renal Data

System (USRDS) npuomutcs unpopmarms, uyto 20-25% nereil Ha XPOHHUYECKOM
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JMaii3e WIK TMOCJe TPAHCIUIAHTAMM TOYKH YMHUPAIOT OT KapJIHOBAaCKYJISPHBIX
3a00J1eBaHUM, B TO BpEeMs Kak B NOMYJSLUMU JETEH 4acTOTa CMEPTH OT 3TUX NMPUYUH
meHee 3%. B To ke Bpems MOAYEPKUBAETCS, 4YTO IOKa3aTeldb CMEPTHOCTH OT
KapJIMOBaCKYJISIpHBIX 3a00seBaHuii nerei ¢ koneuHou craaueit XbII npumepno B 1000
pa3 BblllIe, YeM MOMYJISIIIUOHHBIN MTOKa3artelb [359].

[IpuurHBl CMEPTH MMEIOT BO3pACTHBIE OTIMYMs. Bo B3pocioMm mepuojne KU3HU
3HAYMMYIO POJIb UTPAOT OOJIE3HH KOPOHAPHBIX apTepuUil U XPOHHUYECKas cepiedHas
HegocratroyHocTh. B.M. Chavers et al. [165] npoananu3upoBaiv MPUYUHBI CMEPTH
1454 neteit, HAXOAUBIIUXCA HA XPOHUYECKOM remouanuze. Y 452 nanuenton (31,2%)
NPUYUHOM CMEPTH ObUIM KapJIuOBacKyJsipHble 3a0oneBanus: aputMus (19,6%),
nopaxkenus kianaHoB (11,7%), kapnuomuonatus (9,6%) u ocTaHOBKa cepAcUHON
nestenbHocTH (3%). Mmemuyeckue nopakeHus cep/illa BCTpeyaroTes y AeTeil KpaiiHe
peaxo.

CunapoM BHE3aIlHOW CepAeYHON cMepTu cocTaBisier 60% Bcex KapIHabHBIX
IIPUYUH CMEPTHU y AETEl J0 Hadala 3aMECTUTEIbHOW NTUAIU3HOW TEpamnuu; 7/ ClIydacB
npuxoautrcs Ha 100 000 ceancoB remoamanusa [409]. Jlaxe npu 3—4-if cragum
XPOHUYECKOM OO0JI€3HM MOYEK MOKa3aTelb BHE3AMHON CEPJIEYHON CMEPTH BBIILIE, YEM Y
UHIUBUAOB Oe3 mopaxkeHust mouek [317]. Ilpu CHMOKEHHMH CKOPOCTH KITyOOYKOBOM
dubTpanun Hke 65 Mi/Mun/1,73M° PECK BHE3AIMHOMN CEpICUHON CMEPTH BO3PACTAeT
Ha 40% B coIoOCTaBJICHUE C TEMU, KTO UMEJl HOPMaIbHYIO MoYeyHyro GyHKIuo [316].

K cnexktpy kapAuOBacKyJISpPHBIX TOPAXEHUN OTHOCITCS TUMEpTpopus u
TUChYHKIIMS JIEBOTO KEITyJ0UKa, AHOMAJIMU KPYMHBIX apTepUil, TaKue KaK yTONIIECHHUE
WHTUMBI KapOTHUJ, KalbIU(UKALMSI KOPOHAPHBIX apTepuii, paHHee GOPMUPOBAHUE
KapJIMOMHUOIIATHHU U aTEPOCKIIEPO3a.

OKoJI0O TpeTH AeTeil ¢ yMEpPEHHBbIM CHIKEHUEM (DYHKIIMM MOYEK YK€ HMEIOT
yBEIMYEHHE Macchl JeBoro >kenynodka [319]. [lpu 2—4-ii ctanuu XBII runeprpodus
MHUOKapAa JeBOro xenayaouka ormedeHa y 20-30% manumeHToB, a NOpuU Hadaje
MOCTOSIHHOM JMAJIM3HOM Tepanuu TunepTpodus orMmeyanoch yxe y 69-82% nerei,

NEPCUCTUPYS B XOJI€ 3aMECTUTENIbHOM Tepanuu 10 40—75% naunentos [336].
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R. Shroff et al. [410], onenuBasi CTPYKTYpy cepilla y IeTeld C XPOHHYECKOU
Oone3Hpto mouek 2—4-ii craguu, B 3-23% ciy4aeB OTMEYaIM HKCLEHTPUUYECKOE
pemoaenupoBanue, y 9-13% — koHlleHTpuueckoe pemojenupoBanue u y 17-50% —
rUnepTpodUI0 MUOKap/a JEBOTO KETyA0UKa.

B 1O xe Bpems, mocie TpaHCIUIAHTALUMU MOYKHU MATOJOTUYECKHE H3MEHEHMUS
CTpPOEHHUS CepAlla MOABEPraloTCsl PErpecCur: YMEHBIIAIOTCS THUNEpTPOous JIEBOTO
KEeTyJ09Ka M Macca JIeBoro xenyaouka [433, 447]; ynydmaercs cepaedHas QyHKIuS:
yBeIMuMBaeTcss ¢pakuuMs BbIOpoca JieBoro kemyaouka [291], ymeHbiaercs
nuactonumdeckas gucynkuus [162]. Bce 5T0 cmocoOCTBYeT CHMXKEHUIO pPHCKA
JETAIBHOCTA OT CEPACYHO-COCYIUCTBHIX OCJIOKHEHUU IOCJE TPAHCIUIAHTALWUU TOYKH,
XOTS MEXaHU3M ITHX U3MEHEHHM, 0COOEHHO y JeTed, BO MHOTOM eie He sceH [121,
357].

dakTopamMu pucka KapJMOBaCKYJISIpHBIX 3a0osieBanuil y nereit ¢ XbBII spmustorces
TUNIEPTEH3US, NUCIUNHUAEMUS, aHEMHUs, C HaA4YaJOM 3aMECTUTEIIbHOW JUATU3HOU
Teparuu UM Mocje TPAHCIUIAHTAIIMU — TUMIEPIIapaTUPOUIU3M, TUIIEPTOMOILIMCTEHEMUSI,
BbICOKHI C-peakTUBHBIN OeloK, runoanboymunemus [166, 212, 227, 337, 338, 475].

CoueTaHHOE MOPAKEHUE CEPJICUHO-COCYJIUCTONM U MOYEBBIICIUTEILHOU CUCTEM
WIN COCTOSIHUE, TIPU KOTOPOM COYETaHHE MUCPYHKIMU CepAla M TMOYeK YCyryOJsieT
HapylieHne (PyHKIIMU KaX0ro OpraHa, MOBBIIIAS JETAIBHOCTh MPU MOPAKEHUU TOUN
WJIA APYTOM CHUCTEM, CTalu OTHOCUTH K KapAuOo-peHallbHOMY cuHapomy [103, 367] unu
peHo-KapauaaibHOMy cuHpoMy [406].

B cenrsope 2008 r. B Beneumn (Mranus) npomwa CornacutenbHas
KoH(pepeHuus no kapauo-peHanbHoMmy cunjapomy (KPC) mon marponaxem ADQI
(Acute Dialysis Quality Initiative), koTopas mHpuHsIa CIEAYIONIEe OMpeacICHUE
KapJuo-peHaabHOro cuuapoMa: «CoueTaHHOE MOPAKEHHWE MOYEBBIACIUTENLHON U
CEPIIEYHO-COCYIUCTON CHCTEM WJIM COCTOSIHUE, NP KOTOPOM COYETaHUE TUCHYHKIIHH
MOYeK W cepAra ycyryOsiseT HapymieHue (QyHKIUH Kaxaoro oprana» [367]. Xots
neUHULIMS  KapAHO-PEHAIBHOIO CHHJPOMAa OCYUIECTBJIEHA HAa COTJACUTEIbHOU

KoH(epeHuuu no kapauo-peHansHomy cutapomy (KPC) [381] u o cerogusmHuii 1eHb
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Ha aHAJIM3UPYEMYIO MPOOJIEMY CYIIECTBYIOT HECKOJBbKO OTIMYAIOIIMXCS B3IJISIOB
kapauosioros [ 180] u Hedposoros [226].

bonbpiioe BHUMaHue yHENSETCS paHHEW JUAarHOCTUKE | CTpaTH(UKALMH
MAIMEHTOB B TPYIIBI pUCKa (popMHUpOBaHHS KapaAuO-peHanbHOro cuuapoma [413]. B.A.
Busup, A.E. bepesun [24] cucrematuzupytor rpynmny ouomapkepoB KPC: mapkepbr
MHOKapIUAJIbHOM UIIIEMUU M HEeKpo3a (Muenonepokcuaasa, Tpononud E u [, MB-KOK,
xomH, CXKK-cBs3pIBaromuii MPOTEHH, MHOTJIOO0WH); MapKephl KapAHOBACKYJISIPHOTO
pemoaenupoBanusi (MHVYII, NT-pro-MHVII, NT-pro-IIHVII, MMII); wmapkeps
npoBocmanuTenbHo aktuBanuu (sCD40OL, ST-2, C-PII, muenonepokcumaza, ®HO-
anb(a); Mapkepsl o6uomexanunueckoro crpecca (MHVYIIL, NT-pro-MHO00VYTI, NT-pro-
[THVII, ST-2, ranektun-3); MapKkepbl METa0OJINYECKOTro pucKka (TJIoK03a HaTomak, C-
PI1, JIIIHII/okucnennsie JIITHII, HbAlc); mapkepsl nopaxkenus nmouek (KpeaTHHUH,
MukpoanbOymunypusi, 1ucratun C, NGAL, WJI-18, w™onekyna mO4YE€YHOTO
HOBPEXICHHS-1).

Jlns BBISBJIICHUS KapJaualbHOW U modyeyHou nuchynkumii R.S. Vasan [449]
mpeajiaraeT HCIOJIb30BaHUE JUATHOCTUYECKUX OHOMAapKepoB (CKPUHUPYIOIIUE U
JIMAarHOCTUYECKHE), OMOMApKEPOB COCTOSIHUSA (MAEHTU(UKAIMSA ATOPU3HOIOTUYECKON
CTaIUuU KapJIUO-PEHAJIBHOTO CHHJPOMA) M AaHTELUEICHTHBIX MapKepoB (OLEHKa

BEITUYMHBI PUCKA).

1.5. IlepconnpuupoBaHHas MeTUIIUHA

[lepBeIM O TIEPCOHU(DHUIIMPOBAHHOM TIOJAXO0JEC B MEIUIIMHE BBICKA3aJICA
['unmoxkpart: «I'opa3mno BakHee 3HATH, KAKOW YEIOBEK MMEeT 3a00JieBaHUE, YeM Kakas
oosie3np y 4yenoseka ...» [30]. IIpodeccop M.A. Mynapos eme B XVIII Beke mucai:
«Kaxnaplii OONMBHOM MO Pa3IMYUI0 CIIOKEHHS CBOETO TpeOyeT 0co00oro JedeHwus.
bonesnb onHa u Ta xe. Jleunts Hamo He 00Jie3HB, a 60aBHOTOY. Tepmun «personalized
medicine» — «nepcoHnpUIIMPOBaHHAS MEAUIIMHA» — BIepBbie BBeI B 00uxo R.R. Jain

B ommyOsinkoBaHHOM B 1998 r. monorpaduu «Personalized Medicine» [267].
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B nauane XXI| Beka Bce OOJbIIMI MHTEPEC CTajdd BbHI3bIBATh TaK Ha3bIBaeMas
«TalMEHT-OPUEHTUPOBAHHAS JTMAarHOCTHUKAa W JeueHue» — «personalized medicine»
[110]. TIlepconudunmpoBaHHas MEIUIMHA CETOJHSIIHETO JHSA  MPEJICTABISCT
UHTETPAJIbHYI0  MOJENb  BbIOOpa  JAMAarHOCTUYECKUX, JIEYEOHBIX CpPEACTB U
NPOPHIAKTUYECKUX MEPONPHUATUNA, ONTUMAJIBHBIX JJII KOHKPETHOTO WHIMBHIyyMa C
Y4E€TOM €ro reHEeTHYECKUX, (GU3HOJOTUYECKUX, OMOXUMUYECKHUX, MICUXOCOIMAIIbHBIX U
npyrux ocobenHocreit [436]. [IpenmymiecTBamMu nepcOHU(PUIMPOBAHHONW METUIHHEI
JUI TIALMEHTOB SIBISAIOTCS: J(QQEKTUBHbIE U cleUUu(pUIECKUE TeparneBTUUECKUE
BO3JICICTBHS, CHIDKEHHWE pHCKa HEXeNIaTeNbHbIX 3()(EeKTOB; OTCYyTCTBHE MOTEPb
BPEMEHU U3-32 OMIMOOK BCIEACTBUE NpPUMEHEHUs HEI(P(PEKTUBHBIX JIEKApCTB;
CHI)KEHUE CTOMMOCTH JICUEHMSI; CBOEBPEMEHHOE IMOAKIIOUEHUE CXEM peabUIuTallU U
npodunaktuueckon meauruubel [59]. M.A. TlaneueB [75] mnoauepkuBaer, 4TO B
NepPCOHUPUIMPOBAHHON MEIUIIMHE BBIACIISAIOTCS TPHU ACMEKTa: MEePCOHU(ULIUPOBAHHAS
npoduIaKkTUKa, NEpPCOHU(PUIMPOBAHHAS  JMArHOCTUKA, NEPCOHU(PUIUPOBAHHOE
nedenue. JloOaBISIOT K JTOMY OLIGHKY pHCKa pa3BUTHsA 3a00J€BaHMs, JETEKIIUIO
(panHee BbIsiBIEHHE 3a00JIeBaHMS Ha MOJEKYJSPHOM YpPOBHE), YIpaBJICHHE
3a0oieBaHMeM (aKTUBHBII MOHHMTOPUHI OTBETa Ha JICYEHHE M MPOrPEeCCHPOBAHUS
3aboneBanus) [417]. IlepcoHann3upoBaHHBIC JEKAPCTBEHHBIC TMpernapaThl 3aHUMAIOT
BCce OOJIbIIMK YACNbHBIA BEC B JICUEHWW Pa3IUYHBIX 3a00J€BaHUN, OCOOEHHO B
remarosiorun/onkonorun  (38%) [418]. Ilo mnpencraBnenuio M. Hamburg [244],
MepCOHN(UITMPOBAHHBIN TOAXOJ B KapAUO-peHaNbHOM obnactu mocturaer 21% wu

HaxXoauTCsa Ha BTOPOM MECTC, YCTYIIAA TOJIBKO OHKOJIOTHH.

Brook Byers B «The Personalized Medicine Coalition» (PMC) momuepkuBaet:
«Ilepconanu3upoBaHHas MeEIMIIMHA — H3TO HAll [IAHC PEBOJIOLHUOHU3UPOBATH
MEJIUIIMHCKYIO TTIOMOIIb, HO ATO OyAeT TpeOoBaTh KOJUICKTUBHBIX YCHJIMI HOBATOPOB,
NpeANpPUHUMATEIICH, PEryJIUPYIOLIUX OPraHoOB, IMJIATEIBUIMKOB M MOJUTHKOB» [439].
KoncantunroBass kommanusi PwC orneHuBaer oOHMi pPHIHOK TOBApOB M YCIYT,

CBSI3aHHBIX ¢ MepcoHanusupoBannoi meaunuuoi B CIIA, B $232 Mupa ¢ €KeroaHbM

poctom 11% [77].
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Pestomupyst umeronyecs: myoJuKanuu 0 KapAuOPEeHATbHBIX B3aUMOOTHOIIECHUSIX
IPU BPOXKJICHHBIX IMOPOKAaX pPAa3BUTHS CEpALlA M MOYEK, CIEIYyeT OTMETUTh, YTO B
HACTOAILEE BPEMs OTCYTCTBYIOT MCCIEAOBAaHHUS, IOCBSIICHHBIE KOMIUIEKCHOMY
W3YYEHHIO B3aMMOOTHOIIIEHUH CEPAECYHO-COCYAUCTON U MOYETIOJIOBOM CUCTEM Yy JETEU C
NOpOKaMH cepJla U IO4YeK, MHPopMalMUs O HUX OYEHb HEMHOIOYMCIIEHHA, MOpOH
IPOTUBOpPEUYMBA — TaK, JaXe IOKA3aTeld pacHpOCTPAHEHHOCTU IOPOKOB cepAala U
NOYEK M MX COYETAHWM CYHIECTBEHHO pazinuyaroTcs. Mwmeromuecs myoiukanuu
OPEICTaBISIIOT MH(MOPMALMI0O O TE€X WM HUHBIX acCHeKTax [JesATEJIbHOCTH CepJIeYHO-
COCYIUCTOM CUCTEMBI MPU OTAEIbHBIX 3a00JIEBAaHUSX MOYENOJIOBOM CUCTEMBI, TPUYEM
OOJBIIMHCTBO A3TUX pPAOOT BBINOJIHEHBl y MAUUMEHTOB C YK€ C(HOPMHUPOBABILEHCS
XPOHMYECKON MOYEYHOM HEAOCTAaTOYHOCThI0. Hanuume ocoObIX B3aMMOOTHOIICHUMN
CEpJIEYHO-COCYIUCTOM CHCTEMBbl MU TOYEK IMOATBEPKAAECTCS 3HAYUMOM pa3HULEH B
CMEPTHOCTH IMpU TMOPOKaX M B MONyJAUUUA. BO3MOXHOCTH BHYTPHUYTPOOHOMH
JUArHOCTHKH MOPOKOB CTaBUT 3aJjaud 0COOOr0 MOJAX0Aa K BEJCHHUIO TAKUX MalEHTOB,
YTO  MOXET  O00eCrneyuTbh  MepCOHU(DUIIMPOBAHHBIA  TOAXOJ. Bce  Oonee
YBEIMYMBAIOIIASACA YHUCJIEHHOCTh TPYNNbl HACEIEHHS C IPOONEPUPOBAHHBIMU
NOPOKAMH CepALla BbI3BIBAET BCE OOJBIIMI MHTEpPEC K MpoOJieMe KapAuO-pPEHATbHOTO
CUHApPOMA.

B pesomonnu Becemupnoii accam6rien 3apaBooxpanenus, npunstoi B 2010 r.,
NPEANKUCHIBAETCS ~ BCEM  TOCYyAapcTBaM  COJICMCTBOBATb  MEPOIPHUATUSAM IO
npo(UIaKTUKE U YKPEIJICHUIO 37J0pOBbsS JI€T€H C MOpPOKaMH Pa3BUTHSA, B TOM YHUCIIE
MPOBEICHUIO HAyYHBIX HCCIEAOBAaHUN M Hay4dHbBIX pabOT B 0O0JacCTH H3THUOJIOTHH,

JMArHOCTUKU U MPOGUIAKTUKH [46].
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I''TABA 2. MATEPUAJIBI U METO/bI UCCJIEJJOBAHUA

Pa6ora npoBogunace B ®I'BY «HMHUIL um. B.A. Anma3zoBa» B COOTBETCTBUHU C

IJIAHOM HAaYYHO-HCCIICIOBATCIbCKUX pa60T YUPCIKIACHUA.

2.1. Kinmnuveckasi XapaKTepuCcTHKA 00c/IeJOBAHHBIX TPy M IH3aiiH

HCCJIeA0OBAHUA

HccnenoBanne mpoBOAUIIOCH B JIBA 3Tala: PETPOCIEKTUBHOE HCCIEIOBAHHUE U
MPOCHEKTUBHOE UCCIIEOBAHUE.

I sTan: PerpocnekTuBHOE MCCIIEN0OBaHNE

JIns  BbIIONHEHUA |- 3agaud € LEJIbI0  MOJYYEHHS  JaHHBIX O
pPacCIpOCTPAaHEHHOCTH  KapAUOPCHAIBHOTO  CHUHAPOMA  MPOBOAWIOCH  MUJIOTHOE
CIUIOITHOE PETPOCIIEKTUBHOE UCCIIEIOBAHNE, B TIEPHO]] KOTOPOTO ObLI MPOBEIACH aHAIH3
amOynaTopHbix kapt npuema (. 025y/04) 126 524 mamumentoB — 16,96% netrckoro
Hacenenust Cankt-lIletepOypra — koropsie oOpamanuch B ['Y3 KoHcynbTaTuBHO-
nuaraoctuyeckuit meHtp g gerer (KJLJL). Llenmpro nmaHHOro anamusa OBLIO
YCTAHOBJICHUE PACIPOCTPAHEHHOCTH M XapaKTepa COYETAaHHBIX MOPAKEHUHN CepeyHO-
COCYJIUCTOM MaTOJIOTMM W TATOJOTUM MOYEK B OOIIEH MOMyJISIIUU JeTel, KOTOphIe
obopatmmmchk B KJI/[L] x pa3sHbiM crenuanucTtaM, B TOM 4YHCIIe Ha MPOGUIAKTUYECKHE
ocMoTpbl. Ha ocHoBaHuu 3T0oro Obl1a chopMUpoBaHa erHas 0a3a JaHHbBIX.

[Tocne mpoBeaeHHOTO aHaAM3a OBLITH C(POPMUPOBAHBI TPU TPYIITIHI:

| rpynna — nanueHThl, UMEBIINE KapAUOJIOTHYECKHil Auarno3 (n=6333);

2 rpynrma — nanyMeHThl, UMeBIIMe Hedpoiaornueckuit auar1os3 (n=12 185);

3 rpynma — NalueHTbI, MMCBIIHMC COYCTAHHOC IIOPAXCHHUC CCpAla M ITOYCK

(n=1543).
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JIns BBINOJIHEHMST 2-M 3a/ladyd C LEJIbI0 OMNPEJETEHUs] CTPYKTYpPbl COUYETaHHBIX
MOPKEHU M WX PACIPOCTPAHEHHOCTH CPEIM TAIMEHTOB, KOTOpPhIE UMETH OOJIC3HH
CUCTEMBI KPOBOOOPAIIICHHSI U MOYETIOIOBOM CUCTEMBI, IIPOBEJICH aHAIN3 MEIUIIMHCKUX
KapT cranuoHapHoro ©OombpHOro (. 003/y) 4316 gerell, HaxoIWBIIUXCA Ha
CTAI[MOHAPHOM JICYEHUH B KapJUOJOTUYECKOM M Hedposorudyeckom otaeneHusx ['Y3
JAI'b Ne2 cBsroit Mapuu Marganuael (kKapauojoruyeckoe u Hedposaoruueckoe
otraenienusi) B nepuoa ¢ 2012 no 2014 roser.

[Tocne nmpoBeeHHOTO aHaKU3a ObLIH CPOPMUPOBAHBI JIBE TPYIIIIHL:

1 rpymma — nanueHTsl Kapanosoruieckoro otaeneaus (=2 391);

2 rpymma — nanueHTsl Hedponorudeckoro otaeneHus (n=1 925).

Hust  BolmoiHeHHMsT 3-M 3agaud  (M3yYE€HHE CTPYKTYPHl KapJIUOpEHAIbHBIX
B3aMMOOTHOIIICHUN TPU COUYETAHHBIX BPOXKIEHHBIX MOPOKaX MOYEK M cephama) Obul
npoBeneH aHanuz 445 «IIpoTOKOJIOB MATOJOr0-aHATOMUYECKOTO BCKPBHITUSDY (.
No 013/y) na apxuBHOM cekimoHHOM Matepuaie ['Y3 JII'b Ne 2 cBsaroit Mapuu
Marganunel (panee JII'b Ne 2 um. H.K. Kpynckoit) B 1988—1995 romax. Ananuzy
noABEPrHYTHl 445 MPOTOKOJIOB yMEPIIUX AETEH C BPOKICHHBIMU MOPOKAMHU CEpJILa U
MOYEK MpPH JACKOMIICHCAIIUU CEPJICUHON NIESITEIHLHOCTH U MOYEYHON HEIOCTaTOYHOCTH;
Bo3pacT oT 1 mecsua no 15 nmer; manbuuku — 240; neBouku — 205). Cpeau ymepmmx
nereit 186 uMenn mopoKHu pa3BUTHUSI MOUYETIOJIOBOM CUCTEMBI U 64 U3 HUX — COYETAHHbBIC
MOPOKH MOYEK U CEPJIEYHO-COCYAUCTON CUCTEMBI.

Oty ronubl ObUIM BBIOpAaHBI B CBA3M C TE€M, YTO B TOCIEIHEE JECITHIICTUE
cmeptHOCTh aeteid B Cankt-lIleTepOypre, B TOM 4ucie OT 3a00JjieBaHUN TOYEK U
MOYEBOM CHUCTEMBI, CYIIECTBEHHO cokpartwiach. 3a 2001-2011 rr. ot 3a0osneBaHwmit
MOYEMOJIOBOM CUCTEMBI B TOPOJAE YMEPJIU TOIBKO 6 IETeil.

[Tocne npoBeaeHHOro aHaKu3a ObUIM CPOPMUPOBAHBI JIBE TPYIIIIbIL:

1 rpynna — nopoku pa3Butus nouek (n=186);

2 rpy1mia — coueTaHHbIe MOPOKH Cep/ilia U moyek (n=64).

II aran: IIpocnekTnBHOE UCCaEAOBAaHME
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JIJist m3ydeHus: OCTAIbHBIX 3a71a4 ObLIT MTPOBEICH OCHOBHOM ATall MCCJICIOBAHMS: B
X0JI€ CIUIOIIHOIO MPOCIEKTUBHOIO UCCIEA0BAHMS ITPOBOIMIIOCH 00CIE0BaHUE AETEM C
BIIC u BIIPII. OcHoBHOM 3Tanm uccienoBaHusA, B TOM uuciie (popMUpOBaHUE TPyl
HaOI0/IeHUs, TIPOBEJEH Ha 0a3ze OTAENEHUS IETCKOM KapAHOJOTUU U MEIUITUHCKOM
peadwiIMTalMi W JIETCKOrO0  KapJUOXUPYPrHUYECKOTO  OTACJICHUS, SIBISIOIIMUXCS
CTPYKTYPHBIMM TmoOJpasaeneHusmMu Muctutyra nepuHaroisorud u nexuarpuu OI'bY
«HMHUILIl um. B.A. AnmazoBa». OTaeneHue AETCKOM KapAHOJOTHMU U METUIIUHCKON
peabwiMTalMi  MpPeJHA3HAYCHO JUIsi  TPOBEACHHUS  JIeueOHO-IUarHOCTHYECKUX
MEpONPUSATUNA TallMeHTaM B Bo3pacTe oT 1 mecsana g0 18 net, TpeOyromuM okazaHus
CHCIMATU3UPOBAHHON (B TOM YHCIIC BBICOKOTEXHOJOTUYHOM) MEIUITMHCKOM ITOMOIIH C
MIPUMEHEHUEM COBPEMEHHBIX MEIUIIMHCKUX TEXHOJIOTUi. OTAeNeHne MPEACTaBICHO 35
KOWKaMH KpPYIVIOCYTOYHOTO CTanuoHapa. /[eTckoe KapAuOXHpypruuecKOe OTIEJICHUE
(koeyHass MoIIHOCTh 30 KOCGK OTACHCHHS M 6 KOEK MajaThl KapIuOpeaHUMAIlHH)
OKa3bIBa€T BBICOKOTEXHOJOTUYHYI0 MEIUIIMHCKYIO TIOMOIIb OOJIbHBIM JIE€TSIM C
BPOXKIACHHON U TPUOOPETEHHOM TATOJIOTHEH CEPACUHO-COCYAUCTON  CHUCTEMBI,
OCHOBHYIO JOJIFO KOTOPBIX COCTAaBJISIFOT MAlMEHTHI C BPOKICHHBIMU MOPOKAMH CEPALIA.
B crpykrypy «HMULl num. B.A. AnmazoBa» Bxoaut IlepuHaTabHbI LEHTP, YTO JAET
BO3MOYKHOCTh OKa3bIBaTh JETSAM MEIMIMHCKYIO IOMOIIb C MOMEHTAa POXACHUsS, HE
IIPEPBIBAS ATAITHOCTH.

Uccnenosanue mnpoBeneHo cornacHo TpeboBaHusiM crtatbu 21 KoHctutynuu
Poccuiickon @enepauuu, HammonaneHoro cranmapra «Hagnexamas kiInHUYECKas
npaktukay ['OCT P 52379-2005, XenbCcuHCKOM JAekiIapanuu  BcemupHou
MEIUIMHCKOW accomumannu, denepanvHoro 3akoHa Poccuiickonn ®enepanun ot 21
HOs10pst 2011 1. No 323—-®3 «O06 ocHOBax OXpaHbI 3I0POBbsS TpakaaH B Poccuiickoit
deneparuny, nucbMa BAK «O nopsiike mpoBeieHrss OMOMEIUITMHCKUX UCCIICI0BAHUI
y 4venoBeka» [bromnerenp BAK, 2002 r., Ne 3]. AHHOTauusi ucCCIEIOBaHUS, TEKCT
WH(OOPMHUPOBAHHOTO COTJIACUS PACCMOTPEHBI M YTBEP)KIAEHBI DTUYECKHUM KOMHTETOM

OI'bY «HICKD um. B.A. AnmazoBay nepeji HauajioM UCCIEI0BAHUS.
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JIo BKIIFOYEHHS] B HCCIEAOBAHUE MALMEHTOM, €CIIM BO3pacT €ro crapue 15 ner,
WIM €ro 3aKOHHBIM NPEICTaBUTENIEM, €CIM MNalMeHT MOJIoke 15 JjeT, moJamMcaHo
UH()OPMHUPOBAHHOE COTJIACHE.

Kpurepuu BKIIIOUEHHS B HCCIIEJOBAaHUE HA JJAHHOM 3Talle:

. JIeTH 000MX IMOJI0B B Bo3pacTe ot 0 Mecsiies 10 18 jerT;
. HaJIM4yue BPOKJACHHOTO MTOPOKa cepAlla WK MOYeK, WIM UX COYETaHUE,
. HAJIMYHE MTOANMCAaHHOTO HH(POPMHUPOBAHHOTO COTIIACHSI.

Kpurepus uckiroueHus:

. OCTpOE€  BOCHAJIUTENbHOE  3a00J€BaHWE B  MOMEHT  IPOBEICHHUA
71a00paTOPHOTO ATara 00CIeI0BaHU;

. OTCYTCTBUE MEIUIIMHCKON JTOKYMEHTAllUUd, HEOOXOIMMOM NJisi TOTyUeHUS
JIOCTOBEPHBIX aHAMHECTUUYECKHUX CBEJICHUI;

. OTCYTCTBHE MOAMUCAHHOTO0 UHPOPMUPOBAHHOTO COTJIACHS.

[Ipekpalienue uccieqoBaHus:

1. Pemenue Bpayda-uCCIEA0BATENS (BBISIBJICHHE 00CTOSITEJILCTB,
MPENSATCTBYIONINX YYACTHIO MAIMEHTa B UCCIICIOBAHUN).

2. OTka3 nanueHTa Uik €ro poauTesie OT ydacTus B 00CIe0BaHHUMU.

3. AJMUHUCTPATUBHBIE MPOOJIEMbI, HApYIIAIOIIUE XOJ HCCIEIOBaHUS
(oTCyTCTBHE BO3MOXKHOCTH TeIE(HOHHOTO KOHTAKTA U JIp.).

Jlns u3ydeHus 3aaad OblIa BblJEeHa Tpynmna u3 529 neret B Bo3pacte oT 1 qHs
10 18 ner, UMEroNUX BPOKICHHBIE TOPOKHU CEep/illa WM MOYEK WU MX COYETaHHUE, U
rpynna cpaBHeHus u3 30 mpaktuuecku 310poBbix nererd (I rpymma 370poBbs) €
COIIOCTaBUMOM IOJIOBO3PACTHOU CTPYKTYPOH.

1 rpymma — AeTy ¢ BPOKIACHHBIME ITopokamu cepiia (N=250),

2 rpymma — IeTH ¢ BPOXKICHHBIME Mopokamu mouek (N=190),

3 rpymnma — €Ty C COYCTaHHBIMM MTOPOKaMHU cep/aria u modek (N=89),

rpymmna cpasaerus (N=30).

Cpennuii Bo3pacT Ha MOMEHT oOciemoBanus B 1 rpymme coctaBui 3,89+4,63
roza, Bo 2 rpymme — 10,9+4,09 nert, B 3 rpynme — 3,94+5,03 roga u B rpymnne KOHTPOISA
—6,63+5,08 rona.
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['ennepHble  pa3nuuusi MEXIy HCCIAEAyeMbIMU TpynmamMd HE  HMMEIu
CTATUCTUYECKHU 3HAUMMBIX paznuuuil. B 1 rpymnmne Obio 123 (49,2%) manbuuka u 127
(50,8%) neBouek, Bo 2 rpynne — 85 (45,3%) manbuukoB u 104 (54,7%) neBouku, B 3
rpynne — 47 (52,8%) manburikoB u 42 (47,2%) neBouku; B TpyIlie cpaBHEHUS — 15
(50%) manbunkoB u 15 (50%) neBouek.

Cpeanuii Bo3pacT Ha MOMEHT YCTAHOBJICGHUS JIMarHo3a ObLI HUXKE B rpymnme 3
(1,30+1,29 romga) u B rpynne 1 (1,59 + 1,11 roma) mo cpaBHeHHIO € Tpynmnou 2 —
2,33+1,03 roxa (p=0,01).

JInsi OUEHKHM BKJaJa T€HETUYECKUX (PAKTOPOB B (POPMHUPOBAHUE BPOKIAECHHBIX
NOpOKOB pa3Buths cepana u nouek B HMUILL um. B.A. AnmazoBa obcienoBano 377
MaIMeHTOB, U3 HUX 25 (6,6%) npoBeieH MOJIHOT€HOMHBIN CKPUHUHT .

[locne mnpoBeneHuss aHainu3a BO BCEX CQOPMUPOBAHHBIX TIpYyIIax ObLIO
IPOBEJICHO OPraHU3allMOHHOE MOJIEIMPOBAaHUE (ONMUCAHUE CXEMBbl, (PYHKIIUU, CUCTEMBI
B3aumozeiictBust). [lpennokeHbl QakTopbl pUCKAa HapYUIEHUH KapIuOpeHaTbHbBIX
B3aMMOOTHOIICHUI AJI1 MOPOKOB Pa3BUTHs cepilla U nmodek. Pa3paborana mporpamma
NePCOHUPUIMPOBAHHOTO MOAXO0/Aa K BEICHUIO JETel C COUYETaHHBIMHM BPOXKJIECHHBIMU

IMOpOKaMu cepana U MOYCK.

2.2. MeToabl MccjIeI0BAHUSA

C uenpro HanucaHusi 0030pa TUTEPATYPhl OBUIO TIPOBEICHO U3YYeHHE o0heMa U
XapakTepa MyOJIMKAIui MEAUIIMHCKUX W3JaHWui, B TOM YHUCJC TUCCEPTAIMOHHBIX, ITO
cneruanbHocTaM  14.01.05 (kapauonorusi) u 14.01.08 (meamarpus), OTpakaroUIMX
COBPEMEHHOE COCTOSTHHUE IMPOOJIEMBI.

beutn  ucnonb30BaHbl  OMOJIMOMETPUYECKUM, JIEKCUYECKUM, aHATUTHYCCKUM
METO/Ibl. AHATM3UPOBAJICS MACCUB IIEHTPAILHBIX M CTICTIMAJIBHBIX ITyOJIMKAITUHN, a TAKKE
aBTopedeparoB auccepranmii 1o crnenuaabHocTsaM 14.01.05 u 14.01.08; Medline
(Pubmed, BioMedNet), Cochrane Library's, Scopus 3a 2000-2016 rr. 1o npootyiemam:
BPOXKJICHHBIE TIOPOKM CEpAIa, BPOXKICHHBIC IMMOPOKH TMOYEK, KapauOPCHATBHBIN

CUHAPOM.
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Hcnons3zoBamuck aeckpuntopbl: «Congenital heart disease», «Congenital heart
defects», «Congenital cardiac malformations» u «Extracardiac defects», «Extracardiac
malformations». «Congenital renal malformations», «Congenital renal anomaliesy,
«Congenital abnormalities in the Kkidneys», «Congenital uropathies», «Renal
abnormalities», «Renal anomalies» u mnosBuBmuiics HemaBHO aeckpunt «CAKUT
(congenital anomalies of kidney and urinary tract)».

C menpi0 W3Y4YEHHUS PACHPOCTPAHEHHOCTH U CTPYKTYPHl KapAHOpPEHAThHBIX
B3auMooTHOIIeHn y nereit Cankt-lIletepOypra mnpoBeAEHO HSMHUAEMHOIOTUYECKOE
uccnenoBanue (cross-sectional study) cpeau neTckoro HacelieHHs 0 00paIaeMoCTy B
KL/ ¢ ncnosiib30BaHUEM METOJIA CIIyHaHBIX YACENT B KOMITBIOTEPHOM BapHUAHTE.

CBeneHHs TIOJIYYEHBI M3 MEJIUIMHCKOM JTOKYMEHTAIIMM — MEIUIIMHCKUX KapT
craipoHapHoro OomsHoro (¢. 003/y), wucropuit pasButus pebdenka (¢p. 112/y),
MPOTOKOJIOB JUArHOCTUYECKUX U JIe4eOHBIX mporeayp (MHpopmanmoHHas cucTema
qMs).

KowmriekcHoe 00ciieroBaHre MAalMeHTOB BKIIFOYAIO B ce0s M3ydeHUE aHAMHE3a,
OCOOCHHOCTH KIMHUYECKUX TMPOSBICHUNA M XapakTep TEUeHHUs 3a00JIeBaHUS, OIICHKY
COBPEMCHHBIX  JIAOOPATOPHBIX  JHArHOCTHYECKUX TEXHOJOTHMH W  TPOBEICHHE
WHCTPYMEHTAJILHOTO OOCJEIOBaHUS CEPACUYHO-COCYAUCTOM M MOYETOJOBOM CHCTEM.
['enetnueckoe 0OcCieIOBaHNE TAIIMEHTOB C COYETAHHBIMU MOPOKAMH Pa3BUTHS Cepalla
¥ TIOYCK BKJTIOUYAJIO: aHAJIN3 KapHOTHUIIA U TIOJITHOTCHOMHBIN ITUTOTEHETHICCKUN aHAJTU3.

[TaruenTsl, noctynatomue as gedeHust B ®I'BY «HMUILL um. B.A. Anmazosay,
KaK TPaBWJIO, HMMEIOT Ppe3ylnbTaThl 0a30BOro 0OCICAOBAaHMS, IPEABAPUTEILHO
MPOBEJICHHOIO Ha aMOylTaTOPHOM W/WJIM CTAllMOHAPHOM 3Tarax, B XOJieé KOTOPOro ObLI
Bepu(UIIUPOBAH JUATHO3 MOpoKa pa3Buths. OMHAKO B X0Je 00CIeqOBaHUS BOSHUKAET
HEOOXOIMMOCTh B TPOBEACHUU JIOMOJHUTEIBHBIX JTUArHOCTHYCCKHUX IPOLEIYP.
HauGonee wacto, i yTOYHEHHMS JMarHo3a y JeTed C BPOXKICHHBIMU IOPOKaAMU
pPa3BUTHS, UCIOJB30BAMCH CIEAYIOIINE TO3UIMHU, BBITIOIHSAEMbIC IMOAPA3ICICHUIMU

neHTpa (tabnuia 5).
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Tabmuua 5 — JlmarHocTuyeckre MeETOAbl, MPOBOJHUMBIE B IOJPA3AECICHHIX

OI'bY «<HMUII um. B.A. AnmazoBa»

JlmarHocTuka Bupg Hcnonnurensb
Otaenenue PyHKIIMOHATILHON
JIMarHOCTUKU KIIMHUKO-
Oxokapauorpadus MOJUKIMHUYECKOTO
KOMILUIEKCA U MIEPUHATAIBHOTO
IEHTpa
. Otnenenne PyHKIIMOHATBHOM
VYabTpasBykoBas | Y3U OproiiHo# MOJOCTH U by
JIMarHOCTUKU KIIMHUKO-
JMarHOCTUKA 3a0pIOIIMHHOTO MTPOCTPAHCTBA,
MOJIUKIIMHUYECKOTO
MaJioro Tas3a AEeTsIM
KOMILIEKCA
Otaenenue PyHKIIMOHATILHON
Jonmneporpadusi TOU€UHbBIX
- JIMarHOCTUKHU KIIMHUKO-
apTepui, COCYZI0B r'OJIOBBI U
MOJUKIMHUYECKOTO
eu
KOMILJIEKCA
OKT', cyrouHoe .
Otnenenue PyHKITMOHATILHON
MoHuropupoBanue OKT,
OyHKIIMOHAIbHAS JIMarHOCTUKU KIIMHUKO-
Harpy304Hbie MPOOkI (TpeAMMII,
JIMarHOCTUKA MOJIUKIMHUYECKOTO
tunTect u ap.). Ctpecc-2X0O, COMILICKCa
Yll 5D
Pentrenonuarno- | Pentrenorpadus rpyaHoit
s pagui rpya OTtaenenue peHTreHorpaduu
CTUKA KJIETKU
Otnenenue peHTreHorpaduu,
Pentrenonuarno- | PeHTreHoypoioruueckoe OTJICJICHHE XUPYPTUH
CTHKa oOcJenoBaHue BPOXKJAEHHBIX IOPOKOB
pa3BUTHS
MarunuTtHo— MPT cepaua, 6promHon
OTtnenenue MarHuTo-
pE30HaHCHAas MOJIOCTH U 3a0PIOIIMHHOTO N
PE30HAHCHOM TOMOTpadun
ToMorpadus IIPOCTPAHCTBA, MAJIOTO Ta3a
Komnerorepnas | KT rpyaHo# KIIeTKH, aopThl, Otnenenne KOMIBIOTEPHOU
ToMorpadus OPIONTHOM MOJIOCTH ToMorpaduu
I{enTpanpHast KIMHUKO-
[luTtorenetnka
, JIMarHOCTUYECKas
I'eneTnueckoe Fish-rubpunu3arst
nabopaTopus
oOcJiietoBaHme ITIIP-quarnoctuka

CCKBCHHpOBaHI/Ie I'CHOB

NHCTUTYT MOJIEKYISIPHOM
OHMOJIOTUM U T€HETHUKH

JlaGopartopHas

Bechb criekTp 1a00paToOpHbIX

HGHTpaJILHa}I KIIMHHUKO-
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HOM MHDEKIUH

IIpCIapaToB, IIOJYUCHHBIX C
ITOBCPXHOCTHU KATCTCPOB

JUarHOCTUKA TECTOB JIMarHOCTUYECKAs
nabopaTopus, IKCIpecc-
nJaboparopus

JlaGoparopHas [ucrtatun C JlaGopatopHoe oTieneHue

JTUarHOCTHKA NGAL CII6 T'bY3 «KAL»

MukpoOHosoruyeckoe

MuxkpoOuosoru- | HcCleA0BaHNE MOUYEBBIX LleHTpanbHast KIMHUKO-

yecKast karerepoB DoJies OT MALKMEHTOB | JUarHOCTUYECKast

JTUArHOCTUKA c BIIC. nabopaTopus,

KaTeTep- DNEeKTPOHHO- OaKTEepHOJOrnYeCKast

acCOLMUPOBAH- MHUKPOCKONTMYECKUI aHATU3 nabopaTtopus

CIIoI'Y, kypc MUKPOOHOIOTUH

Ha Bcex ﬂeTeﬁ, Y4aCTBOBAaBIIMX B OCHOBHOM JTall€ MCCICI0BAHUA, OBLIN

3aBEICHBI
pe3ynbTaThl

HCCJIEIOBAHU.

(dhopManu3OBaHHBIE KapTHI,

coopa

dHaMHC3a,

B KOTOpPBIX (DUKCUPOBAIUCH

JINarHO3HI,

KJII/IHI/IKO-J'Ia60paTOpHBIX N HHCTPYMCHTAJIbHBIX

HpI/I YCTAHOBJICHUM AOMWArHo3a HO30JOIrn4cCKas CHUCTCMaTHu3alus

MPOBOJMIACE B COOTBETCTBUM ¢ MexayHapoaHoi kiaccudukammeit Oonesnedr X

nepecmotpa  (1990),

XVII ximacce

XPOMOCOMHBIC HAPYIICHUS .

«BpoxXaeHHblE aHOMaJIuH,

nepopManmu  u

2.2.1. O01eKJIMHNYEeCKHEe UCCIe0BAHUSA

. COop u u3yueHrue aHaMHe3a — 3aloJHEHUE CTaHAApTU3UPOBAHHOTO OJI0Ka

dhopmaTu30BaHHON UCTOPUM OOJIC3HMU:

a) KIIMHUKO-T'CHCAJIOTNYCCKHUEC NAaHHBIC,

0) 0COOEHHOCTH TEUEHHUsI IEPUHATATILHOTO TIEPUO/IA;

B) CBEJICHUS O (PU3MUYECKOM Pa3BUTHH, BCKAPMIIMBAHUH,

') IUarHOCTHKA MMOPOKOB Pa3BUTHS, aHATIN3 TEUEHUS 3a00JI€BaHUS U MPOBONMOMN

TEparvu.

. Knuanueckoe oOcnenoBanue (maHHBIE (DU3UKAIBHOTO 0OCIEIOBaHMUS,

aHTPOMOMETPUUECKHE U3MEPEHHUSI: Macca Tela, JJINHA Tena).
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Jnst  w3ydeHnuss Bkimaga  (GakTopoB  (GETambHOTO MPOTPAMMHUPOBAHHS B
dbopMHupoOBaHUE BPOXKIACHHBIX AaHOMAJIWH TMPOBEACHO KOMIUIEKCHOE KIWHHUKO-
aHAMHECTUYEeCKOe 00CJIeIOBaHUE JACTe ¢ OMPOCOM POAUTENEH, U3yUEHUEM CEMEUHOTO
aHaMHE3a, BBIKOMMPOBKOM CBEAEHUN U3 MEAUIIUHCKON TOKYMEHTAIUH.

Knuauueckoe oOcnenoBaHWe BKJIIOYANIO OLEHKY (DU3UYECKOTO Ppa3BUTHUSA
LHEHTWIbHBIM METOJIOM U METOJIOM CUTMAJIbHBIX OTKJIOHEHUH.

OrneHka CTaauM CEepACYHOM HEIOCTATOYHOCTH W (DYHKIIMOHAJIHLHOTO Kilacca y
JeTred crapuie 3 JeT NpoBOAWIAch B COOTBETCTBHMM C  HanuMoHalIbHBIMH
pekomenaanusamu BHOK u OCCH no nuarnoctuke u jieuennto XCH (I nepecmotp). B
clyyae JeTed MIaAIled BO3PaCTHOM TpyHIbl IPU OLEHKE TIe€MOJWHAMHYECKHX
HapyIIEHUH UCIOJIb30BaAIM Kilaccuukanuio ¢pyHkimoHanbHbIX KiaccoB XCH mo R.D.
Ross [1987].

OueHka ypoBHS apTEpHAIBHOIO JABJICHHS MPOBEICHA IIEHTUIBHBIM METOJIOM, B
COOTBETCTBMM C HOPMaMmH B 3aBUCHMOCTH OT BO3pacTa, I0Jla U MNEPUEHTWIS POCTa
(HanmoHanmbHbIe PEKOMEHIALMK 0 JAWArHOCTHUKE, JICUCHUIO U NPOQHUIAKTHKE
apTepHaIbHOW TUIepTeH3un y jaeredr u  moxapoctkoB (Il mepecmorp) //

KapaunoBackynsipHas Tepanus 1 npodunaktaka. 2009. Ne 8 (4), [punoxenue 4).

2.2.2. JIabopaTopHbie METOAbI HCCJIeI0OBAHUSA

JlabGopaTopHblie HccleOBaHUS BKIIIOYATU OOIIEKINHUYECKHUE aHAIU3bl KPOBH U
MOYH, OMOXUMHUYECKUM aHATIU3 KPOBHU (0OIIMIT OEI0K, aTbOyMUH, X0JIECTEPUH, MOYEBAas
KHCJIOTa, TJII0K03a KPOBH, KPEaTUHUH, MOYEBUHA, JIEKTPOJIUTHI, ITOKA3aTEU KUCIOTHO-
OCHOBHOTO COCTOSIHUSA).

. Knuaudeckuii aHamuM3 KPOBU  BBINOJHSJICS Ha TeMaTOJOTMYECKOM
aHaJau3aTope ¢ aBTOMATHUYECKUM H3rotoBiieHMEM Ma3koB kpoBu SIEMENS «ADVIA®
21201».

. KnvuHnueckuii aHaliv3 MOUYM MPOBOJMIICS HA aBTOMATUYECKOM aHaJIU3aTope
URYSYS 2400 c¢ mnpumenenueMm mpuHIMNA (HOTOMETPHUUECKOTO OINpeaAeTeHUs

rokKasarejien ((CYXOﬁ xuMumn». KieTodHblii cocTaB oCaakKa MOYM OIpCACIIAICA Ha
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apromatuieckom ananmu3arope Sysmex UF 10001, 9To mo3BOIMIO OIIEHUTH KOJTUYECTBO
KJIETOK «MOYEBOI'0 OCa/IKa» U COAEepKaHne OaKTepuil.

. buoxumudeckue mapaMmeTpbl KpoBUM  (oOmumii  Oelok,  albOyMUH,
XOJIECTEPUH, MOYEBast KUCJIOTA, TII0K03a KPOBU, KPEATUHUH, MOYEBUHA, JJIEKTPOJIMTHI,
MOKa3aTesId KUCIOTHO-OCHOBHOTO COCTOSIHHUS).

. bakTepronornueckoe HCCIEIOBAHUE MOYM METOAOM IIOCEBAa HAa Cpely C
MTOCJIEAYIOIIUM ITPOBEACHUEM JIEKTPOHHOW MUKPOCKOIIMM U ipoBeaeHueM [1LIP.

JUis BBIABICHUS MOTEHLUMAJIbHBIX BO30yIUTENEH KaTeTep-aCcCOLMUPOBAHHOM
uH(peKIuu ObUIM HCHOJB30BaHBl MOYEBbIE KareTepbl Qoiied, MOJYyYEHHbBIE OT
NAlMEHTOB C BPOXXJECHHBIMU MOpokaMu cepaua. Karerep paspe3anu mnomepek Ha
KyCOYKM JJIMHOM 1 cM; 3aTeéM KyCOUYKHM pa3pe3aid BJIO0JIb, IOJIy4as IIOJOBHHKH,
OTKpbIBAasi BHYTPEHHIOIO IOJIOCTh KaTeTepa. Bce paboThl ¢ karerepoM MPOBOIWIN B
cTepuiIbHbIX ycloBusix. ChopmupoBaHHble OaKkTepuanbHbIE OHOIUIEHKH CMBIBATU C
NOBEPXHOCTU KaTeTepa ¢ MmoMolbio 1 mi ¢usnonornueckoro pactsopa. IlomyueHnsie
oOpa3lbl pacTUTPOBBIBAIM B (M3HOJOTMYECKOM pacTBope mo metony Koxa (meron
CEpHIHBIX PA3BEICHNI) C apaJUIEIbHBIMU BICEBAMU HA IJIOTHYIO MUTATEIIBHYIO CPELY
(komymOuiickuii arap Columbia agar base (EurPharm), Laboratorios CONDA, S.A.
[CIIA]) nns onpenenennst KOE. BeiceBbl kynbTuBupoBanu 24 yaca mipu 37°C.

VYABTpacTpyKTypHbIE U3MEHEHHUS B KJIETKaX W B CTPYKType OaKTepuaabHBIX
OMOIJIEHOK HMCCIEIOBAIM METOJOM TPAHCMUCCHOHHOM 3JEKTPOHHONM MHMKPOCKOIHH
(TOM): wmetomom mo3utuBHOrO oOkpammBanus 0,1%-M BOJHBIM  pacTBOPOM
ypaHWJaleTrata ¥ METOJOM YJIbTPATOHKHX Cpe30B. Marepuan s 3JIE€KTPOHHO-
MUKPOCKOITMYECKOTO UCCIIEeI0BaHUS OMOIUIEHOK KUIIEYHOW MaTOYKU U CTa(pUIOKOKKOB
Opanu ¢ moBepxHOCTH Karerepa. [Ipemaparel mpocmaTpuBaji B TPaHCMHCCHOHHOM
anekTpoHHoM Mukpockorie JEM 100C (JEOL, Anonus) npu yCKOPSIIOLIEM HaNPsKEHUU
100 xB.

Pa3Butrie MUKpOOHOI OWOIJIEHKM Ha TOBEPXHOCTH KareTrepa OLCHUBAIU
METOJIOM CKaHupyroImied siaekTpoHHord Mukpockornuu (COM). Ilpu mnonydenuu
npenapaToB Matepuan (GukcupoBaiu B mapax 25%-ro pacTBopa TiiyTapaibleruaa Ha

oydepe Xenkca B Teuenue 12 gacoB npu temneparype 4°C. 3arem npoOsl TIIATEIBHO
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BBICYIIMBAJIA U MOMEIIAIA HA MOJJI0XKKY, KOTOPYIO MPUKICUBAIH JICKTPONPOBOIHBIM
KJIEEM K CHEIHUaIbHBIM JEpPKATeNsIM, BBICYIIMBAIM KJIEH Ha BO3AyXe MPU KOMHATHOMU
TeMIlepaType, Mocje Yero Ha MOBEpXHOCTh MaTepHuaia HaMbUIIN 30JI0TO B BaKYYMHOMN
ycranoBke JFC-1100 (JEOL, Snonwus). I'oToBple mpenaparsl HOpOCMATPUBAIU B
CKaHHUpYIOIIEM AJIeKTpoHHOM Mukpockorne JSM-35C (JEOL, Snonus) mnpu
yCKopsitomieM Hanpsikenuu 15 kB.

MukpoOnOIOTHYeCKUil U 3IEKTPOHHO-MHUKPOCKOMUYECKHI aHaIU3 KaTeTepoB
ObLT BBIMIOJIHEH Ha Kadenpe ¢usnonoruu (Kypc mukpobuonoruu) mnpodeccopom O.B.
Peibansuenko (®I'BOY BIIO «CIIOI'Y») koTOpod MBI BbIpaXkaeM HCKPEHHIOIO
0JIaroAapHOCTbD.

[Ipu oreHke (QYHKIIMOHAIBHOTO COCTOSHUSI TOYEK YYHUTHIBAIU CIEAYIOIINE
napaMeTphbl:

. ONpEICJICHUE YPOBHS KPEATHHUHA B CBIBOPOTKE KPOBH U MOYE C MOMOIIBIO
HMOH-CEJICKTUBHOTO METOJa Ha AaBTOMATHMYECKOM OMOXMMHUYECKOM aHaJIU3aTope
Synchron Sx-5 Delta;

. OMpEeNICJICHUE COJIEPKAHUS HATPUS, KaJIKs, XJIOPUAOB B CHIBOPOTKE KPOBU U
MOYE C TOMOIIBI0 MOH-CEJIEKTUBHOIO 3JIeKTpoJuTHOro aHaimmzaropa Beckman Culter
(CILIA);

. pacueT ckopocTH kiyooukoBoi ¢uibTpanmu (CK®) mo dpopmyne [Bapia
JUJIs1 OTIEHKH (pUIbTpalMoHHON (QyHKIMU novek [Schwartz]:

CK® = Poct (cm) / Kpeatnnun ma3mel (Mmodis/n) x K, rie

K — xoHcTanTa:

K =48,6 (netu 2—12 ner, geBouku > 12 ner); K =61,6 (manpuuku > 12 jer)
Cr nna3mer:

Mr/mn X 88 = MKMOJIB/I;  MKMOAL/I X 0,0113 =mr/on

Pesynbrar B Mut/mun/1,73 M°

. ructatuH C BBIMOTHEH METOJAOM UMMYHOTYOMJIMMETPUM HAa aHAIU3aToOpe
Cobas Integra 400 plus (Roche, lIBeitapus).

O060CHOBaHMEM MTPUMEHEHHUS KOHIIEHTPAIIUU MIUCTAaTHHA B CHIBOPOTKE KPOBU IS

OLICHKN CKOPOCTHU KJ'Iy60‘IKOB0ﬁ (bI/IJ'II)TpaI_II/II/I ABJIACTCA TO, YTO HMCTATHUH:
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— MPOTEUH, 00PA3YIOUIUICS B SACPHBIX KIETKAX C MOCTOSHHON CKOPOCTBIO;

— cBOOOJIHO PUIIBTpYETCS B KIIyOOUKax;

— TMOJIHOCTBIO METAa0OJIM3UPYETCs B TPOKCUMAIBHBIX KaHAIbI[AX B TIPOIECCEe
peabcopOuy;

— MPOIYKIUS HE 3aBUCHUT OT MAaCChl Tela, IMOJa, HAIWYHS BOCHAIUTEIHHBIX
TIPOIIECCOB MJIM OIMyXOJICH;

— KOHIIGHTpAIUs IUCTaTHHA B IIa3Me oopatHo koppenupyer ¢ CK® u Goiee
qyBCTBHUTEJbHA K €€ U3MEHEHHIM, YeM K €€ U3MEHEHHsIM 110 kpeaTuHuny [Karokxos M.

U coaBT., 2012] (pucyHok 1).

Pucynok 1 — Ouenka CK® no koHueHnTpanuu nuctatiuia B kposu (Karokos I'.1.)*
* 1 — rnomepynsapHas ynbTpaduibTpaius, 2 — KaHalblieBas peadcopOrus,

3 — KaHaJbIIeBas CHHTE3—CEKpeIus, 4 — KaHaJIbIIeBasi CEKPEITUs

. NGAL (numokanuH, acCOUMUPOBAHHBIA C JKEJIATHHA30#) BBIMOJIHEH
merogoM MDA (umMmyHO-(pepMEeHTHBIM aHaMM30M) Ha aHanusatope Personal Lab
(Adaltis, UTanus).

Onpenenenve nucratuHa C U JUNOKAJIMHA, aCCOLIMUPOBAHHOIO C JKEJATHHA30U
(NGAL), 6s110 ocymiectBieno B Jlabopatopuu CII6 I'BY3 «KJL/I» (rmaBHbIM Bpad —

J.M.H., 3aciykeHHbIi Bpau PO T.M. UBammnkuHa).
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2.2.3. HHCTpyMEHTAJTIbHbIE METO/IbI HCCJIeI0BAHMS

2.2.3.1. Daexkrpokapauorpadus

Bcem mnamuentaM mnpoBoaMiiachk CTaHJAApTHas odyeKTpokapauorpadus B 12
OTBEJICHUSIX Ha ckopoctu 3amucu 50 wmm/c, ¢ ycuwiennem 10 20 MB Ha
anektpokapauorpadpe Nihon Kohden CardioFax M (Smonus). IlpoBoawmiock
U3MEpPEHUE JUTUTENIBHOCTH W aMIUTUTynbl 3yOma P, mnurensHocTM uHTepBana PQ,
komiiekca QRS, uaTepBana QT. IIpoBoaunack OlEHKA MCTOYHHUKA PUTMA, HAJTUYUE
AKTONMHUYECKUX pUTMOB, AB nuccoumaruu, AB O50kaabl U T.J., IPOBOJUIIACH OIICHKA
UCC (cpenneit, MunuManabHoi 1 MakcuManbHOM). [Ipu onenke YCC u MHTEpPBaIBHBIX
3HaueHud OKI' 3a 3TaloH HOPMBI NPUHHMAIKWCh 3HAYEHUs, MOJYYEHHBIE B XOJIE
KJIIMHUKO-3MUAEMUAOJIOTUUECKOTO HccienoBanust « KT -CKpUHUHT AeTed U MOJIPOCTKOB
Pocculickon denepaunn» (Bcepoccwuiickast rporpamMmma «Knunuko-
AMUIEMHUOJIOTHYeCKOe HccienoBanue o DK -CkpuHUHTY y neteil u noapocTtkoB PDy /
Muknamesnuy W.M., IlkonpankoBa M.A., Kamunun JILLA., AGaynatunoa W.B. //

Awnnaner apurmosiorun. 2007. [pui. 2. C. 132.).

2.2.3.2. Ixoxkapauorpadus

Bcem nanumeHTaM BBINIOJHSUIOCH CTaHJIAPTHOE JIBYXMEPHOE TPAaHCTOPAKAIBHOE
sxokapauorpaduueckoe wuccienoBanue Ha anmapare Philips  1E33  (CIIA).
VYapTpa3ByKkoBasi AMArHOCTUKA CepJilia BIMOIHIaCh B M-Mo1anbHOM U 2D-pexkumax ¢
IPUMEHEHUEM LIBETHOTO M CIEKTPAJbHOTO IOCTOSIHHOTO W HMITYJbCHO-BOJIHOBOTO
JOMIUIEPOBCKOTO HccheaoBaHuil. Jlns obOecrniedeHusi aleKBAaTHOTO HW300pakeHHsI B
3aBHCHUMOCTH OT aHTPONOMETPUYECKHUX JaHHBIX peOCHKa MCIOIb30BATNCH JTATUYUKU OT
HU3K04YacTOTHBIX (3,0 MI'11) 1o BeicokouacToTHbIX (7,5 MI'). B peansHOM BpeMeHH ¢
AXOKapauorpaduyecKum CUTHAJIOM oToOpakanach ANEKTPOKApIMOTpaMMa.
HccnenoBanue ¢ ompeeneHuEM pa3MepoB M 00bEMOB KaMep cepAlla W IoKa3aTenen

BHYTpHCCpHCqHOﬁ TCMOJWHAMHKHK BbIIIOJHAJIIOChE B COOTBETCTBHHU C 06HICHpI/IHHTOI>’I
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meroaukoit (Guidelines and standards for performance of a pediatric echocardiogram: a
report from the Task Force of the Pediatric Council of the American Society of
Echocardiography / Lai W.W., Geva T., Shirali G.S. et al. // J. Am. Soc. Echocardiogr.
2006. Vol. 19, Ne 12. P. 1413-1430).

HpH O6CJI€I[OBaHI/II/I HCIIOJIB30BAJIMCh CTAHAAPTHBIC 3XOKapzmorpa<1)uqecmle
no3unuu B 2D-n300pakeHnu, MpejIoKeHHbIe paHee AcCCoIMalueil CIeryaaIucToB 10

sxokapauorpapuu [294] (pucyHox 2).

Pucynok 2 — CtangapTeie dXoKapauorpapuyeckue mo3uIuu:

anukainbHasa 4-kaMmepHas nno3uuus: LV — neBslii xkenynouek, RV — npaBbliii xkeny04ex,
LA — neBoe nipencepaue, RA — npaBoe nipeacepane, Ao — NpokCUMaibHas 4acTh

BOCXOJSILIEN a0PThI

Pa3zmepst JIK orieHMBaIuCh B CUCTONY U IUACTONY € MOMOIIbI0 M-MOJaNbHOTO U
2D-pexumoB. B kauecTBe CpaBHUTEIBHOTO aHAllM3a CTENEHH JUjaTallid JIEBOTO
KEITYJ0UKa HUCII0Ib30BAJIUCh TAKUE MTOKA3ATENH, KaK KOHEUYHO-IHACTOIMYECKUI pa3Mep

A KOHEYHO-auactoinnyecknuii oosem JDK.
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Beruucnsiim MHAEKC KOHEYHO-IUACTOIMYECKOTO 00BheMa JIEBOTO IKEITYyJ0uKa,
pacCUMTAaHHBIA Ha TUIOMIAh TTOBEPXHOCTH TeJa MarueHToB (pucyHok 3). HopmanbsHbIC
BexmanHbl nHIekca KJO neBoro xenymouka — 35-75 mu/m® (nmrep H.B., Ocumos
M.A. Kinunndeckas sxokapauorpadus. 2—e uza. — M. : [Ipaktuka, 2005. 344 ¢.).

Onpenensanu pa3Mmepbl JIEBOTO M MPaBOTO MPEACEpAUil U3 4YeTbIpeXKaMepHOU
MO3UIINH, CAarUTTAJIBHBIN AUAMETP JIEBOTO MPEACEPIus, TONIIMHY MEXKETYI0UYKOBOU
NEPErOPOJIKH U 33 JHEN CTEHKH JIEBOTO KEIyJ0uKa, pa3Mep MpaBoro kenyaodka B M- u
B-pexnmax.

JIns  KOJMYECTBEHHOM OIIEHKM OOIIed COKpPaTUMOCTH JIEBOTO KEIyJI0YKa
UCIIOJIB30BAJICS TJIAHUMETPUYECKUN METOJ| JUCKOB (MOIU(MDUIIMPOBAHHBIN aIrOpUTM

CumricoHa) v JIMHEHHBIN MeTO pacueTa 00beMOB 1Mo TeHuXoIbILy.

3 LvPwd 8 mm
LVd Mass Ind (ASE) 179 g/m2

2 LVIDd 87 mm

1 Ivsd 6 mm

Pucynok 3 — Onpenenenre KOHEYHO-IUACTOJINYECKOT0 00bEMa JIEBOIO KEITYI0UKa Y

nanueHTa 9 ner (mapacrepHanbHas O3UIKUS MO IJTMHHOM OCH)

Koneuno-muacromnyecknii (K/IO) u koneuno-cuctomnueckuii oobembr (KCO)
JIEBOTO JKEJIYJ0YKa ONPEACISUINCh BBIIICONMUCAHHBIMU MeToaaMmu. Jliis  pacuera

dbpakuuu BEIOpOCA UCTIOJIB30BAIACH CIIEAYIOMIas hopMya:

®B = (KJIO — KCO) /KJIO
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MutpanpHass M TPUKYCHUJAIbHAasg pPETyprutanus JIUarHOCTUPOBAINCH TIpU
HAJIMYUU 0OPaTHOTO CHCTOJIMYECKOTO TOKA KPOBHU U3 JIEBOTO HIIU MPABOTO KEITYyI0YKOB
B COOTBETCTBYIOIIME IMpEICEpAHs, Ha OCHOBE AaNHMKAJIbHBIX YEThIPEXKaMEPHBIX
CEKTOPaIbHBIX U300paKEHUIA.

PasMepsl kamep cepalla OICHHMBAJINCh B COOTBETCTBUU C NEPUEHTHIHHBIMU
TabJIUIIAMU, C Y4€TOM MacCO-POCTOBBIX MOKa3aTelNeil maueHTa Ha MOMEHT POBEICHUS

00cJIe10BaHMS.

2.2.3.3. Cyrounoe monutopupoBanue IKI'

XonrepoBckoe MoHuTOopupoBanue OKI' ¢ oleHkoil BapraOeTbHOCTH pUTMA
BBINIOJIHSJIOCh C MCIOJIb30BAHUEM CHCTEMBl CYTOYHOI'O MOHHUTOPUPOBAHMS (PUPMBI
«ukapt», cucrema «Kapanorexuuka 04», nporpammsl Resalt 1-3.

B mpoumecce  uccienoBaHMsA — OLCHUBAINUCH  CIEAYIOIIHME  ITOKA3aTEJIN:
cpeaHecyrounble mnapamerpel UCC, cpenHue, MHUHHUMAJIbHBIE W MaKCUMAJIbHBIE
3HaueHus pAHeBHOM u HouHoMt UCC, uupkagHblii WHAEKC, OOIIee KOJUYECTBO
KApIUOLIMKIOB 32 CyTKH, Hanuuue aputmuii, OKI'-peHomeHOB/cCHHIPOMOB.
[TpoBonunack onenka uHTepBasioB PR u QT, xommnexkca QRS u 3y6mna T. U3yuanack
BapuadeIbHOCTh puTMa cep/iia. OIeHNBANIOCHh HAIMYKE PA3JIMYHBIX HAPYIICHUH pUTMa

U TIPOBOAUMOCTH Cep/lia.

2.2.3.4. CyrouHoe MmoHuTopupoBanue A/l

Cyrounoe wmonutopupoBanne AJl (CMAJl) npoBogwnoch MNpu MOMOIIU
MOHUTOPOB TM-2421 u TM-2430 ¢pupmbl A@D ocimmomeTpuueckum crnocooom (B
ciydae npumeHenuss TM-2421 — taxxe B KOMIUIEKCE C ayCKYyJIbTaTUBHBIM METOZOM) IO
CTaHJApTHON MeToauke. AHanu3 pe3yiabratoB CMAJ[ mo3BoisieT paccuuTaTh CpeaHuE
3HaueHus AJl 3a cyTku, B JHEBHOE M HOYHOE Bpems, BapuadeabHOCTh AJl, OIlEeHUTH
BBIPXEHHOCTh MOBBIIICHUsI/CHIDKEHUS Al B HOUHOE BpeMsI TI0 CPABHEHHIO C THEBHBIM,

ypoBeHb AJl B yTpEHHHE YacChl.
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2.2.3.5. YabTpa3ByKoBoOe HccJieJ0BaHUe OPIOLIHOM M0JIOCTH U 320 PIOIIMHHOTO

MPOCTPAHCTBA C AoNILIeporpaduei mno4e4YHbIX COCY10B

Y3U npoBoAUIIOCH BCEM JETSAM MO CTAHAAPTHBIM METOJAMKAM C HCITOJIh30BAaHUEM
COBpEMEHHOW ammapaTypbl OSKCIIEPTHOrO Kiacca (ammaparbl  yJIbTPa3BYKOBBIX
uccienosanuit pupm Toshiba Aplio Mx Ull p 790 A (Japan), Aloka (Japan), ACUSON
(CIA), General Electrics (CILA).

2.2.3.6. PenTrenosiornyeckue MeTobl (IKCKpeTOpHas yporpadgus ¥ MUKIHMOHHAS

nucroyperporpadusi)

JlaHHbIC WCCIICIOBAHUS BBITIOJTHSUTUCH Ha CTallMOHAPHOM
pentreHoauarsoctuueckoM anmnapare Advantx Legacy D (GE, CIIIA) o crangapTHOU
METOJIUKE.

OKCKpeTopHast yporpadus J1aeT BO3MOXKHOCTb OIICHUTh aHATOMHUYECKOE
CTPOCHHUE TMOYEK M MOYEBBIBOASIIMX ITyTEH, BBIIBUTH IMPU3HAKU HUX ITOPAXKECHHS,
KOHTPOJIMPOBaTh  JIMHAMUKY  IMATOJIOTMYECKOTo  mpouecca. Ilpu  mpoBeneHun
OKCKPETOPHOM yporpaduu HAUOOJBIINE TPYAHOCTH TMPEIACTABISET OMNpeaeIcHUE
(GYHKIIMOHATBLHOTO cocTostHUs mouek (3axapoBa M.H. u coaBT. PeHTreHOKOHTpacTHbIC
METO/IbI UCCIICIOBaHUS B IeTCKON Hedpostoruu // Jleuarwmii Bpau. 2009. Ne 5).

MukionHasi nucroyperporpadus AaeT BO3MOKHOCTh MPOBECTU UCCIIEIOBAHUE
YPETPBI U MOYEBOTO IY3bIPs, TPEIBAPUTEIBLHO HAIIOJHEHHBIX KUIAKOCTHI0. KonmnuecTBo
BBOJIUMOTO pPAacTBOpa MPU MHMKIMOHHOW ULHUCTOrpaduu JOJDKHO COOTBETCTBOBATH
BO3pACTHOM  (PU3MOJIOTMYECKOW  eMKOCTH ModYeBoro my3bips. Ilpu  orenke
HUCTOYPETPOrpaMM OIHUCHIBAIOT KOHTYPbl MOUYEBOIO MY3bIPsA, €r0 pa3Mepbl, HATUYUE
My3bIPHO-MOYETOYHUKOBBIX  PE(IIOKCOB, COCTOSIHUE YpeTphl. «baxpoM4aToCTb)»
KOHTYpPOB XapaKTepHA ISl HEUPOTCHHOUW AUCHYHKIIMM MOYEBOTO MY3BIPS U ITUCTHTA.
JIBOIHOM KOHTYp MOYEBOIO MY3bIPSi B HMXKHUX €ro OTJEe]aX 4acTo HaOIIoAaeTcs Mpu
atoHun. llpu nUBEPTHKYJIaX Ha LUCTOTPAMME BBISBJISIETCS JOIOJHUTENIbHAS TEHb

Pa3HbBIX PasMEpPOB U (I)OpM 3anojHeHue KOHTPACTHBIM BCIICCTBOM MOYCTOYHHUKOB
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(omHOTO WM 000MX) cBUAeTenbCTBYeT O Hanmmunu [IMP (Opman M.B. Hedponorus
nerckoro Bo3pacta. CrnerJlut, 2010).

KommnbrorepHnas Tomorpadus OpraHoB IpyIHON KJIETKH, TOYEK U MOYEBBIX MyTen
Obuta TpoBeneHa Ha ammapaTtax 1oshiba Aquilion TSX-101 A/G (Japan) u Philips

Briliance CT 64 Slike (Germany) ¢ BbICOKO# pa3peniaronieii CnocoOHOCTbIO.

2.24. CHeHI/IaJII)HbIe METOAbI HCCJICA0OBAHUA

2.2.4.1. CpaBHUTeJIbHAS TEHOMHAs1 THOPUAN3ALMS

[ToTHOT€HOMHBIM  BBICOKOPA3PEIIAOMIUNA  MOJEKYISIPHO-IIUTOT€HETUYECKUI
aHaJu3 MPOBEJEH C MOMOIIBIO MOJX0/1a CPABHUTEIHHON M€HOMHOW THMOpUIM3alMU Ha
JAHK-mukpouunmnax (array-CGH). s aHaiam3a ObLITH VICTIOJIb30BAaHBI
onuronykieotuanbie miatdopmsl Agilent SurePrint G3 Human CGH Microarray Kit,
8x60 K (Agilent Technologies, Santa Clara, CA, USA). JlaHHbIii METOJ IO3BOJISCT
3G ()EKTUBHO BBIBISATH Cpa3y BECh CIEKTP HECOATaHCHPOBAHHBIX XPOMOCOMHBIX
nepecTpoek (TO €CTh MEPECTPOCK, COMPOBONKIAIOIIUXCS H3MEHEHHEM KOMUHWHOCTHU
TeHETHYECKOro MaTepuasa), B YaCTHOCTH JACNICUi, JyTUTUKAINM, HecOaTaHCUPOBAHHBIX
TpaHCJIOKAIMi, Kak KpyMHOMAcCIITaOHbIX, TaK W KpOIICYHbIX abeppauuii, He
OOHapyXKUBAEMbIX METOJIaMH CTaHAAPTHOM IMTOTEHETHKU. B 3aBUCUMOCTHM OT THUINA
ucnionbzyemoir  J[IHK-mmarpopmer  meron  CGH-array  mo3BomnsieT  BBISBISTH
XPOMOCOMHBIC TEPECTPOMKH pa3MepoM BIUIOTh JO HECKOJIBKHX ThICAY Map
HYKJICOTHUJIOB, MPH ATOM B KauecTBe OuMOMarepuaia HeOOXOIWMO HaJIUYHE TOJIBKO

renomuou JIHK.
2.2.4.2. CtaTucTuyecKkue MeToabl
O6paboTKka MOJYYEHHBIX AaHHBIX MPOBOJAWIIACH HAa NepcoHaNbHBIX DBM THna

IBM PC/XT Pentium. [{ns oOpaOOTKM MONYYEHHBIX NAHHBIX OBLIM HCHOJIb30BaHbBI

nakeThl NpukiIagHeix mporpamm Exel 7.0, Statgrahyics V. 2.1 u SPSS Win V. 10.5,
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Statistica for Windows ver 10.0 (StatSoft Inc., Tulsa, OK, USA). CraTtuctuueckue
KpUTEpUH, TPUMEHEHHBIE B UCCICJOBAHUM, OOECIEUMBAIM HE TOJBKO TMPOBEPKY
TUIIOTE3, BBIABUHYTHIX Ha 3amuty. IIpoBepka 3aBepuianach MO0 TeM, 4TO HyJieBas
runore3a (P — BeposITHOCTh CIipaBeATUBOCTH HYJEBOUM THIOTE3bI, TO €CTh BEPOSITHOCTh
OLIMOKM) HE MOATBEPKaiach (3aKJI0YEHUEM O HAIMYUM PANUYUN MEXAY Ipylnamu),
00 MOJTBEPIK/IaIach (3aKIIOUCHUEM 00 OTCYTCTBHH Pa3Iudms).

CraTuctrueckast 3HAUMMOCTb Pa3IMUUi 3HAYEHUH B IBYX IpyIIax ONpeaessiach
C UCIIOJIb30BAaHUEM HemapaMeTpuieckoro kpurepus Manna—Yutau (Mann—Whitney U
Test). CtaTucTuyeckas 3Ha4MMOCThb Pa3HbIX 3HAYEHHM SISl HOMUHAIBHBIX U OMHAPHBIX
IIOKA3aTeNled OMNpEeNeNsach C HCNOJb30BaHHEM Kputepus Xwu-kBaapar. Jlmd
ONpENENeHUs] TEHACHUMM U3MEHEHHUs [OKaszaTejaell BHYTPH KaxAOH TIpyNIbl
WCIIOJB30BAJICS  HEMAPAMETPUYECKHM KpuTepuid Buikokcona. [[ns  BbIIBIEHUA
B3aMMOCBSA3€H MEX/1y NMEPEMEHHBIMU BHYTPH TpyMIl ObLI MCHOJB30BaH KO3()PUIMEHT
panroBoil koppensiuuu CrniupMmeHa. Pe3ynbraThl ncciaeioBaHUSI MPEICTABIECHBI B BUJIE
cpenHero apudmernueckoro 3HadeHus (M), ommOKku cpeaHero apupmMeTnyeckoro (m)
U KOJHMYeCTBa MpHU3HAKoB B rpymmne (n). Kpurepuil 3HaAUMMOCTH CTaTHCTUYECKHUX
METOJI0B ycTaHaBiuBaycs Ha ypoBHe p=0,05 (5%).

Jlji1 MOZIeNIMpOBaHUs OLIEHKU PUCKOBBIX KJIACCOB IS MOKa3aTeNel Mo BhIXOAY 3a
HOpPMY HCHOJb30BAINCH JEPEBbs Kiaccupukanuii. MoaenupoBaHue pucka NpU3HaKa
MPOBOJMIOCH C TOMOLIBI0O MHOTO(AKTOPHOTO aHalIM3a — JEPEBHEB PEUICHUMN B MAaKETE
SAS JMP 10 c nposepxkoit mogeneit ROC-ananuzom.

[locTpoeHnue nuarpaMm U PHUCYHKOB MPOBOJIMJIOCH B ONEPALMOHHOM CHUCTEME
Macintosh HD OS X 10.10.1 u Windows 7 Professional ¢ ncnons3oBanuem nporpamm

Microsoft Office 2011 1 2013, Adobe Photoshop 7.0 u Corel Draw 12.0.
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I'TABA 3. KAPJIMOPEHAJIBHBIE B3AUMOOTHOIIIEHUA
Y AIETEHA CAHKT-IETEPBEYPT A

N3ydenune kapAvOpeHANIbHBIX B3auMoOTHoueHul y gnereid Cankrt-lIletepOypra

OBLJIO BBITIOJIHEHO B 3 dTara.

3.1. PacnpocTpaHEeHHOCTH COYETAHHOI'O MOPAKEHUS CePALA U MOYEK Yy JeTeH,

00paTHBIIMXCH B KOHCYJIbTATUBHO-IMATHOCTHYeCKUI neHTP CankT-IleTepOypra

Ha nepBom »srame mnpoaHaldM3UpPOBAHBl PACIPOCTPAHEHHOCTb M CTPYKTypa
3aboneBaemoctu 1o obOpamaemoctu B Cankt-IlerepOyprekuit I'bBY3 «KoucynbratuBHO-
auarHoctudeckuii tientp s gereity (KAL) B 20122014 rogax. HMccnenoanue (cross-
sectional study) BeImONIHEHO CpeaM JETCKOTO HACEICHHS C HCIOJIb30BaHHMEM METO/a
CIIy4allHBIX YHMCENl B KOMIIBIOTEPHOM BapuaHTe. MeIUKo-CTaTUCTHYECKOMY aHaIU3y
MOABEPTHYTHl amOynaTopHbie KapTel (. 025y/04). Ha 01 suBaps 2014 1. YUCIECHHOCTH
netckoro Hacenenus (10 18 ner) Cankr-IlerepOypra coctaBuna 746,1 Thic. uen.

B uccnenoBanuu mpoBeneH aHanM3 aMOynaTOpHBIX KapT 126 524 pereil, KoTopbie
obpamaimck B KJJIL B Teuenue 3 ner (20122014 rr.) k pasHbiM crienuanuctam LleHTpa, B
TOM YHKCJIC ¥ Ha MPO(UITAKTHIECKUE preMbl (Tabmuia 6).

Tabnuna 6 — PacnpezeneHue malnMeHTOB MO TOJY M BO3pAacTy Ha MOMEHT IEPBOTO

obpamenus B KIJIIL (n =126 524)

BospactHas Manbunku JleBouku Bcero
rpymia
70 3-X JIeT 18 761 (51,8%) 17 397 (48,2%) 36 158 (28,6%)
3-7 ner 17 308 (54,1%) 14 702 (45,9%) 32 010 (25,3%)
7-11 net 10 316 (53,9%) 8 807 (46,1%) 19 123 (15,1%)
11-14 mer 13 322 (54,8%) 11 004 (45,2%) 24 326 (19,2%)
crapuie 14 ner 8 533 (57,2%) 6 374 (42,8%) 14 907 (11,8%)
Bcero 68 240 (53,9%) 58 284 (46,1%) 126 524 (100%)
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Cpennuit Bo3pact Ha MOMeHT miepBoro oopamenus B KJIJII[ cocraBmn 7,18+55
net (ot 3 mecsitieB 10 17 aer).

[TatieHThl JOMIKOJMBHOTO Bo3pacTa oT O g0 7 JeT CTaTUCTUYECKH Yallle
obpamanmucs B KJI/] mo cpaBHEeHHIO CO BCEMU OCTaIbHBIMU BO3PACTHBIMU TPYTIIIaMU
(p<0,05).

[Io Bo3pacTHBIM Tpynmam JAeTH ObUIM paclpeiesieHbl B COOTBETCTBUU C
Kiaccu(ukanyenn mepuooB IeTCTBA: AETH 0 3 JIET, €T OT 3 A0 7 JeT, AeTH OT 7 10
11 ner, netu ot 11 no 14 ner, netu crapme 14 ner [Boponos N.M.]. Kak crnenyert u3
TaOMHIBI 6, BO BCEX BO3PACTHBIX TPYMIIaX TeHICPHBIX PAa3IMIUi HE BBISBIICHO.

Jluarnoctuka Oose3Heil cucteMbl kpoBooOpamienusi (Kmace 1X) u Gonesneit
mouernosoBoit cuctemsl (Kiacc XIV) npoBoaunacek B coorBetctBuu ¢ MKb-10.

IIpn anHamu3ze aMOyJaTOPHBIX KapT YCTaHOBJEHO, 4To H3 126 524 perei,
nocetuBmux Llentp, y 9,63% wumenu mecto 3a007€BaHUS MOYENOIOBOM CHCTEMBI
(96,31:1000); y 5,01% — 3aboseBanus cuctembl KpoBooOparienus (50,01:1000),
COUYETaHHAas MAaTOJOTUSI CUCTEMbI KpPOBOOOPAIIICHUSI U MOYEIIOJIOBOM CUCTEMBI BBISIBJICHA
y 1,22% nereit — (12,2:1000). Takum 00pa3om, pacmpoCTPpaHEHHOCTh COUYETAHHOTO
nopakeHusl cep/ilia U nmoyek no aaHHeIM obOpamaemoctu B KJIIIJ[ cocraBnser 12,2 Ha
1000 nereit Cankr-IlerepOypra.

B rpynne nanueHTOB C COYETAaHHBIM MOPAXEHUEM CepAla M IMOYEK 4valle
npeobJiaiainy IeTH CTapIinuX BO3pacTHHIX Tpytil (0T 11 JeT u crapiiie) mo CpaBHEHUIO C
rpynnamu oT 3 nmo 7 mer (p<0,05), or 7 mo 11 mer (p<0,05) u camoil Mmammien
BOo3pacTHOU rpymmoi — 10 3 net (p<0,01), yTo MOKET CBUACTEIHCTBOBATH O MO3IHEH
JIMarHOCTUKE COYETAHHOTO MOPAXKEHUS CEPJCUYHO-COCYIUCTOM W MOYEBBIACITUTEIHLHOMN

cucTeM y jaereit (tabmuma 7).

Tabmuma 7 — PacnpeneneHne MalMEHTOB C COYETAaHHBIM IOPAXEHHEM Cep/iia

U MOYEK 10 BO3pacTy Ha MOMEHT repBoro ooparienns B K/ (n =1 543)

Bospacthas rpymnna Hucno neren %
o 3-x ner 87 5,6
37 ner 244 15,8
7—11 ner 241 15,6
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11-14 ner 500 32,4
crapiie 14 net 471 30,6
Bcero 1543 100

B Tabmune 8 mpexacraBiaenbl koabl MKDB 3a0oseBanHuii cepiedHO-COCYAUCTOM

CHUCTCMbI, KOTOPBLIC BCTPCHAIMCD B I'PYIIIIC MMAIMMCHTOB C COUCTAHNUCM I1aTOJIOTMH CCPAlLia

U 1ouek, B Ta0n. 9 — xkoxapl MKDB 3a001eBaHni MOYEBBIIEIUTEILHON CUCTEMBI B DTOH

e TpymIe.

Ta6muma 8 — Koaet MKbB 3a0oseBanuii cep/ieuHO-COCYIUCTOM CUCTEMBI B TPYIIIIE

MAaIMEHTOB C COUYETAHUEM TATOJIOTHHU cepua U rmodek (n =1 543)

Koxg MKbB KonunuectBo nerent %
1.49 620 40,2
1.10 410 26,5

Q.25 156 10,1
1.45 112 7,5
.34 67 4,3
1.44 59 3,8
Q.21 37 2,4
Q.23 29 1,8
1.43 22 1,4
1.47 22 1,4
1.35 9 0,6

Bcero 1543 100

Ta6muma 9 — Koget MKb 3a0osieBannii MOYEBBIJCTUTEILHON CUCTEMBI B TPYIITIE

MAIMEHTOB C COUYETAHUEM TATOJIOTHHU cepna U rmodek (n =1 543)

Kox MKbB KommnuectBo nereit %
N.31 1100 71,3
N.39 188 12,2
N.28 115 7,4
N.13 65 4,2
N.30 24 1,6
N.11 21 1,4
N.02 14 0,9
N.10 8 0,5
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N.20 6 0,4
N.0O0 2 0,1
Bcero 1543 100

B cTtpykType 3aboneBaHull CepaeUHO-COCYAUCTON CHUCTEMBl Y OOpaTUBIIUXCS B
K[ nereit mpeoOiianany HapylleHUsS CEPACYHOrO pUTMAa U 3a00JICBaHUA,
XapaKTEePU3YIOIIUECS MOBBIIIEHUEM KPOBSHOIO JIABJICHHS, a Y JAeTel ¢ 3a00IeBaHUSIMHU
MOYEBBIJICTUTEIILHON CUCTEMBI — HEPBHO-MBIIIEUHAs TUCQPYHKIIUS MOUYEBOTO ITY3BIPS,
MH(EKIMS MOYEBBIBOASAIIUX MYTEH.

Ilenb maHHOTO HCCIIECOBAHHUS — BBIICIUTH M3 Bcex oOpartuBmuxcs B KJIJILL
MAlMEHTOB C COYETAaHHBIM MOPAKEHUEM CepAla U TMOYeK JJisi TOro, 4ToObl jaalee
M3y4YUTh pacrpocTpaHeHHOCTh U cTpykTypy KPC. OpHako cieayeT npu3HaTh, 4TO
COCTaBUTh IIpeACTaBlieHHWe 00 MCTUHHOW pPACHPOCTPAHCHHOCTH U  CTPYKTYpeE
KapJIMOPEHAJILHOTO CHUHJpPOMa Ha OCHOBAHUU TMOJYYECHHBIX JIaHHBIX JIOCTATOYHO
TPYAHO. DTO CBSI3aHO C TEM, UTO MPU OLIEHKE CTPYKTYPhI KapAUOPEHAIBHOTO CUHIPOMA
OTMEUYEHO KpalHE MaJio€ KOJIMYECTBO MAllMEHTOB ¢ MOpoKaMu pa3Butus. 13 1543 nereit
C COYETAaHHBIM MOPAXKEHUEM CEPIACYHO-COCYIUCTON CHUCTEMBI MU MOYEBBIICIUTEILHON
cuctemsl 11,7% (181 u3 1543) umenu BpoxkACHHBIC TTOPOKHU ceplia, ToJbko y 1,9% (29
u3 1543) manueHToB AMArHOCTUPOBAHBI BPOXKIACHHBIE TOPOKHU Mouek, u juib y 0,32%
(5 u3 1543) manuenToB uMmeno mecto coueranue BIIC um mopokoB MOUYEBOM CHCTEMBI.
Takas cuTyalusi CBsi3aHa C T€M, YTO CTPAXOBbI€ KOMIAHUM HE OIJIaYMBaJIM CTPaAXOBOM
Cily4yaid, €CJii OCHOBHBIM JMArHo30M ObLI BPOXICHHBIN MOPOK Pa3BUTHS, CUUTAsI, YTO
BCE IMMAIIUCHTHI C aHOMAIMSAMHU pa3BUTHSA J0JDKHBI HaOmomatbes B CIIOIKY3
«Jlnarnoctuueckuit EHTp (MEAUKO-TEHETUYECKUH )». B CBSI3M ¢ 3TUM Bpayu OCHOBHBIM
JIMarHO30M BBICTABJSUIM OJWH M3 JUArHO30B, OCIOXKHSIOIIMX IOPOK pPa3BUTHS, a
BPOJKJICHHBIN TOPOK Pa3BHUTHs BBICTABIISIIM COMYTCTBYIOIMM 3a00J€BaHUEM, YTO HE
MTO3BOJIMJIO TIOJTYYUTh IOCTOBEPHYIO HHGOPMAIIHUIO O paCIPOCTPAHEHHOCTH U CTPYKTYype
aHOMAJIUN Pa3BUTHUSA CEep/illa M TTOYeK. AHaIN3 aMOyJIaTOPHBIX KapT MpUeMa MalMeHTOB
(¢. 025y/04) mnoarBepawsn 5Ty wuHPopMarmioo. B mocneayromieM 3TO  pelieHue

CTPaxoOBbIX KOMITAaHUH OBLIIO OTMEHEHO.
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Takum  oOpa3oM, Ha  JaHHOM dTane  ObUIO  BaXHO  YCTaHOBHTH
pacmlpoCTpaHEHHOCTh B METamojnce COYETAaHHBIX MOPAKEHHUU cepilla U TOYEeK B
rpyImnax MaueHToB ¢ 6one3HsmMu cuctembl kpoBooOpamienus (MKbB-10; Knace 1X) u
0osie3HssMu MouenosioBoit cuctemsl (Kmace XIV).

JUist W3ydeHus: CTPYKTYpbl KapIHOPEHAIBHOTO CHHIpOMa OBUT BBINOJIHEH
CIICAYIOIIMKA dTal — aHalIW3 TOCIHUTAIBHOM 3a00JIeBa€MOCTH B KapAHOJIOTMYECKOM U

HE(DPOIOTHIESCKOM OTACIICHUSIX.

3.2. PactipocTpaHeHHOCTh KapAHOPEHAJIBLHOI0 CHHAPOMA CPeM NMallMeHTOB

¢ 00JIe3HSAMH CHCTeMbI KPOBOOOpAIeHUs U 00JIe3HIMH MOY€N0JI0BO CHCTEMBbI

C 1enbl0 M3YYEHHS] PACHPOCTPAHEHHOCTH M CTPYKTYPhl KapAuOPEHATBHOTO
CUHIpOMa, HAa BTOPOM JTal€ MPOBEACHO H3YYEHUE TOCHUTAIA3UPOBAHHON
3a0oneBaeMOCTH. B aHanu3 BKIIIOUYEHBI MAIMEHTHI, HAXOJUBIIMECS Ha CTAIMIOHAPHOM
JICYEHUHN B KapJIUOJIOTMYEeCKOM M HedposoruueckoM otaeneHusx B 2011-2012 rr. B
CII6 I'bY3 «Jlerckas ropoxackas 6ompHuUIa Ne 2 csatoit Mapun Marnamuasl CaHKT-
[lerepOypra». B xoxe aHanmu3a U3y4eHbl MEAMIIMHCKUE KapThl CTallMOHAPHOIO
o6onsHOTO (. 003/y), exeromubie «PacmupeHHsie uToru B cdepe 3ApaBOOXPaHCHUS
Cankr-lletepOypra» u  orueTsl TNaBHBIX  crnenuanuctoB  Cankrt-lletepOypra
(docs.spbmias.ru).

Huarnoctuka Oosie3Helt cuctembl kpoBooOparmieHus (Kmacc 1X) u OGonesneit
mouenosoBoit cucteMsl (Knacc XIV) npoBoaunacek B coorBercTBun ¢ MKB-10.

[Ipoananu3upoBanbl 1anHbie 4316 namuentoB. M3 Hux 55,4% nanuenton (2391
u3 4316) HaxoAMIKMCh Ha 0OCIICIOBAHUHU M JICUCHUH B KapJHOJOTHYCCKOM OTICICHUU
JAI'b Ne 2, uro coctaBwio 79,9% 0T BceX TrOCHUTAIU3UPOBAHHBIX OOJBHBIX C
6onesnsmu cuctembl kpoBooOparmienus (Kmace IX) B Canxr-IletepOypre. OctanbHbie
44,6% neteit (1925 u3 4316) ObiTu MareHTaMu HEGPOJIOTUYECKOTO OTACIICHUS, ITa
rpynna cocraBunia 24,7% ot Bcex rocnutanu3upoBaHHbix B CankTt-IletepOypre

OOJIBHBIX C 0OJIE3HIMU MOUYEI00BOM cucteMbl — Kitace XIV.
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[Nocriuranu3upoBanHas 3a00JIEBAEMOCTh CPEU TMAIMEHTOB KapAHOJIOTUYECKOTO
otneneHus cocrapmia 2,18 ma 1000 mereit, a Hedpoaorndeckoro oraeneHus — 5,04 Ha
1000.

BcetpeuaemocTs Oosie3HEl cHCTEMBI KPOBOOOpAIIEHUS y JeTel ¢ 3a001eBaHUIMUA
MOYernojioBo cuctembl cocraBwia 104,1 na 1000, uro B 5,8 pasza BblmEe, 4eM
nokasaresib 3a00JIeBa€MOCTH COOTBETCTBYIomIed maroioruu B Cankrt-lletepOypre
(x°=67,11; p<0,0001). BerpeuaeMocTs GoNesHeil MOYENOTOBOIl CHCTEMBI V ACTEH ¢
3a00JIeBaHUSIMU CHCTEMBI KpoBooOpareHust — 95,8 va 1000, yto B 1,4 paza npeBsiiiaet
MOKa3aTelb MOMYJISIIMOHHOMN 3a00JIeBaEMOCTH (X2=7,33; p<0,01).

C xapano-peHasIbHbIM CHHJIpoMOM BbisieHO 330 neteit (132 — Hedposornueckoe
otneneHue u 198 — kapauonorudeckoe otaenenue). KPC yarie BcTpeuasncs y 1eBoYEK —
66,7% (p<0,001) 1 HECKOJBKO Yalle PErHCTPUPOBAJICS B BO3PACTHBIX rpymnmnax 6—8 u
15-17 net (p>0,05).

N3yyena cTpykrypa 3a00i€eBaHUI CUCTEMBI KPOBOOOpAIIEHU Y AETell C Kapauo-

peHaIbHBIM cHHIpoMoM (Tabiuia 10).

Tabmuma 10 — CtpykTypa 3a00j€BaHHMI CHUCTEMBI KPOBOOOpaIlleHUs y JeTel

C KapAno-pCHaJIbHBIM CUHAPOMOM

3aboneBanue Kapauonoruueckoe | Hedponoruueckoe Bcero KPC
ornenenue (n=198) | otaenenue (n=132) (n=330) %

BpoxieHHbIE TOPOKU 15 11 26 7,9
cepaa
Hapyenune putma u 119 93 212 64,2
MIPOBOJIUMOCTH
Marnbie anomanuu 60 22 82 24,8
cepana
ApTtepualibHast 15 13 28 8,5
TUTICPTCH3US
bone3nu muokapa 28 4 32 9,7
Couerannsnie BIIC u 5 2 7 2,1
BIIPII
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V¥ maumentoB ¢ KPC BIIC Bctpeuarorcst B moutd B 10 pa3 yaiie, yeM y neren
Cankr-lletepOypra, He umerommx coderaHHoro nopaxenuss CCC U MOYENoJOBOM
cUcTeMbl (cooTBeTcTBeHHO, 7,9% 1 0,8%:; X2=5,95; p<0,05). CtpykTypa BpOKIECHHBIX
MOPOKOB CEPJLIAa MPEACTABICHA B NOPAIKE YOBIBAHMS BCTPEYAEMOCTH: AHOMAJIUU
KJIA[IAHOB a0PThI, AEPEKT MEKIKETYTOUKOBOM MEPEeropoaKy, CTEHO3 JIETOYHOU apTepuH,
nedeKT MeXIPECEPIHON IEPETOPOIKU, OTKPBITHIN apTepuaIbHbIA MPOTOK U aHOMAJIUU
KJIAIIAaHOB JIETOYHOW apTepuu, aHoManus D0mreitHa. CoueTaHHbIE BPOKIECHHBIE IOPOKU
cepaua u nouek cpeau nanreHToB ¢ KPC otMmeuens y 2,1% nanueHToB.

AprepuansHas runeprensus npu KPC Bcrpedaercss 3HaUnMTENBHO Hamlle, 4em y
nereid Cankrt-IletepOypra, He wuMeEOIUX 3a00JIEBaHUS CEPACYHO-COCYIUCTON U
MOYEIOJIOBOM CHCTEM (COOTBETCTBEHHO, 8,5% 1 0,001%); x2:68,75; p<0,0001).

PacrnipocTtpanenHocTh n30upoBaHHbIX U clIoXkHBIX BIIC, a Takke aprepuanbHON
TUMNEPTEH3UN B KapJIMOJIOTHYECKON M Hedposornueckon rpymnmnax namueHToB ¢ KPC
pUMEpPHO oAMHaKoBa (kputepuit @uriepa p>0,05).

BcerpeuaemocTs 6osesneit muokapaa y aereid ¢ KPC mouytu He oTiM4yaeTcss oT
YAEIBHOTO BEca OTOM TMAaTrojdoruu y OOJNBHBIX C 3a00J€BaHUSAMH  CHUCTEMBbI
KpoBooOpaiieHus (CooTBeTcTBeHHO, 3,0% u 2%; p>0,05).

Hapymienuss putMa © NpPOBOAMMOCTH CepAlla HaumOoJjiee TMPEACTABICHBI B
ctpykrype KPC y nereit — yaenbHbI BEC UX MPEBBINIAET BCE OCTAIBHBIE BMECTE B3STHIC

0ose3Hu cucteMbl KpoBooOpameHus (p<0,05) (tadmuia 11).

Tabmuua 11 — Xapakrep HM3MEHEHUH Ha DBJIEKTPOKApAMOIpaMMe Yy JieTel

C KapAMO-pEHATBHBIM CUHIPOMOM

Buael HapymeHus Kapamno- Hedpouo- KPC
JIOTUYECKOE | THMYECKOE
otaejieHue | oraencuue | nN=330 %
(n=198) (n=132)
BereratuBHas bpanukapaus 47 29 76 22,8
TUCHYHKITUS Murparus 25 27 52 15,6
CHUHYCOBOTO y3J1a | BOJUTEIS PUTMA
CuHoatpuanbHas 10 5 15 45
OJI0Kama
DKTOMUYECKUI 11 16 27 8,1
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pUTM
[Ipencepanbrii 5 — 5 15
pUTM
[Tay3bl puT™Ma 60 14 74 22,2
OKCTpaCUCTONUS 14 18 32 9,7
(cympaBeHTpUKYJISIpHAS,
YKEITyTI0YKOBas)
ATpuoBeHTpuKysipHast O1okana (I, 23 5 28 8,4
Il crenenn)
VY nnunenne naTepBaia QT 15 — 15 45
CynpaBeHTpUKYJISIpHAS. TAXUKap U 10 2 12 3,6
bunomanpHas nucyHKIMSA 6 — 6 1,8
denomen WPW 6 — 6 1,8
[Tonmuas 6okaaa JIeBOM HOXKKH 3 — 3 0,9
nyudka [ 'uca
Bcero 235 116 351 100

VYeneHbI BEC HApyLIEHHWs pUTMa M IpoBoauMocTH cepaua y nerer ¢ KPC
3HAYMTEIBHO NPEBBIMIACT MOKAa3aTelb AHAJOTMYHBIX COCTOSHUM y aereil Poccuu, He
MMEIOIINX COYETAHHBIX MMOPAXKEHUN CEPACYHO-COCYAUMCTON W MOYEIOJOBOW CHUCTEM
(cootBercTBeHHO, 64,2% 1 20,0%:; X2=4O,7; p<0,0001). Ha 1 pebenka ¢ KPC
npuxoaurcst 1,66 HapylleHWH NOPOBOAMMOCTH U cepAedyHoro purma. CTpykTypa
HapyLIEHUH pUTMa U MPOBOJUMOCTH CEpALla, UMEIOIINX HAauOOJIBIIMN YIENbHBIA BEC,
NpEACTaBICHA B TMOpsAKE YObIBAHMS BCTPEYAEMOCTU: OpaguKapAusi, BETEeTATUBHO
TUCQPYHKIIUSI CHHYCOBOTI'O y3J1a, 9KCTPACUCTOJIHS.

HccnenoBana pacrpoCTpaHEHHOCTh M CTPyKTypa Takux usMeHenui npu KPC,
KaK MpOoJIallC MUTPAIBHOIO KJIAllaHa, JIONOJIHUTEIBHBIE XOpJbl JIEBOTO JKEIYJI0YKa,

OTKPBITOE OBaJIbHOE OKHO (Tabsuia 12).

Tabmuma 12—  BcerpewaemMocTh  mposanca  MUTPAIBHOTO — KIIalaHa,
JIOTIOJTHUTEJIHLHBIX XOPJI JIEBOTO >KENyJ04YKa, OTKPHITOTO OBAJIBHOTO OKHA y MAaIllMEHTOB

C KapAUO-pPEHATBHBIM CUHAPOMOM

Bunbl HapymeHus Kapaunonoruueckoe | Hegponornueckoe KPC
OTJEJICeHUE OTJEJICeHNE n=3301 %
(n=198) (n=132)
JlomonHWTENBHAS XOp1a 36 18 53 16,2
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[Iponanc MuTpasIbHOTO 21 5 26 7,9

KJIamaHa

OTKpBITOE OBAIBHOE OKHO 3 5 8 2.4
Bcero 60 28 88 100

JlaHHble  M3MEHEHHMs OTMEYEeHBbl B  IMPOTOKOJaxX H3Xokapauorpaduu ¢
JOTITUICPOBCKAM aHAJIM30M Y KaXXJIOTO IMATOrO0 peOeHKa B WCCIEAYEeMOU TPyIIE, YTO
3HAUWUTEIBHO MPEBBINIAECT JAHHBIC MO MOMYJSIIIUOHHOW YacTOTE STUX MPU3HAKOB Yy
3n0poBbIX jaerei (oT 2,2 mo 10%) u y BepxHUX MOKazarejedl BCTPEUAEeMOCTU CpEIu
OOJIbHBIX C MATOJIOTHEHN cepaedHo-cocyaucTon cucrtemsl (10-25% cnydaeB) [3axapoBa
H0.B., 2011]. Crpykrypa HamboJyiee YacTO 3aperMCTPHPOBAHHBIX MaJbIX aHOMAaJIUN
MpEJCTaBJICHA B TOPSIIKE YOBIBAHUSI BCTPEYAEMOCTH: JOMOJHUTEIbHASI X0p/ia, MPOJIATC
MUTPAJILHOTO KJIanaHa, OTKPHITOE OBAJIBHOE OKHO.

[Ipoananu3upoBana CTpykTypa 3a00J€BaHUNA MOYEIIOJIOBON CHUCTEMBI y JETEH C

KPC (tabmuna 13).

Tabmuua 13 — CrpykTypa 3a00JieBaHHI MOYENOJIOBOM CHUCTEMBI y TMAIMEHTOB

C KapAMO-pEHATBHBIM CUHIPOMOM

3aboneBanue Kapauonoruueckoe | Hedponornueckoe KPC
otnenenue (n=198) | ormenenue (N=132) [ =330 | %

Bpoxnennbie mopoku 53 47 100 | 30,3
MOYeK
['momepynonaruu 12 30 42 12,7
[Tuenonedpur 27 34 61 18,5
Nudexims MoyeBbIx 20 15 35 10,6
IyTen
[Ty3s1pHO- 10 6 16 4.8
MOYETOYHHUKOBBIN
pedirokc
Kpucramnypus 21 6 27 8,1
[Tpoune 55 29 84 25,5

VY nereit ¢ KPC yaine, He>kenu B CTPYKTYype TOCMUTATM3UPOBAHHBIX MAlIUEHTOB
6e3 coueranHoro mnopaxeHuss CCC M MOYENOJIOBOM CHUCTEMBI, PETHCTPUPOBAIMCH

MOPOKH NoueK (coorBeTcTBeHHO, 30,3% U 8,6%; p<0,001).
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CTpykTypa TOPOKOB pa3BUTHUSA TIOYEK MPEACTaBICHA B TOPSIKE YOBIBAaHUS
BCTPEYACMOCTH: YABOCHHUE, CpallleHHas To4Yka (TMOJKOBOOOpa3Has), THUIOTUIA3MS,
CAMHCTBEHHAsl TM0YKa, JUCTOMHs, TUIPOHEPPO3, poOTalMs, COJUTApHAs KHCTa,
MOJMKUACTO3. [Ipy cOmOCTaBIeHNU CTPYKTYpbl AHOMAJIMU Pa3BUTHUS MOYEK Yy JETEU C
KPC u Perucrpom mnopokoB mnouek Cankt-lIletepOypra MOXHO OTMETUTH OoJjee
BBICOKYIO BCTPEYAEMOCTh aHOMAJIMI KOJUYECTBa: yABOEHHUE (COOTBETCTBEHHO, 44,0% 1
19,4%; p<0,001) u enuHcTBEHHAsI MOYKa (COOTBETCTBEHHO, 7,8% 1 4,26%; p<0,05).

PacnipocTpaHeHHOCTh TMOPOKOB pa3BUTHUS TOYEK B KapAUOJOTUYECKOW U
Heponoruueckoit rpynmnax mnanueHToB ¢ KPC moutu He paznuyaercs (KpuUTepuid
®urepa p>0,05).

VY nenbHbIA Bec MHPEKIIMM MOYEBBIX IMyTed W muenoHedppura B ctpykrype KPC
3HAQUUTEJILHO  BBINIE, 4YeM  [IOKa3aTelb  MOMYJSLIHMOHHOW  3a00JIEBAa€MOCTH
aHanuzupyeMon nmatojoruu aereir Cankr-IlerepOypra (29,1% u 2,7% cOOTBETCTBEHHO;
¥*=48,83; p<0,0001). [Ipudem HHPEKIHH MOYEBBIX MyTeil 1 MUEIOHEMPHUT Y IAIIUCHTOB
¢ KPC, neuuBmuxcs B He(PpPOIOTrHYECKOM OTACIICHUH, BCTPEHAIOTCS dYalle, YeM Yy
nanueHToB 0e3 3a00JIeBaHUI CepIeUHO-COCYIUCTON cucTeMbl (kKodddunmenT [Tupcona
(C") 0,202; cuna cBsI3U CpeHss).

I'momepynonatun y gereir ¢ KPC BcTpeudaroTcs daiie, 4eM B CTPYKTYype
3aboneBaeMocTH Hedponorudyeckoro otaeneHus (12,7% wu 8,6% COOTBETCTBEHHO;
v*=5,93; p<0,05).

BcrpewaemocTs  3a00eBaHMM  CHCTEMBI  KpPOBOOOpAIlleHUS y JeTeH ¢
3a00JIEBaHUSIMU  MOYENnoaoBOil cucteMbl coctaBmia 104,1 na 1000 nereit, a
BCTPEYAEMOCTh 3a00JIEBAHMI MOYEINOJIOBOM CHUCTEMBbl y JETe C 3a00JieBaHUSIMU
CUCTEeMBI KpoBooOpameHuss — 95,8 na 1000 nereii, moaydyaromuX CTAIOHAPHOE
JIeYEHUEe, COOTBETCTBEHHO, B OTACJICHUSX HEPPOJOTrMYECKOM M KapAUOJOTHUUECKOM.
Pacnpoctpanennocts KPC no o6pamaemoctu B KL/ cocrapnser 12,2 na 1000 neteit
Cankr-IletepOypra (12,66% OT Bcex AeTel C MOpakKeHHWEM TMOYEK M MOYEBBIBOISIINX
nyteit unu 24,36% ot Bcex AeTel ¢ mopaxkeHHeM cep/ilia U COCYOB).

KPC game nabmogaercst y neBodek (66,7%) u HECKOIBKO YaIlle PerucTpUpyeTcs

B BO3pACTHBIX rpynmax 6—8 u 15—17 ner.
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N3 6one3Heit MOUYeTIoNIOBOM CUCTEMBI BPOXKICHHBIC IIOPOKHU MOYEK, MTUETOHEPPUT
1 WHDEKIMS MOYEBBIX ITyTEH, TTIOMEPYIIONATHN 3aHUMAIOT BEIyIIee MECTO B CTPYKTYpeE
KPC.

N3 kapawosorudeckux 3aboneBaHuidi B cTpykTtype KPC mnpeoOnanatoT
BpPOKJAEHHBIE TOPOKH CEPJILIA, HAPYLIEHUS PUTMA U IIPOBOJUMOCTH CEPALA.

Hapymienuss putmMa M TPOBOJUMOCTH Cepilla, KOTOpble HauboJee YacTo
peructpupytorcss y nanuentoB ¢ KPC, mpeacraBiensl Opagukapaueil, BereTaTUBHON

TUC(YHKIIMEH CMHYCOBOTO y3ja, KCTPACUCTOJIHEH.

3.3. CoueTaHHbIe BPOKICHHbIC IOPOKH PA3BUTHUSA CEPALA U MOYEK

(10 apXMBHOMY CEKIIMOHHOMY MAaTepHAaJIy)

JIns W3ydeHHsl pacrnpOCTPAHEHHOCTH U CTPYKTYPhl COYETAHHBIX BPOKICHHBIX
MOPOKOB  PAa3BUTHUSl CEPACYHO-COCYAUCTOM M MOYEIOJOBOM CHCTEM Yy JETe
MPOaHATN3UPOBAHBI MIPOTOKOJBI BCKPHITHH, MPOBEICHHBIX B MATOJOrOAHATOMUYECKOM
oraeneanu [II'b Ne 2 cestoit Mapun Marganunel B 1988—1995 rr. (445 nmpoTokoJioB
yMepIIuX jaered B Bo3pacte oT 1 mecsma a0 15 ner; manpuuku — 240; neBouku — 205).
OTH rojbl BHIOpaHbI B CBSI3U C TEM, YTO B MOCJIEIHEE IECATUIIETHE CMEPTHOCTH JETEH B
Cankrt-IlerepOypre, B TOM uwnclie OT 3a00JIeBAaHUM TIOYEK W MOYEBOM CHCTEMBI
CYILIECTBEHHO coKpartujiachk. 13 445 ymepiux aereit y 221 umenu Mecto 3a00Ji€BaHUS
MoueBoi cucreMbl (Ttabnuma 14). 3a 2001-2011 rr. ot 3a0osiieBaHUl MOYEMOJIOBOM

CUCTEMBI B TOPOJIE YMEPIH TOJIBKO 6 neTei.

Tabmuna 14 — BospacTHOoe W TEHIEPHOE pacmpeeieHue AeTeH, yMEPIIUX OT

00JIE3HEH MOYEIIOJIOBOU CHUCTEMBI

Bospacrt Pacrnipenenenue no nony Hucio nerei

yMEPIIUX MaJIbYUKH JI€BOYKHU n %
Ho 1 rona 70 56 126 57,0
Ot 1 no 7 ;et 37 44 81 36,7
Ot 7 no 15 net 7 7 14 6,3
Bcero nereit 114 107 221 100
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Cpenu ymepniux aeteld mpeo0iagaiv AeTH MIIaIIINX BO3PACTHBIX Tpym — A0 |
roga (57,0%; X2=113,13; p<0,001) u ot 1 roma mo 7 net (36,7%; x2=60,19; p<0,01),
OBLJI0O HECKOJIBKO OOJIBIIIE MaJIbUUKOB, XOTS pPa3iudMsl HE HOCHIIM CTaTHCTUYCCKH
3HaYMMOi pazuuiibl (p>0,05).

B Tabmuma 15 mpencraBieHbl JaHHBIE O HO30JIOTHYECKUX (OpMax yMEpPIIHX

IIalImMuCHTOB.

Tabnuua 15 — Pacnipenenenue ymepiux JeTei 1o Ho30J0Tu4ecKuM GhopMam

Hozonoruveckas popma Yucio neren
n %
['momepynonedpur 4 1,8
[Tuenonedpur 9 41
[Topoku pa3BuTus 186 84,2
[Tpoune 19 8,6
Tpynno knaccuduumpyemslie 3a00JIeBaHUS 3 1,3
Bcero nerei 221 100

[TepBoe mMecTo cpein MPUYMH CMEPTH NPUHAIICKUAT TOPOKAM Pa3BUTHUSI MOUECBOM
cuctembl — 186 nereit (84,2%; p<0,0001), kotopsie umenu 236 aHOMalui pa3BUTHSL.
CrpykTypa aHOManMil pa3BUTHS Y YMEPIIMX MalUEHTOB ¢ nopokamu pazsutus MIIC

npeacTaBiieHa B Tabnwuia 16.

Tabmuua 16 — CtpykTypa aHOMaIM Pa3BUTHS MOYEBOW CHUCTEMBI y YMEPIIHUX

NAlMEHTOB C TOPOKAMHU Pa3BUTHS MOUYEBOM cucTeMbl (236 anomanuii y 186 naimeHToB)

Bux mopoka Yuciio anoManui

n %
ITopoxu mouek 218 92,37
— aHOMAJIMW Pa3MePOB (THUTIOTIIA3HS) 138 58,47
— aHOMaJIHs KOJIMYECTBa 7 2,97
* COUHCMBEHHAS NOYKA 1 0,42
* y0BoeHUe NOYKU 6 2,54
— aHOMAaJINH MOJIOKEHUS 15 6,36
* Jucmonuu 5 2,12
* CPAUeHHASl NOYKA 5 2,12
* pomayust 5 2,12
— anomayu U GepeHImpoBKU 39 16,53
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* Jucniaszus 36 15,25

* KUCMa NoYKu 1 0,42

* NOJIUKUCMO3 2 0,85

— THIPOHEDPO3, YPETEPOTHAPOHEDPO3 18 7,63
— IpoYmne 1 0,42
ITopoku MOYETOYHHKOB 2 0,85
Ilopoku Mo4eBOIo NMy3bIPsi, YPEeTPbI 3 1,27
Ilopoku cocy10B novek 13 5,51
Bcero 236 100%

HauOonpminii  yienbHBIH BeC B CTPYKTYpEe TOPOKOB Pa3BUTHUSI MOYEK
NpUHAJICKUT runominazun — 138 anomamuii (58,5%). B kadecTBe KpuTepuen
JMArHOCTUKHU THUIIOIUIa3WM  UCMOJIb30BaAIKMCH JlaHHble (CrToysHca (Bec TOYEeK B
3aBUCUMOCTH OT pPOCTa peOeHKa; OTKIOHEHHsI Beca mouek Oosee yeM Ha 30% oT
BO3PACTHON HOPMBI), TaK KaK B OOJBUIMHCTBE CIy4aeB aHTPOIIOMETPUUYECKUE JIaHHBIE
HE COOTBETCTBOBAIM BO3pacTy JeTeil (HCTOLIeHHe, HelOopa3BUTHE U Ipod.). Bropoe
MECTO B CTPYKType TMOPOKOB MPUHAMICKUT aAHOMAIUSAM JUPPEepeHIUPOBKU
(muctnazus) — 15,3%; Tpetbe — runpoHedpo3y u ypereporuaponedposy — 7,6%. Ilpu
COTIOCTABJIECHUU TOJYYECHHBIX JIaHHBIX C PETUCTPOM MOPOKOB MOYEBBIIEIUTEIBHON
cuctembl jaeteit Cankt-IlerepOypra [105] cregyer OTMETUThb, YTO THUIOIUIA3Us U
JMCIUIa3usl B HAILIEM HCCIIEIOBAHUM BCTPEUAIOTCS Yalle, YEM UX PACIPOCTPAHEHHOCTH B
nonynsiurnoHHoM uccnegoBanuu (p<0,01). Cnegyer OTMETHTH, YTO B aHAIU3UPYEMBII
NEepUoJl BPEMEHH B maTojoroaHaTommueckoMm otaeneHun JI'b Ne 2 mpoBoauiauch
BCKPBITHS JIETEH, yMEPIIUX B JIoMax peOeHKa M JACTCKUX JOMaxX HECKOJbKHX PailOHOB
ropoza.

N3 186 nereit ¢ mopokaMu pa3BUTHSI MOYETIONOBOM cucTemMbl 64 pedenka (34,4%)
TaK)K€ MMENTU BPOXKIACHHBIC MOPOKH cepAma u cocynoB. B tabmumna 17 mpencrasieHa

CTPYKTYpa OPOKOB CEPACYHO-COCYTUCTON CHCTEMBI.

Tabmuma 17 — CTpykTypa MOPOKOB CEPACUHO-COCYAUCTON CHUCTEMBI B TPYIIIIE

I[eTeﬁ C COUYCTAaHHBIMHU ITOPOKaMHU CECpJlia U ITOUCK

Bun mopoka Yuciio anoManni
n | %




85

Koapkrarus aopTsl 17 26,57
«CHHAPOM TUIOIIJIA3UH JIEBBIX OTJECIIOB CEPLIa 12 18,75
JleekT MexoKenyI04KOBOM MEPEeropoIKu 11 17,19
JledekT MexmpecepIHON IeperopoaKu 9 14,06
ATpPUOBEHTPHUKYJISIPHBIN KaHaJ 8 12,5
Terpaga damio 4 6,25
OTKpBITHIN apTEPHATBHBIN NOPOK 3 4,68
Bcero 64 100

[lepBoe MecTO B CTPYKType BPOXKICHHBIX TIOPOKOB CeEpJlla MPUHAJICKHAT
KOapKTauu aopThl (26,6%); BTOPOE MECTO — «CHUHAPOMY THIOIUIA3UU JIEBBIX OTACIIOB
cepaua» — 18,8%; nanee mo 4dactote — AeEKT MEXIKETYTOYKOBOM IMEPEropoiKu
(17,2%) u nedext mexnpencepanor mneperoponku (12,5%). CrnenyeT moa4epKHYTh
OTJIMYMS TIOJYYEHHBIX JaHHBIX OT PACIPOCTPAHEHHOCTH OTACIBbHBIX BPOKICHHBIX
NOpoKOB cepjia u cocynoB B Cankr-IlerepOypre — 6osee BbICOKas BCTPEYaeMOCTh B
HaIleM KCCIICIOBAHUU KOAPKTAITMU a0PThl U «CHHIPOMA THIOILIA3UH JICBBIX OT/IEIOB
cepaua» (p<0,001) u HU3Kas BCTpeyaeMoCThb JiepeKTa MEKKETYJOUKOBOU MEPErOPOIKU
(p<0,05).

[Tpu m3ydyeHUM BOMpOCca, KaK 9acTO Pa3IMIHbIC TTOPOKHA PA3BUTHS MOYECIIOIOBOU
CUCTEMBI COYETAIUCh C BPOXKJIECHHBIMU TMOPOKAMU CEpAIla U COCYJOB, MOJYyUYEHO, UTO
HanOoJIee YaCTO OTMEYAIOCh COYCTAHHE BPOXKICHHBIX MOPOKOB MOYEK W BPOKICHHBIX
nopokoB cepamna (85,4% (159 u3 186) u 84,4% (54 u3 64) coorBercrBerno; p<0,0001)
M0 CPABHEHHUIO CO BCEMHU OCTAIBHBIMH TMOPOKAMU PA3BUTHUS MOYEIMIOJIOBOM CHCTEMBI.
Kpome Toro, ycTaHOBICHBI pa3Iuvrs BCTPEUAEMOCTH CIOKHBIX aHOMAIUH (MMEIOITUX 2

u 0oJiee TIOPOKA) MPU COYETAHHBIX MOPOKAX MOUYEK U CEPJECYHO-COCYIUCTON CHUCTEMBI

(10,8% (20 u3 186 nereit) u 10,9 (7 u3 64 nereii) p<0,001) (tabiuua 18).

Tabmuna 18 — CoderaHue TOPOKOB CEPACYHO-COCYIUCTON U MOYETIONIOBON

CHCTEM

[Topoku MOYENOIOBOK CUCTEMBI CoueraHHbIE IOPOKHU
cepala 1 CoCyJ10B
Abcomot. / %

Tun nopoka A6comoT. / %
ITopoku mouek 159/ 85,4% 54/ 84,4%
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[Topoku MOYETOUYHHUKOB 1/0,54% 1/1,6%
[Topoku cOCyI0B OYKH 3/1,61% 213,1%
ITopoky MOYEBOTO ITY3BIPS, YPETPHI 3/1,61% —
C10)KHBIC TTOPOKH TTOYEK 20/ 10,75% 7/10,9
Bcero 186 /100 64 / 100

Takum oOpa3oM, oTMeueHa M TMOATBEPHKICHA BBICOKAs YacTOTa COYETAHUU
IIOPOKOB  pPAa3BUTUS  MOYEBBIACIUTEIBHOM UM CEPACYHO-COCYIUCTOM  CHUCTEM.
Haubonpmuii yaenbHbIil BeC B CTPYKTYpE MOPOKOB PA3BUTHS MOYEK YMEPIIUX ACTel
OPUHAUICKUT  TUNOIJIA3UM, aHOMaIWsAM  JAUPPEpeHUUpOBKH  (OUCIUIA3USI) U
ruipoHedpo3y u ypereporuaponedposy. 13 BpokIeHHBIX IOPOKOB CEpALA U COCYAOB
BEIyLIEE MECTO B CTPYKTypE AHOMAIWW II0 CEKUWOHHBIM JaHHBIM IPUHAJICKAT
KOApKTallMy aopThl, JaJIe€ PacCIoararoTCs «CUHIAPOM THUIIOIJIA3UHU JIEBBIX OTEIIOB
cepaua», AePEeKT MEXIKETyI0YKOBOM NEPEeropogku M JAePEKT MEXIPEACepIHON
neperopojku. C HauOoJbIIEH 4acTOTON BPOXKACHHBIE MOPOKU CEpAla MpU ayTOICUU
BCTPEYAJIMCH IIPU TUIIOIIA3UU II0YEK U COYETAHHBIX AaHOMAJIUAX IIOYEK.

CrpyKkTypa COYETaHHBIX IOPOKOB MOYEMNOJIIOBOM U CEPACYHO-COCYTUCTON CUCTEM
OTJINYAETCS OT MOIYJSIUOHHOIO PErucTpa U30JIMPOBAHHBIX IIOPOKOB, YTO IO3BOJISET

MPEANO0JIOKUTh HATMUKE OOIIEro MeXaHu3Ma HapyIIeHUs SMOpHUOreHes3a.
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I''TABA 4. OCOBEHHOCTH KNIMHNYECKHUX
U DXOKAPJIUOTPA®UYECKHUX MMOKA3ATEJEN MAIIMEHTOB
C BPOXKXKAEHHBIMMU ITOPOKAMM CEPILA, IOYEK
N COYETAHHBIMHU IOPOKAMMU CEPJAIA U ITOYEK.
OIEHKA ®AKTOPOB ®ETAJIBHOI'O ITPOI'PAMMUPOBAHUA

4.1. Oco0eHHOCTH KIMHUYECKUX U IXOKapaAuorpaguyecKux nokasaresei
NALUEHTOB C BPOXKJAECHHBIMU IOPOKAMHM CepALa, I0YEK U COYETAHHBIMU NIOPOKAMU

cepaIa u nmovex

4.1.1. O61mas xapaKkTepucTUKA rpynn HA0 0 1eHust

Hccenegyemast koropra npeacraBieHa 529 neTbMu ¢ IOPOKaMu CepALa U MOYEK U
30 neThMU TPYNIBI CpaBHEHHUS — 370pOBbIMU. [larmenTsl ObutM MOApa3zesieHbl Ha 3
rpynnsl: 1 rpynmna — 1eTu ¢ BpOKJIEHHBIMU MopokaMu cepaua (250 nereid); 2 rpynna —
MAaIlMEeHThl ¢ BPOXKJICHHBIMU TOpokamu modek (190 nereit); 3 rpymnma — MaIMEHTHI,
MMEIOIME COUETaHHBIC MOPOKHU cepjla U nouek (89 nereii); rpymnmna cpaBHeHus — 30
JeTen.

[Ipu w3ydeHnn TeHACPHBIX Pa3IUYUil HE OBUIO MOJYYEHO 3HAYMMBIX Pa3THUUN

Cpeay MmanueHToB Beex rpymn (p>0,05) (tabauma 19).

Tabnuna 19 — XapakrepucTrka rpynn HabIr01eHUS

1 rpynna 2 rpynmna 3 rpynna I'pynna
IToka3arens BIIC BIIP nouek COYETaHHbIE CpaBHEHUSA p
(n=250) (n=190) BIIP cepana u (n=30)

nouek (n=89)
Mansuuku 123 (49,2%) 86 (45,3%) 47 (52,8%) 15 (50%) >0,05
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JeBouku

127 (50,8%)

104 (54,7%)

42 (47,2%)

>0,05

Bo3spact
BBISIBIICHUS
IIOPOKa, TOJ]

1,59+1,11

2,33+1,03

1,3+1,29

15 (50%)

<0,05

Cpennuii Bo3pact
Ha MOMEHT
o0caen0BaHus,
roj

3,89+3,63

10,09+4,09

3,94+4,03

6,63+5,08

<0,05

Macca npu
POXXJIEHUU, T

3077,64+541,47

3138,56+464,84

2898,68+488,43

3333,33+506,23

>0,05

JnuHa npu
POXKJIEHUH, CM

49,25+3,74

49,63+2,73

48,62 £3,02

50,73+£2,57

>0,05

3anepxka
BHYTPUYTPOOHOTO
pa3BUTHSA, JOTU

0,16+0,37

0,1+0,3

0,33+0,47

0,07+0,25

I'pynnoe
BCKapMJIMBaHHE,
Mec.

3,0+3,49

4,04+3,65

1,5442,48

6,37+4,93

B Hanbonee panHue CpoKM JUArHO3 YCTAHOBJIEH B TpymIme 3 — CpeHUil Bo3pacT

Ha MOMEHT YCTaHOBJIEHHUs auarHosa — 1,3+1,29 roga, HECKOJIBKO Mo3/1HEE B rpymnme 1 —

1,59+1,11 net, koTOophle OBUIM COMOCTABHUMBI MEXIAY COOON M 3HAYMTEIBHO TO3XKE B

rpynme 3 —2,33+1,03 rona (p<0,05).

Cpennuii Bo3pact BO BpeMsi 00CiieIoBaHus B Halllel KJIMHUKE ObLT COMIOCTaBUM B

rpynmnax 1 (3,89+3,63 rona) u 3 (3,94+4,03 roga) u Hwke, yem B rpymrne 2 — 10,09+4,09

roga (p<0,05) u B rpyrmie koHTpoJist — 6,63+5,08 roxa) (p<0,05) (tab:a. 18).

I[@TI/I C COUYCTAHHBIMHU IIOPOKAMH Pa3BUTUA HWMCIIM HAUMCHBIIYIO MCIHAHY

BO3pacta mnepBu4HOro oocnemoBanus (1,0 rom), HECKONIBKO OOJbIIee 3HAYCHHUE TPHU

BpPOXKACHHBIX MOpokax cepana (2,0 roga) u HambOoJbllIas MeAMaHa UMEET MECTO IMpH

anomanusx mouek (11,0 net) (pucyHok 4).
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Pucynoxk 4 — Pactipenienienue aeTeid OCHOBHOM IPYMIIBI C yY€TOM BO3pacTa

Nmenuce

3Ha4YMUMBbIC

BO3paCTHBIE

pa3nuns

B

UCCIIEyEMBIX

rpymnmnax.

Hccnenyemas koropta Oblia Mojapas/iesieHa Ha CIEIYIOUIMEe BO3pacTHbIE IPYIIbL: A0 |

roga, 1-3 roma, 4-7 net, crapire 7 aet (tadauna 20).

Tabnuua 20 — Pactipenenenue AeTeil o BO3pAaCTHRIM Tpymam

| rpynma 2 rpynna 3 rpymnmna
IToka3arenb BIIC BIIP mouek Couerannsie BIIP cepana u

(n=250) (n=190) nouek (n=89)

Jlo rona 80 (32%) 10 (5,3%) 48 (53,9%)

1-3 roga 71 (28,4%) 6 (3,1%) 7 (7,9%)

4-7 ner 49 (19,6%) 32 (16,9%) 16 (18%)

crapiie 7 JeT 50 (20%) 142 (74,7%) 18 (20,2%)

Bcero 250 (100%) 190 (100%) 89 (100%)

Cpenu manueHToOB C COYETAaHHBIMU MOPOKAMHM cepaua U moudek (rpymma 3) 1o

roga oo 53,9% (48 uz 89 nereit); ¢ BIIC (rpymma 1) — 32% (80 uz 250), ¢

aHoManusMH modek (rpynmna 2) — toiasko 5,3% (10 u3 190). HanpoTtus, Hanboabnii

yAENbHBIA BeC AeTeil crapiie 7 JieT ObUl B TPYINE C aHOMAIHMSIMHU Pa3BUTHS TOYEK

(rpynma 2) — 74,7% (142), a cpeau nauuentoB ¢ uzonupoBanHbiMu BIIC (rpynna 1) u

COUETAaHHBIMU TTOPOKAMHU cep/iiia u nmovek (rpymnma 3) — toapko 1mo 20% (50 u3 250 u 18

n3 89 coorBercTBeHHO) (p <0,0001).

ComocTaBiieHa Macca Teja PU POXKICHUH y IETeH Pa3HbIX TPyl (PUCYHOK D).
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PucyHnok 5 — Pacnipenenenue nokasarenen Maccol TeJa IIPU POKIACHAN

Jletn oOcneayeMbIX TpyNn UMEIU NpPU POXKACHUHM MacCy Tela MEHbIIE, YeM
3JI0POBBIE JIETU W3 KOHTPOJIbHOM TPYMIbL: JETH C COYETAHHBIMU MOPOKAMH Pa3BUTHS
MMEIId CaMyl HH3KYI0 Maccy Tena npu poxiaeHuun — 2898,68+488,43 r, mpu
m3omnpoBanHbix BIIC — 3077,64+541,47 v m a”HOManMsaxX pa3BUTHS IMOYEK —
3138,56+464,84 r, HO pa3HuIa He ObuTa 3HaunMa (P=>0,05).

[IpoBeneHa olieHKa PU3NYECKOTO pa3BUTHS 110 Macce Teja y JIeTeil uccieayeMblxX
rpynn Ha MOMEHT 00CJIeIOBaHU.

Ha momeHnT oOcnemoBanHusi neUUIUT Macchl Tejla MMENU: JIETU C THOpPOKaMH
cepama — 77 u3 250 (30,8%); netn ¢ mopokamu mouek — 51 u3 189 (26,9%); netu ¢
COYETaHHBIMU TIOpoKamu cepAana u nouek — 27 u3 89 (30%) (p>0,05) (tabmuua 20).
HNHuTepecHo, 4TO HOPMAJIbHYIO Maccy Tena M IeUIUT Macchl Teda MUMEIH MPUMEPHO
OJIMHAKOBOE KOJMYECTBO MAIMEHTOB BO BCEX TIpymmax, HE3aBUCMMO OT Xapakrepa
OpOKOB. TONBKO MAaLlMEHTHI C AaHOMAINUAMHU MOYEK UMENIN U30BITOK Macchl Tena 6,3%
(12 nereit), B OTAMYME OT JIETEHM C MOPOKAMH CEpALAa U30JUPOBAHHBIMU (TaKUX JIETEH HE
6BLIO) M COYETAHHBIME ropoKamu (2 peGerka) (x*=13,90; p<0,001). CieqyeT OTMETHTS,
YTO B IPYNIIBI UCCIEAOBAHUS JI€TU C JIEKOMIIEHCAIIMEN CepAEHYHON HEA0CTaTOYHOCTH,

MOYECYHOM HCA0CTAaTOYHOCTH U HAPACTAHNEM OTCYHOI'O CHHAPOMA HEC BKIIOYAIUCE.



Tabmuma 21 — Onenka GuU3NIEeCKOro pa3BUTHS (Macca Tena) y JeTel ¢ mMopoKaMu

pa3BUTHUS
1 rpynma 2 rpynmna 3 rpynma
IToka3atenn BIIC BIIP nouex | Couerannbie BIIP cepaua
(n=250) (n=190) u ouek (n=89)
CpenHss Macca Tela 173 (69,2%) | 127 (66,8%) 60 (67,5%)
JleduuT Macchl Tena 77 (30,8%) 51 (26,9%) 27 (30,3%)
M30BITOK Macchl Telia 0 (0%) 12 (6,3%) 2 (2,2%)
Bcero 250 (100%) 190 (100%) 89 (100%)

[Ipu olieHKEe AJIUHBI TeJIa TPU POXKICHUU YCTAHOBJICHO, YTO HAUMEHBIIYIO JIUHY
TeJIa UMEJIH JICTH C COUCTAaHHBIMH TIOPOKaMH cep/iia u mouek (48,624+3,02 cM), oHAKO
B COIIOCTaBJICHUM C OCTAJIbHBIMU TpYyNIaMd, B TOM YHUCJE C TPYNION CpaBHEHHUS 3Ta

pasnuiia He Obu1a 3HaunMon (p<0,05) (pucyHox 6).

48

44

40 a Median

[]25%-75%
pynna I Non-Outlier Range

Moukn Cepoue Cepaue-nouki KonTpone

Pucynok 6 — [loka3arenu JUIMHBI TeJla PU POXKICHUU

3agepxxkka BHYyTpuyTpoOHOro pasputusi (3BYP) B mnopsake CHMKEHUS
BCTPEYAEMOCTH AHAIIM3UPYEMOr0 IMPU3HAKA [0 MCCIEAYEMbIM TIpPYIIaM, BBIIVISIAUT
CIEIYIONIMM 00pa3oM: TIpymma JAeTe ¢ COYETAaHHBIMU IMOpPOKaMHU cepala M IMOuYeK
(0,16+£0,37); rpynna nereit ¢ BIIC (0,1+0,3); rpynna nereil ¢ aHOMaIusIMU pPa3BUTHUS
nouek (0,33+0,47); rpynma cpaBuenus (0,07+0,25). Haubonpiras mons nerei,
poxnaeHHblx ¢ 3BYP, oTmedueHa B IpyIIie ¢ COYETaHHBIMU MOPOKAMH CEpALlAa U MOYEK

(p<0,01).
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OueHeHa JJIUTCIIBHOCTb I'PYJAHOI'O BCKAPMJIMBAHUS Y IMAIUCHTOB HCCIICAYCMBIX

TPYIII C MOPOKAMH U COMOCTABIIEHA C KOHTPOJIBHOM IPyNIoi 3A0pOBBIX JAeTel (PUCYHOK
7).

BCKEPMNMAAHNE, MBC

Tpyanoe

2

11 o

Mok Cepaye  Cepauenouks  Kowtpone

o Median
[ 25%-75%
Tpynna T Mon-Outlier Range

PI/ICYHOK 7 — PacnpeaeneHI/Ie MokKazaTeJien JJINTCIIBHOCTH I'PYIHOI'O BCKAapMJIMBAaHUA

Cpenssia npoAOIKUTEIIBHOCTh BCKAPMIIMBAHUS TPYJbIO B MOPSJKE BO3paCTaHUA
MOKa3aTesl BBINISIAUT CICAYIOIIUM O0pa3oM: COYETaHHBbIE MOPOKU CEpJla U MOUYEK —
1,54 mecsua; BIIC — 3,0 Mecsna; anomanuu pa3Butus nouyek — 4,04 mecsua; 310pOBbIe
neTh (KOHTpoJibHasi rpymnma) — 6,37 MecsieB. [Ipu comocTaBieHUU IIUTEIBHOCTH
IPYIHOTO BCKapMJIMBaHUSI MEXKIY HCCIEAYEeMbIMH TPyNIaMH pa3HUILIA MEXIYy HUMHU
sHaunma (p<0,001). Takum oOpa3om, MPU COYETAHHBIX MOPOKAX CEpAlla U TOUYEK

MJIATCIIBHOCTD I'PYAHOI'O BCKAPMJIMBAHUA 3HAYUMO MCHBIIIC.

4.1.2. Oco0eHHOCTH KJIMHUYECKUX U IXOKAPAUOIrpaUUEeCKHUX MOKa3aTe1eH NAUMEHTOB ¢

BPOKICHHBIMH ITOPOKaAMHM cepana

N3 250 nereit ¢ BIIC 6p10 123 manpuuka (49,2%) u 127 neBouek (50,8%).
Cpennuii Bo3pact 3,89 ner.

Nutepec npeacrasnser Bo3pacT BeisiBiieHUs: BIIC. B Hamem nccieqoBaHuu Mbl
MOJYYUIIU CJIEAYIOIIYI0 BO3pPACTHYIO CTPYKTYypy: mnpeHaTanbHO BbisiBIeH BIIC Ha
pa3HbIX cpokax recrauuu y 45 nereit (18,1%), cpa3zy mocne poxaenus — y 90 nereit
(36,1%), B Bo3pacte Ao 1 roga —y 35 nereit (14,1%), crapmie 1 roga —y 79 nereit
(31,7%).
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Bosee monoBuHBI AeTel UMENN CIIOKHBIN BpOKI€HHBIN opok cepana (130 nereit
— 52,2%). B Tabmune 22 mpencrasieno pacupenencHue BIIC B mopsiake yObBaHUS
pacnpoCTpaHEHHOCTH, MpuYeM OoJyiee TOJOBUHBI JIETEH WMENHU CIOXHBIE WU
KOMOWHHPOBaHHBIC BPOXKICHHBIC Topoku cepana (130 gereit — 52,2%).

Tabnuua 22 — CTpykTypa BpOKJIEHHBIX TIOPOKOB cepiia

Bua nopoka n %
JledexT MexIpeicepIHoN IeperopoaKu 65 26,0
JlepeKT MexKeTyJ0UYKOBOM MEPErOpOaKU 41 16,4
OTKpBITHINA apTepUaTbHBIN TPOTOK 38 15,2
Koapkranus aopTsl 23 9,2
Terpana ®amno 18 1,2
ATpUOBEHTUKYIISIPHBIN KaHAI 13 5,2
EnuHcTBEHHBIN Kemy109eK 12 4.8
TpaHcno3uIss MarucTpaabHBIX apTepUid 9 3,6
Hpyrue 31 12,4
Bcero 250 100%

Jlo mpoBeneHUs OINEPaTUBHOTO JIEYCHHUS TMalueHThl (MO0 WX POJTUTENH)
HanOoJiee YacTo MPEIbBIUIM Kajlo0bl Ha TJIoXyro mpubaBky B Bece — 30,8% (77 u3
250 nereif); oxpimka 6ecriokoma 29,6% (74 u3 250), cnadocts — 27,2% (68 u3 250),
CHIDKEHHE TOJICPAaHTHOCTH K pusmueckoit Harpyske — 23,6% (59 u3 250) neret.

[Ipyu mnepBUYHOM OOCJIEIOBAHUM CTENEHb KOMIIEHCAIMM HEJOCTATOYHOCTH
KpOBOOOpAIIICHHS OLICHUBANIACHh MO (YHKIIMOHAJIBLHOMY KIJIACCy, XapaKTepHOMY IS
JIAaHHOM BO3pacTHOM rpynnbl. [ neTred paHHUX BO3PACTHBIX IPYNIIT HCIOJIb30BaHa
kinaccudukanusa ouenkn ®K nmo ROSS, mias geteil crapmmx BO3pacTHBIX TPyHH — IO
NYHA. B nenom no rpymnme a0 OpoBeAeHUs Xupypruudeckoil koppekuuu BIIC
HEJ0CTaTOYHOCTh KpoBooOpamieHusi | @K Owbuta otrmeuena y 34,4% (86 uz 250)
nauueHToB, OK Il —y 43,6% (109 u3 250), ®K Il —y 17,2% (43 u3 250), DK IV —y
4,8% (12 u3 250) nmanueHToB (pUCYHOK 8).
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PI/IC}/HOK 8 — PacnpeneneHI/Ie (bYHKHPIOHaJIBHBIX KJIaCCOB HCAOCTAaTOYHOCTH

KpOBOOOpaIleHUs B TPYIIE ACTeH ¢ BpOKICHHBIMU ITOpokamu cepaua (n=250)

Kax BuiHO Ha pucyHKe 8, OOJIBIIMHCTBO MaUEeHTOB — 65,5% (164 u3 250) umenu

(yHKIHMOHATIBHBINA KJIaCC HEJOCTATOYHOCTH KpoBooOpanieHus I u Beie.

OcHOBHBIC IXOKapauor pa(bI/ILICCKI/IG IMIOKAa3aTCJIN B pa3HbIX BO3PACTHBIX I'PYIIIIaX

MIPE/ICTaBIICHBI B TabuIie 23.

Tabnuua 23 — OcHoBHble D XO-nokazatenu y aereit ¢ BIIC pa3HbIX Bo3pacTHBIX

rpymi (M+c)
Bospacthbie rpymnmsl
[Toka3arenu
o 1 rona 1-3 rona 4-7 ner Crapuie 7 net
Ao, MM 12,44+1,83 14,71+2,19 17,11+2,18 20,19+4,23
(10,0-15,0) (12-18,5) (14-21) (12,19-26,5)
JIIT, MM 21,42+1,67 24,34+5,58 26,17+4,03 30,33+7,22
(20-23) (14-31,7) (20-34,5) (20-44,29)
TMXKII, MM 5,06+0,95 5,31+1,11 5,75+0,92 7,11+1,68
(3,5-7) 4-7) 4-77) (5-11,19)
T3C JDK, Mm 5,11+1,59 5,27+0,79 6,0+1,34 7,21+1,9
(3,2-9) (4-6,7) (4-9,0) (5-10,0)
KJIP JTK, Mm 26,22+5,12 33,13+7,75 38,64+4,66 41,62+5,47
(20-34,5) (20-47,7) (33-47,7) (34-52)
KCP JIK, Mm 15,62+4,0 22,58+8,74 24,63+5,53 25,53+4,89
(11-19,5) (11-37,9) (17-37,9) (20-39,2)
DK, MM 18,33+5,77 21,18+6,08 21,76+7,3 29,09+7,41
(9-25) (13-29,3) (13-31,1) (14-41,7)
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®B, % 6541+10,08 | 63,32+10,31 | 68,04+10,5 70,13+8,78
(53-85) (42-78) (42-83) (48-86)

[Ipumeuanus: Ao — aopra; JIII — nesoe mnpencepaue; TMIKII — Tommmna
MexokenygoukoBoi neperopoaku; T3C — TommunHa 3aaHeit crenku; KJIP — koHe4HO-
nuactoimueckuii pasmep; KCP — koHeuHo-cuctonumueckui pasmep; DK — mpaBblii
KEITY0UEK

B nenom mno rpynne mo manasiM OXOKI' nunartamust kamep cepaua o
xupyprudeckoi koppekiuu BIIC ormedena y 18% (45 u3 250) nereit, camkenne OB —
y 6,8% (17 u3 250) nanuenToB. JlaHHbIe W3MeHEHHs onpeesuch Xxapaktepom BIIC u
reMOJIMHAMUYECKUMU OCOOEHHOCTSIMU TIOPOKA CepALia.

Kapnuoxupyprudeckas KOPpEKIMs BpPOXKICHHOTO TIOpOKa cepana Obuia
npoBeneHa OONbIIMHCTBY getedt — 98,4% (246 w3z 250), u3 HUX B YCIOBHUSX
HUCKYCCTBEHHOTO0 KpoBooOpaienus — 189 mamuentam (75,6%), a 6€3 HMCMIOIb30BaHUS
HCKYCCTBEHHOT'0 KpoBooOpareHust — 57 neram (22,8%).

IIo mamnpiM aHammsa pesynbratoB OKI' u cyrounoro OKI'-momMTOpHpOBaHMS
ANEKTpoKapauorpaduueckie napameTpbl B BUAE JJIUTEIBHOCTH 3yOna P, xomrmuiekca
QRS u wuntepBamoB PQ, QT mnpencraBineHsl B Tabnuie 24, TaM K& IPUBEICHBI
MUHHUMaJbHas, cpeHss U MakcuMaiibHas YCC, koTopble ObLUIN OLIEHEHBI 10 CYTOYHOMY
MoHutopy OKI. B memoM BO BceXx BO3PacTHBIX TPYyIIAaX CpPEIHHE 3HAYEHUS
BBILIETIEPEYUCIICHHBIX [MapaMETPOB HAXOAWIIUCh B TIpeenax BO3PAacTHOM HOPMBI,
OJIHAKO MMEJU MECTO CYILECTBEHHbIE OTJ/IEJbHBIE BBINAJAIOIINE 3HAYEHUS, KOTOpHIE
CBUJIETEIBCTBYIOT O Hanmuunu AB Onokanbl 1 creneHu (yBelWyeHUE IIUTEIHLHOCTH
uHtepBasia PQ), Haymumm OJokaabl OJHOW M3 HOXeK mydka [mca (yBenudeHue

JUTUTENIbHOCTH KoMIuiekca QRS), yBennuenun ayurenbHocTH uHTepBana QT.

Tabmuua 24 — OcHOBHBIE >3JEKTpOKapAHOrpapUUecKue MOKazaTeld y JeTen

¢ BIIC pa3znbix Bo3pactHbIxX Tpymn (M*c) (n=250)

Bospacthbie rpymnmsl

[Toka3arenu

o 1 rona 1-3 rona 4-7 ner Crapuie 7 net
YCC cp. 125,514+21,01 109,454+19,19 91,52+10,0 79,05£15,27
(yn/mun) (67-182) (63-163) (60-108) (50-124)
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YCC mun. 98,81+22,17 80,6+16,40 | 69,35+10,07 | 53,01+11,43
(ya/muH) (65-165) (41-120) (53-91) (35-80)
YCC makc. | 171,78+29,79 | 150,96+33,71 | 156,58+22,83 | 141,25+29,57
(ya/muH) (85-221) (74-234) (87-202) (77-200)
P (o) 75,11+1133 | 78,23+13,33 | 80434565 | 80,0+16,325
(56-96) (60-108) (78-102) (60-110)
PQ (mc) 114,48+29,93 | 130,6+26,73 | 132,31+29,25 | 150,44+34,87
(40-182) (80-210) (100-220) (100-263)
QRS (Mc) 81,12+17,86 | 82,52+14,94 | 82,81+13,85 | 90,70+14,23
(50-130) (40-144) (50-104) (60-120)
QT (mc) 310,97457,57 | 331,43£59,11 | 351,75439,88 | 373,64+44,56
(226-500) (226-500) (330-500) (280-480)

Ha momenT nepBoro o6cnenoBanus, cpeau 250 aereit ¢ nuzonupoanasiMu BIIC
y 4YacTW JETed 3aperucTpUpOBaHbl HAPYIICHHS pUTMAa M MPOBOJAMMOCTU CEPJLA.
HaunbGonee yacTbiMu BUJaMH BBISBICHHBIX apUTMHUI ObUTM BereTaTuBHasi TUCHYHKIIUS
CUHYCOBOI'O y3JIa, B KOTOPYIO ObUIM BKJIIOUEHBI CHHYCOBas OpajauKapAus, MUTpPaLUs
BOAUTENSI PUTMA, HKTONUYECKHE PUTMBI, 31u301bl CA O0Kaabl, KOTOpbIE HOCHUIIU
TPAH3UTOPHBIA XapaKTep U MOJHOCTHIO HHUBEJIWPOBAIUCH MPHU IMPOBEAECHUH MPOOBI C
¢dusunueckoil Harpy3koi. [lanHas aputmusa Habmonanacek y 31% namuenTos (78 u3 250)
u ObUla HauOoJsiee XapakTepHa JUIsl JeTed cTapiued Bo3pacTHoOM rpynmbl. Jlamee 1o
pacnpocTpaHeHHOCTH Obuta >kemymoukoBas — 18,8% (47 uz 250) m mpencepaHas
skctpacuctonuss — 10% (35 uz 250 pereit). B rpymnme ngerel ¢ Kemya04KOBOM
sKcTpacucronvedt 11 manueHToB Modydald aHTHAPUTMHUYECKYIO Tepamnuio. JDTO ObuIH
npenapartsl U3 rpymmbl D-O6okatopoB (mporpaHoion, MeTonposion) u npemnaparsl 1C
Kkjnacca  (mpomadeHOH, — aTanMHUH). Y BCeX  MAIUEHTOB,  IOJIyYaBIIUX
MEUKAMEHTO3HYI0 Teparui, HaOII0Jancs XOpOIIWHA aHTHAPUTMUYECKUN AP EKT.
Tpansutopnas AB 6nokana Il crenenu | tuna ormedena y 6,4% mnauuentoB (16 u3
250), AB 6nokana I crenenun — B 1,6% cayuaeB (4 u3 250), moCTOSSHHO-BO3BpaTHAs

taxukapaus — B 0,8% ciyqaes (2 u3 250).
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4.1.3. Oco0eHHOCTH KIMHUYECKUX U IX0Kapauorpadguyeckux nokasareiei

MANUEHTOB C BPOKIACHHBIMHU MMOPOKAMHU MMOYCK

N3 190 peteit c anHoManusiMK pa3BUTHS TTOUeK ObLIO 86 MaibunkoB (45,3%) u 104
neBouku (54,7%). Cpennuii Bo3pact aereir — 10,09+4,09 net. bonee mosoBUHBI eTe
UMEJH CI0XHBIC BPOXKAeHHbIC mopoku mouek — 101 (53,7%).

B Tabmuue 25 mpeacrtaBieHa BCTPEYAEMOCTh BPOXKICHHBIX MOPOKOB PA3BUTHSA
MOYEK B MOPSIKE YOBIBAaHUSI PACIPOCTPAHEHHOCTH, C YUYETOM CJIOKHBIX MOPOKOB, MPHU
KOTOPBIX MOTYT PErMCTPUPOBATHCA HECKOJIBKO Ho3oiorui. Bcero B rpymme u3 190
JIETEN BBIABJICHO 237 aHOMAIWK Pa3BUTHUS IMOYEK.

Tabnuua 25 — CTpykTypa aHOMaIU pa3BUTHS TTOUEK

Tun nmopoka n %

Bpoxnennsiii ruaponedpos 52 21,9
OKTonnyeckas ImoJka 48 20,3
Jlo6aBouHas movKa 38 16,0
BpoxkieHHasi OIMHOYHAsI KUCTA OYKH 30 12,7
['unomnnasusi I0OYKU OAHOCTOPOHHSS 28 11,8
CrnuBiascs, 1ojpuaTtasl ¥ oJIKOBOOOpa3Has ouKa 20 8,4
AreHe3us MOYKH OJJTHOCTOPOHHSIS 17 7,2
IToMKKNCTO3 MOYKM HEYTOUHEHHBIN 4 1,7
Bcero 237 100

Bonbinyto yacTe aHOManui COCTaBISIOT MOPOKH C HAPYIICHHUEM YPOJIUHAMUKH,
U3MEHEHHEM KOJIMYEeCTBa, IMOJIOKEHHUS U pa3MepoB ModYek. J[ocTarodHo yacto
MAIMEHTHI C BPOXK/ICHHBIMHU MTOPOKAMH Pa3BUTHSI TIOUEK UMEJIH OCIIOKHEHHUSI OCHOBHOTO
3a0oeBanus. bosbInas 9acTh OCIOKHEHUU TMPEACTaBiICHA BTOPUYHBIM XPOHHYCCKUM
nuenoHedpuroM — 99 nereit (52,1%), kpucramnypueir — 72 pedenka (37,9%), kak

CIICAICTBUEM HapyIIeHHss OOMEHHBIX BHE- W BHYTPUITOUCYHBIX MporieccoB (Tabduia 26).

Tabnuia 26 — OcI0KHEHUS CO CTOPOHBI MOYEBBIICTUTEILHON CUCTEMBI B TPYIITIC

I[eTeﬁ C BPOKJACHHBIMU ITOPOKAMHU PA3BUTHA ITOYCK

OcloXKHEHHSI TOPOKa n %
XPOHUYECKUN BTOPUYHBIN MUETOHEPPUT 99 52,1
Kpucrannypusi. MouekameHHast 00J1e3Hb 72 37,9
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HeiiporenHbiit MO4eBOH My3bIPh 41 21,6
XpoHudeckas 00JIe3Hb MTOYEK 19 10,1
CwmopIieHHas oyka 13 6,8
[1y3pIpHO-MOYETOYHUKOBBIN pedItoKc 8 4,2

Kak BugHO 13 Tabauibl 25, y OHOTO MalMeHTa PEruCTPHPOBATIOCh, KaK MIPAaBHIIO,
HE OAHO ocioxHeHue. IIpoaHanu3upoBaHa coyeTaeMocTh HauOojiee  YacTo
BcTpeuatonuxcs BIIP mouku (Bpoknaenuslit ruaponedpos3 (Q62.0) m skronmuueckas

nouka (Q63.2)) ¢ apyruMu aHOMaJIUAMHU Pa3BUTHUS ToYeK (Tabiuima 27).

Ta6muma 27 — YactoTa coueTaHU BPOXKJICHHOTO THAPOHE(PPO3a U IKTOMUICCKON

IIOYKH C APYI'HMMH aHOMAJIMAMHU PA3BUTHUA ITIOUYCK

Tun I'uaponedpos OkTonus
Bcero Bcero
nopoka | I[lopok ects | [lopoka Het ITopok ectp | Ilopoka Her
Q63.1 16 (13,0%) | 4 (28,6%) 20 13 (11,7%) 7 (26,9%) 20
Q60.0 16 (13,0%) 1 (7,1%) 17 15 (13,5%) 2 (7,7%) 17
Q60.3 26 (21,1%) | 2 (14,3%) 28 16 (14,4%) | 12 (46,2%) 28
Q61.0 30 (24,4%) 0 (0%) 30 30 (27,0%) 0 (0%) 30
Q63.0 31 (25,2%) | 7 (50,0%) 38 34 (30,6%) 4 (15,4%) 38
Q61.3 4 (3,3%) 0 (0%) 4 3 (2,7%) 1 (3,9%) 4
Bcero 123 14 137 111 26 137

I'uaponedpo3 Haumbonee YaCTO COYETAETCA CO CICAYIOIMIMMHU TOpPOKaMH, B
MOpsAKe YOBIBAaHUS YACTOTHI: YBOCHHE IMOYKH, COJIUTApPHAS KUCTAa MOYKH, THITOTLIA3HUs
MOYKHU. JIMCTONMS MOYKH HEMHOTO YCTYIIaeT 10 PacpOCTPaHEHHOCTH THAPOHEPPO3y B
KOMOMHUPOBAHHBIX TMOPOKAX IMOYEK M COYETAeTCS CO CIASAYIOUIMMH TOpPOKAMHU:
YABOEHUE MMOYKH, COTUTAPHASL KUCTA MTOYKHU, TUIIOTUIa3Us OYKH.

[Tpu npoBeieHNH KapIMOJI0THYECKOr0 00CIeIOBaHMS B 3TOU rpymie, Mo JaHHBIM
OXOKI' He BBISBICHO CIy4aeB pa3BUTHS AWIaTAllMM KaMep CepAla, CHUKCHUS
COKPATUTEILHONH CIMOCOOHOCTH JIEBOTO JKenmymodka. [Ipu omeHke pe3ynbpTaTtoB
ANEKTPOKAPAUOTPAPUIECKOTO HCCIICIOBaHUS, B 1I€JIOM IO TPYINE OCHOBHBIC
WHTEPBAIbHBIC XaPAKTEPUCTUKHU HAXOUIIUCH B MpeJiesiax BO3PACTHOW HOPMBI.

Cpenu HapylieHHMH pUTMAa W TPOBOJUMOCTH CEp/lla, KOTOpPbIe HaOJI0IaIMCh

pexe, yeM B TpyMIe JIeTel ¢ BPOXKACHHBIMU IMOPOKAMH Cep/lia, TAKXKe MpeBaupoBalia
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BereTaTUBHAs JUCPYHKIMSA cuHycoBoro y3ma — y 11% (21 w3 190 mammeHToB),
npeacepaHasl U KelayJI04okoBas 3Kkctpacuronus —y 6,8% (13 uz 190), TpanzutopHas
AB o6nokana | crenenn —y 4,7% (9 u3 190), tpansutopnas AB 6nokana Il crenenu |
tuna — y 5,3% (10 u3 190). B ogHom ciydae 3aperucTpupoBaHa MojHas OJoKamga

MpaBOM HOXKKHM ITyuka [ 'uca.

4.1.4. OcobGeHHOCTH KJIMHUYECKHX H 3X0KapAuorpadguieckux nokasareJsiei

MAMUECHTOB C COYCTAHHBIMH BPOKICHHBIMH IIOPOKAMHU Cepala U MOYCK

N3 89 nereii ¢ coyeTtaHHbBIMU MOpokamu Obl10 47 ManbuukoB (52,8%) u 42
neBouku (47,2%). Cpeanuii Bo3pacT BbISIBICHHUS Mopoka cepama — 1,30+£1,29 ropa,
opoka pa3putus nouek — 1,43+1,15 rona.

B tabnume 28 mnpexacraBieHa BcTpeuaemocTh BIIC B rpymme gereit ¢
COYECTAHHBIMU TMOPOKAMHU, C YYETOM CIOXHBIX IIOPOKOB, MPU KOTOPBIX MOTYT
pErUCTPpUPOBATHCS pasHble HOo30j0ruu. Bcero B rpynmne u3 89 nereit BbisiBiieHO 123

anatromunueckux suaa BIIC.

Tabnuua 28 — CTpykTypa BpOKJIEHHBIX IOPOKOB CEep/Iia

Bun nopoka n %

JledeKT MexOKeTyT0UKOBOM MepEeropoiKu 29 32,6
JledekT MexIpecepTHON ePEeTroOpoOIKU 27 30,3
OTKpBITHIN apTepUaIbHbIN MPOTOK 19 21,3
Koapkranus aopTsl 14 15,7
TpaHCno3uIMS MarucTpaabHbIX ApTEPUN 12 13,5
CTeHO3 JIETOYHOW apTepuu 10 11,2
Terpaga ®amno 6 6,7
EnmHCcTBEHHBIN Xemyaouek 6 6,7
Bcero 123 =

Hawnboisiee yacTo BCTpeyaauch CIOXHBIE MOPOKH cepana (65,0% — 58 uz 89
JIeTel), 3HAUUTEIbHO TPEBOCXO/IS MO BCTPEUAEMOCTH OTAeNbHbIe BU LI BIIC (x2=15,68;

p<0,001). Cnoxmnslie BIIC y manueHTOB ¢ cOUY€TaHHBIMA aHOMAJIUSAMHU CepAlla U MOYCK
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BCTpPEUAINCh 4Yallle, 4YeM B TpyHle C HU30JIUPOBAHHBIMU TOPOKAMH Cepilla
(cooTBETCTBEHHO, 65,0% 1 52,2%; ¥°=5,34; p<0,05).

B cTpyKkType Cl0KHBIX MTOPOKOB cepAlla y NallMEHTOB C COYETAHHBIMU MOPOKAMU
cepiua M TMO4YeK Mpeoliajaddl pa3Hble COYETaHUs JAePeKTa MEXKKEIyI0UKOBOU
NEPETrOPOIKH, 1ePeKTa MEeKIPEACEPIHON NEPETOPOIKH, KOAPKTAIUS a0PThl, OTKPBITHIN
apTepuaIbHBIM MPOTOK U TPAHCIIO3UIIMS MaruCTPAJbHBIX apTepui, MPUYEM YAEIbHBIN
BEC WX TMPEBBINIAT PACHPOCTPAHEHHOCTh B TPYIIE C W30JUPOBAHHBIMH ITOPOKAMHU
cepmua (JIMIKIT: y*=31,35; p<0,001; JAMIIIL: %x*=10,10; p<0,01; OAIIL %*=10,09;
p<0,01; KOA: ¥*=10,33; p<0,01; TMA: y*=22,19; p<0,001).

Jlo mipoBeneHUsSI OMNEPAaTUBHOIO JICUCHHUS MAIMEHThl (MO0 UX POJUTEINN)
HanOoJIee YacTo MPEAbBIISIIN XKalo0bl Ha IJIOXYH0 prbaBKy B Macce Tena — 30,3% (27
u3 89 nereit); oxpimika 6ecrmokonna 34,8% marmentoB (31 u3 89), cmabocts — 23,6%
(21 u3 89), cHMKEHUE TOJIEPAHTHOCTH K ¢usznueckoir Harpyske — 21,3% (19 uz 89
neTei).

B wmemom mo rpynme A0 mnpoBeldeHus xupyprudeckor koppekuuu BIIC
HEIOCTaTOYHOCTh KpoBooOpameHust | @K ormeuena y 31,5% (28 u3 89) marueHTOB,
OK Il -y 42,7% (38 uz 89), ®K Il —y 17,9% (16 u3 89), ®K IV —y 7,9% (7 u3 89)

narueHToB (pUcyHoK 9).

m|OK

HIl ®K
I ®K

m IV K

Pucynok 9 — Pacnipenenenue ieteit ¢ cOueTaHHBIMU BPOKICHHBIMH MIOPOKAMH CEp/Iia

¥ TIOYEK 10 (PYyHKIIMOHAIBHBIM KJIACCaM HEIOCTATOYHOCTH KpoBooOpaieHus (n=89)
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Kak nmoka3aHo Ha pucyHke 9, Tak K€ Kak U Cpey NAaMEHTOB C U30JIUPOBAHHBIMU

BPOKJCHHBIMU ITOPOKaMHU cepra, OOJBIIMHCTBO MarleHToB — 68,5% (61 u3 89) —

HNMCJIN q)YHKHI/IOHaHI)HBIﬁ KJ1accC CGpI[C‘IHOﬁ HCOOCTAaTOYHOCTH Il u BBIIIIC.

OcHoBHbIE AXOKapaAHOTpaduIecKue MOKa3aTeIn B Pa3HBIX BO3PACTHBIX IpyIax

npejcTaBiieHbl B Tabauie 29.

Tabmuua 29 — OcHoBHble DXO-nokazatenu y aereit ¢ BIIC pa3HbIX BO3pacTHBIX

rpynn (M+c) (n=89)

Bo3spacTtHble rpyniib

IToxazarenu
o 1 rona 1-3 ronma 4-7 ner Crapmie 7 et
o 11524099 | 139+201 | 16894201 | 20,64+6,02
© (10,0-14,0) (11,7-17,9) (13-23) (12,2-26,5)
T 2213+1,82 | 23144328 | 233+323 | 29,26+196
: (19,8-24) (14,5-28) (19,5-30) (27-30,4)
5,11+0,89 5,88+1,43 6,28+0,73 7.21+1,25
TMKIL, mm (4,5-6.9) (4-9) (5-7.5) (5.9-9)
5,78+1,65 5,67+1,14 6,33+0,84 7.54+1,49
e ) (4-9) (5-75) (6,3-10)
2842+476 | 3465+504 | 36244504 | 4332+321
KAP JDK, mm (22-35) (23,1-45) (24,6-44.8) (40-47)
16,12+345 | 2094+391 | 2455+3.73 | 2844+2.47
KCPJDK, mm (12-20) (14-27.8) | (156-32,78) | (25-335)
o 1916+4.66 | 20724302 | 22.18+4.92 28.1+7,2
> MR (11-27) (14-27) (12-29,1) (16-33,1)
OB 68561814 | 64024101 | 7144564 | 62,6+10,43
> /o (58-80) (41-80) (59-80) (48_76)

[Tpumeuanusi: Ao — aopra; JIII — neBoe mpeacepaune; TMIXKII — Tommuna
MexoKenya0oukoBoil neperopoaku; T3C — Tonmmnaa 3agHei cteHku; K/IP — xoHeuHo-
nuactonnyeckuii pasmep; KCP — koHeuHo-cucronmveckuilt pazmep; DK — mpasbiit

KETyI0UeK

B uenom mno rpymnne mo ganHeiM OXOKI gunaranusa kamep cepama Ao

xupypruueckoid koppekiuu BIIC ormeuanacs y 14,6% (13 u3 89) nereid, cHuxeHue

OB —y 7,86% (7 u3 89) nauuentoB. JlaHHbIE U3MEHEHHUS ONMPEACISUINCH XapaKTepoM

BIIC u remomHaMUYeCKIMHI OCOOCHHOCTSMH TTOPOKA CEPIIIA.
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Kapaunoxupypruueckas xoppekuust BIIC npoBenena Bcem nmauumeHTaM H3 3TOM

TPYIIbl, ®W3 HUX B OOJNBIIMHCTBE CIydaeB B YCJIOBUSAX HCKYCCTBEHHOTO
KpoBooOpamenuss — 71 pebenky (79,8%), 0e3 HCNOIB30BaHUS HMCKYCCTBEHHOTO
kpoBooOparmierus — 57 aetsm (20,2%).

B tabmune 30 mnpuBenensl pesynbTarhl aHanuza OKIT u cyrounoro OKI'-
MOHUTOPUPOBAHUS B JIAHHOM TpyIIe, TNIe MPEACTaBICHbI dJIEKTpoKapauorpadguueckue
napameTpsl B BUAC JUHTENIbHOCTH 3yOma P, xommiekca QRS u mnTepBanos PQ, QT,
MUHUMAaJbHas, cpeanss u MakcumaiibHast YCC, koTopble ObUTH OLIEHEHBI IO CYTOUHOMY
MoHurtopy IKI.

B 1mienmoM Bo BceX BO3pacTHBIX TPYITIAX CPEIHUE 3HAYCHUS BBIICTIEPEUNCICHHBIX
napameTpoB, Tak K€ KaKk U B rpynmnax jaerer ¢ uzoiaupoBanHbiMu BIIC u ¢ BpokieHHBIM
MOPOKAMH Pa3BUTHSA TOYEK, HAXOAWIMCh B TIpeaesiax BO3PACTHOM HOPMBI, C
OTJICJIbHBIMH BBINAJIAIOIIUMH 3HAYCHUSIMHU, KOTOPBhIE CBUIECTEILCTBYIOT 0 Hamunu AB
omokanael 1 crenenu (yBelWYeHUE JUITMTENLHOCTH MHTepBana PQ), Haimuuuu OJ0KaIbl
OJHOW W3 HOXEK Iyduka ['mca (yBenwmueHue JUIMTEIbHOCTH KoMiniekca QRS),
YBEJIMYCHHUH JITTUTENBHOCTH nHTepBaia QT u T.1.

Tabmuua 30 — OcHOBHBIE AJIEKTpOKapauorpaduueckue mokazaTtenu y Jeren

¢ BIIC u mouek pa3HbIX Bo3pacTHbIX rpymi (M+c) (n=89)

Bo3pactHbie rpynmsl
ITokazatenu Jo 1 rona 1-3 rona 4-7 ner Crapure 7 net
M=o M=*c M+tc M=o
YCC cp. 128,59+17,43 | 119,92+17,48 94,5+7,52 89,45+18,18
(yn/muH) (100-153) (98-163) (60-106) (67-132)
YCC muH. 100,56+17,89 91,3+12,05 78,6+8,43 65,94+22,38
(y/MuH) (80-143) (78-114) (60-97) (44-112)
YCC maxkc. 163,54+22,48 | 163,46+23,67 162,13+23,81 | 155,58+27,68
(yn/muH) (113-235) (115-217) (116-201) (101-220)
P (mc) 77,6519,77 78,31£10,67 79,45+4,12 081,0+12,2
(66-95) (60-110) (76-98) (65-108)
PQ (Mmc) 121,34+24,59 124,4+33,37 123,1+19,85 150,34+31,45
(100-198) (90-184) (100-180) (95-210)
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QRS (mc) 84,65+10,11 | 79,30+10,67 | 82,84+11,95 | 90,69+16,39
(70-110) (60-100) (70-100) (60-120)

QT (mc) 318,55428,44 | 360,92+71,37 | 348,9427,48 | 363,58+52,08
(270-378) (276-460) (310-406) (270-430)

[locne anHanM3a paclpOCTPAHEHHOCTU PA3JIMYHBIX HAPYIIEHUH pUTMa U
MPOBOJIMMOCTH CEp/lla y JeTe C COYETAaHHBIMU MOPAXKEHUSIMHU cepilla U MOYeK
oOparraer Ha ce0s BHUMaHHE 3HAUYMUTEIHLHO O0JIee peaKas PerucTpaIus BEreTaTHBHOU
muchyHkuuu cunycoBoro ysna — 10,1% (9 u3 89 nereii) mo cpaBHEHHIO C TPYIIIaMU C
n3onrpoBaHHbIMU BIIC m aHOManusMu MOYENOJIOBOM CHUCTEMBI. DTO CBSI3aHO C TEM,
YTO B IPYIIE C COUYETAHHOW MaTojorue Hanbojee MHOTOYMCICHHOM Oblaa mutajiias
BO3pACTHAs TPYIIIA.

Haunbonee wyacTto  peructpupoBanach JKENyJOYKOBas W MpeAcepiHas
skcTpacuctosus —y 19,1% (17 u3z 89) nereii. TpansuropHast AB Giokana Il crenenu I
tunma — y 3,4% (3 w3 89), AB Onokaga I cremenu — B 2,2% (2 u3 §9),
CYNpaBEHTPHUKYJISIPHAS TaXUKap/Ausi, B TOM YKCJI€ TOCTOSIHHO-BO3BpATHAsl MpecepaHas
taxukapauss — B 4,5% (4 w3 89) cmywaeB. Bce marmuentei ¢ CBT momydanu
AHTUAPUTMUYECKYIO TEPaIUIo.

Bosee monoBUHBI MAIUEHTOB CO CIIOAKHBIMU MOPOKAMH CEP/ILIA UMEIH U CIOKHbIE
nopoku pa3Butusa mnouyek — 54,4% (31 uz 58). M3 mopokoB pa3BUTHS MOYEK B ITOU
rpynmne mnpeobiananu yasoenwe mouek (19,6%), ypereporuaponedpos (15,7%),
My3bIPHO-MOYETOYHUKOBBIN peduioke (13,7%), skrommueckas mouka (11,8%), dro
CYIIECTBEHHO OTJIMYAETCS OT TMOIMYJSIMOHHON YacTOThl HM30JIMPOBAHHBIX aHOMATUMN
passurus nouek (x°=5,33; p<0,05).

B Ttabmumne 31 mpeacTtaBieHO pacmpenelieHne aHOMalIWi pa3BUTHS TOYEK B
IPYIINE COUYETAHHBIX MMOPOKOB B MOPSIIKE YOBIBAHUS pacHpOCTPAHEHHOCTH, npuueM 60
nereit (67,4%) vMenu ClOXHBIE MOPOKU Todek. Cpeau MalueHTOB ¢ COYETAaHHBIMU

nopokamMu cepana u nodek 55,1% npereit (49 uz 89) ObUIO BBIMOJHEHO OIMEPATHBHOE

BMCIIATCJIBCTBO I10 IIOBOAY aHOMAJIMU ITOYEK.
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Tabmuna 31 — CTpykTypa aHOMaJIMI pa3BUTHUS MTOYEK B IPyNIE C COYETAHHBIMU

MOPOKAMHM CEepALA U MOYEK

Tun mopoka n %
Bpoxaennbiit ruaponedpos 29 32,6
JloOaBouHas 1moyka 22 32,8
DKTOIMU4YecKast movKa 10 14,9
CrnuBmasics, 1ojibyaTasi ¥ OJIKOBOOOpa3Has oyKa 8 11,9
Jucnnasus moyku 6 9,0
BpoxneHnHbiit Merajgoyperep 5 7,5
BpoxxneHnHast ofluHOYHAsI KUCTA TTOYKU 4 6,0
AreHe3us TOYKHA OJHOCTOPOHHSIS 4 6,0
['mmornasust MOYKU OTHOCTOPOHHSIS 4 6,0
['urnornuiasusi MOYKM IBYCTOPOHHSS 4 6,0

Y OosbLIMHCTBA MAaIllMEHTOB U3 3TOM TPYIIBl HUMEIU MECTO pa3JInyHbIe
OCJIOKHEHHsI CO CTOPOHBI MOYEBBIICIUTEIBHON CUCTEMBI M HUX COYETAHUsS, KOTOpbIE

MIPEICTABIICHBI B TaOHIe 32.

Tabmuua 32 — OcnoXHEHHs] BPOXKJIEHHBIX MOPOKOB Pa3BUTHUS MOYEK B T'PYIIIE

C COYCTAaHHBIMU ITOPOKaMH pa3BUTHUSA

Ocno>XxHEeHUs MOpPOKa n %
XpOHUYECKUI BTOPUYHBIN MHETOHEPPUT 66 78,6
XpoHndeckasi 60J€3Hb MOYCK 13 15,9
[1y3bIpHO—MOUYETOYHUKOBBIN pedIIoKC 12 14,6
Kpucramnypusi. MouekamenHasi 601€3Hb 10 12,2
HeliporeHHblil MO4Y€BOIl y3bIPh 10 12,2
CMopIeHHas MoYKa 7 8,5
Octpas nmoyeyHasi HEAOCTATOYHOCTh 4 49

CrnemyeT OTMETHTH, YTO PSJT OCIOXHCHWH aHOMAJMH pPa3BUTHS IOYCK dYaIle
BCTpEUaAJICSl B TPYIIE COYCTAHHBIX TOPOKOB PAa3BUTHS CEpAIla W IOYCK, HEKEIH B
TpyNIe ¢ U30JIMPOBAHHBIMU IMOPOKAMH MTOYCK: BTOPUYHBIA XPOHUYCCKUH MHETOHEDPUT
(cootBeTcTBeHHO, 78,6% U 52,1%; %°=12,20; p<0,001); my3bIPHO-MOYETOUHUKOBBIH
pedumoke  (cootBeTcTBeHHO, 14,6% m 4,2%; %°=7,83; p<0,01); octpas moYeUHAs
HEJIOCTAaTOYHOCTh (cooTrBeTcTBeHHO, 4,9% u 0%; x2=8,66; p<0,01). HampoTus,

KpUCTAJLTypHsi, MOUYEKaMEeHHasi 00JIe3Hb Yallle PEerucTpupoBaiach B TPYINE JIETEH ¢
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MOPOKAMH TOYEK, HEXKETH TPU COYSTAHHBIX TTOPOKAX CEP/Ila U MOYEK (COOTBETCTBEHHO,
37,9% u 12,2%; %*=20,76; p<0,001). BTopudHOE CMOpIIMBAHHE MOYKH OXHHAKOBO
4acTO BCTpevasioch B 00enx rpymmax (p>0,05).

B xome wccnemoBaHusi —MPOaHAIM3UPOBAHA  COYETAEMOCTh  Pa3IMYHBIX
BPOXKJCHHBIX TIOPOKOB Pa3BUTHS MOUYEK (67 aHOMAIBHBIX IMOYEK) C Hamboyee 4acTto

BCTPEUAIOIICHCS aHOMAIMEH — BpOKIeHHBIM ruapoHedpo3om (Q62.0) (tadmure 33).

Tabmuma 33 — Yacrora coyeTaHuil BpokJIeHHOro ruapoHedposa (Q62.0) ¢

APYTYUMH aHOMAJIMAMMU IIOYCK Y IMTAIUCHTOB C COUCTAHHBIMU IMOPOKaMHM CEpAa U IOYCK

Tun nopoka Tunponedpos Bcero
ITopok ectb | Ilopoka HeT

CauBiiascs, nojipyatas u 7 (87,5%) 1(12,5%) 3
0JIKOBOOOPA3Hasi MoYKa

BposxneHHbIl Meranoyperep 4 (80,0%) 1 (20,0%) 5
JloGaBo4Has TOYKa 17 (77,3%) 5 (22,7%) 22
DKTOnUYecKas moJyka 9 (90,0%) 1 (10,0%) 10
Kucra nouku 4 0 4
['mnonuasust HOYKU ABYCTOPOHHSIS 4 0 4
AreHe3us MIOYKH OJJTHOCTOPOHHSIS 4 0 4
Jlucriazusi ToYKu 6 0 6
['unorniasysi HOYKU OJTHOCTOPOHHSIS 4 0 4
Bcero 59 (88,1%) 8 (11,9%) | 67 (100%)

B cTpykType coueTaHHBIX MOPOKOB Cepilla M MOYeK MPU HATUIUHU HECKOJBbKHX
aHOMAQJIMA TIOUYEK B CTPYKTYpE CIIOXKHBIX TIOPOKOB TIOYEK CaMbIM YacThIM OBLI
ruaponedpo3 — 88,1% aHOMaIbHBIX IMOYEK, U TOJBKO B 11,9% aHOMaNbHBIX MTOYEK €O

He 6s110 (3°=77,64: p<0,0001).

4.1.5. Uudexuus moyeBbIX NyTeil y aerei

C COYCTAHHBIMHU MMOPOKAMH PAa3BUTHUA CEpALIA H TIOYECK

NHupexims MoueBbIX MyTeH SBISIETCS CAMBIM YaCThIM OCJIO)KHEHUEM COUYETAaHHBIX
. 2_ :
nopokoB cepana u nouek (78,6%) u aHomanuii passutus mnouek (52,1%) (x°=14,86;

p<0,001). bonpmiast pacpocTpaHEeHHOCTh HH()EKIIUU B TPYIIIE COYETAHHBIX TOPOKOB B
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COIIOCTABJICHUU C IPYTUMU TpyHHamMu OOBSICHSIETCS TEM, YTO HapsiAy ¢ 0OCOOEHHOCTAMHU
KpOBOOOpAIIeHNs, OTTOKOM MOYH B AaHOMAJbHOW IOYKE W HAJMYMEM JUCIUIa3UU
MOYEYHBIX CTPYKTYp, OOJiee UyBCTBUTENIbHBIX K WHGEKIUH, UMEIOTCA U U3MEHEHUS
KpoBocHaOxeHus, oobsicHsiembie BIIC.

K Tomy xe mocie KapAMOXHPYPTHUECKON OIepali HEPEIKO pa3BUBAETCS
OCTpOE TMOBPEXKACHUE IMOYEK, YTO 3HAYUTENIBHO YBEJIMYMUBACT PUCK HH(DHUIIMPOBAHUS
MOYEBOM CHUCTEMBI, OCOOCHHO IPU JJIUTEIBbHON KaTeTepru3alliid MOYEBBIBOASIINX ITyTEH
[170].

NHduimpoBanne MOYEBBIX MyTE€d B NEPBYI0 OYEpEIb IPOHUCXOAMUT H3-3a
pa3BUTHS OHMOIJIEHOK COOCTBEHHOM MHUKPOQIIOPHI MALMEHTa W KOHTAMUHUPOBAHUS
KareTepa MEIUIIMHCKUM  mepcoHalioM. Bce 3T0  cmocoOCTByeT  pa3BUTHUIO
MH(EKIMOHHOI0 TMpollecca, KOTOPbId MMeeT cheuupuyueckoe Ha3BaHUE — KaTeTep-
acCOLUMUpPOBaHHAs MH(MEKIMs, 3aBUCUT OT BPEMEHM HAXOXKJEHUS KaTeTepa B YpeTpe,
npudem, o MmHeHuto Evelyn Lo et al. [203], Tosbko 3a CyTKH MOSIBICHUE OaKTEPUYPHH
BapbupyeT oT 3% no 7%. Haubonee pacnpocTpaHEHHBIMU BO30YIUTENISIMU KaTeTep-
accoruupoBanHoi uHbpekimu spistores Escherichia coli (80%) u Proteus mirabilis,
pexe — Klebsiella pneumoniae, Enterobacter spp., Staphylococcus spp. [423].

B cBia3u ¢ Tem, yTo MH(EKIUS MOUEBBIX MYyTEH SBISAETCA CaMbIM YacCThIM
OCJIO)KHEHMEM BPOXKJICHHBIX MTOPOKOB IOYEK, a IMMOKA3aTEJM PACHPOCTPAHEHHOCTH €€
IIPU COYETAHHBIX MOPOKAX CEPJLa U MOYEK BHIIIE, YEM MPU U30JIMPOBAHHON aHOMAJIMU
MIOYEK, IPOBEJICHO MCCIIEIOBAHUE JUIsl OLICHKH BIIMSHUSA KaTETEPU3aLUU MOYEBBIX ITyTEH
MOCJIE XUPYPruYecKOM KOPPEKIMU BPOXKIACHHOTO MOpOKa cepaua Ha MHPUIUPOBAHUE
MOYEBBIX ITyTEM.

O6cnenoBanu 16 MaMeHTOB ¢ BPOXKIACHHBIME TIOPOKAMU CEPIla U COUCTAHHBIMU
NOPOKAMH cepAlla U MOYeK, KOTOPhIM ObliIa MPOM3BEACHA XUPYpPrudecKkass KOppeKIus
NOpPOKOB cepaua. Jlo omepaTUBHOrO JeUeHHs aHAJIM3bl MOYM OBLIM 0O€3 MaToJOruH,
IIOCEBBI MOYM — CTEPUIIbHBIE.

Ilenp wuccrmenoBaHWsT — BbISIBUTH HAa BHYTPEHHEW IMOBEPXHOCTM MOYEBBIX

KaTeTepOB KIJIETKH W pa3Hble (HOPMbI MHKPOOHBIX COOOIIECTB (KOJOHUHM U OWOTUICHKH)
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MOTCHIIMANBHBIX ~ BO30OyauTeneld  3a00jeBaHWid,  CIIOCOOCTBYIOMIUX  Pa3BUTHIO
UH(EKIIMOHHOTO MpoLecca.

Martepuaibl 1 MUKPOOHOJIOTUYECKHUE METO/IbI:

— OOpa3ipl MOuM, UCTIPAXKHEHHUH 1 MOYeBbIX KateTepoB Domnes (Unomedica)
or 16 mereir ¢ BIIC, Ha 5-ii neHp MOCHE XUPYPTrUYECKOW KOPPEKIUU BPOKICHHBIX
nopokoB cepaua uz OI'bY «HMUI um. B.A. AnmazoBa» MunzgpaBa PD. B
MOCJICONEPAIIMOHHOM TIepUOoe MalnueHTaM Obul mocTaBiieH katerep Donest 2-x0a0BOM
CTaHJApPTHBIN JIATEKCHBIA (CUIIMKOHU3UPOBAHHBIN), KOTOPHIA HAXOJUJICS B MOUYEBBIX
nyTsax ot 1 7o 5 nHeu.

— BbIceB Ha JKUJIKYIO TUTATEIBHYIO CPENY CEPIIEYHO-MO3TOBOM OynboH Bio-
RadLaboratories SAS (®paHius) U IIIOTHYIO MUTATEIbHYIO CPEIy KOITYMOUNUCKUN arap
(HiMedia, Mamus) ¢ nobaBiaeHueM 5% KpoBH.

— TakCOHOMMYECKYI0 NPHUHAMJICKHOCTh KYJIbTYpP ONPEACISIN C MOMOIIBIO
uneHTuukanuoHHeix cucteMm RaplD Systems (CIIA).

— UyBCTBUTENBHOCTh ~ OakTepuil K  AHTUMHUKPOOHBIM  Mpernaparam
aHanuzupoBa MeToioM auckoB (HULID, Poccus).

MonekynasspHO-OMOJIOrMYECKUM aHaTH3:

— [Monydyennbie KyabTypbl E. coli TectupoBasim Ha HanuyWe TIeHOB
ounoreHkooopazoBanus hly 4, B, C (npsmoii npaiimep () 5'-3TAT-TGG-GAC-CAC-
GCG-TGS-CG) (kommnanus Beagle, P®D).

— HccnenoBanne reHoB nmpoBoawiy ¢ noMounpto 1P peanbHOrOo BpeMenu Ha
netektupytomiem amiugukarope DTlite (« IHK-TexHnonorusy», Poccus).

DJIEKTPOHHO-MUKPOCKOITUYECKUIN aHaJn3!

VYapTpacTpyKTypHble HU3MEHEHUSI BHYTPEHHEW TOBEPXHOCTU  2-XOJIOBOTO
CTAHJAPTHOTO JIATEKCHOTO (CHJIMKOHW3UPOBAHHOTO) KaTeTepa OLICHUBAIU METOJIOM
CKaHHUPYIOIIEH JJIGKTPOHHON MUKpockonuu. OO0pa3iel  (GUKCHpOBaIM B Mapax
riyTapajibieruja.

Pesynbrarsl

MukpoOunosornyeckuii aHaaIu3 MOUn

B moue GakTepuu BBIACTWIM TOJIBKO ¥ 3 U3 16 MarueHToB:
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['pamnonoxxuTenbHbIE KOKKH: S. aUreus —y 0JHOro.
['pamoTpuniaTensHble manouku: E. coli —y nByx.
Tutp GakTepuil B MOUe HE MPEBbIIIAI 10°KOE/mu!

MukpoOnoIOTHYeCcKuil aHaIN3 UCTTPAKHEHU N

B ucnpaxnenusx:

['pamnoniokuTEIbHBIE KOKKH: S. aureus u ap. — 56%.
['pamotpunarensubie nanouku: E. coli u ap. — 44%.

MuKpoOHOIOTUYECKU aHATTU3 KaTETEPOB

C BHYTpPEHHEUW MOBEPXHOCTH CTEHOK KATETEPOB y BCEX MAIMEHTOB BBIICIICHBI
KYJBTYpbl MUKPOOPTaHU3MOB, y 10 13 16 — cMemaHHbIe KyJIbTypbl MUKPOOPTaHU3MOB.

['pamnionoKUTENBHBIE KOKKH:

 S. aureus — 70%.
« Streptococcus sp. — 30%.

I'pamoTpuiiaTeIbHBIE NATOYKH:

« E. coli —50%.
» Klebsiella oxytoca — 20%.
* JNlpyrue — 30%.

MukpoOUOIOTUYECKUN aHAdu3 Ha YYBCTBUTEIBHOCTh K AHTUMHUKPOOHBIM
npenaparam

Y 85% mramMmoB S. aureus, BBIIEICHHBIX CO CTCHOK MOYEBBIX KaTETEPOB,
BBISIBJICHA TOJIMPE3UCTEHTHOCTh K 5 AHTUMHUKPOOHBIM TpenapataM U Oosiee, B TOM
YHUCIIE YCTOMYMBOCTH K METULIAIUINHY.

Y 60% xyneTyp E. cOli, BBIIEIEHHBIX CO CTCHOK MOYEBBIX KaT€TEPOB METOIOM
[P, ompenenenbl TeHbl o-remonusuHoB (hly A, B, C), cmocoOCTBYIOIINX
dhopMUpOBaHUIO OaKTEpHUATLHON OHMOIIIICHKH.

DIEeKTPOHHO-MHUKPOCKOIIMYECKHUI aHAJIU3 KaTETEPOB

Pa3Butne OakTepuanbHBIX OWOIJICHOK HAYMHACTCS B  TIEPBBIE  CYTKHU
UCIIOJIb30BaHUsl KaTeTepoB. Ha msATbie CyTKM BCe HCMOJIb3yeMble B pabdOTe KaTeTepbl
CTAaHOBWJIMCh OOCEMEHEHHBIMU OakTepuaidbHbIMU KieTkaMu. CdopmupoBaBirecs

OMOIUIEHKH MPEICTaBIsUId COO0OM MOHOKYJIBTYPBI, COCTOSILIME W3 MOP(OIOrHUecKU
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OJIHOPOJHBIX KJIETOK WJIM T[OJMKOMIIOHEHTHbIE CHUCTEMbl M3 JBYX U 0Oosee
Mopdorornuecknx ¢opm Oaktepuit. Y 13 mammentoB (81,2%) Obutm oOHApYKEHBI
aKTUHONOI00HbBIE MUKPOOPTaHU3MBbI HUTEBUTHON dbopmpl, aHaJIOTUYHbIC
AKTUHOMMIIETaM, KOTOpPbIE BXOJST B COCTaB HOPMallbHOW MHUKPOOMOTHI YEJIOBEKA.
BrlsiBlieHHbIE BHEpBbIE B IMOCIEONEPAIMOHHOM MEpUOJe Ha IMOBEPXHOCTHU KaTeTepa
aKTUHOMOMOOHBIE OaKTEepUM MOTYT, MPU PANle YCIOBUM W CHIKEHUH HMMYHHOTO
cTaTyca, CmoCOOCTBOBATH Pa3BUTHIO HH()EKITMOHHOTO MPOIIECCa B MOUCBBIX MY TSX.

OcobGoe BHHMaHuE o0OpaTtuiau Ha cebs 2 oOpaslla MOYEBBIX KAaTETEPOB C
HEOOBIYHBIMH MOP(OJIOTHYECKUMHU (OPMaMU MHUKPOOPIaHU3MOB, KOTOpbIE HE ObLIU
BBISIBJICHBI PU MPOBEJICHUH IEPBUYHOTO OAKTEPHUOIOTHUECKOTO UCCIICIOBAHMS.

[Ipeacrapnsiem 2 KIMHUYECKHUX SMU30/1a C pe3yIbTaTaMu aHAIN3a MUKPOOHUOTHI.

Kinnnanueckoe Habmoaenue 1.

JleBouka Bukropus B. Jlata poxaenus: 06.04.2014; nata oneparuu: 09.07.2015;
karetep dones nzBneuen 13.07.2015.

JluarHo3: BpOKJICHHBIN NOpOK cepama. JedhekT MexKeny10U4KOBOU eperopoaku
nepuMeMOpaHo3HbIA.  JIePeKThl  MEXOIKETYJOUKOBOM  TMEPErOpPOJKH  MBIIICYHBIE.
YMepeHHbI CTEHO3 MUTpPAJIbHOTO KiamaHa. OTKpbIToe oBajdbHOE OKHO. CocTosiHuE
ocie Cy>KUBaHUsI JIETOYHOMN aprepuu 51 MIEPEBA3KU OAIL

Oneparust Mrosuiepa (Cy>KeHHE JISTOYHOM apTepHH).

B anamHuese BHyTpuyTpoOHast HH(MEKIYS, TBYCTOPOHHSISI THEBMOHUSI.

Knunanueckwnit ananus kposu: COD — 29 Mmm/u.

Knuandeckuit aHanu3 Mo4u: JEHKOUUTHI — 5 B 11/3p, apuTpouuTsl — 0—1 B 11/3p.

[ToceB Mouu nepes onepanuen — HeT pocTa.

IToceB MouM U3 MOYEBOTO KaTe€Tepa MPHU U3BJICUCHUHU — HET POCTA.

[ToceB ucnpaxHenuii mocie u3BleueHUs karerepa: IlepBuunbiii moce >1000
KOE.

Muxkpockonus: I'p (+) cradumnokokku, PJIA (peakius naTekc arriiOTHHAIIIN) —
S. aureus.

ONEKTPOHHAsT MUKPOCKONUSA: AKTHHOMMIETHI — JUIMHHBIE HUTH; KOKKH,

paspyliieHHbIe Tano4ku (pucyHok 10).
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Pucynok 10 — COM. DnekTpoHOrpaMMa MOBEPXHOCTU KaTeTepa

Takum 06p2130M, AaKC IIPU HOPMAJIBHBIX aHaJIn3aX MOYM M OTCYTCTBHU POCTA B
IMOCEBAax MOYM Ha JJICKTPOHOI'paMMC MMCIOTCS aKTMHOMHUICTBI, KOKKHM W Pa3pPyIICHHBIC

ITaJIOYKH.

Knnanueckoe Habmronenue 2.

Manbunk BceeBonon E. Jlata poxaenus: 21.02.2015. Jlatel omnepaiuid:
27.02.2015, 01.06.2015, 06.06.2015. Karerep Doues: nocrasnen 01.06.2015; uzpneuen
06.06.2015.

JlnarHo3: BpOXIAEHHBIN MOPOK cepaua. TpaHCMO3UINS MaruCTPalIbHBIX COCYJIOB.
Hedext mMexxenyT10u4KoBOM Meperopoaku. PecTpukTuBHBIN nedeKT MexIpeacepaHou
neperopoaku. JIBycTBOpUaThId KJAlaH JISTOYHOW apTepuu 0e3 TeMOIMHAMUYECKUX
Hapywenuidi. HPC: wdacrass cynmpaBEeHTpUKYJSIpHAs 3KCTPACHCTONMS, B TOM YHCIIE
OJlokMpoBaHHasA.  BpoXJAEHHBI  MOPOK  pa3BUTHS  MOYEK:  JBYXCTOPOHHUU
oOCTpYKTUBHBIN Merayperep. Bropuunslii xponudeckuil nuenonedput. Omneparuu:
npouenypa Pamkunga. Onepanus apTepuaibHOrO MEpPEKIoUeHus, 3aKphiTHe e eKTa
MEXCOKETY0UYKOBON TIEPETOPOIKU 3aIIATON U3 KCeHOMepukapaa, HHGYHAUOYIIKTOMUS
IpaBOro  JKEIYJOYKa, MPOJJICHHOE  HAKCTPAKOpIOpaibHOE  KpOBOOOpAIlEHHE,

XUPYPTUUECKHUI JuacTa3 CTEpHOTOMHON paHbl. PeBu3Ms caHalluu CTEPHOTOMHOM paHbl,
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nekaHrosius.  OTCpOYEHHOE 3aKphITHE CTEPHOTOMHOW panbl. Hedpoctomus co
CTEHTUPOBAHHMEM JIOXAHKH C ABYX CTOPOH.

B xnuHMueckoMm aHanmuze KpoBW: HeuTpodunes — 67,4%, COD — 34 mm/q, C-
peaKkTUBHBINA 0e0K — 248,65 MT/11, MPOKATBITUTOHUHOBBIN TecT — 12.250 Hr/mi.

Knvanueckuil aHanmus MOYHU: TPOTEUHYPHUS, IEHKOUUTYPHUSI, SPUTPOLIUTYPHUSL.

[ToceB Mouu nepe; onepanuei: HeT pocTa.

[ToceB MouM U3 MOUYEBOTO KaTeTepa P HU3BICUCHUH:

Ha I'PM Gynwone: I'p (—) nanoukw, Jiakro3a (—).

[ToceB ncnpaxHEHUI MTOCIIE U3BJICUCHUS KaTeTepa:

[lepBuunsii moces >1000 KOE, 2 tuna kosoHUM.

Muxkpockonus (puc. 11):

I'p (+) cTad., PJIA (peakumst maTekc arrmroTHHAIMN) — S. aUreus.

I'p (-) manoukwu nakto3a (—), Enterobacter intermedium.

A.8U0 JEOQLS

Pucynox 11 — COM. DnekTpoHOrpaMMa MOBEPXHOCTH KaTeTepa

Ha snexTpoHorpaMme MO4Y€BOTO KaTeTepa MHOTO MajoueK, CIUHUYHBIC KOKKH.
BrnepBbie nosiydeHo m300paxkeHHe KaTeTepa U3 JaTekca C HEPOBHOW MOBEPXHOCTHIO,
YTO MOXET 3HAUUTENIbHO o0jerunth wuHUIpoBanue. OOpaiaeT BHUMaHUE
UJCHTUYHOCTh MHUKPOQIIOPHI TIOCEBA MOYH, IIOCEBAa C TOBEPXHOCTH KaTeTepa U

UCIIpAXHEHUN. DTOT (PaKT MOATBEPKIAET BO3MONKHOCTb HH(PUIMPOBAHUS YCIOBHO
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naToreHHoW (rmopoil marmeHTta, KOTopas MOXET MNPUOOpPecCTH B MOCIEAYIOLIEM

HaTOT€HHBIE CBOMCTBA.

4.2. Ouenka ¢pakTopoB (peTaILHOI0 NIPOrpaMMHUPOBAHUS

C uenpio BBISABICHUS U W3Y4YEHUS HEOJIAromnmpuATHHIX (PaKkTOpoB (eTanbHOTO

IIPOTPaMMUPOBaHUs, KOTOPbIE MOTJIM CTaTh NPUYMHOW Pa3BUTUA IOPOKOB Cepala U

IIOYCK B LCJIOM, B I'PYIIIC IIPOBCACH dHAJIMU3 IICPHKOHIOCIIMHMOHHOIO, INTALICHTAPHOIO,

BHYTPUYTPOOHOT'O ¥ IEPUHATAIIBHOTO MIEPUOJIOB.

4.2.1. 3nopoBbe poauTeJieil HCCaeyeMbIX IPYIIT

I[JUI OOCHKHN COCTOAHHUSA 3O0POBbA MaTepeﬁ H OTHOB, OCTH KOTOPBIX HMCIIH

BPOXIACHHBIC IIOPOKH Ppa3BHUTHA CCPpALIA H IIOYCK, ObLTIH HN3y4CHBI BO3pacT o0omnx

POIMTENEN BO BCEX TPYIIIAX, HAIUYNE Y MAaTEPH U OTLA BPOKICHHBIX MIOPOKOB CEPALA,

HaJM4Y1e MaTOJOTUH MOYEIOJIOBOU CUCTCMBI, a4 TAKKC HAJIUIHUC CCPACHHO-COCYAUCTBIX

3a00ieBaHUN, B TOM YHCIE apTEepUalbHOW THNEPTEH3UHU, 3a00JEBaHUN OpPraHOB

AbIXaHW:A, KCIIYJOYHO-KHIICYHOI'O TPAKTa H BHHOKpHHHOﬁ I1aTOJIOTHH. HOJ’Iy‘IeHHLIG

JTaHHBIE TIPEJICTaBIICHBI B Ta0uIle 34.

Tabmuua 34 — CocrosiHue 310pOBbS MaTepel W OTIOB, HMEIOIUX JIeTel

C BPOXKACHHBIMHA ITIOPOKAMHU PAa3BUTHA CEPALIA U MTOUCK

1 rpymnmma 2 rpymma 3 rpynma I'pynma
BIIC BIIP moyek | coueran- CpaBHE-HUSA Y2 YpoBeHb
[Toka3zarenp (n=250) (n=190) ueie  BIIP | (n=30) P
cepaua H
MOYEK
(n=89)
Bo3spact 28,62+5,08 | 27,08+5,0 |27,9+£5,36 | 28,53+5,18 - 0,0989
MarepH, JIeT
Bo3spact 31,66+5,31 | 29,29+5,78 | 30,24+6,13 | 30,83+5,82 - 0,017
OTIIA, JIET
bonesneity | 37,0% 44.2% 35,2% 60,0% 7,40872 | 0,0600

MAaTE€pH HET
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boneszan

MaTepHu:
nouku, MIIC

37,0%

40,0%

46,4%

23,4%

12,8656

0,0049

bones3ns
marepu, BIIC

4,8%

1,4%

15,421

0,0015

bonessp
Marepu,
TUTIEPTEH3US

9,5%

3,6%

1,4%

3,3%

12,4741

0,0059

bosne3np
marepu, CCC

23,8%

4,2%

15,5%

3,3%

28,9736

0,0001

bones3ns
marepu, KKT

4,2%

4,2%

2,8%

6,7%

7,71617

0,0512

boines3ns
Marepu,
OpraHbl
JIBIXaHUSI

20,1%

3,6%

12,7%

25,8693

0,0001

bones3nb
MaTepH,
SHJIOKPUHHBIC
3a00JIeBaHUS

4,8%

1,2%

2,8%

3,3%

11,0775

0,0113

bosnesnent y
OTIIa HET

38,7%

64,7%

44.4%

73,3%

27,1321

0,0001

bonessp
OTIIa, ITOYKH

2,0%

16,1227

0,0011

bonesnn
ota, MIIC

11,3%

7,8%

11,1%

6,7%

5,89824

0,1167

bone3nn
otna, BIIC

5,6%

0,7%

3,2%

3,3%

12,6018

0,0056

bonessp
oTIIa,
TUTICPTECH3US

10,6%

2,6%

3,2%

3,3%

13,3383

0,0040

bone3ns
ota, CCC

27,5%

5,9%

27,0%

6,7%

28,9227

0,0000

bonesnnp
otna, XXKT

18,3%

10,5%

19,0%

3,3%

10,2883

0,0163

bone3un
0TI, OpPTaHbI
JIBIXaHUSA

2,8%

5,9%

3,2%

11,4266

0,0096

bones3nb
OTIIA,
SHIOKPUHHBIC
3a00JIeBaHUS

17,6%

0,7%

7,9%

3,3%

25,7065

0,0000
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Bo3pact Marepu HE UMeN CYIIECTBEHHOIO Pa3Inyusl B UCCIAEAYEMbIX IPYIIaxX U B
cornocTaBieHuu ¢ rpymnmnoi cpaBHenus (P=0,0989). [Ipu oleHke Bo3pacta oTIa MpHU
POXKJIEHUH OTMEYEHO BIIMSHHME 3TOro (hakTopa Ha (HOPMHUPOBAHHME MOPOKOB PA3BUTHUS
(p=0,017). Tak, y nereli, po’KJICHHBIX C aHOMAJIUSIMHU PAa3BUTHS MOYEK (Tpymma 2), OTIbI
obun MoJoxe (29,29+5,78 net), yem otubl aereit ¢ BIIC (31,66+5,31 ner) (p=0,017)
(pucyHok 12).

40

20

EoapacT oTua, net

L a Median
Mok Cepaue Cepaue-noukn KoHTpons [] 25%-75%

Fpynna I Mon-Cutlier Range

PucyHnok 12 — Pacnipeaenenue nokasaTtenei Bo3pacTa OTIa B TPyIIIax CPaBHEHUS

[Ipu cpaBHEHHHM COCTOSIHHSI 3JI0POBbS, IMOJHOCTHIO 370POBBIMH (OTCYTCTBUE
XpPOHUYECKUX 3a0oseBanuit) opun 60% MaTepeil KOHTPOJIbHOM TpynIbl (Tpynma 4), 4To
3HAYMMO BBIIIE, YTO KOJUYECTBO 370POBBIX MaTepell B TPYMIE JAETEH C COUYCTaHHBIMHU
TOPOKAMH CepALa  modex — 35,2% u BIIC — 37,0%, (cooTBeTCTBeHHO, ¥°=5,30, p<0,05
1 1°=5,68; p<0,05). B T0 %e BpeMs pasIndis MKy KOHTPOIBHON TPYIIION H FPYIIIOi
JIeTel ¢ aHOMAJIMSIMHU TIOUYEK, KaK M MEXKIy BCEMH CPAaBHUBAEMBIMH TPYIIIIaMH, ObLIA
HenocTtoBepHsI (p>0,05).

[Ipu cpaBHEHMHM WCCIIEIYEeMBIX TPYHI M KOHTPOJBHOW TPYIIBI IOJTydYeHa
yoenuTenpHas CBSI3b MEXY 3a00JIEBaHUSIMH TMOYEK M MOYEBBIICIUTEILHON CUCTEMBI Y
MaTepeil M HaIMYMEeM MOPOKOB cepiaua u mouek (y°=12,8656; p=0,0049). B To xe
BpeMsi, pa3HMIA MEXAY TPYIIaMH C Pa3HbIMU BapUaHTAMU MOPOKOB IO YAEIbHOMY
BECy MaTepeil, MMErommMX 3a00JeBaHUS MOYEBBIICIUTEILHON CHCTEMBI, HE OblIa

craructuyecku 3naunmoi (p>0,05).
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OOpamano Ha cebs BHMMaHue, uro Marepu, uMmeromme BIIC, Obutn TONMBKO B
rpynnax JeTei ¢ M30JUPOBAHHBIMHU BPOKICHHBIMU MOPOKAMU CEPJLA U COYECTAHHBIMU
MOPOKAaMH, B TO BpeMs Kak B Ipynnax JeTeil ¢ aHOMaJusIMU MOYEK U 3JI0POBBIX JeTel
Takux Marepei He 0b110 (p<0,001). ApTepuasibHasi TUIIEPTEH3Hs UMENIa MAKCUMAJIbHYIO
pacrnpocTpaHeHHOCTh cpeau matepeit nereit ¢ BIIC (p<0,0059).

Hpyrue 3a007eBaHus CEPAEUHO-COCYAUCTON CUCTEMBI Yallle 3aperuCTPUPOBAHBI
y Matepeit nereii ¢ BIIC (23,8%) u coueTaHHBIME TTOpOKaMu cepana u modek (15,5%),
a y Mareped JeTell ¢ aHOMajgusIMU TIOYE€K M TPYIIbl CPaBHEHUS aHAJOTUYHBIC
3a00JIeBaHUsl BCTPEUAIUCh 3HAYUTEIBLHO pexe (cooTBeTcTBeHHO, 4,2% u 3,3%)
(xputepuit Kpackena — Yommca; H=28,9736) (p=0,0001).

bone3nu opraHoB mNuIleBapeHUs y MaTepeil BO BCEX HUCCIEAYEMBIX Tpymmax
OTMEUYEHBI C MPUMEPHO OJIMHAKOBOM YAaCTOTOM, JaX€ HECKOJIBKO YCTyNnasi KOHTPOJIbHOM
rpynme (p=0,0512).

3a0oneBaHusl OPraHoOB JBIXaTEIbHOW CHUCTEMBI y MaTepeil CTaTUCTUYECKU
3HAYMMO Yalle BCTpeHalnuch y aeter ¢ uzonupoanHbiMu BIIC — 20,1% u couetanHbie
MOPOKH cepaia u noyek — 12,7%. Ognako B rpyrnie aHOMadui pa3BUTH MOYEK TaKUX
Mmatepeit 0bu1o 3,6%, a B rpynme cpaBHeHUs: BooOuie He Obuto (kputepuid Kpackena —
Yomnuca; H=25,8693) (p=0,0001).

DHIOKpUHHBIC 3a00JIeBaHMs HanboJiee 4acTo ObUTM OTMEUEHBI y MaTepel aeTei ¢
MOPOKaMU Cep/Ilia, a pexke BCero — y Marepei aere ¢ nopokamu noyek (p=0,0113).

OTII0B, HE HMMEIONIMX XPOHHYECKUX 3a00JieBaHMI, OBLJIO MEHBIIE B TpYIIax
nereir ¢ BIIC (38,7%) u coueTaHHBIMM MOpOKaMu cepamna v mouek (44,7%), mo
CpaBHEHMIO C Tpymmnoi cpaBHeHus (73,3%) u rpymnmoi AeTedl ¢ aHOMaJIUSMU TOYEK
(64,7%) (xkputepuii Kpackemna — Yommca; H=27,1321) (p=0,0001).

ITopokn pa3BUTHS TOYEK Yy OTIIOB OTMEYEHbI TOJBKO B TpYIe JACTed ¢
aHomayusiMu pazBuThs nouek (p=0,0011). 3aboneBanus opraHOB MOYEBBIICIUTEIHLHOM
CUCTEMBI MMEIM OJIM3KHUE TOKAa3aTelu PacIpOCTPAaHEHHOCTH BO BCEX HCCIEAYEMbBIX

rpyInax u KOHTpoabHO# rpynie (p=0,1167).
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BIIC y otuoB Hambosee yacto 3apeructpupoBanbl B rpymme aereid ¢ BIIC u
pexe Bcero — B rpynmne aHoManui pas3Butus nouek (p=0,0056). AHalOrHYHBIC
pe3yJbTaThl MOJIYUYCHBI U MPpHU TunepTeH3uu y otiioB (p=0,0040).

Kak u y marepei, gpyrue 3a00JieBaHUs CEPAECUYHO-COCYAUCTON CUCTEMBI 3HAUMMO
yaie 3apeructpupoBanbl y oTioB jaereit ¢ BIIC (27,5%) u coueTaHHBIMH MOpPOKaMHU
cepaua u noyek (27,0%), a y OTLOB AeTel ¢ aHOMAJIMAMHU MOYEK U TPYIIbl CPABHEHUS
aHAJIOTUYHBIC 3a00JICBaHUSI BCTPEUAIUCh 3HAUYNTEIBHO peke (COOTBETCTBEHHO, 5,9% u
6,7%) (xputepuii Kpackena — Yomnuca; H=28,9227) (p=0,0001). Cuna cBs3u daxropa
3a0o0seBaHUl ceplieuyHo-cocyaucTor cucteMbl y otia u BIIC y pebenka B rpymime
CpaBHEHHMS OIleHEHA KaK OTHOCUTENbHO culibHas (koadduuuent [Tupcona (C') = 0,441);
3aboneBanuil CCC y ortua u couetanuslie BIIP cepaua u nmouek y pebeHka B rpymme
cpaBHeHUs — cpensis (korddunuent [Tupcona (C') = 0,343).

bone3nu opraHoB mNUIIEBApeHHs] Yalle BCTPEYAIUCh B TIpynmax JgeTed c
MOPOKAMH, HEXKEJIU B KOHTPOJBHOW rpyIie 3J0poBbIX jaereil (kputepuit Kpackema —
Yomnmuca; H=10,2883; p=0,0163). Xots mgonss OTHOB ¢ OOJE3HAMH OpPraHOB
nuieBapenus Beiiie B rpynmnax BIIC (18,3%) u coueTaHHBIX TOPOKOB cepAla U MOYEK
(19,0%), uem B TpyIine ¢ aHOMAJIUSMM Pa3BUTHUS TMMOYEK, ITAa pa3HUIlA HE JTOCTOBEpPHA
(p>0,05).

3a0oyieBaHUsl IbIXATEbHOM CHCTEMBI y OTIIOB BCTPEYAIUCh TOJIBKO y JIETEH ¢
MOPOKAMH, B TO BpPEMsI KaK y OTLOB T'PYIIIbI 3I0POBBIX J€TEl Takue 3a00JeBaHUs HE
ObuM 3aperucTpupoBanbl (kputepuii Kpackena — Yosmmca; H=11,4266; p=0,0096).
Heckonbko yamie 0o0jie3HM OpraHOB JbIXaHUA ObUIM B TPYIIE JAETeH C aHOMalIUsIMU
MOYEK, YeM B Ipymnmax aered ¢ uzonupoBaHHbIMU BIIC m coueraHHBIMH ITOpOKaMu
cepjlia u movek, Ho pa3Huia He qoctoBepHa (P>0,05).

Otubl gerert ¢ uzonupoBaHHbIMH BIIC m coueTaHHpIMM MOpPOKaMH cepaua u
MOYCK Yalle HUMENW SHIAOKPHHHBIC 3a00jeBaHus (COOTBETCTBEHHO, 17,6% u 7,9%),
HEXKENM OTUbl B Tpynmax jered ¢ aHoManusamu nodek (0,5%) u geredl rpymnmbl
cpaBHenwus (3,3%) (xkputepuii Kpackena — Yommuca,; H=25,7065; p=0,0000). daktop
HAJIWYUS SHAOKPUHHBIX 3a00JieBaHUi y oTHa Oosiee 3HaUuM 11 u3onupoBaHHbix BIIC,

4eM COYETaHHBIX TOPOKOB cepaa 1 mouek (x°=4,73; p<0,05).
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Takum o0pa3oM, HauOoiiee 3HAYMMBIMU 3a00J€BaHHUAMH poauTeNel Obuin
cienyronue (B MOpsake YObIBaHUS 3HAYMMOCTH Tpu3Haka). OIeHUBaICS MPHU3HAK [ —
Y4acToTa aHATU3UpyeMoro nokaszareis B rpynmax (0<r<1,0). 3HaunMOCTh MPU3HAKOB —
p<0,01 — p<0,001.

I'pynna 1 — Bpooicoennvie nopoxu cepoya: OONE3HH MOYEIOJIOBOM CHCTEMBI
marepu (0,37), Oone3Hu cepaedHo-cocyaucTor cucremsl otina (0,275), OGone3Hu
cepaeuHo-cocyauctor cucrembl Marepu (0,238), OoJie3HM OpPraHOB JABIXaHUS MaTEepPU
(0,201).

I'pynna 2 — BpooicOennvie nopoxu nouex: OOJIE3HW MOYEIOJIOBOM CHCTEMBbI
matepu (0,4), Oonesnu mouenosoBoit cuctembl otua (0,078), Oose3HU cepaedHO-
cocyauctoit cucteMnl otia (0,059), 6one3Hu cepIedHO-COCYAUCTON CUCTEMBI MaTepu
(0,042).

I'pynna 3 — Bpoowcoennvie nopoxku cepoya u noyek: OOJE3HU MOYEIMOJIOBOMN
cucrembl Mmatepu (0,464), Oone3nu cepaeuHo-cocyauctor cucremnl otma (0,270),
OoJsie3HU cepaeuHo-cocyaucToit cuctembl Matepu (0,155), Oone3Hu MOYENoJIOBOM
cucremsl otua (0,111).

B memoM BO Bcex HCCIEIyeMBIX TpyHmax y pPOIUTEICH dYalie BCTPEYATNChH
OOJIE3HU MOYETIOJIOBOM CHCTEMBbl MaTepu W OTIA, OO0JIE3HU CEPACHYHO-COCYIUCTOMN

CUCTCMbI MAaTCpU U OTIIA.

4.2.2. Teuenne 0epeMEHHOCTH M POJAOB y MaTepel nccjieyeMbIX TPy

N3yueHnbl TeueHue OEpEMEHHOCTH U POJOB y MaTepel eTel ¢ U30JUPOBAaHHBIMU
IIOPOKaMH CEpALla W II0YEK M COYETAHHBIMU IIOPOKAMH CEPIACYHO-COCYIMCTOU H
MOYEIOJI0BOU cucTeM. IlomydeHHbIe JaHHBIE CONOCTABICHBI C KOHTPOJIBHOW I'PYNIION
JEeTen.

[Ipu u3yueHun ymcia OEPEeMEHHOCTEW B pa3HBIX Ipymnmnax He ObUIO MOJIYYEHO

3HAYUMOMW pasHUIlbl B UccieayeMbix rpymmnax (p>0,05) (tadnuma 35).
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Tabmuma 35 — Teuenne GepeMEHHOCTH W POJOB y MaTepeil, UMEIOIIUX AeTen

C BPOXKIACHHBIMH ITIOPOKAMHU PA3BUTHA CEPALId U ITOUCK

3 rpynna ,
| rpynna | 2 rpynma | coudeTaH- I'pynma X YpoBeHb
IToka3zarenb BIIC BITP Heie BIIP | cpaBHeHus
(n=250) MOoYeK cepaua u (n=30) P
(n=190) MOYeK
(n=89)
[TopsiakoBBIN HOMED 2,45+1,52 | 2,56+£2,06 | 2,79+1,86 | 1,97+1,13 0,1654
OepeMEeHHOCTU
Bonesns npu 4,9% 41, 7% 15,6% 60,0% 83,5249 0,0001
OCpEeMEHHOCTH, HET
Bosnesns npu 35,2% 33,3% 24, 7% 26,7% 3,70356 0,2953
6epemennoctu, OPBU
Bosesns nipu OepemeH. 6,2% 0 0 0 18,0316 0,0004
uHpeKus
Bosesns nipu OepemeH. 2,5% 3,6% 1,3% 0 11,9635 0,0075
[IOYKH
Bose3ns nipu OepemeH. , 1,2% 0 3,9% 0 15,7753 0,0013
CCC
Bosnesns nipu 6epemeH., Xp. 3,7% 1,8% 1,3% 3,3% 11,0737 0,0113
3a00J1eBaHUSA
Bosesns nipu OepemeH. , 0 0 1,3% 0 17,3094 0,0006
pouue
OcnoxxHeHust OepeMeH., HET 30,3% 7,1% 1,3% 20,0% 45,0687 0,0000
Ocnoxuenus, recros 1-i 42, 7% 59,5% 58,7% 66,7% 13,742 0,0033
MTOJIOBUHEI
OcIioKHEHHUs, TeCTO3 2-i 29,8% 25,0% 29,8% 6,7% 8,79681 0,0321
MTOJIOBUHEI
OcnoxxHeHHs, yrpo3a 45,5% 40,5% 60,0% 16,7% 18,0697 0,0004
BBIKHIBIIIA
OcnoxxHeHus, HepormaTus 6,2% 22,0% 36,0% 10,0% 34,8846 0,0000
OCIIO)KHEHHS, IPOUYHE 1,1% 4,2% 12,0% 0 18,1693 0,0004
Yucino pOJIOB 1,61+0,79 1,49+0,73 1,49+0,6 1,47+0,63 0,3644
Ponopaspernienue, 38,4% 49,0% 23,1% 60,0% 34,1149 0,0005
duznonornyeckoe
Ponopasperienue, 21,7% 28,7% 23,1% 20,0% 3,98286 0,2633
POTrpaMMUPOBAHUE POJIOB
Ponopasperenue, kecapeBo 34,1% 22.3% 50,0% 20,0% 44,7432 0,0001
CEUYEeHHE
Pomopasperiienue, mpoune 5,8% 0 3,8% 0 15,4523 0,0015
mocoous

He Obu10 3a0071€Banuii BO BpeMsi 0EpeMEHHOCTH TOJIBKO y 4,9% matepeii nerei ¢
BIIC, 15,6% — coderanHble Opoku cepaua u mnouek; 33,3% — aHomanuu pa3BUTHUA
MOoYeK, B TO BpeMs Kak B TpyIle cpaBHEHUs He OoseBumnx matepeit Obuio 60,0%

(x°=83,5249; p=0,0000). IIpu mOpOKax CepALAd H30IMPOBAHHBIX M COYCTAHHBIX C
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AaHOMAJIUSIMHM TIOYEK MaTepel, MMEBIIUX 3a00JeBaHUs BO BpeMsi O€pEMEHHOCTH, OBLIO
CYIIECTBEHHO OOJbIlE, YeM MpPU H30JHUPOBAHHBIX MOPOKaX MOYEK (COOTBETCTBEHHO,
v*=37,89; p<0,001 u ¥*=16,66; p<0,001).

OcTpble pecnpaToOpHble BUPYCHbIE MH(PEKIIMH BO BpeMsi OEPEMEHHOCTH MOYTH
OJIMHAKOBO YacCTO OTMEYEHBI BO Bcex rpymnmnax (p=0,2953).

Octpble MH(EKIMOHHBIE 3a00JIEBaHUS 3aPETHUCTPUPOBAHBI TOJIBKO y MaTepen,
pomuBmux aereii ¢ BIIC (x2=18,0316; p=0,0004).

3a0oneBaHusl MOYEBBLACIUTEIBHON CHUCTEMBI BO BpeMs OEpEeMEHHOCTU
PETHCTPUPOBANNCH TONBKO Y JKCHIIMH HCCIEAYEMBIX TPYII ¢ MOPOKAMH, daIrle IpHu
AaHOMAJIMSX PAa3BUTHA IOYEK, B TO BpeMs KaK B KOHTPOJBHOW TpymIe TaKuX
3aboneBaHmMil y skeHIMH He 66110 (}°=11,9635; p=0,0075).

3aboneBaHus  CEPAECYHO-COCYIUCTOM CHUCTEMBI B TNEpPHOJ OEpeMEHHOCTH
oTMeueHbl ToJibko B rpymnmax ¢ BIIC u mopokamu cepjna, acCOIMUPOBAHHBIMU C
aHOMAJIUSIMHM TIOYEK, MPHUYEM IOKa3aTeslb 3a00JIeBa€MOCTH OBLI BBILIE B TPYyIIE C
COUYCTAaHHBIMU TIOPOKAMHU (X2=15,7753; p=0,0013).

O6ocTpeHus MPOYNX XPOHUYECKUX 3a00JI€BaHUI BO BpeMs OCPEMEHHOCTH Yallle
HaOMIOgAINCh y Matepeil aereit ¢ BIIC (x°=11,0737; p=0,0113).

[Ipoune 3abosieBaHMsl BO BpeMsi OEPEMEHHOCTH HAOIOAAIMCh TOJIBKO B TPYIIIE
COYETAHHBIX IOPOKOB Cepua 1 mouek (x°=17,3094; p=0,0006).

bepemennocts 0€3 ocnoxxkHeHud Oblma Todbko y 1,3% wMartepeir aeteit ¢
COUETAaHHBIMU TIOPOKAMHU Cep/lla U mouek, y 7,1% — ¢ aHoManusiMu pa3BUTHSI TIOYEK U
30,3% — ¢ BIIC (3°=45,0687; p=0,0000). HanGoee BBIpaKeH STOT MPH3HAK B IPYIIIE
JIETEH C COYeTaHHBIMHU MOPOKAMH CEep/Iia M MoYeK (pa3HHIlAa ¢ OCTAIBHBIMU TPYIIaMU
p<0,01 — p<0,001).

I'ecto3 1-ii mosoBuHBI OepeMeHHOCTH ToJbKO B Tpymmne ¢ BIIC BcTpeuancs pexe,
4eM B OCTalbHBIX TPYIIAxX IETeH ¢ MOpPOKaMH M B rpymme cpaBHeHus (y°=13,7420;
p=0,0033). I'ecto3 2-ii TOJOBHMHBI OEPEMEHHOCTH BO BCEX HCCIIEIOBAHHBIX TPYIIAX
PEruCTpUpOBAJICS C MPUMEPHO OJMHAKOBOM YAaCTOTOW M 3HAYUTEIBHO 4Halle, YeM B
KOHTPONIBbHOH rpymme (x°=8,7968; p=0,0321). T'ecto3 2-if MOIOBUHEI GEPEMEHHOCTH

qanie ormevaercst y marepeit, poauiiux aereit ¢ BIIC u couerannsimu BIIP cepaua u
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MOYEK, YeM B TPYIIE CPaBHCHHUS (CBS3b OTHOCUTENBHO CHIIbHAS, KOd(PuimeHt
[Tupcona (C') = 0,402); Jaie, yem y AeTell ¢ aHOMaJIUSAMU [TOYEK U B TPYIIE CPABHEHUS
(cuna cBs3u cpenssist; kodpduuuent [Mupcona (C') = 0,337). Takum oOpa3om, CBS3b
¢dakTopa recto3a 2-ii MOJOBUHBI U HaJMYME IMOPOKa CEpAlla H30JUPOBAHHOTO WU
COUETaHHOTO OoJiee BhIpaXKeHa, 4eM ¢ POPMUPOBAHMEM aHOMAIIUNA Pa3BUTHSI MOYEK.

VYrpo3a npepbiBaHus OEpEMEHHOCTH Yallle PErucTpUpOBaach BO BCEX IpyIax
meTeil ¢ MOPOKAMHM, HEXENM B TPYINIC CPAaBHEHWsS 3IO0pOBBIX gereil (y°=18,0697;
p=0,0004). MakcumaibHO BBIpaKE€H 3TOT (AKTOpP B TPYIIIE COUYETAHHBIX MOPOKOB
cepaua u moduex — 60%, pexe B rpymme BIIC — 455% (x*=4,22; p<0,05) u B rpymme
nerel ¢ anoManuamu rnouek — 40,5% (X2=7,61; p<0,010).

Hedponatuss Bo BpeMss OepeMEHHOCTH MaTepu dHalle BBISBISIIACH IpU cOope
aHaMHe3a y JIeTe ¢ coYeTaHHBIMU MOpokaMu cepiana u nouek (36,0%) u aHomanusiMu
nouek (22,0%), 4eM B ocTanbHbIX rpymmax (x°=34,8846; p=0,0000).

[Ipouure ocnokHEHUsI BO BpeMsi OEpEMEHHOCTH TaKXe Yallle perucTpUpPOBAIUCH B
rpyIIe AeTeil ¢ COYeTaHHBIMY OPOKAMH cep/ia i modek (y°=18,1693; p=0,0004).

Teuenne OEpEeMEHHOCTH OCIOXKHSJIOCH CIEAYIOMMMHE (aKTOpamMHu, KOTOPHIC
MOTJIM BHECTH BKJIaJ B (peTaNTBHOE MPOTPaMMHPOBAHNE TTOPOKOB (B MOPSIIKE YOBIBAHUS
3HAUMMOCTH mpu3Haka). OIleHuBajCcs TMpU3HAK [ — YacToTa aHAIU3UPYEMOTO
nokazarens B rpynmax (0< r <1,0). 3naunmocTsb npusHakoB — p<0,01 — p<0,001.

I'pynna 1 — BpooicOennvle nopoku cepoya: yrposa npepbiBaHUs 0EpEMEHHOCTH
(0,455), recto3 1-it nonoBunsl 6epemennoctH (0,427), OPBU Bo Bpemsi OepeMeHHOCTH
(0,352), recto3 2-i1 nosoBuHbl 6epeMennoctu (0,298).

I'pynna 2 — Bpoowcoennvle nopoku nouex. recto3 1-ii mosoBuHbI OEpEMEHHOCTH
(0,595), yrpoza mpepsiBanus OepemenHoctu (0,405), rTecto3 2-i1  MOJIOBUHBI
oepemennoctu (0,25), nedpomnarus (0,22).

I'pynna 3 — Bpoowoennvie nopoku cepoya u nouyek: Yrpo3a TNpepbIBaHUS
oepemennoctu (0,6), recto3 1-it monoBuHBI 6epemennocTH (0,587), nedponatus (0,36),

recTo3 2-i mosioBuHbl 6epeMerHoctH (0,298).
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He3aBucuMo oOT xapakTepa TOpoKa BO BCEX TpyIIax B 4YHCIEe Hambojee
BCTPEYACMBIX OCJIOKHEHH OEpeMEHHOCTH OBLIM Yrpo3a MpephiBaHUS OepEeMEHHOCTH,
recto3 1-i u 2-ii MoJ0BUHBI OEPEMEHHOCTH.

Ywuciio poioB BO BCEX MCCICAYEMBIX TPYIIAX U KOHTPOIBHOW TPYIIIBI 3T0POBBIX
nerer He uMmenu paznuanii (p=0,3644).

Cpox pogopaspenieHus: pacrpeaessuics 0T HOPMAJIbHOTO B KOHTPOJIBHOM rpyIiie
C MOCJIEAYIONNM YMEHBIIICHHEM CpPOKa: aHOMalnu cepana u mouek, BIIC, couerannbie
nopoku cepana u nouek (p=0,0001).

®du3nosoruuecKoe pojopaspenieHue 0buio ToJibko y 23,1% matepeit nereit ¢
COYETaHHBIMU MMOpOKaMu cepaua u mouek; 38,4% — BIIC; 49,0% — anomanuii pa3BuTus
mouek u 60,0% — rpymmsl cpaBHeHms (x°=34,1149; p=0,0001). pymma nereii c
COUYCTAaHHBIMU TTOPOKAMH CEPIla U TOYCK, POKICHHBIX (U3HOJOTHICCKHU, CYIIECTBEHHO
OTIIMYAJIach MO ATOMY IOKAa3aTeI0 OT OCTaJbHBIX HccienoBaHHbIX Tpynn — ¢ BIIC
(*=5,56; p<0,05) 1 aHOMaNHsIME pa3BUTHs mOUeK (x°=25,26; p<0,001).

[IporpaMmmupoBaHHBIE POABI MPOU3BOAWINCEH C IPUMEPHO OJMHAKOBOW YaCTOTOU
BO BCEX MCCIICIOBAHHBIX TPYIIax u rpymre cpaBHeHus (p=0,2633).

KecapeBo cedenne 3HaUNTEIBHO Yallle MPOBOAMIOCH MAaTEPSIM, POIUBIIUM JICTCH
c coderaHHbIMU mopokamu cepana u nodexk u BIIC (50,0%), yem B rpynmax nerei ¢
aHOMamMAMH modek (22,3%) u 3mopoBeix mereit (20,0%) (x°=44,7432; p=0,0000).
[Ipyyem dwacToTa KecapeBa CEYCHHs CYIIECTBEHHO BBINIE, YeM B TPYIIAax JETEH C
aHoManmsimMu  mouek  (°=33,34; p<0,001) u BIIC (¥*=5,19; p<0,05). IIpoume
pojopaspeliarne  Mocoous MPOBOAWIMCH TOJBKO B TpyHIax, HMEIONUX

m3onupoBanHbie BIIC wnm codeTaHHble MNOPOKM ceplla M IOYEK (x2=15,4523;

p=0,0015).
4.2.3. ®axkrTopsl (peTaaIbLHOr0 NPOrPaMMHUPOBAHNS
C yuyeTom TOro, YTO 3aJIep>KKa BHYTPUYTPOOHOTO pa3BUTHs (POXKACHUE C MaccOu

tena meHee 2500 1) accoruupoBaHa ¢ HapylieHneM HedporeHesa, Ob1a chopMUpOBaHa

rpynma u3 62 gereil ¢ 3aaep:kkoi BHyTpuyTpoOHOro passutus (3BYP), y xoTopsix
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olieHeHbl (akTopbl (eranbHOro mnporpammupoBanus. Bcero B rpymme 1 3BVYP

HaOmonanace y 11,2% nereit, B rpymme 2 — y 8,4% manuentoB u B rpymme 3 —y 20%
(Tabmnuia 36).

Tabnuua 36 — XapakTepucTuKa JeTel ¢ 3aJepKKOi BHYTPHUYTPOOHOTO pa3BUTHUS

(n=62)

I rpynna 2 rpynna 3 rpynna
[Toka3zarenn BIIC BIIP nmouex CoueraHHble p
n=28 n=16 BIIP cepaua u
noyek (n=18)
Ieteii ¢ 3BYP, Bcero 11,2 % 8,4% 20% p>0,05
(28 u3 250) (16 u3 190) (18 u3 89)
Mansuuku 15 7 10 p>0,05
JleBouku 13 9 8 p>0,05
Bo3spact matepu 28,51+4,02 31,21+£3,92 30,28+5,81 p>0,05
Bo3spacr otia 32,18+4,46 33,67+5,05 30,82+5,81 p>0,05
Macca npu poxaenun, r | 2081,1+437,8 | 2246,9+254,3 | 2325,56+172,6 | p>0,05
JlnmvHa ripu poxIeHuH, 41,68+3,27 43,93+2,95 45,06+2,42 p>0,05
cM

N3 mHOXecTBa (hakTOpPOB BIMSIHUS Ha (PeTaibHOE MPOrpaMMHUpPOBaHUE y ACTEH ¢
3BYP oueHuBanu COCTOSHHME 3J0pPOBbS POIAUTENICH JO POXKICHHUS, TECUCHUE
OEpEeMEHHOCTH M MepeHeCceHHbIE 3a00IeBaHUs BO BpeMsi OEPEMEHHOCTH, ITTUTEIHHOCTh
IPYJIHOTO BCKApMJIMBAHMUSL.

He oTrMeueHo reHaepHbIX pa3auduil B ucciaeayemseix rpymnmax (p>0,05). Bo3pact
ponuteneit nereit ¢ 3BYP Obul HECKONBKO cTapiie, YeM POAMTENEH, JETH KOTOPBIX
pOAWINCH JIOHOIIEHHBIMH, BO BCE€X HCCIeNoBaHHBIX Tpynmax (p>0,05). Taxxe
HEJIOCTOBEPHBI PA3JIMUMS MEXKIAY MCCIECIOBAHHBIMU TPYIIAMU IO MAacCe€ U JUIMHE Teja
npu poxkaerun (p>0,05).

Yucno marepei, poauBiunx aerei ¢ 3BYP u nMeBIIMX pa3inyHble XPOHUYECKUE
3a00JIeBaHus, HE PA3IMYAETCs MEXKIYy HcclieqoBaHHbIMU Tpynmnamu (p>0,05). B to xe
BpeMsi, BO BCEX Irpymmax ¢ nopokamu marepu jereit ¢ 3BYP umenu 3nauntensHo Oosiee
BBICOKHMU YPOBEHBb 3a00JICBAEMOCTH, YeM MaTepH, POAMBIIHE JETEH C HOPMAJIBLHON

maccoi Tena: BIIC (coorBerctBenno, 79,2% u 37,0%; x2=36,58; p<0,001), BIIP mouek
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(cootBercTBeHHO, 80,0% 1 44,2%); X2=27,23; p<0,001), coueranusie BIIP cepama u
1o4YeK (COOTBETCTBEHHO, 68,8% 1 35,2%); x2=22,62; p<0,001).

Bpoxnennslii mopok cepama umena Toiibko 1 wmath pebenka ¢ 3BYP ¢
coueranubiMu BIIP cepana u mouexk.

Marepu aereii ¢ 3BYP u nopokoMm cepjiia u couetanubiM BIIP cepana u nouek
3HAUUTENBHO 4aile uMmenn nartosioruto CCC, yeM Marepu JeTeld ¢ aHOMAIUSIMU TTOYEK
(cootBeTcTBeHHO, 41,7% 1 31,3%; 10%; x2=26,21; p<0,001 u x2=13,84; p<0,001). [Tpu
conoctaBiaeHuu rpynm aereil ¢ 3BYP u gereit, poxkAeHHBIX C HOPMaJbHOW Maccou
TeJa, TOJBKO Matepu Aeter ¢ couetanHbiMU BIIP cepana mn nmoyek ¢ Majioi maccou tenna
uMeNu OoJIbINKM ypoBeHb mNopaxkeHHOCTH Oome3HsiMu CCC, HeXenu pOIUBIIMECS C
HOPMAaIbHOM Maccoii Tera (cooTBeTcTBeHHO, 31,3% 1 16,9%; %°=5,67; p<0,05).

bosne3nu npIxaTenbHOM CUCTEMBI Yy Martepeu, poauBmux aetedl ¢ 3BYP, game
ormeuanuck B rpynme ¢ BIIC (50%), Hexxenu B Apyrux rpymnmnax: aHOMaJIUWd Pa3BUTHS
mogek (20%; %°=19,78; p<0,001) u coueranubie BIIP cepama u mouek (18,8%;
v*=21,57; p<0,001).

3a0oeBaHus MUIEBAPUTETHHOM, IHIOKPUHHON CHUCTEM UMEIH HEe3HAUYUTEIbHYIO
pacpoCTPAaHEHHOCTh BO Bcex rpynnax Aeter ¢ 3BYP U poXIeHHBIX ¢ HOpMaJbHOU
Maccoi Teja U He OTJIMYAINCh OT KOHTPOJIBHOM Ipymibl 310poBbIx aeteit (p>0,05).

OueHKy BIMSHUS 310POBbSI OTILIA HA PAa3BUTHE MOPOKOB Pa3BUTHUSA MPOBECTU HE
YAAJ0Ch B CBSA3M C MAJIOYUCIEHHOCTBIO TPYIMN, KAK U B OCHOBHBIX T'PYIIaX, TaK Kak
yacTo mpu ompoce Mareped rpynn aeteii ¢ 3BYP oHM He Biagenu HyKHOU
uH(popMmaruei o 310pOBbE OTIIOB UX JICTEH.

N3yuensl TeueHue 6epeMeHHOCTH Y MaTepeit neteit ¢ 3BYP ¢ uzonupoBaHHbIMU
MOpPOKaMU cepJilla U MOYEK M COUYETAHHBIMU UX MOPOKAMHU U TMOJIYYEHHbIC JTaHHbIC
COIIOCTABJIEHBI C TPYMIION AETEN, POKIACHHBIX C TEMHU K€ MOPOKAMHU, HO C HOPMAJIbHOU
MaccoOM Tea.

Yucno OepemenHoctedt y Marepeil aereid ¢ 3BYP B uccienyembix rpymmax
cylecTBeHHO He oTiuuaercs (P>0,05). Beero mumb y 4,3% matepeit nereii ¢ BIIC u

8,3% martepeit nereii ¢ BIIP cepama u moyek 6epeMeHHOCTH mporuia 6e3 3a00IeBaHmi,
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B TO BpeMsI KaK B IPyNIe ¢ aHOMAJTUSMU Pa3BUTUS MOYEK TaKUX MaTepen Ob110 26,7%

(x*=11,73; p<0,001) (tabuua 37).

Tabnuna 37 — TeueHue OEpEMEHHOCTH Y MaTepel, pOJAUBIINX JIETEH C 3a1epKKOM

BHYTPUYTPOOHOTO Pa3BUTHUS

1 rpynna 2 rpynna 3 rpynna
BIIC BIIP nouek COYCTAHHBIC
[Tokazarens (n=250) (n=190) BIIP cepama p
U [OYEK
(n=89)
Cpoxk poaopa3penieHus 34,28+2,63 35,31+1,94 36,31+1,51 p>0,05
Yuciio 6epeMeHHOCTEH 2,45+1,52 2,56+2,06 2,79+1,86 p>0,05
Bosie3ns nmpu 6epeMeHHOCTH, HET 4,3% 26,7% 8,3% p<0,001
bonesnp npu 6epemennoctu, OPBU, 60,9% 33,3% 66,7% p<0,001
TPHIIIT
3abosieBaHUsT HOCOTJIOTKH M BEPXHHUX 43,5% 13,3% 8,3% p<0,001
JIbIXaT. MyTeH, JIeUeHHbIE AHTUOMOTUKAMU
Bose3ns npu 6epemMeH., TOYKU U MOYEBOM 30,4% 33,3% 58,3% p<0,001
CHCTEMBI
bosesns npu 6epemen., CCC 8,7% 0 16,7% p<0,001
bonesns npu 6epemen., obocTpeHue 13,0% 6,7% 25% p<0,001
XPOH. 3a00JIeBaHUI
bonesns npu 6epemeH., mpoune 13,0% 6,7% 8,3% p>0,05
Uwucno 3aboneB. Ha 1-it 6epemen. (cpesH.) 1,74 0,93 1,83 p>0,05
OcnoxxHeHus 6epeMeHHOCTH, HET 9,5% 0 0
OcnoxHeHus1, recto3 1-ii MoJIOBUHEI 52.,4% 60% 56,3% p>0,05
OCNOXHEHHUS, TECTO3 2-M TOTOBUHBI 30,4% 33,3% 50% p>0,05
OCJIO)KHEHHUS, yTPO3a BEIKHIBIINIA 81% 26,7% 50% p<0,001
OcnoxxHeHnus, HedpornaTus 9,5% 40% 50% p<0,001
Yucno ocnoxHeH. Ha 1-if 6epeMeH. 1,86 1,73 2,13 p>0,05
(cpenH.)
HpI/I COIIOCTABJICHUM XapaKTEpa TCUCHUIA 6ep€MeHHOCTI/I MaTepeﬁ ,Z[CTGﬁ C

pa3HBIMM BapUaHTaMH IMOPOKOB, POkJIeHHbIX ¢ 3BYP u HopmanbHON Maccoll Tena,

TOJIBKO B TPYINIE C aHOMAJIUSMU PA3BUTHA IMOYEK MATEPHU AETEM, POKICHHBIX C MaJOU

. 2 .
Maccoi Teja, MEePCHOCHIM B TeueHHue OepeMeHHOCTH 3a0ojeBanus dvame (y=5,0;

p<0,05).

Marepu nereit ¢ couerannbiMu BIIP cepana u nmoyek u BIIC 3HauntensHO yaiie

nepeHocuwsii Bo Bpems OepemenHoctn OPBU u rpunm (cootBerctBeHHo, 66,7% u

60,9%), deM MaTepu jeTeil ¢ anoMamsimu modek (33,3%) (x°=18,26; p<0,001).
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OcTpble pecrupaTOpHO-BUPYCHBIE WH(DEKIIMU W TPUIIT BO BpeMsi OEPEMEHHOCTH
marepu aeteil ¢ 3BYP u couerannsiMu BIIP cepnua um mouek u BIIC nmepenocunu
3HAUMTEIBHO Yallle, YeM Npu OEpEeMEHHOCTH, 3aBEPIIMBIICHCS pOXKIeHUEM peOeHKa C
HOpPMAJIBHON Maccoil Tema (3 TpyIIa, COOTBETCTBEHHO, 66,7% u 24,7%; y°=35,54;
p<0,001; 1 rpymma, coorBercTBeHHO, 60,9% u 35,2%; y°=13,23; p<0,001). Ilpu
MPOBEpPKE THUIIOTE3bl O BIUSHUU TIepeHeceHHO Bo Bpemsi O6epemenHocty OPBU na
dbopmupoBaHre TOPOKOB cepiamna mpu Hanuunmu 3BYP ycraHoBieHa OTHOCHTENHHO
cwiIbHas cBsi3b s codetanHoro BIIP cepana u nmovek (koaddunuent [upcona (C') =
0,452) u cpennsis cua cBs3u st BIIC (koaddunment [Mupcona (C') = 0,221). Takum
o0pa3oM, MOJTBEPKAACTCS TUIIOTE3d, YTO MEPEHECEHHOE BO BpeMs OepeMEHHOCTH
OPBU wu poxnenue pedbenka ¢ 3BYP 3HauutTensHo moBelmaer y Hero puck BIIC,
COYETAHHOTO WJIN U30JIMPOBAHHOTO.

[lepenecennbie BO BpeMsi O€peMEHHOCTH 3a00JIeBaHMSI HOCOTJIOTKH M BEPXHHX
JbIXaTeIbHBIX MyTEH, JIEYCHHbIE AHTUOMOTHKAMHU, OTMe4YeHbl y 43,5% wmatepei,
pomuBmux Aeted ¢ BIIC, 4To cymecTBEHHO BBILIE, YEM B OCTAJIBHBIX I'PYIIIAX IIOPOKOB
(anomanuu mouex — 13,3% u BIIP cepaua u mouex — 8,3%) (x°=32,28; p<0,001). Dtu
3a00JIeBaHUsl 3HAYUTEILHO 4Yallle OTMEUalOTCsl MpU OEPEeMEHHOCTSX, 3aBEPIIMBIINUXCS
poxxnenueM nereii ¢ 3BYP Bo Bcex 3-x rpynmax B CONMOCTaBIEHUU ¢ OEPEMEHHOCTSMH,
3aBEPIIUBIINUXCS POXKIACHUEM peOeHKa ¢ HOPMaJIbHOW MAacCoil Tella a aHaJOTHYHBIX
IpyIIax UCCIeA0BaHUS (X2=75,61; p<0,0001).

ITpu 3BVYP BeIsiIcHEHO, 4TO MaTepu nereit ¢ couetanHbiMu BIIP cepaua n mouek
BO BpeMsi OEpeMEHHOCTH 3HAYUTEILHO 4Yalle uMelu 3a0oJieBaHUs TMOYEK W
MOYEBBIBOJIALIEH cucTeMbl (58,3%), uem matepu nereit ¢ anomanusamu noyek (33,3%) u
BIIC (30,4%) (coorBerctBenHo, x°=12,59; p<0,001 u y°=15,77; p<0,001).
Bcerpeuaemocts aToro dakropa npu 3BYP Bo Bcex rpyrimax 3Ha4YUTEIbLHO BBIIIE, YEM
pu OEPEMEHHOCTH, 3aBEPIUBIIEHCS POXKICHUEM peOeHKa ¢ HOPMAIbHOW MacCoy Tena:
couetanHble BIIP cepama m modyek — cootrBercTBeHHO, 58,3% u 1,3%; x2=77,65;
p<0,0001; BIIP nmouek — coorBeTcTBeHHO, 33,3% 1 3,6%:; X2=29,31; p<0,001; BIIC —
cooTBeTcTBeHHO, 30.4% u 2,5%; x2=28,32; p<0,001. TIlpu omeHKE BIUSHUS

NEPEHOCUMBIX BO BpeMsi O€peMEHHOCTH 3a00Je€BaHUN MM OOOCTPEHUN XPOHUYECKUX



126

3a00JIeBaHUN MOYENOJIOBOM CHCTEMbI MaTepel JeTed, PONMBIIUXCS C COYETAHHBIMHU
nopokaMu cepana u nouek ¢ 3BYP u HOpManbHOW Maccoil Tena, OTMEUYE€Ha OYEHb
CWIbHas CBs3b aHanmusupyemoro (daxropa (korddumment I[lupcona (C), uyTo
MOJITBEPKIAET TUTIOTE3Y O CBSI3U (POPMUPOBAHHUS COUETAaHHBIX MOPOKOB U 3BYP.

bonesnu CCC Bo BpeMsi OEpeMEHHOCTH, 3aKOHUYUBILEHCS POXKICHUEM peOeHKa ¢
3BVYP, vame perucrpupoBaivuch B rpymmne ¢ codetaHHbiMu BIIP cepama u mouek,
HEXEMH B TPYIC C aHOMAIUSIMH Pa3BUTHS TIOYEK (x2:10,22; p<0,001). Ilpu BIIC
yacTtoTa 3TOro npusHaka B rpynne ¢ BIIC Heckonbko Bbille, yeM B rpymme ¢ BIIP
nmoyek, HO pasHumna He jgoctoBepHa (p>0,05). B To ke BpeMs 3HAYMMOCTH 3TOTO
npu3Haka y ngereid ¢ 3BYP cymecTBeHHO BbIIIE, 4eM B IPYIIIE AETEU, POKIACHHBIX C
HOpMaiIbHOM Maccoii Tera (x°=15,94; p<0,001).

IIpu 3BYP o0ocTpeHuss XpOHHMYECKUX 3a00J€BaHUU BO BpeMsi OEpPEMEHHOCTU
3HAUUTEIBHO Yallle OTMEYAIIMCh B Tpymie ¢ couetanHbiMu BIIP cepama u nouek (25%),
Hexemu B rpymmax ¢ BIIP mouek u BIIC (cootBercTBenHO, 13% 1 6,7%; %°=4,68;
p<0,05 u ¥*=12,55; p<0,001). Yactora 0GOCTPEHHII XPOHHUYECKUX 3a00ICBaHUH BO
BpeMsi OEpEMEHHOCTH Y JKEHIIMH, 3aBEPIIMBIINX OEPEMEHHOCTh POXKJICHHEM peOeHKa C
3BYP, 3HauuTENBHO BBINIE, YE€M Yy JKEHIIMH IIPU HOPMAJbHO 3aKOHUYMBIIEHCA
6epemennoct (x°=37,56; p<0,0001).

[Ipoune 3abosneBaHuss BO BpeMsi OEpEMEHHOCTH, 3aBEPIIMBILEHCS POXKACHUEM
pedbenka ¢ 3BYP, orMeueHbl BO Bcex Ipynmnax ¢ HNPUMEPHO OJMHAKOBOW YacTOTOMN
(p>0,05). Ho mpu omenke storo mpusHaka y nereit ¢ 3BYP u nmereit ¢ HOpmanbHOMN
Maccoi Tejia mpoure 3a00JieBaHUsI BO BpeMsi OEpEMEHHOCTH 3HAYMMO OBLJIN BBISBJICHBI
B rpymmax gereii ¢ 3BYP (x?=28,51; p<0,001).

Yucno 3aboneBaHuii 3a mepuoj]; OepeMeHHOCTH pocturaeT 1,83 ciywas mnpu
couetanHbix BIIP cepana u nouek, 1,74 cnydas — npu BIIC u 0,93 — npu BIIP nouek
Ha | GepeMeHHOCTh, 3aBEPIIMBIIYIOCS poxaeHHEM pedernka ¢ 3BYP.

OcnoxHeHHOEe TeueHHe OEpeMEHHOCTH Yallleé BCTPEYaioch y MaTepei, KOTOphIe
ponunu aerei ¢ 3BYP, Hexenu y mMarepei, poauMBIINX JIETEl ¢ HOPMAIBHON Maccou

TCIAa.
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Tonbko B rpynmne ¢ BIIC 9,5% nereii ¢ 3BYP poaunuck ot matepeid, y KOTOpPBIX
HE OBUIO OCJIOXHEHUW OEpeMEHHOCTH, B OCTAJIBHBIX TpyHmax Bce OEepeMEHHOCTH
OpoTeKaIM € OCHOXKHEHUsIMU. OCJIOKHEHHOE TeYeHHe OEepEeMEHHOCTH SIBJISETCS
3HAYMMBIM ITPU3HAKOM, KOTOPBIA HaOmMogaeTcs B rpynmnax aereit ¢ 3BYP u nopokamu B
CPaBHEHHMH C TPYIIIAMH JeTeil, POXICHHBIX ¢ HOpMAaIbHBIM BecoM (3°=23,56; p<0,001).

I'ecto3 1-ii monOBUHBI OEPEMEHHOCTH BCTpEUANICS Yy MaTeped, pOAUBIIMX JIETEH ¢
3BYP, ¢ oguHakoBoi 9actoToi Bo Bcex rpymmax (p>0,05). [Ipuuem gacToTa TaHHOTO
MpU3HaKa HE MMeNa CYIIECTBEHHBIX pa3IMyuil BO BCEX aHAIM3UPYEMBIX TpymHax Kak
poxaeHHBIX ¢ 3BYP, Tak v poXKACHHBIX ¢ HOpMabHOH Maccol Tena (p>0,05).

['ecto3 2-ii MONIOBMHBI OEPEMEHHOCTH 3HAYMMO dYale HaOJIrofalcs y marepei,
poauBlux Aeted, kak ¢ 3BYP B rpynne aereit ¢ couetanubiMu BIIP cepnua u mouek
(50%) B comoctaBnenun ¢ BIIC u anomanusmu mouek (cooTBercTBeHHO, 30,4% 1
33,3%: x2:7,99; p<0,01 wu x2:5,74; p<0,05), Tak W B CpaBHEHUU CO BCEMU
FICCIIEIyeMBIMU TPYIIAME JCTeil, POAMBIINXCS C HOPMAIBHOM Maccoil Tena (x°=8,51;
p<0,01 — X2=13,33; p<0,001). ITpu 3BYP cBs3b (akTopa prucka recro3a 2-i MoJOBUHBI
o6epemennoctu u couerannoro BIIP cepama u mouek y geteit Oosiee 3HaYMMa, 4eM Ipu
nzonupoBanHblx BIIC w aHomanuii mouek (cuiia CBS3UM CpeaHsis; Kod(DPUIMEHT
[Tupcona (C') = 0,283).

[Ipu comocrtaBiaeHuu (akTopa yrpo3bl BBIKUIBIINIA Y OEPEMEHHBIX, POIUBIIUX
nereid ¢ 3BYP, u poxnenus pedbenka ¢ BIIC u rpynmnbl cpaBHEHHS yCTaHOBJICHA
OTHOCUTEJILHO CHWJIbHAs CBsI3b MEXIy (akTopoM pucka u ucxonoM (KodhduimeHT
[Tupcona (C') = 0,421). OcnoxHEeHHOE TeYeHUEe OEpPEeMEHHOCTH B BHUJAE YIPO3bl
BBIKHJIBIIIA UMEJI0 MaKCHMAJIbHYIO PaclpOCTPAaHCHHOCTh CPEIU MaTepei, pOJIMBIIHX
nereid ¢ 3BYP B rpynmnie ¢ BIIC (81%) B cpaBHenun c¢ rpynnamu ¢ BIIP mouek u
couetanHbiMu BIIP cepama u moyek (cooTBeTcTBeHHO, 26,7% u 50%; x2=59,32;
p<0,0001 u y*=21,26; p<0,001). Yrposa BbIKHAblIa B Tpymme xereii ¢ 3BVYP ¢
couetanubiMu BIIP cepama u 1modek MNpEeBOCXOMHWT IO PACHPOCTPAHEHHOCTH BCE
HCCIIeLyeMble TPYIIIBI AeTeH, POKICHHBIX ¢ HOPMAJIBHOI Maccoii Tera (°=10,6; p<0,01
— ¥°=34,39; p<0,001). 3a HCKIIOYeHHEM IPYIIIBI AeTeil ¢ coderannsiMu BIIP cepaua u

noyek, poxiaeHHelx ¢ 3BYP, Bo Bcex ocrtanpHbix rpymnmax aered ¢ 3BYP u Bcex
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rpynnax JeTed, poKACHHBIX ¢ HOPMAJIBHOW MAacCOU Tena, aHAIM3UPYEMBIN NPU3HAK HE
uMeeT cymecTBeHHbIX paziamuuid  (p>0,05). VYrposa BeIKupIIa y OepeMEHHBIX,
poauBmux naereit ¢ 3BYP, aBnsgercs 3nHauuMbiM (akTopoM pucka ¢ ucxojgom B BIIC
(cribHast cBs3b; kKodhdumuent Ilupcona (C') = 0,674), MEHBIIMM — C HCXOIOM B
couerannblii BIIP cepnua u nodek (cpemusisi cBs3b; kodpdunuent Ilupcona (C') =
0,325); muauManbHbIM — ¢ ucxoaoM B BIIP mouek (cpennsisi cBsizb;, KO3GhUITUEHT
[Tupcona (C') = 0,228).

I'pynner peteit ¢ 3BYP u couerannbiMu BIIP cepaiia ¥ noyek u aHOMaIMSIMU
pa3zBuTus nouek 3BYP, poxaeHHble OT MaTepeil ¢ OEpeMEHHOCTBHIO, OCJIOKHEHHOMN
HepomnaTtuet, UMeNIu pacrnpoCTPAHEHHOCTh ATOr0 MPU3HAKA BBIINIE, YEM B TPYIIE
nereit ¢ BIIC (cootBerctBeHHO, 50% u 40%, 9,5%:; X2:39,24; p<0,001 wu X2:24,97;
p<0,001). PactipoctpaneHHOCTh HedponaTuu OepeMeHHBIX B rpytiie aeteil ¢ 3BYP u
BIIP nouek Belllie, 4eM B PYIIE JETE C aHOMAIUSIMU PAa3BUTHSI TTOYEK, POKIECHHBIX C
HOPMaIbHOM Maccoii Tera (coorBeTcTBerHO, 40% 1 22%; x*=7,57; p<0,01).

Yucno ocnoxxkHeHnit Ha 1 0epeMEeHHOCTh, 3aBEPLIMBIIYIOCS POXKIECHUEM peOeHKa
c 3BVYP, cocraBnsier 2,13 cnyudas npu coueranusix BIIP cepnua u nouek, 1,86 ciyyas —
npu BIIC u 1,73 — npu BIIP nouek Ha 1 6epeMEeHHOCTb.

OnureHernyeckue Moaudukanuu npu (perarsbHOM MPOTPAMMHUPOBAHUU MOTYT
COXPaHSTHCS MPH PSJIE YCIOBUI, B TOM YHCIIC U HAPYIICHUSIX B TUTAHUU B OJMKaNIIINE
MeCSIbl  Tociie poxiaeHusa. [loaToMy TMpeacTaBWiio HHTEPEC MNPOAHAIU3UPOBATH
napaMeTpbl TPYAHOTO BCKapMJIMBaHUS Yy JeTeil wuccienyemblx rpynn ¢ 3BYP —
pacnpoCTPaHEHHOCTh U MPOJAOJKUTEIBHOCTD.

Kak BugHO u3 Tabnuiel 38, HauOoJbIIee KOJUYECTBO JETEH, HE MOTyYaBIINX
TPyAHOE BCKapMJIMBaHHWE, OBIJIO B TPYIIE JETEH C COYCTAHHBIMU BPOXKIECHHBIMHU
nopokaMu cepana u mnoyek (83,3%), HeckoabKo OoJble ObLIO AeTeH, HaXOAUBIIUXCS
Ha rpyJHOM BckapmiimBaHuu B rpynnax ¢ BIIC u anoManusmu nodex (COOTBETCTBEHHO,
v*=16,41; p<0,001 u %°=5,77; p<0,05). IIpi HpOBEpKE THIOTE3bI O BIMSHHU XapakTepa
nmopoka cep/ia (M30JMPOBAHHBIA UM COUETAHHBIN) y neTel, poauBiuxcs ¢ 3BYP, na
IPYJHOE BCKapMJIMBAaHUE yCTAHOBJICHA OTHOCHTEILHO CHJIbHAS CBsI3b (Kod(dduimeHT

[Mupcona (C') = 0,527). Takum o00pa3oM, MOATBEPIKIACTCS THMIIOTE3a, YTO IMPH
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couetanurix BIIP MO4YEK

cepama © BCPOATHOCTb  JJIUTCIBHOTO

IPYAHOIO
BCKapMJIMBaHUsl CYLIECTBEHHO MeHbIlue, 4yeMm mpu BIIP wu3onupoBannbix. Camas
KOPOTKasl MPOJIOJDKUTENILHOCTh TPYIHOTO BCKapMiIMBaHUs Obula B rpymnie aeteit ¢ BIIP
Cep/illa M TMOYeK, OoJiee IIIUTENbHBIM ObUIO TpymHOe BcKkapmimBanue nereid ¢ BIIC u
HauOosee JUIMTEIbHBIM — IPHU AHOMAIMAX pPa3BUTHSA ToyeK. [lomHoueHHbIN aHamu3

MIIATCIIBHOCTH I'PYOAHOTI'O BCKAPMIIMBAHHUA Tpe6yeT 3HAYMTEIIFHO OOJIBIIIEro KOJIMYCCTBA

HAOJIFOICHUIA.

Tabnuna 38 — ['pyaHOE BCKkapMIIMBaHUE Y ACTEH ¢ 3aJIepKKOU BHYTPUYTPOOHOTO

pa3BUTUSA
Bcero I'pynHoe BCckapMilMBaHue
Tun nmopoka JeTen He nonywanu rpyanoe Cpenuss
BCKapMJINBaHUE JUIUTEIIbHOCTD

BCKapMJIMBAHHUS, MEC.
BIIC 28 16 (57,1%) 3,0+£2,79
BIIP nouek 16 11 (68,8%) 4,04+3,65
BIIP cepana u mouex 18 15 (83,3%) 1,54+1,48

Jletn BCeX MCCIEIOBAHHBIX TPYII MPU POKIACHUM MUMEIU MACCy TEJIa MEHBIIIE,
YyeM JETH KOHTPOJBHOM TpyNIIbl, NPUYEM CaMYK HHU3KYIHO) MacCcy HMMEIHU JETH C
couetanHbiMu BIIP cepaua m mouek. 3BYP xapakrepHa 1jsi BCEX HCCIEIOBAHHBIX
Ipymn ¢ HauOOJbIIEH BBIPAXKEHHOCTBIO OSTOr0 TNPU3HAKA B TpyIne JAeTed ¢
couetanHbiMu BIIP cepaua u nouek. [IuATENbHOCTH TPyAHOIO BCKapMIIMBAHUS
ONpeAeisaiach XapakTepoOM IMOpOKa — HaUMEHbIIAd JJIMTEIBHOCTh y JETEeH C
coueranubiMu BIIP cepana u mouek. Jletw ¢ M30IMpPOBAaHHBIMA M COYETAHHBIMU
MOPOKAMH CEp/IIia Jalle UMeu AePUIUT MacChl Tea.

[IpoBenaeHa oneHka MPU3HAKOB, KOTOPHIE MOTJIM MUMETh CBSA3b C COUYETAaHHBIMU
4acToTa

IIOPOKaMHU pa3BUTHUA CcCCpAla MW II0YCK. OHGHHB&J’ICH Opu3HaK [ —

aHanmu3upyemoro mnokazarenss B rpynmax  (0<r<1,0). BeigeneHsl TpHU3HAKH C
3HaunMOCThI0 p<0,0001 — p<0,035. Ilpu MHOTrO(HaKTOPHOM IUCTIEPCHOHHOM aHAJIM3e
12 npu3HAKOB UMENH TOCTOBEPHYIO CBA3b C COUETAHHBIMU ITOPOKAMH Pa3BUTHS cepaLa

u novek. M3 Hux 4 pakTopa OTHOCATCS K HACIEACTBEHHON 00YCIOBICHHOCTH (00JIe3HU
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MOUYEIOJIOBOM CHUCTEMBI MaTepu, OOJIE3HH CepAEUYHO-COCYTUCTON CHCTEMbI OTIIa,
00JIe3HN CeplIeYHO-COCYANCTON CHUCTEMBI MaTepu, OOJE3HW MOYENOJOBON CHUCTEMBI
otna); 4 gakTopa — K aHTEHaTATbHOMY Mepuoay (yrpo3a mpepbiBaHUsS OSpPEeMEHHOCTH,
recto3 1-if monoBUHBI OepeMeHHOCTH, HeppomaTusi, TrecTo3 2-d MOJOBHHBI
o0epemeHHOCTH); 4 (dakTOpa — K HEMOCPEACTBCHHOMY Pa3BUTHUIO peOCeHKa (cepeuHas
HEJOCTAaTOYHOCTh, HH(MEKIMsI MOYEBOH CHCTEMBI, 3aJepKKa BHYTPHYTPOOHOTO

pa3BUTHS, Ne(PUIIUT MACCHI TENA).

DakTOpbl, OTHOCSIINECS K HACTEACTBEHHOH 00yCJIOBJIEHHOCTH:
— 0Oousie3nu MovenosioBoit cuctembl matepu (0,464; p=0,0029),

— ©Oone3Hu cepaeuHo-cocyauctoit cucremsl otia (0,302; p=0,0042),

0oJie3Hu cepaeuyHo-cocyaucToi cucremsl Marepu (0,169; p=0,0059),

— ©Oone3nu MmovenonoBoit cuctemsl ota (0,11; p=0,016).

DakTOpbl, OTHOCAIINECS K AHTEHATAJIbHOMY NEPUOIY:

— yrpo3a npepsiBanus 6epemennoctu (0,600; p=0,0004),

— recto3 1-it monoBuHBI 6epeMenHoctH (0,587; p=0,0033),

— Hedpomnarus (0,36; p=0,0042),

— TecTo3 2-i monmoBuHbl OepemennocTH (0,298; p=0,0321).

DaKTOpPbI, OTHOCAIIHMECH K HEMOCPEACTBEHHOMY Pa3BUTHIO pe0eHKa:

— cepueyHas HegoctatouHocTh (0,944; p=0,0001),

— wuHpekmus mouenoit cucremsl (0,786; p=0,0003),

— 3ajepkka BHyTpuyTpoOHoro pazsutus (0,33; p=0,0057),

— nedunut maccel Tena (0,3; p=0,035).

dakTopsl GeTanbHOTO MPOrPaMMHUPOBAHUS U3yUCHBI Y 62 nmeTel ¢ COYeTaHHBIMU
MOpOKaMHU pa3BUTHS cepana u noyek ¢ 3BYP u ¢ maccoil Tena npu pokJIeHUH MEHee
2500 r. Hambosnee 3HAUMMBIMU SIBIIIOTCS CJIENYIONTNE MPU3HAKH, PACIIONIOKEHHBIC B
nopsiike  yObIBaHWS ~ 3HAYUMOCTH, CBUJICTEIHCTBYIOITUE 0 beraapHOM
nporpammupoBanun: OPBU Bo Bpemst OepeMeHHOCTH; 00JIE3HN MOUYECTIOI0BOM CUCTEMBI
MaTepH; yrpo3a MpephiBaHUs OepeMeHHOCTH; HedpomaTus; recTto3 2-i IMOJTOBHHBI

6epCMCHHOCTI/I; AC€TH, HE II0JIYYaBIIMC TPYyAHOC BCKAPMIMBAHUE MW KOPOTKasd
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MMPpOAOJIKUTCIIBHOCTD I'pyaHoOro BCKapMJIMBAHUA 06OCTpeHI/Ie XPOHUYCCKHX

3a00J1eBaHUI BO BpeMsl OEPEMEHHOCTH.
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IJIABA 5. OCOBEHHOCTH JIABOPATOPHBIX IIOKA3ATEJIEA
JIETEM C BPOKJIEHHBIMHU ITIOPOKAMM CEPIIA, IOYEK
N COYETAHHBIMH ITIOPOKAMM CEPJALA U ITOYEK

5.1. O01mast xapakTepuCTUKA J1a00pPaTOPHBIX MOKa3aTe el

JAeTeiuCCciIeI0BAHHBIX TPy

IIpoBemeHa oneHKa DOKa3aTeNned KpPOBU JETEW MCCIEAYEMBIX TpynI IpU
rociutanu3anuu. KinHuueckuit W OMOXMMHUYECKHMW  aHANIM3bl KPOBU  OBLIU
npoaHanu3upoBanbl y 497 namuentoB: y 87,6% (219 u3 250) nereit ¢ BIIC, y 99,5%
(189 u3 190) mereit ¢ BIIPII u Bcex aereil u3 rpynmnbl C COYETAHHBIMU MOPOKAMU
cep/ilia 1 mouek. B aHanu3 He ObLITM BKJIIOYEHBI IaHHBIE JETEH paHHEro HEOHATAJILHOTO
Nepuo/ia, UMEIOUIUE CYIIECTBEHHbIE OTJIMYMSA B TeMOrpaMMe OT JieTel Oosee cTapIiero
BO3pacTa.

[To Bo3pacTHBIM Tpynmam JA€TH ObUIM paclpeiesieHbl B COOTBETCTBUU C
Kiaccu(ukanuend MNepuoAoB JETCTBA, KOTOpas BKIOYaeT B celdd cienyroume
KaTeropuu: et a0 1 roaa, aetu ot 1 g0 3 net, aetu ot 4 10 7 €T, 1€TU cTapiie 7 JeT.

Kak cnemyer u3 tabmunsl 39, cpenHuii BO3pacT MAIMEHTOB C COYETAHHBIMU
MOpOKaMU Pa3BUTHS cepilla U mouyek Owbul Mmianme (1 roa) B COMOCTaBICHUU C
HECKOJIbKO Oo0Jiee CTapIiMM BO3pacTOM MamueHToB ¢ u3onmpoBanHbiM BIIC (2 rona).
[Ipuyem cpennuil Bo3pacT JeTed B 3TUX JBYX IpyMNmax OblUI 3HAYUMO MEHbILE, YEM
CpeIHUN BO3pacT AETEH B TpynIe ¢ H30JIUPOBaHHbIMU Mopokamu mouek (11 ner).
JanHoe pacnpeneneHue 3akoHoMepHo (kputepuit Kpackena — Yoinuca: H=144,6795;

p=0,0001).
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Tabmuia 39 — Pacnipenenenre nanyueHToB UCCIeNYEMBIX TPYII IO BO3PACTY

Bo3pacrnas rpynna BIIC BIIPII BIIC + BIIPII
Jlo rona (abc¢.) 69 10 48
o roga, % 32% 5% 54%
1-3 rona (abc¢.) 61 5 7
1-3 rona, % 28% 3% 8%
4-7 ner (abc.) 44 32 16
4-7 net, % 20% 17% 18%
Crape 7 et (abc.) 45 142 18
Crapuue 7 net, % 20% 75% 20%
Bcero (abc.) 219 189 89

Ha pucynke 13 narmsano BugHo, uto et ¢ BIIC u coueTaHHBIMU MOpOKaMu

ccpana U Io4CK OBLIN MOJIOJXKE.

Bxpax
0

8]

2 o

0 |

o hiedian
Nouni+Cep gue O5%75%

1 hin-Max

Cepae Mouxk
OcHoeHaA rpyma

Pucynok 13 — Pacnipenenenue neteil OCHOBHOM IPYMIIbI C yYETOM BO3pacTa

B uccnenyempix rpynmax He HaOII01aT0Ch CTATUCTUYECKH 3HAYMMBIX Pa3IMunid
o oty (p>0,05).

Bo Bcex Tpex rpyrmmax Oblia MpoBe/ieHa OlleHKa (PU3UUYECKOTO Pa3BUTHS JETEH.

He oTmedeHO CTAaTUCTMYECKH 3HAYUMOM pA3HUIBI B KOJWYECTBE JICTEH,
UMEroIUX AeUIMT Macchl Tena. Tak, HA MOMEHT OOCJIeIOBaHHUS HUMENH ACHUIIUT

Mmaccsl Tena: aetu ¢ BIIC — 30,1% (66 u3 219); 26,5% (50 u3z 189) nereii ¢ mopokamu
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nouek U 30,3% (27 u3z 89) manueHTOB C COYETAHHBIMU MOPOKAMH CEpJUa U IMOYEK
(p>0,05). Cpenu nmaueHTOB TpeX IPyNI U30BITOK MACCHI TEJa Yallle UMETU MalUeHThI C
aHoMasusiMu nodek — 6% (12 u3 189), 2% (2 u3z 89) nereit ¢ coueTaHHBIMU TOPOKAMHU

cep/lia U odeK; HU y oqHoro pederka ¢ BITC He 6510 n36bITKa Macch! Tema (°=13,90;

p<0,001) (tabmuma 40).

Tabnuma 40 — Ouenka GpU3NUYECKOro pa3BUTHUS AETe OCHOBHOM rpymisl (n=497)

BIIC +
DU3NYECKOE COCTOSHUE BIIC BIIPIT BIIPTI
Hopwma (a6c.) 153 127 60
HOopMa, % 70% 67% 68%
Hedurut maccol (abc.) 66 50 27
nedurut maceol, % 30% 27% 30%
N36p1TOK Macchl (abc.) 0 12 2
M30BITOK Macchl, % 0% 6% 2%
Bcero (a6c.) 219 189 89

B xone uccnenoBanus ObUTM HM3YyY€HBl U MPOBEICHO CpPaBHEHUE TMOKa3aTelen

KpPOBH BO BCeX Tpex rpymmax (tabmuusl 41 u 42).

Tabmumna 41 — OcHOBHBIE TMOKa3aTelu KpoBU y jAeTed Tpex rpymn (M £ S)
(n=497)

I'pynna Kpurepuii
1 rpynna 2 rpymma 3 rpynmna Kpackena —
ITokazaTenn BIIC BIIPII CoueTaHHbBIC Yomumca
n=219 n=189 BIIC+ BIIPIT YpoBeHb p
n=89

I'emornoOun 128,19+16,31 125,18+10,28 128,81+£17,79 0,3233
OPUTPOLUTHI 4,27+0,81 4,07£0,67 4,18+0,84 0,0157
JIeHKoIuTHI 6,79+1,07 6,72+1,57 7,47+£2,31 0,0793
TpoMOOIUTHI 236,6+63,46 262,62+75,71 281,67+100,39 0,0001

Tabnuua 42 — CpaBHeHHE OCHOBHBIX MOKa3aTeseil KPOBU y JIETE Tpex TpyIIl

C MCNOJIb30BaHueM KpuTepust ManHa — YutHu (n=497)

Tlokazarenp

Kpurepuiit Manna — Yutau

Yposens P
BIIC / BITPII

Yposens P
BIIC / BIIC + BIIPII

Yposens P
BIIPIT/ BIIC + BITPII
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I'emoriooun 0,1347 0,8922 0,3918
DPUTPOIUTHI 0,0036 0,2927 0,2865
JIeKOUTEI 0,2942 0,1364 0,0260
TpomGoUTEI 0,0001 0,0002 0,2866

Bbr1710 0TMEUEHO, YTO TOBBIIIIEHUE YPOBHS TeMOTIIOONHA Y IETEeH C COYCTAaHHBIMU
nopokamu cepana u nmouek u BIIC, koTopbie OBIIIM COMOCTaBUMBI MEXKIY CO00#, ObLIO
3HauuMoO Oodbiie, Hexenu y aerei ¢ BIIPII (cooTBeTcTBEHHO, X2=27,39; p<0,001 u
v’=15,38; p<0,001).

B 10 ke Bpems HopMalIbHOE COACp)KaHUE IeMOTrJI00UHA U CHWKEHHUE €0 YPOBHS

B UCCJICTyeMBIX IPyIax 3HaYuMO He pazimnyanuch (p>0,05) (tadiuma 43).

Tabnuua 43 — Conepxanue reMorio0uHa B KpOBHU y JIETEH UCCIEAYEMOM TPYIIIbI

['emornobun BIIC BIIPII BIIC + BIIPII
Hopma 158/ 72% 155/ 82% 55/62%
[ToBblIeH 20/ 9% 1/1% 14/ 16%
CHmKeH 41/19% 33/17% 20/ 32%
Bcero 219/100% 189/ 100% 89/ 100%

Crnenyronuii moka3aTesib KPOBH, KOTOPBIH OBLI WM3y4eH BO BCEX TIpYyIax, —
YpOBEHb 3pUTPOIUTOB. IlOJydeHbI JOCTOBEpPHBIC OTIUYHS YPOBHS JPUTPOIMTOB
(Pearson Chi-square; %°=25,25168, yposers p=0,0001). HopmaibHOe comeprkaHue
OPUTPOIIUTOB PEXKE OTMEUAIOCH B TPYIIIE JACTCH C COYCTAHHBIMHU TIOPOKAMH Pa3BUTHSI
cepaua u nouek, yem y nanuentoB ¢ BIIPII (koaddunuent Iupcona (C') 0,325; cuna
ca3u cpendss) u BIIC (koadgdumuent Ilupcona (C') 0,191; cuna cBs3u cirabas)

(Tabmuia 44).

Tabmuma 44 — ConeprkaHue 3puTPOLUTOB B KPOBU Y JAETEH HCCIAEAYEeMON IPyIIIbI

(n=497)

OpUTPOIUTHI BIIC BIIPII BIIC + BIIPII
Hopwma 168/ 77% 165/ 87% 60/ 67%
[ToBbIIIEHEI 15/ 7% 0/0% 11/13%
CHIDKEHBI 36/ 16% 24 [ 13% 18 /20%
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| Beero | 219/100% | 189/100% | 89/100% |

CHMI)XEHHE YPOBHSI 3PUTPOLIMTOB BCTPEYAIOCh C MPUOIU3UTEIBLHO OJWHAKOBOU
yactotot (p>0,05). Hanbosiee 3HaunMble N3MEHEHHS KacaJUCh MOBBIILIEHHOIO YPOBHS
SPUTPOLUTOB — THUIEPIPUTPOLUTO3a, KOTOPBIM CTATUCTUYECKH 3HAYMMO Yalle
onpexnemsuics B rpynmnax gerel ¢ BIIC n couetaHHBIMM IIOPOKaMH CepAla U MOYEK, B

comocrasieHnn ¢ rpymmoii BITPIT (cootBercTBeHHO, x°=13,44; p<0,001 u y*=24,32;

p<0,001).

[IpoBeneHa oneHka CoAepkKaHus JEUKOLUUTOB B KPOBH MALIMEHTOB UCCIETYEMOU
rpymnmnbl. bojee BhICOKOE cojiepKaHue JICMKOIUTOB B KPOBU MMEJIO MECTO Y MAI[MEHTOB
C COUYETAaHHBIMHM IMOPOKAMH cepla U mnouek u uzonupoBaHHbiMU BIIPIL, Hexenu y
neteit ¢ BIIC (cooTBeTcTBEHHO, X2=36,09; p<0,001 u X2=14,33; p<0,001). lanusbrit daxt
MOET OBITh OOBSICHEH HAIMYUEeM UH(EKIUU MOYEBOM CHUCTEMbl y JIeTel, UMEIOIIUX
aHOMAaJIUU MOYEK.

KonuuecTBO mNanMeHTOB ¢ HOPMaJbHBIM YPOBHEM JICHKOIIMTOB 3HAYUMO HE
OTJINYAJIOCh BO Bcex Tpex rpymmax (p>0,05). To ke camoe Kacajaoch HOPMAJIBHOTO U
CHIPKEHHOTO KOJMYECTBa JIEUKOIIMTOB, KOTOPOE HE WMEJIO Pa3uyuil BO BCEX TpeX
rpynnax (p>0,05). Opnako oOpamano BHUMaHW€ TO, 4YTO B TpYyIIe JeTed C

uzonupoBanHbiMu BIIC cpeanuii ypoBeHb JIGUKOIMTOB UMEN pedepeHCHbIC 3HAYCHUS

(Tabmuna 45).

Tabnuua 45 — CopaepxaHue JEUMKOIIMTOB B KPOBH Yy AETEH HCCIIEyeMOU IPyIIIbI

JIeKO1MThI BIIC BIIPII BIIC + BIIPII
Hopma 219/ 100% 171/91% 74 1 83%
IToBBILIEHBI 0/0% 12 /6% 14 / 16%
CHUXEHBI 0/0% 6 /3% 1/1%
Bcero 219 189 89

[IpoBenena oreHka cofep:kaHusi TPOMOOLIMTOB B KPOBU CpPEAH MAIEHTOB TPeX
rpynn. He Obuto moiy4deHO 3HAYMMOW pPa3HUIBI HOPMAJIBHOTO YPOBHSI COAEp KAHUS

TpoMOOIIMTOB BO BCEX TpeX Ipymnmnax, oaHako ais nanueHtoB ¢ BIIC HopmanbHOE
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coJiep>KaHue TPOMOOLIUTOB ObUIO OO0Jiee TUMMUYHO, HEXKEIH ISl AeTe APYrux rpymn, U
3TOT (PaKTOp UMEET CBSA3b C APYTUMHU TpyIaMu MOpokoB — couetanubiMu BIIP cepaia
U TIOYEK U aHOMAIMSIMU MoYeK (COOoTBeTCTBEHHO, K03 duuuent [lupcona (C') 0,354 u
0,209; cuna cBsi3u cpenHsis) (Tabnwuima 46).

Tabnuua 46 — Cogeprkanrue TPOMOOIIMTOB B KPOBH Y JIETEH UCCIIEAyEeMOM TPYyMIIbI

(n=497)

TpomMOOLUTHI BIIC BIIPII BIIC + BIIPII
Hopwma 210/ 95% 166 / 88% 71/80%
[ToBbIIIIEHE] 6 /3% 16/ 8% 15/17%
CHIDKEHBI 3/2% 714% 3/3%
Bcero 219/100% 189/ 100% 89 /100%

[loBbIIEHHBI YPOBEHb TPOMOOIMTOB 3HAUYMMO 4Yalle BCTpEYaJCA Yy JeTed ¢
COUYETAaHHBIMU BPOKJICHHBIMHU ITOPOKAMM CEPALA U MOYEK, YEM B IPYIIIEC MMALIUEHTOB C
BIIC (cooTBeTCTBEHHO, x2=19,84; p<0,001 wu X2=6,52; p<0,05). IlonwmxeHHoe
coJiep>KaHue TPOMOOITMTOB B KPOBH BO BCEX HUCCIEAOBAHHBIX IPYIIAX CYIIECTBEHHO HE
pasmuuainocsk (p>0,05) (puc. 18).

Kpome Toro, ObUIM U3y4eHbl U TPOBEACHO CPABHEHUE OCHOBHBIX OMOXMMUYECKHUX

noKasaTeliel KpOBU B TpeX rpyrax (tadmuist 47 u 48).

Tabmuua 47 — IlokazaTenn OMOXMMHYECKOrO uccienoBanust kpoBu (M + S) u

OLICHKA Pa3JIMYui MEXAY IpynIiaMmu

I'pynna Kpurepnii
[Toka3arenb Kpackena —
BIIC BITPIIT BIIC + BIIPII Yomnuca
YpoBens P
benok 65,97+4,99 70,41+£5,8 65,49+5,82 0,0240
AnpOymuH 42,87+4,19 | 51,5443,43 45,84+6,37 0,0018
Anb0yMHHO-
I00YJIMHOBOE 1,94+0,48 2,95+0,94 2,77£2,6
COOTHOIIIEHHUE 0,0036
XoJecTepuH 3,81+0,5 4,36+0,69 3,93+0,51 0,0011
AJIT 24,94+7,22 | 26,75+7,65 27,3+8,61 0,0150
ACT 33,0749,55 | 27,5245,76 34,39+12,83 0,0084
Koaddumment ne 1,09+0,13 0,78+0,14
Putuca 0,79+0,15 0,0091
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Kanui 4,26+0,48 4,68+0,56 4,534+0,64 0,0150
Hatpuit 138,95+2.4 136,91+4,1 135,08+4,73 0,0260
MoueBuHa 5,04+1,11 5,91+1,17 5,594+2.25 0,0008
MoueBast Kucjiora 223,85+61,6 | 226,8+65,44 | 224,35+66,98 0,8987

Ta6muma 48 — CpaBHeHHE OCHOBHBIX ITOKa3aTejeld OMOXMMHUYECKOT0 UCCIIEeI0Ba-

HUS KpPOBHU y JIETEl TpEX TPyNIl C UCHOJb30BaHUEM KpuTepust Manna — YutHu (n=497)

Kpurepnit Manna — YuTtHu
[loka3zarenp Yposens P Yposens P | Yposens P

BIIC / BITPIT BIIC / BIIC | BIIPIT/

+ BIIPIT BIIC +

BIIPII

benok 0,0001* 0,4808 0,0001*

AnbOymMHUH 0,0001* 0,0003* 0,0001*

Anb0yMHHO-

IJI00YJTMHOBOE

COOTHOIIIEHHE 0,0001* 0,0001* 0,0001*

XonecTepruH 0,0001* 0,0397* 0,0001*

AJIT 0,0095* 0,0324* 0,9936

ACT 0,0001* 0,8705 0,0001*

Koaddunment ne Putuca 0,0058* 0,8848 0,0066*

Kanuit 0,0001* 0,0003* 0,1589

Hatpuii 0,0001* 0,0001* 0,0022*

MoueBrHa 0,0001* 0,1623 0,0001*

MoueBas Kuciaora 0,6335 0,9407 0,8293

*  — paznuuue J0CTOBEPHO

bonee BeIcOKOE conmepkaHume Oelka 3HAYUMO 4Yalle BCTPEUajioCh B TPYIINE
narmenToB ¢ BIIPIT (70,414+5,8 /1), O cpaBHEHMIO C COTIOCTAaBUMBIMH MEXy COOO0M
rpynnamu aereit ¢ BIIC (65,97+4,99 r/n) u coueranuem BIIC u BIIPIT (65,49+5,82
/1) (p=0,024) (pucyHoxk 19).
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Pucynox 19 — Pacnipenenenue conepxanus Oeyika B KpOBHU y JeTel

[Ipu onenke conepkanus Oenka 0osiee HU3KUE MOKa3aTeId OTMEUYEHBI B TPYIIax
JIETEN ¢ COYETaHHBIMU NOpOoKaMu cepana u nouek u BIIC B conocTaBienuu ¢ rpynmou
JIeTel C aHOMAJIMSIMU PA3BUTHS TIOUEK.

Oco00EHHO BBIpKEHBI ATH PA3THUUS MPHU OMpPEACICHUH YPOBHS anbOyMHHA B
KpOBU ManreHToB. Tak, ypoBeHb aqbOyMHHA OBLT CTaTUCTUYECKU 3HAYUMO BBIIIE Yy
MAIMEHTOB C U30JIMPOBAHHBIM TOpaykeHue mouek (5443,43 1/11), 4eM y COmoCTaBUMBIX
Mexy coboit rpynmnoit marueHToB ¢ BIIC (42,87+4,19 r/n1) u rpynmoi namueHToB ¢
coueTaHHo# natonorueit (45,84+6,37 r/m; p=0,0018). Kpome Toro, ypoBeHsb anp0ymuHa
HauOoJiee CUIILHO BapbUPOBAJ MPU COUETAHHBIX MOPOKAX CepAlla U MOYEK, HECKOJIBKO
MEHBIIIE — TPU HW30JUPOBAHHBIX TIOPOKAX CEpAla, MPUYEeM pa3Max KoJjieOaHu
3HAYMTEIHLHO TPEBBINIAT AHAJOTUYHBIA TOKA3aTelb MPU HM30JUPOBAHHBIX AHOMAIHSIX

noyek (pucyHok 20).
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Pucynox 20 — Pacnipenenenue conep:kanusi aibOyMrUHa B KPOBU y JIETEH

Conepxxanue anpOymuna npu BIIPII XxoTss u CyIliecTBEHHO MPEBHIIATIO
aHAJIOTMYHBIN MTOKA3aTelb B OCTANIBHBIX TPYIIAaX, HAXOAWIOCH B IIPEAEIIAX HOPMBI.

Takue xe B3aMMOOTHOILIEHUS HaOJIOAIOTCS W MPU ONpPENEICHUU albOyMHHO-
r100yJIMHOBOTO  COOTHOWIeHWs.  Tak,  3HadeHWe  aJIbOyMHHO-TIIOOYJIMHOBOTO
COOTHOILIEHHs ObLIO HIbKE B rpymme jered ¢ uzonupoBaHHbiM BIIC (1,94+0,48) mo
CPAaBHEHUIO C COMNOCTaBUMBIMH MEXAy CO0OW TrpynmamMud ¢ H30JUPOBAHHBIM
nopaxkenueM mnouex (2,95+0,94) u couerannoit naronoruen (2,77+2,6; p=0,0036).

VYpoBeHb XoJiecTepuHa B 1LIEJIOM BO BCEX TPEX IPYIIax HaXOAWICA B Ipenenax
pedepeHcHbIX 3HaueHuH. OJHAKO CTaTHUCTUYECKHM OoJiee BbICOKas KOHIICHTpaIUs
X0JIeCTeprHA HAO0JII01aNIaCh MEXKYy COIMOCTaBUMBIMU MEXy cOOOHM rpynmnaMu JeTei ¢
BIIC (3,81+£0,5 MMoib/1) U COYETAHHBIMU TOPpAXKEHUSIMU cepana u mouek (3,93+0,51
MMOJTB/JT) TI0 cpaBHeHwHIo ¢ rpynmoii ¢ BITPIT (4,36+0,69 mmons/n; p=0,0011).

Ho umeHHO B rpymme AeTell ¢ aHOMalMsIMU pa3BUTUSA TNOYeK Haloaercs

MaKcUMalibHasi BapruaOeIbHOCTh aHAIM3UPYEMOTO MoKaszaTess (pucyHok 21).
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Pucynok 21 — Pacnipenenenue cogep:kaHusi X0JIECTEpUHA B KPOBU Y I€TEM

Conepxanne AJIT HE UMENO 3HAYMMBIX OTIMYUN MEXAY IpyNramMu, B TO BPeEMs
kak ypoBeHb ACT Obut 3Haunmo Bbimie npu BIIC (33,07+£9,55 En/n) u coueTaHHBIX
nopokax cepaua u nodek (34,39+12,83 En/n) mo cpaBHEHUIO C W30JUPOBAHHBIMU
nopokamu nouek (27,52+5,76 En/n) (kpurepuii Kpackena — Yoimnuca. YpoBeHb
p=0,0084). TIpu ouenke ypoBHs cbiBopoTouHbix (epmentoB AJIT u ACT ocoboe
BHUMaHKe ObUIO yaeseHo Kodhduirenty ne Putrnca — COOTHOIIEHUIO aKTUBHOCTH 3THUX
depMeHTOB. DTO CBsI3aHO C TEM, UTO BbIIIEHAa3BaHHbIE (EPMEHTH 00JanaloT
opranocrnenuduyHoctrhio: AJIT npeobnanaer B neuenu, ACT — B MUOKap/ie; 3HAUCHUE
koa(pduimenta ne Putuca B rpynne 310poBbixX Jnl kosednerca ot 0,91 no 1,75 [18].
[Ipr OTCYTCTBUM HOPAXKEHUSI CEPJICUHOW MBILILBI Y AETEW ¢ AHOMAIUSIMU MOYEK ATOT
KO3 PUIIMEHT He OTIMYaeTcs OT pePEepeHCHBIX MOoKa3aTeiaeil y 3J0pOBbIX JIOJEH.
Koaddumment ne Puruca 6vi1 Huxe pedepencHoro ypoBus B rpymme aereit ¢ BIIC u
COYETAaHHBIMU IIOPOKAMH CEpALA U II0YEK, B TO Bpems Kak B rpymme aerer ¢ BIIPII
CpellHee 3HaueHUe 3TOro MoKazarelsi HaXOAuJIoCh B mpenenax HopMbl. [Ipu cpaBHeHUN
ATOTO TIOKAa3aTesis Mo TpymnmaMm ObUIO MOy4deHO, 4To KoddduimeHnt ne Putuca Obun
3HAYMMO HIDKE MEXITY COMOCTaBUMBIMU Mexay coboi rpynmnamu ¢ BIIC (0,79+0,15) u
rpynmnon ¢ coyetaHHbiM nopaxkenueM (0,78+0,14) no cpaBHEHUIO ¢ TPYNIION JIETEH C
anomanusimu nouexk (1,09+0,13; p=0,0091).

Ha pucynke 22 mpexacraBieHo pacnpeneneHue kodpduuuenta ae Putnca y

MauCHTOB PA3HBIX I'PYIIII.
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Pucynox 22 — Pacnipenenenue koadduirierta e Putrca B KpoBu y ere

[Ipu oueHke coaepkaHHsl DSJIEKTPOJUTOB B KpPOBM HauOoyiee 3HAYUMBIE
W3MEHEHHS YCTAHOBJIEHBI JIJIs1 KOHIIEHTPALMU HATPHS.

B nenom no rpymnmam cpeaHee 3Ha4EHUE YPOBHS HATPUs HAXOIWJIOCH B IIPEAEIIax
HOpMBI. OTHAKO camblil BBICOKUN YPOBEHb HaTpHs ObLT oTMeueH B rpyitre aeteit ¢ BIIC
(138,95+2,4 mmoub/i1), HanboIee HU3KUI aHAIM3UPYEMbIH MOKa3aTrelb — B TPyIIe C
COoueTaHHbIMU TOpokamu cepamna u moyek (135,08+4,73 mmonw/n). Hdetu ¢ BIIPII
UMENU TMPOMEXKYTOYHOE 3HAUYECHHWE KOHUEHTpauuu Hatpusa — 136,91+4,1 mmounb/n

(xpurepmii Kpackena — Yommuca. Yposens p=0,0260) (pucynok 23).
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Pucynoxk 23 — PacnipenenieHue ypoBHs HaTpusi B KPOBHU y JIeTel
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OnHo3HayHO 00BACHUTH 3TOT (peHomeH TpyaHo. et ¢ uzonupoBanubiMu BIIC
3HAYUTENIbHO MJIAJIIE TI0 BO3PacTy, B TO BpeMs KaK B OCTAJIbHBIX TPYMIax AeTH ObUIH
Oonee crapuiero Bo3pacta. B mosib3y 3TOro NpenrnoiioxKeHUsi CBUACTEILCTBYET WU
3HAQUUTENBHBIM pa3Max B 3THX TPyIIax MaKCHUMalbHbIX U MHHUMAJBHBIX YPOBHEU
HaTpus. be3ycaoBHO, TaHHBIN NOKA3aTENb CIEAYET CBSI3aTh U C IPOBOJAUMON TEpaIHEil.

[Ipu u3ydyeHur ypOBHS MOYEBHHBI B KpPOBH OBUIO YCTaHOBIIEHO, 4YTO Ooiiee
BBICOKHI ypOBEHb MOYEBHHBI OTMeueH y OonbHbIX ¢ BIIPIT (5,91£1,17 mmons/m) mo
CPaBHEHHUIO C COMOCTaBUMBIMH MEXIy coOoit rpymmamu neredt ¢ BIIC (5,04+1,1
MMOJIb/JT) ¥ TIPU COUYETAHHBIX MOPOKax cepaia u nouek (5,59+2,25 mmons/i; p=0,0008).

B omnpenenenHoii Mepe  colepKaHME ~ MOYEBHMHBI B KPOBH  MOXKET
CBUJETEIBCTBOBATh O (DYHKIIMOHAIBHOM COCTOSIHUM nouek. [loaToMy, kak ciemyer u3
pUCyHKe 24, UMEHHO B TPYIIIE AETE C aHOMAJIUSIMHU PA3BUTHS IMOYEK HE TOJBKO CAMBII
BBICOKHMI YPOBEHb MOYEBUHBI, HO M OTMEYAETCS OYEHb O0JIbIIasi BapuabeaIbHOCTh 3TOTO
nokazarens. Hanpotus, y mauueHToB ¢ nzoiaupoBaHHbiM BIIC 0e3 mopaxeHust moyek
BCE BBILIE NIEPEUNCIECHHBIE MOKA3aTEIN UMEIOT MPOTUBOIOJIOKHOE 3HaUeHue (KpUTepui

Manna — Yurau. Yposens p=0,0001).
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Cepaue noudkn Nouxee CEpALE

Pucynok 24 — PacrnipenesneHue ypoBHSI MOYEBUHBI B KPOBU Y JIETEH

N3MeHeHne KOHIEHTPAUA MOYEBOM KHUCIIOTHI B KPOBHU Y JE€TEH MOXKET 3aBUCETH

OT 3HAYUTECIBHOI'O YHCJIA (I)aKTOPOB, B TOM 4YHCJIC JUCTHI, (I)YHKHI/IOHaJILHOFO COCTOSAHUA
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NEYEHU M TOYEK, KMIIEYHOro TpakTa. B uccnenyempIX rpymmax ypoBEHb MOYEBOM
KHUCJIOTHI HE UMEJT 3HAaUUMBIX oTianuuii (p>0,05).

b1 npoaHanu3upoBaH MO4YeBOl CHHAPOM Y MALMEHTOB MCCIEA0BAHHBIX IPYIII.
CpaBHeHHE Tpex TPyl IPOBOAWIM MO OMHAPHOMY IMOKA3aTENI0 MPU3HAKOB MOYEBOIO
CUHIpPOMa C TIOMOIIbIO KpuUTepusi XH-KBajgpaT. MakcumanbHas BbIPA)KEHHOCTD
MOYEBOIO CHHAPOMA OTMEYEHA y MAIMEHTOB C COYETAHHBIMH MOpPOKaMH cepAla U
MOYEK M0 BCEM aHAIM3UPYEMBIM NpH3HAKaM. MeHee BhIpaXEH MOUYEBOM CHHIPOM IPU
W30JMPOBAHHBIX IIOPOKaxX IIOYEK, HO BCE-TaKW 3HAYMMO BBILIE, YEM NPH IOPOKAX
cep/ilia — MO0 YPOBHIO JIEMKOLIUTYPHUH, SPUTPOLIUTYPUHN U OakTepuypun. baktepuypus u
BCE ATHOJIOTMYECKUE (DAKTOpbl (KUIIEYHAsl Manoyka, KieOcueria, rpudbl U Mpoyue
MUKpPOOPraHU3Mbl) JOCTOBEPHO Yallle MPEJACTABIEHBI B IPYIIIE JE€TEH C COYETAaHHBIMU
MOPOKAMHU cepJilia U novek. M y nereit ¢ nopokaMu MovYek BCTPEYaeMOCTh OAKTEPUYPUU

U BCEX €€ BUOB BhilIe, yeM y neteit ¢ BIIC (tabnuie 49).

Tabmuua 49 — BcerpewaeMoCTh pa3HbIX MPU3HAKOB MOYEBOIO CHHAPOMA

y TTALIUEHTOB UCCIIEIYEMBIX TPYIIIT

Yactora mpuzHakoB (%)
IToka3zarens BIIC BIITPIT | BIIC + XZ YpoBeHb
BIIPII P
[Tporennypus 5% 3% 26% 51,3069 0,001
JletikonuTypus 8% 16% 79% 183,8204 | 0,0001
DPUTPOITUTYPHS 4% 8% 43% 92,0505 0,0003
Hunmuaapypust 2% 0% 11% 26,8203 0,005
bakrepuypus 9% 52% 79% 157,378 0,0002

B ToM uncne:
Kumeunas magouka 16% 38% 62% 111,7258 0,0001

KiieOcuena 2% 13% 19% 27,8513 0,0007
['puOsI 0% 4% 6% 10,6282 0,005
Jlpyroe 0% 2% 11% 32,6299 0,0005

Oco0eHHOCTBIO sIBNIsieTCsT OoJiee 3HAYMMasi CTEIEHb BBIPAKCHHOCTH MOYCBOI'O

CUHApOMA IIPpHU COUYCTAHHBIX ITIOPOKAX CEPALC U ITOYCK.
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[Iporeunypus y gereit ¢ coueranusiMu BIIP cepauna m mouek siBnsiercst Gonee
3HaYUMBIM (AKTOPOM JJIsl 3TOM TPYNIbl, HEXKETH ISl JeTel OCTalbHBIX TPYIII
(ko3¢ punuent [Mupcona (C') 0,439; cBA3b OTHOCUTETHHO CUIIbHAS).

JleMKOIMTYpHsT MaKCUMAJIBHO BBIPaXK€HA Yy MNAUMEHTOB ¢ couyeTaHHeimMu BIIP
ceplilla M TO4YeK, IpuueM dTOT (akTtop B comoctaBienun ¢ rpynmnoit ¢ BIIC
MaKkcuMaibHO BhIpaxeH (koaddumment [Tupcona (C') 0,823; cBsI3b OUEHb CUJIbHASA), A C
aHOMAJIMSIMU Pa3BUTHUS MOYEK — BbIpaxeH (koaddurument [Mupcona (C') 0,755; cBs3b
CUJIbHASA).

ITpu couerannbix BIIP cepaiia u mouek hakTop 3pUTpOUTYpHUHU 00JIe€ BBIPAKEH,
YyeM MpHU U30JIUPOBAHHBIX MOPOKax cepana u nouek (kordduuuent [upcona (C') 0,591;
CBSI3b OTHOCUTEJIBHO CHJIbHASA).

bakrepnypus ormeuena y 79% nanuenToB ¢ couetanaeiMu BIIP cepana n nmoyek.
JanHblii ¢akTop y MNAalUMEHTOB MMEHHO 3TOH TpYINIbl BBICOKO CIEUU(pUYEH B
conocrasiiennu ¢ aerbMu ¢ BIIC (koaddunment IMupcona (C') 0,815; cBA3b ouyeHB
CUJbHAs) U JETbMH C aHOMalusiMu pa3BuTus mnouek (koddduument I[Iupcona (C')
0,386; CBsI3b CpeHEll CHIIBI).

Ha pucynke 25 npezacTaBieH rpauyeckuil aHadu3 CTPYKTYpbl OaKTEpUYpUU Y
JIeTel ¢ MOpOKaMU pa3BUTHSI CEPALIA U TOYEK.

M Ceppue MITloyKM Cepaue+oukn

0,90

0,79
0,80
0,70 0,62

0,60 0,52

0,50

%

0,40 0,38

0,30

0,19

0,20 0,13

0,09

0,10 0,06 004 006
[ N - 000 g
0,00 KuweyHas
BakTepuypusa Kne6cuenna —

naziovyKa
* BCTpe4aeMoCThb MpU3HaKa r = 1

Pucynok 25 — baktepuypusi: BCTpE4aeMOCTb U CTPYKTYpa B UCCIIEIYEMBIX IPyIIax
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be3ycmoBHO, 3TH W3MEHEHUS OOBACHSAIOTCS 0OoJieeé BBICOKOW YacTOTOU
OCJIOXKHEHHUSI MHQPEKIUCH MOYEBBIX MyTeH y JeTel, MMEIOIIUX BPOKICHHBIE MOPOKU
noyek. B To e BpeMs 3HaUMMasi BBIPaKCHHOCTh MOUEBOTO CHHPOMA IPH COYCTAHHBIX
MIOPOKax Cepjla U MOYeK MOKET OOBSICHATHCS 00Jiee JISTKMM Pa3BUTHEM OCIIOKHCHHIMA
HOCJIC KapJAHOXUPYPIHUECKOTo JICUCHHS W KaTeTep-aCCOIMUPOBAHHON HHQEKIIUU B
AHOMAJILHOM TTOYKE, HEXKEJIU B 37I0POBOM.

BhIpakeHHOCTh MOYEBOIO CHHApPOMA y OOCII€OBAaHHBIX JCTel Mpe/cTaBiIcHa B
HOpsi/IKe YOBIBAaHMSI 3HAUMMOCTH aHaIM3upyembix npusHakoB (Pearson Chi-square. P
0,0000):

JECHKOITUTYPHUS (XZ =183,8204),

Gaxrepuypus (x> =157,378),

sputpormrypus (x° =92,0505),

nporentypus (x° =51,3069),

wmHApypus (y° =26,8203).

5.2. Ocob0eHHocTH J1aGOpaTOPHBIX Moka3areeil y aereii ¢ BIIC

B xome uccrnenoBanus ObLTa IPEANPUHATA TOMBITKA YCTAHOBIICHUS CBSA3H MEXKIY
xapaktepoM BIIC u n3menenusiMu 1ab0paTOPHBIX MOKA3aTEICH.

s storo u3 219 nereii ¢ BIIC, cpenu kotopeix 104 manpuuka (49,2%) u 127
neBouek (50,8%) Obuta chopmupoBana rpymnma u3 160 (73,1%) manueHToB, KOTOpHIC
uMmenu 4 HambOosiee yacto Bcrpevaroruxcs BIIC, octampabie 26,9% (59/219) nereit
umenu 17 nppyrux Bugo BIIC. I'pynna 1 — netu ¢ aedexkroM MexoKelya04YKOBON
neperopoaku — 23,8% (38/160); rpynna 2 — manueHThl ¢ AePEKTOM MEKIPEACEpIHON
neperopoaku — 26,9% (43/160); rpynnma 3 — 1neTH C OTKPBITBIM apTepPHAIbHBIM
npotokoM — 25% (40/160); rpymnma 4 — netu ¢ koapkranueii aoptsl — 24,3% (39/160).

Cpennuii Bo3pact nereid B rpymme 1 ObUT CTaTUCTUYECKH 3HAYUMO MEHBIIE
(2,1£2,38 roma), yeM B COIMOCTaBUMBIX MEXIy coboit rpymmoit 2 (5,1+4,73 ronma),
rpynnoit 3 (5,2+4,02 roxa) u rpynmnoii 4 (6,4+5,91 rona) (p<0,05).

Bo Bcex detpipex rpynmax ObUT MPOBEJCH aHAIW3 M CPABHEHHE MACCHI M JITTUHBI

TCJIa IIPpU POXKACHUU. CTaTUCTUYECKU 3HAYMMO HAaMMCHBIIYIO MAcCCy IIpU POXIACHHUH
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umenu getu ¢ JIMXKII (2847,9+596,1 r) mo CpaBHEHUIO C CONOCTABUMBIMH MEXKIY
co0Ool rpymnmnamMu (C yBEJIMYEHUEM 3HAYEHUN MacChl IPU POXKACHUHU) JNETEH ¢ OOIIMM
apTepuasibHbIM ~ TIpoTokoM  (3088+651,8 1), 3aremM manmueHTHl ¢  JedexToM
MexknpenacepaHoit neperopoaku (3213,8+417,2 r) u ganee AeTH ¢ KOApKTalMEH aopThl
(3386+428,9 1) (xputepuit Kpackena — VYommuca: H 18,94865; p=0,0003).
AHanoruyHele JaHHbIC TOJYYEHbl W JJIS JJIMHBI Tea MPU POXKIACHUH: CTaTUCTUUYECKU
3Haunmo vanie aetu ¢ JAMXKII poxnanuch ¢ MeHblen jiuHout tena (47,7+3,77 cM) no
CPaBHEHHUIO C COMOCTAaBUMBIMH MEXIY COO0OW OCTaJbHBIMU TpymliaMu (B TOPSJIKeE
HapacTaHHWs MOKa3aTelld IJIuHbBI Tena), ¢ rpymnmod 3 (49,145,11 cm), rpymmoit 2
(50,2£2,69 cm) u rpymmoit 4 (51,3%2 cm) (xpurepuii Kpackena — Yosnuca:
H=20,81798; p=0,0001) (tabmura 50).

Tabmuua 50 — Macca u nanuHa Tejaa NpU POXKICHUM Y TAIUEHTOB C Pa3HBIMU

BapnaHTaMH BPOXKIACHHBIX IIOPOKOB CCpala

BpoxxneHHsli TOPOK cepaua Kpurepuit Kpackena —
Yomuca
Ilokazarens | ['pymma 1 I'pynma 2 I'pymnma 3 I'pynna 4 | Cratuctuka | YpoBeHb
JAMIKII JMIIIT OAII KoA H P
(n=38) (n=43) (n=40) (n=39)
1(\;[)acca Tena 2847.94596.1 3213,8+417,2 | 3088+651,8 | 3386+428,9 | 18,94865 0,0003
é[:J;gHa Tena 4774377 50,2+2,69 49,1£5,11 51,32 20,81798 0,0001

[Ipu omenke mapaMeTpoB (U3HUECKOTO PA3BUTHUS HA MOMEHT OOCIEOBaHUS B
kinanke OI'BY «HMUIL um. B.A. AnmazoBay ObLIO MOJY4YEHO, YTO 0OJiee HUBKHE

nokazateau (PU3MYECKOro pa3BUTHs OTMEYAIUCh y aeTed rpynmbl 1 (Tabmuia 51).

Tabnuua 51 — Macca u pocT Ha MOMEHT 00ClIeZIOBaHUS y MALIMEHTOB C Pa3HBIMU

BapuanTtamu BIIC (n=160)

BpoxneHHslil MOpok cepana Kpurepnii Kpackena —
Yonnuca
Ilokazarens | ['pynma 1 I'pynma 2 | I'pynma 3 I'pynna 4 | Crarucrtuka | YpoBeHb
JAMXKII JMIIII OAII KoA H P
(n=38) (n=43) (n=40) (n=39)
Maccatena | 11,0+6,64 | 21,5+15,81 | 21,0+14,54 | 25,4+21,29 | 22,72332 0,00001
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(kr)

Jnuna tena

(cm)

79,0421,98 104,7+£31,8 | 106,7+30,1 | 109,4+43,7 | 22,31927 0,0001

Bec tena Ha MoMeHT oOcienoBaHus ObUI CTaTUCTUYECKU 3HAYUMO HUXKE Y
narenToB rpymmbl 1 (11,0+£6,64 k) Mo cpaBHEHHIO C COMMOCTABUMBIMH MEXKIy COOOii
rpynmnamu 2 (21,5+15,81 kr), rpynnoii 3 (21,0+14,54 kr) u rpynnoii 4 (25,4+21,29 xr)
(p=0,00001). Takas >xe mocienoBaTeIbHOCTh HAOJIOJAIACh MPH CPAaBHEHUHM POCTa
naieHToB. Tak, y pgeredd rpymmbl 1 HaOMIOIUCH CTAaTUCTUYECKH Oojiee HHU3KHE
3HaueHust pocta (79,0+£21,98 cM) mo CpaBHEHHIO C COMOCTaBUMBIMH MEXIy COOOM
rpynmamu 2, 3 u 4 (coorBercTBeHHO, 104,7+31,8 cMm; 106,7+£30,1 cm; 109,4+43,7 cm)
(p=0,0001). bonee Hu3kmMe mMacca Tena u pocT 38 aereid ¢ 1eheKTOM MEXIKETYI0UKOBOM
MEPEropoIKK OOBSACHSETCS TEM, YTO WX BO3pacT ObUT MIiajllie, YeM B OCTaJbHBIX
rpynmnax (2,1 rona).

N3yuuB B3aMMOCBS3b MOKa3aTeaed KIMHUYECKOr0 U OMOXMMHOYECKOTO COCTaBa
kpoBu mnpu paznuyHbix BIIC, Obuto monydeHo, 4Yro Oojee HHU3KUM YPOBEHb
remoryioouna (120,5+10,1 r/n) nabmtonancsa B nmauueHToB ¢ JIMIXKII, no cpaBHeHUIO C
COMOCTaBUMBbIMU MeEX1y cobor rpynmamu namuentoB ¢ JMIIIL, OAIl u KoA
(cootBercTBeHHO, 126,249,71 r/m; 126,1£10,0 1/;m; 124,9+10,6 1/m) (xpuTepuii
Kpackena — Yommca: H=10,29291; p=0,01620) (Tabmuia 52).

Tabmuma 52 — Ilokasarenu KIMHUYECKOTO M OMOXMMHUYECKOIO HCCIIEIOBAHHN

KPOBH Yy INAITUCHTOB C pa3HbIMU BapHaHTAMUM BPOKACHHBIX ITIOPOKOB CCpala

BpoxneHnslil mopok cepana Kpurepnii Kpackena
— Youuca
[Toka3zarens I'pynma 1 I'pynna 2 I'pynna 3 I'pynna 4 Craruc- | YpoBeHb
JIMOKTI JIMIIIT OAII KoA tka H P
(n=38) (n=43) (n=40) (n=39)
I'emornobun | 120,5+£10,1 | 126,249,71 | 126,1+10,0 | 124,9+10,6 |10,29291 | 0,01620
DPUTPOIUTHI 3,9+0,65 4,2+0,66 4,3+0,61 4,1+0,72 7,90145 0,0481

JleKomuTEI 6,6+1,32 6,8+0,95 6,8+1,02 6,7£1,12 4,41375 0,2201
Tpomboruter | 251,9+84,1 | 238,6+57,3 | 218,7+44,6 258+82,99 | 4,04271 | 0,25690

benox 65+5,29 66,6+4,74 67,3+4,92 66,2+3,96 3,53012 0,3169
AnpOymMuH 42,1£3,37 | 43,7+4,47 4343,65 42,9+5,28 3,26068 0,3532
Al cootHomr. | 1,9+0,45 2+0,53 1,8+0,28 2+0,63 1,34461 0,7186
XonecTtepuH 3,9+0,46 3,8+0,48 3,7+0,49 3,9+0,53 3,59138 0,3091
AJIT 23,7£7,58 | 25,5+7,53 25,8+6,83 25,9+8,01 3,07423 0,3803

ACT 32,3£9,86 | 32,5+8,98 33,3+8,85 34,4+9,68 1,55579 0,6695
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Kanmit 43+057 | 4.2+048 4.3+0,48 4.4+0.4 221899 | 05282
Harpuii 139£2,46 | 138,5+2,78 | 139.1+1,89 | 138,9+1,89 | 1,91620 | 0,5900
Mouesnma 5.1+1,2 5.1+1,22 5.1+1,02 5+0.86 0,05520 | 0,9966
Movucsas 226.5+59.7 | 231,7+56,6 | 22394632 | 206,5+58.0

KHCJIOTa i > > > ’ ’ ’ ’ 1,76925 0,6216
Kpeatnnnn | 57,4+7,62 | 59,4755 | 58,946,85 | 56,2+10,42 | 2,41366 | 0,4911

Takas >xe 0COOCHHOCTh HaOMIOAANACh MPU H3YYEHUU YPOBHSI SPUTPOLIUTOB.
CTaTHCTHYCCKH 3HAYMMO 6ojlee HU3KHH ypOBeHb spurpouutoB (3,9+£0,65x10% /i)
HaOmoaancsa y nauuentoB ¢ JIMXKII nmo cpaBHEHHIO C COMOCTAaBUMBIMU MEXy COOOM
rpynnamu nanuentoB ¢ JIMIIIL, OAIT u KoA (cooTBeTCTBEHHO, 4,2i0,66X1012/ﬂ;
4,3+0,61x10"%/m; 4,1+0,72x10"%/1) (xpurepmit Kpackema — Yommca: H 10,29291;
p=0,0481). B TO e Bpems He OBUIO YCTAaHOBJIEHO CTATUCTUYECKU 3HAYMMOU
B3auMocCBs3M Mexay Buaamu BIIC u TakumMu 1a0OpaTOpHBIMHU IOKA3aTENSIMHU, Kak
JpYTUe MapaMeHTPhl FeMOTpaMMbl, OMOXUMHUYECKUE Moka3areian (0eloK, aabOyMHUHBI,

xonectepuH, AJIT u ACT, 3JIeKTpOJIMTHI, MOYEBUHA, MOUEBAs KHCIIOTA).

5.3. OcoGeHHoCcTH J12a00PATOPHBIX NOKA3aTeN el y 1eTei

C BPOKICHHBIMHA NOPOKAMHA PA3BUTHA IIOYCK

C menpro WM3y4eHUS] U YCTAHOBJICHHUS CBSI3W MEXKJy XapaKTepOM pa3HbIX BUOB
aHOMAJIMK pa3BUTHUS TOYEK U H3MEHEHUSMH Ja0OpaTOpHBIX TMOKa3zaTenel Oblia
MpoaHaIM3UpoBaHa rpynna u3 189 ngerelt ¢ aHOMaMUsSMM pPa3BUTHS MOYEK, U3 HUX 85
MabarKoB (45,0%) u 104 neBouku (55,0%). Cpenuuii Bozpact aereii — 10,09+4,09 ner.

JInst omeHKM XapakTepa HW3MEHEHMH JabopaTOpHBIX TMOKa3aTene y nered ¢
nopokamu mouek Owuia copmupoBana rpynmna u3z 133 (70,3%) nmerelt, y KOTOPHIX ObLIH
JMATHOCTUPOBaHBI 4 Han0o0JIee YacTO BCTPEUAIOIINECS TUTIA BPOKICHHBIX TTOPOKOB MOYECK:
rpynna | — BpoXJeHHas OJMHOYHAas KHCTa MOYKKA (n=21); rpymnma 2 — BpOKICHHBIN
ruapoHedpo3 (n=40); rpynmna 3 — mo6aBouHas mouka (n=39); rpynmna 4 — TUNOMIA3US
HIOYKH OJTHOCTOPOHHSIs (N=33).

CpenHuii BO3pacT MAIMEHTOB BO BCEX TIPYyIIax ObUI COMOCTaBUM MEX]Y COOONA:
COOTBETCTBEHHO, rpynna 1 — 12,1+£5,21 roga, rpynna 2 — 10,2+6,44 ropa, rpymnmna 3 —
14,224+6,4 rona; rpynma 4 — 13,51£8,17 rona (p>0,05) (Tabnuma 53).
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Tabmua 53 — Macca, pocT, TOKa3zaTeau KIWHUYECKOTO U OHOXMMHYECKOTO

HCCICAOBAHMA KPOBU Y IAIMCHTOB € PAa3HbBIMH BapHaHTAaMU IIOPOKOB IIOYCK

BpoxxaeHHbIM TOPOK OYEK Kputepuii
IToka3aTenn Kpackena —
Yommuca
I'pynna 1 I'pynna 2 I'pynmna 3 I'pynna 4 |Cratuc- | YpoBeHb
Kucra Iumpo- Jlo6aBouHas [ 'mmo-mia3us | Tuka H P
Hehpo3 MoYKa n=33
n=21 n=40 n=39

Maccatena | 33,9+19,24 | 29,8+16,96 40+15,55 39,2+17,18 | 9,3582 0,0249
Poct 133,5+29,44 | 124,4+30,9 | 141,6£23,2 | 141,9+22,5 | 8,3580 0,0392
I'emormo6un | 122,8+10,84 | 122,2+10,3 | 126,3+10,5 | 127,9+7,86 | 7,7906 0,0505
OPUTPOLIUTHI 440,65 440,79 4,1+0,58 4,1+0,57 0,8306 0,8421
JleMKomuTHI 7,1+1,75 6,7+1,54 6,8+1,9 6,0+£1,37 6,7858 0,0790
TpomOorutel| 265+58,19 | 256,6+66,4 | 268,6+67,0 |247,2+77,01 | 2,9633 0,3973
benox 70,5+5,35 69,7+6,85 69,9+5,64 71,9+4,78 1,6359 0,6513
Anb0ymMuH 51,44+2.99 50,7+4,36 51,7+3,34 51,842,75 1,6290 0,6528
AT cootnomr.| 2,9+0,97 3+1,2 3+0,83 2,84+0,85 2,7148 0,4377
Xonectepun | 4,5+0,83 4,3+0,68 4,4+0,5 4,4+0,87 0,8850 0,8290
AJIT 24+6,43 28,8+7,84 25,5+6,02 27,4+7 7,4860 0,0579
ACT 26,6+4,67 28,6+7,08 26,4+4,42 27,4+5,37 2,2876 0,5149
Kanuii 4,6+0,52 4,6+0,56 4,7+0,54 4,7+0,57 1,2708 0,7361
Harpuit 137,9+£3,93 | 136,8+4,32 | 135,8+4,45 138+3,57 6,3373 0,0963
MoueBuHa 6+1,18 5,7+0,88 5,8+1,44 5,8+1,19 0,9646 0,8098
MoueBas

KHCIIOTA 218,3+66,5 | 231,2+61,2 | 216,9+63,7 |204,4+70,92 3,3814 0,3365
Kpeatunun 59+17,34 52,1+£22,7 61,6+£22,17 70+33,47 5,6486 0,1300

Bec Tena Ha MOMEHT oOcienoBaHds ObUI CTaTUCTUYECKH 3HAUYUMO HUXKE Y
narureHToB rpymimsl 2 (29,8+16,96 Kr) M0 CpaBHEHHIO C COMOCTABUMBIMU MEXKIy COOOM
rpynnamu 1 (33,9+19,24 kr), rpynmnoit 3 (40+£15,55 xr) u rpynnoit 4 (39,2+17,18 kr)
(p=0,0249). Taxkas e MOCIEAOBATEILHOCTh HAOMIOMATACh MPU CpPaBHEHUH pOCTa
nauueHToB. Tak, y pneredd rpynmbl 2 HaOMIOAUCh CTAaTUCTUYECKHW OoJjiee HU3KHUE
3HaueHusa pocta (124,4+£30,9 cM) MO CpaBHEHHMIO C COMOCTABUMBIMU MEXIY COOOii
rpynnamu 1, 3 u 4 (coorBercTBeHHO, 133,54+29,44 cm; 141,6423,2 cm; 141,94£22.5 cm)
(p=0,0392).
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[TokazaTenn remorpambl, OMOXMMHYECKHE TMOKa3aTean (OelloK, aibOyMUHBI,
xonectepud, AJIT u ACT, s1eKTposuThl, MOYEBHHA, MOYEBas KUCIOTA) MOYTH HE

OTJIMYAIOTCS B TPYIINAX C pa3HbIMU TUIIAMU MOPOKOB moyek (p>0,05).

5.4. OueHka cogep:KaHus KPEATHHNHA M CKOPOCTH KJIY00UK0BOil puibTpannu
y NALMEHTOB C BPOKAE€HHbIMH MOPOKAMU CEepPAIa, N0YEK U COYEeTAHHBIMHU

MopoKamMm cepaua 1 Mmo4€eK

[TepBoHaYaIbHO OIEHKY (DYHKITMOHAIBHOTO COCTOSHUS TOYEK MPOBOIIA TIO
COJICP’)KaHMIO KPETHHHWHA B CHIBOPOTKE KPOBU M PACyETy CKOPOCTH KIyOOUKOBOM
bunpTpanu Mo kpeatuHuHy B 1enoMm B rpymnmax ¢ BIIC (n=250), ¢ BpoxaeHHBIMU
nopokamu noyek (n=190) u coueTaHHBIMH MOPOKAMH Cep/Lia U mouek (n=89).

N3yyen ypoBeHb KpeaTMHMHA Y TalMEeHTOB wuccieayeMbix rpymm: BIIC —
58,1£8,4 MKMOJIB/JT; BPOXKISHHBIN TOPOK TMovek — 61,35+25,13 MKMOJIB/1; cOUueTaHHbBIC
MOpoku cepua u nouek — 60,4+£13,7 mxmonw/n. PazHuna mexay rpynnamMu He Obliia
cTaTucThuecku 3Haunma (p>0,05).

Ilo muenuto Mahdi Najafi [315], ypoBeHb KpeaTHMHHHA CBHIBOPOTKH SIBJISIETCS
OCHOBOM JUIsl TIPOTHO3UPOBaHMs (AKTOPOB M MOJIENIEH pPHCKA MOCIEONEPAIIMOHHOTO
MOBPEXKJICHUS TOYEK, & €ro CHIDKCHHE IIOBBIIIACT 3HAYEHUE HTOr0 TOKa3aTens B
MPOTHO3WPOBAHUU HCXOJa. BBICOKHMU YpOBEHb KpeaTMHWHA CHIBOPOTKH OCTAaeTCs
HanOoJiee BAXKHBIM (DAKTOPOM PHCKa MOCIEONEPAIMOHHOTO TOBPEXKAeHUs mmovek. [Ipu
XUPYPTHUECKOM  BMENIATENILCTBE B YCJIOBHUSAX  JUTUTEIBHOTO  HMCKYCCTBEHHOTO
KpOBOOOpAIIIEHUSI OTMEUAETCS] CHIXKEHHUE CePJIEYHOTO BBIOpOCA, UTO HAPSIAY C APYTUMHU
daktopamu  (UCmosib30BaHME HE(MPOTOKCHUYHBIX  TPEMapaToB, penepdy3HOHHBIX
OCJIO)KHEHMM W JIp.) MOXET CHOCOOCTBOBAaTh pPAa3BUTHIO OCTPOTO IMOYEYHOTO
noBpexnaenus, koropoe M.I'. Ilmormr u coaBr. [79] Habmomamu y S5 u3z 9
MPOOTNIEPUPOBAHHBIX  MaMEHTOB. CpemHssi KOHIICHTpAlMWs KpeaTMHWHA B €T0
HaOmoeHnu Bo3pocia ¢ 70 MKMOJB/I B mpeaonepainroHHoM nepuoae ao 110

MKMOJIB/JI Yepe3 CYTKHU MOCIE XUPYPTUUECKOTO JICUECHHUS.
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B xozxe uccnenoBanust Obla MpeaNPUHSTA MOMBITKA MPOAHATU3UPOBATH YPOBEHD
KpeaTMHWHa mocie oneparuBHoro JjedyeHuss BIIC B rpynmax mnamueHTOB C
u3zonupoBaHHbiMU BIIC (192 maumeHTta) u B rpynmne ¢ COYETaHHBIMH BpPOXKJIEHHBIMU
NOpOKaMH cepana u nmovek (59 nanuenTon). OueHka cojepx aHus KpeaTHHUHA B KPOBU
y OTUX MAIUEHTOB OCYIIECTBIsIach JO ONepauuud U 4epe3 24 wyaca Mocie

XHPYPruuecKoil KOppeKIny Mopoka cepamna (tadauma 54).

Tabmuua 54 — YpoBeHb KpeaTMHHHA B KPOBU Yy TAIMEHTOB C BPOXKJICHHBIMU
NOPOKAMM CEpJlla M COYETAHHBIMU MOPOKaMU cepAua M TMOoYeK JO0 M Tocie

XUPYPrU4ecKoro JeueHus Iopoka cepana

I'pynna nerei Kpeatnnun M<+S,
JMHAMUKA
Jlo onepauuu | Ilocne onepanuu
BIIC (n=192) 58,1+8.4 54,4+11,8 -3,4+6,9
BIIC + BIIPIT (n=59) 60,4+13,7 59,2+19,8 —0,4+15,4

B namem wuccnenoBaHUM HE TMOJYYEHO CTATUCTUYECKH 3HAUYUMBIX pa3dyuid
YpPOBHSI Kpe€aTMHWHA JO M TIOCJI€ XHUPYPruyeCKOW KOPPEKIUU HH B TPYIIE C
n3ospoBanHbiMU BIIC, HU B rpymiie ¢ coueTaHueM MOPOKOB cepaia u movek (p>0,05).
OnHako yCTaHOBJIEHA TEHJIEHIIUS K CHIDKCHHUIO YPOBHSI KpeaTHWHHHA B KPOBHU MOCIE
OMEpaTUBHOIO BMeINIaTeNnbcTBa Mpu u3onrupoBaHHbiX BIIC, kotopas Gosiee BbIpakeHa,
4YeM MpU KOMOWHHUPOBAHHBIX MTOPOKAX PA3BUTHUS.

Ha crnenyromiem stane ObUT M3yYeH YPOBEHb KPEaTUHHWHA CHIBOPOTKH KPOBH JI0 U
yepe3 24 yaca moclie ONepaTUBHOIO JICYEHHUS y MAIMEHTOB ¢ pasHbiMU Bujamu BIIC
(JAMXII, IMIIIT, OAIT u KOa). Bo Bcex aHaAIM3UPYEMBIX TPYIITIAaX 3apErUCTPUPOBAHO
CHIDKEHHME YpPOBHS KpeaTMHHHA 4epe3 CYTKU mociie xupyprudeckoro yeuenus BIIC;
OJIHAKO dTa pa3HUIla He ObUIa CTAaTUCTUYECKH 3HAYMMA, XOTS CTEIECHb CHIDKCHUS

KpeaTHHHHA ObLia BeIpaskeHa OoJbiie mpu JIMXKII (p>0,05) (Tabnwuma 55).

Tabmuua 55 — KpeaTMHUH CBIBOPOTKM KPOBH JI0 U TMOCIE XUPYPrUYECKOTO

JICUCHHUS Pa3HBIX BApUAHTOB BPOKACHHBIX IIOPOKOB CEPAlLa
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Bpoxaennbiii mopok cepana

[Toka3zarenp ['pynma 1 ['pymma 2 ['pymma 3 I'pynna 4
JAMIKII JAMIIIT OAII KoA
(n=38) (n=43) (n=40) (n=39)

KpeaTuHuH, MKMOJIB/JI

o onepanun 57,4+7,62 59,4+7,55 58,9+6,85 56,2+10,42

Ilocne onepaun 51,6£11,61 57,1+£10,2 58,3£9,77 52,9+15,23

M =+ S, nmHamMuKa -58 -23 -0,6 -3,3

p >0,05 >0,05 >0,05 >0,05

[Ipoananu3upoBaHa cBA3b YpoBHS kpeaTnHuHa y mnamueHtoB ¢ BIIC, BIIPII u
COUETAaHHBIMU TOPOKaMHU CEpALlAa U MOYEK C PSAOM JadOpaTOpHBIX IOKazaTeneil. B
Tabnuue 56 NpeicTaBlIeHbl PE3yJbTaThbl MPOBEIEHHOTO PETPECCHOHHOIO aHaau3a ¢
LEJIbI0 YCTAHOBIICHHS CTEIIEHH BIIMSIHUS KaXJOTO W3 MPEJCTAaBIEHHOTO (haKTOPOB Ha
YPOBEHb KPEaTUHUHA J10 OTIEpaLlUN.

[Ipu perpeccuoHHOM aHaNW3€ IS KaXAOW W3 TPyNI HE ObUIO YCTaHOBJIEHO
eauHoro (¢akropa BiusHUAA. Kod((OUIMEHT MHOXKECTBEHHOW KOPPEISUUU MEXKITY

KOHIIGHTpaIueln KpeaTnHuHa u ¢dakTopamMu B OOJIbIIEH CTENEHW BBIPAXKEH MPHU

M30JIMPOBaHHBIX Mopokax cepaua u nouek: BIIC. R=0,493676013; BIIPII.
R=0,545751023; couerannsiii BIIP cepaua u nouek. R=0,3674913.
Tabmuua 56 — Perpeccuonnslii ananu3. BnusiHue ¢akTopoB Ha YypOBEHb
KpeaTHHWHA JI0 XUPYPTHUECKOTO JICUCHUSI BPOKICHHBIX MIOPOKOB CEepIia
[lepemeHHbIC OcHoBHas b* b t(103) p-value
rpynmna
Ilokazamenu
JIeHKOIUTHI BIIC —0,1206 | —0,9539 | —1,4026 | 0,1638
XonectepuH BIIC —0,0899 | —1,4427 | —1,0488 | 0,2967
llokazamenu
["'emorno6un BIIPII 0,2222 0,6068 2,9167 0,0041
MoueBnHa BITPIIT 0,2079 4,5156 2,8509 0,0050
Morenas BIIPIT | —0,1609 | —0,0635 | —2,2679 | 0,0248
KHCIIOTa
JIeHKOIUTHI BITPIIT —0,1022 | —1,6555 | —1,4084 | 0,1612
ACT BIIPIIT —0,2090 | —0,8865 | —1,9151 | 0,0575
AJIT BIIPII 0,1626 0,5096 1,4906 0,1383
XonectepuH BIIPIT 0,0728 2,7413 1,0263 0,3065
Ilokazamenu
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Tpomb6o1UTHI

BIIC+BIIPII

—0,2233

—0,0309

—2,0133

0,0479

ACT

BIIC+BIIPII

0,2277

0,2488

2,0170

0,0475

b — KoaddunmeHnt perpeccuu MoKa3blBacT, Ha CKOJIBKO H3MEHUTCS IIEeBas
nepeMeHHasl (KpeaTHHHH JI0 OTepalliu), €ClH COOTBETCTBYIOIMUHN (HaKTOP YBETUUUTCS
Ha 1.

b* — Cranmaptabiii K03()UIMEHT perpeccuu — CPaBHUBACT CTEIICHb BIUSHIUS
KaX/10T0 (paKTopa Ha LEJIEBYIO IEPEMEHHYIO 110 MOIYJIIO.

N3yyeHna cBS3b KOHIICHTPAIMM KpEaTHHWHA C JAPYTHUMH (aKTopaMu IOCHe

XUPYPIrU4cCKoro JCUYCHMUA BPOXIACHHBIX IIOPOKOB

cepama B Ipymnmax ¢
n3onupoBanHbiMU BIIC U coueTaHHBIMM MOpOKaMu cepila U mnouyek. B tabmune 57
IIPEJICTABJICHbl PE3yJIbTAThl IPOBEACHHOIO PErPECCHMOHHOIO aHAIM3a C  LEJbI0
YCTAHOBJICHUSI CTEIICHU BJIMSIHUS KaXOT0 U3 MPEJICTaBICHHOTO ()aKTOPOB Ha YPOBEHB
KpEaTUHHUHA.

Tabmuua 57 — Perpeccuonnsiii ananu3. Brausiaue ¢akTopoB Ha ypOBEHb

KpC€aTHHHHA ITOCJIC XUPYPIrUICCKOIO JICUCHUA BPOXKICHHBIX IIOPOKOB CEpAlla

[TepemeHHBIC OcHoBHas b* b t(103) p-value
rpyrmnmna
Tlokazamenu
Xonecrepun | BIIC -0,1167 | —2,4961| —1,6331 0,1056
Jetikommter | BIIC -0,1189 | —1,2624 | —1,6621 0,0996
benox BIIC 0,0934 0,2070 1,3021 0,1959
I'emornooun | BIIC 0,0859 0,0661 1,1956 0,2347
Tlokazamenu
MoueBuHa BIIC + BIIPII 0,4678 3,3543 3,8842 0,0003
AJIT BIIC + BIIPII 0,2627 0,5462 2,1210 0,0392
Oputpouutsl | BIIC + BITPIT —0,1718 | —4,0282| —1,5482 0,1283
Jenkomurer | BIIC + BITPII 0,1229 1,2757 1,0669 0,2915

b — Kosddumment perpeccuu MmokasbIBacT, Ha CKOJbKO H3MEHHUTCS IIeJieBas
nepemMeHHasi (KpeaTHHUH JI0 ONEpPAlMH), €CIU COOTBETCTBYIOIIUN (PAKTOp YBETUUUTCS
Ha 1.

b* — CranmaptHeiii K03()OUIMEHT pEerpeccur — CPAaBHUBAET CTEIICHb BIIMSHUS
Ka)X70ro (hakTopa Ha IeJIEBYI0 IEPEMEHHYIO IO MOAYIIIO.

[Ipu uzonupoBanHbix BIIC He ycTaHOBIEHO 3HAYMMBIX (PAKTOPOB BIUSHUSA, A
IPU COUYETAHHBIX TMOPOKAX CepJIla W IMOYEeK YCTAHOBJICHO nBa (hakTopa — YpPOBEHB

MO4YEBHUHBI U YpoBeHb AJIT, KOTOpbIE UMEIOT CBA3b C KOHLEHTpauuen kpeatnauHa. Ho
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KOA(DPUITMEHT MHOXECTBEHHOW KOPPEISAIUA MEXIYy KOHIICHTpalueld KpeaTHHWHA U

dakTopamu Oojee 3HAYUM TIOCIIC XUPYpPrUyYecKoro JjedeHws, yeM g0 Hero: BIIC,

R=0,70139119; couerannsiit BIIP cepana u nouek, R=0,661391164.
MHuoro(hakTOpHBIN aHANMM3, HApSAy C APYTUMHU IOKa3aTeNISIMH, TOITBEPIKIACT

3(1)(1)CKTI/IBHOCTI) OIICPATUBHOI'O JICUCHUA BPOXKXIACHHBIX IIOPOKOB CCPALA.

5.4.1. Ouenka coJep:KaHusi KPeaTHHUHA U CKOPOCTH KJIy0OOYKOBOM

GuiabTpanynu y nanueHToB, POKICHHBIX € 32/1€P:KKOM BHYTPUYTPOOHOI0 pa3BUTHS

OcHoBaHUEM JJ1s1 BBIIIOJHEHUSI HACTOSIIETO pa3zelia MOCIy uia HAKOMUBLIAsCS
uHdopmalusi 0 HapylieHus: HeporeHesa NMpu HU3KOW Macce Tela MPH POXKIACHUH U
3asiepkke BHYyTpuyTpoOHOoro pas3sutus (3BYP). A.C. Mapuna u }0.B. Hatounn [64]
npeaiaraloT rpajaliid BO3pacTa ¢ Y4€TOM JBOJIIOIMH MapIUAIbHBIX (QYHKIMN MOYEK,
BBIJIEIISAS TPYIIIBI IETEW 0 2-X JIET W CTapuie, MOTUBUPYS TaKOW MOJIXOM TEM, YTO Y
neTeit crapiie 2-X JieT GyHKIHOHATBHBIC TIOKA3aTeNd MOYKHA OJIM3KHA K aHAJIOTHYHBIM
nokasareiasiMm y B3pocibix. Ilo omnpenenenuto BO3, mepuoabl KU3HM y JETE€H W,
COOTBETCTBEHHO, TPYNIIbl 00CIIEIOBAaHUS MOXKHO MOJPA3JENsATh Ha MIIAJIEHYECTBO (OT
poxxaeHus 1o 1 roga) u perctBo (0T 1 roma g0 MOAPOCTKOBOTO meproa) [44]. B cBs3u
C BBIIE M3JOKEHHBIM, [ KOPPEKTHOW OICHKA TIOYE€YHBIX (YHKIHA MBI
BOCIOJIb30BaIKMCh pekoMeHaanusmMu HO.B. HaTtounna no otOopy nereil B BO3pacTHbIE
TPYIIIBL A0 2-X JIET U CTaplie 2-X JeT.

B namem uccnenoBanuu Owbuio 44 pebenka ¢ 3BYP, cpenu nux 28 (63,6%)
umMenu uzonupoBanubiii BIIC, y 16 (36,4%) — codyeTaHHble IOPOKU CEPJILIa U TMOYEK.
[TanreHThI OBLTM pa3ACNICHBI HA JIBE BO3PACTHBIC TPYIIIIBI: A0 2-X JIET U CTapIie 2-X JieT.
B Tabnune 58 mnpencraBieHsl 3HaueHus ypoBHs kpeatuHuHa U CK® no u mocre

OIcpamunu, a TaKKC ITMHAMHKA 3TUX JIBYX MoKa3aTeJich.

Tabmumna 58 — Kpeatnnnd u CK® y nmarmuentoB ¢ 3BYP u BIIP no u mocrne

XUPYPrUYECKOT0 JICUEHHsI BPOKICHHBIX IOPOKOB CEpALa

‘ IToka3zarenp ‘ Bpoxnennsie nopoku pazputus (3BYP) ‘
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BIIC (n=28) | BIIC + BIIPII (n=16)
Kpeamunun
o 1 rona
Jlo onepannu 52,2450 63,4+11,48
ITocne oneparuu 40,67+6,3 64,89 +£12,04
M =+ S, nTmHaMmKa —1153* + 1,49
Crapmie | roga
Jlo onepauyun 56,46 +4,19 57,55+6,21
ITocne oneparuu 55,08 +4,61 56,4 +4,48
M =+ S, nTmHaMmKa —1,38 -1,15
CK®
o 1 rona
Jlo onepanuun 53,44+4.61 43,05+8,06
ITocne onepanyu 68,7+9,44 44 17+12,77
M + S, nnHaMuKa + 152 * +1,12
Crapmie | roga
Jlo onepanuu 78,89+15,51 111,83+23,9
ITocne onepanyn 80,83+15,12 94,26+15,85
M =+ S, nTmHaMuKa + 1,94 - 17,57

*p <0,05

Y nereit ngo roma c¢ wuzonupoBaHHbIM BIIC mocne omnepanud OTMEYEHO
CTaTUCTUYECKU 3HAUMMOE CHUKEHUE YPOBHS KpeaTMHUHA M HapacTaHHe KIyOO4YKOBOM
bunbrpanuu (p<0,05). Y meteit sTol rpynmsl crapiie rojga UMEETCs 3Ta Ke TCHACHIUS
JTWHAMHUKH TIOKa3aTesiel, HO pa3HMIAa CTaTHCTHYeCKH He3HauuMma (p>0,05). ¥V nereit ¢
COUETAHHBIMU MOPOKAMHU CepAlla U IMOYEK HE OTMEUYEHO CTATUCTHUYECKH 3HAYMMBIX
MOoKa3aTeiel pa3HUIbl AHATM3UPYEMBIX MOKA3aTeNeil B pa3HbIX BO3PACTHBIX TPYyIIAX 10
u mnocie onepanuu. IIpoBegenue xupyprudeckodt koppekuuu BIIC oxka3biBaer
MEHBIIMN MoBpexaatonuil 3pQPexT Ha 310pOBYI0 MOUKY (rpynna ¢ U30JUPOBAHHBIMU
BIIC), Hexxenn Ha aHOMalibHYIO (Tpynmna C COYETAHHBIMU aHOMAIMSIMHU cepjla u
noyek). ITOT (aKT MOKET ObITh OOBICHEH OCOOEHHOCTSIMU KpOBOOOpAIICHMUS,
AJIIEMEHTaMH JUCIUIA3UH B aHOMAJIbHOM TOYKe.

Bo Bcex rpymmax pnered ¢ 3aJep>KKOM BHYTPUYTPOOHOTO pa3BUTHS OBLIO
MPOBEICHO CPaBHEHUE COJAEpP)KAaHUS TeMOTJIOOMHA, SPUTPOLUTOB, JIEUKOIIMTOB, BCE
OMOXMMHUYECKHE TIOKA3aTelu KpOBH). DBBUIO OTMEUYEHO CHWKEHUE COJEp KAHMS

reMOIJIOONHA; YMEHbBIIIEHUE KOJUYECTBA APUTPOLIUTOB y neTelt ¢ couetaHHbiMU BIIP
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cepaia U MOYEK CBUICTEIBCTBYET O HAJIMUYUU AHEMHH, HTHOJOTHYECKHM (DakTopoM
KOTOpOH sBisieTcss WHGEKusa. TeHIeHIUsS K JEHKOIMTO3y TaKKe MOXKET OBITh
oObsicHeHa UMHQEKIUOHHBIM (akTopoM. OcTalbHblE MOKAa3aTeNH TI'€MOIPaMMBI,
OonoxuMHuueckue mokaszatenu (0enok, anbOymuHbl, xojecTepuH, AJIT, aneKTponuThl,
MOYEBMHA, MOYEBasl KUCJIOTA) MOYTH HE OTIMYAIOTCS B IpyHnax ¢ pa3HbIMU THIIAMH
IIOPOKOB IOYEK, HO OOJBIIMHCTBO OTKJIOHEHUH HAONIOAANOCHh B TPYIIE MAIlUEHTOB C
couetanHbiMu BIIP cepama u mouek. Yposenr ACT, xoaddumment ne Putuca Obun
3HaYMMO BBILIE MPU H30JIMPOBAHHBIX M OCOOCHHO COUYETAaHHBIX IOPOKax cepiua H
MTOYEK.

BrIpa)keHHOCTh MOYEBOr0 CHHApPOMA y OOCJEAOBAHHBIX JIETE€H NpPEICTaBlICHA B
nopsiike  yObIBaHUS  3HAUMMOCTH  TMPU3HAKOB:  JICUKOUUTYpuUs, OakTepuypus,
DPUTPOLUTYPHUSA, NPOTEUHYPHs, UWIMHAPYpHUs. MakcuManpHas  BBIPA)KEHHOCTH
aHaJU3UPYEMBIX IIPU3HAKOB OTMEUYEHA y MAIIMEHTOB C COYETAHHBIMU IIOPOKAMH CEpALA

H ITIOYCK, ITPCBLINIIAA BCC OCTAJIBHBIC I'PYIIIIBI ,Z[CTGﬁ C IIOPpOKaMHU.

5.4.2. U3MeHeHMe J1a00PATOPHBIX MOKAa3aTeJiell y nanueHToB ¢ 3BYP

npu xupypruyeckou koppexuuu BIIC

C 1enbl0 OLIEHKH BIMSHHUS ONEPATHBHOTO JICYCHHUS HA Psija J1abopaTOpHBIX
nokasarenei Obuta chopmupoBana rpynna u3z 40 nereit (ManbuukoB — 16, AeBOYEK —
24) ¢ BIIC, kak u3onupoBaHHbIMH, Tak U B coueranuu ¢ BIIPIIL. IlaruenTtsr Oblam
paszesieHbl Ha JIBE MOJTPYIIIHI MO BO3PACTY: A0 2-X JeT — 23 pebeHka (MaqbuyuKoOB — /,
neBouek — 16; cpeanuit Bo3pact 8,48+1,3 mecsna); crapme 2-x jet — 17 pereit
(ManpunkoB — 9, neBouek — 8; cpeauuii Bo3pact 8,38+1,23 ner).

Crpyktypa BIIC B 06eux rpynnax Obuta npencrasieHa Tpems Bugamu BIIC: sto
nedexkT MexokenymoukoBor meperopoaku  (JAMIXKII), nedexr wmexmnpenacepaHoi

neperopoaku (JIMIIIT) u xoapkrarus aoptsl (KoA) (pucynok 24).



158

70% 64,3% 63,6%
60%
50%
40%
30%

20%
9,1%
10%

0,0% -
0%

KCAo AMMXKN amnn

B0 2 net,% Mcrapwe 2 net, %

Pucynok 24 — Ctpykrypa npoonepupoBanabix BIIC

Onenubas crpykrypy BIIC ¢ ydyeroM BO3pacTHOrO acleKkTa, MOXXHO OTMETHUTH,
YTO B Tpynme A0 2-X JeT npeoOmananu maruentsl ¢ JIMXII, a crapme 2-x ner —
naruenTsl ¢ JIMIIIL.

B o0eux rpynmax ocyecTBisuicss 3a00p KpoBH W MouM: 1-i 3a00p KpoBU
OCYIIIECTBIISICS 32 CYTKH JI0 XUPYPrHUYECKOro JieueHus, a 2-if 3a00p KpoBU — uepes 48
4acoB I0OCJI€ OKOHYAaHMs omnepauuu. Takxke coOupaiack Moda JIsl UCCIIEOBaHUS — 3a
CYTKH J0 OIIEpalMH U yepe3 48 4acoB MOCIE XUPYPruYecKOro BMEIIATEIbCTBA.

[IpoBenenbl aHanu3 JabOOPATOPHBIX TOKa3aTeJIed N0 W TMOcie OmNepaTUBHON
koppekuuu BIIC y manueHToB A0 2-X JIE€T U cTapiie 2-X JET, OLlCHEHA AUHAMUKA 3THX
noKasaTesield, a TakKe MPOBEACHO CPAaBHEHHME MHAMHUKHU ITHX IOKa3aTelell Mexmay
MalMEeHTaMU JBYX BO3pacTHbBIX rpyni. OCHOBHBIE NMOKA3aTENW M UX JWHAMUKA B 2-X

rpynmnax npejacranieHsl B Tadaumax 59 u 60.

Tabnuna 59 — BrnusHue Xupypruaeckoro JedeHus Ha JabopaTopHbIe TOKa3aTeln

y nereit 1o 2-x net (n=23)

[TokazaTenp Jlo onepauuu | Ilocne onepanun | Jlunamuka | Yposens P
M=+m M=Em (%) Bunkokcona

Hb 123,9+13,4 119,3+£12,5 —3,7% 0,1627

L 8,2+2,2 12,0+2,4 46,3% 0,0001

AJIT (ME/n) 22,8+8,6 24.4+9,7 7,1% 0,8196

ACT (ME/n) 35,7+10,9 50,9+54,7 42,8% 0,3065




MoueBuHa (MMOJIB/JT) 4,0+1,6 4,5+1,6 12,2% 0,3986
Kpeatnaun (MKMOJIB/JT) 47,0 £7,1 47,0+£9,0 -0,1% 0,7843
CK® (mo eraTZHHI/IHy) 59,0+£12,9 60,5+13,6 2,5% 03615
mi/mMuH/1,73 M ’
[{ucraTun (Mr/m) 1,1+£0,2 1,0+£0,2 —10,4% 0,0944
CK® (no nucraTuny) 53,4+14,7 57,4+13,3 7,4% 0.0244
mi/mur/1,73 M2 ’
NGAL (nmunoxanvH) 21,3+8,1 34,5+17,5 62,3%

0,0013
(ar/™MUIT)

Tabnuna 60 — BiusitHue Xupypruueckoro jJedeHus Ha JadopaTopHbIe MOKa3aTenn

y znerei crapiie 2-X jeT (n=17)

[Toka3zarenp Ho ITocne Jnnamuka | YpoBeHs P
oreparu orepariu (%) Bunkokcona
M=+m M=Em

Hb 127,9+13,1 116,2+13,4 -9,1% 0,0016
L 6,6+1,1 11,8+1,8 78,1% 0,0003
AJIT (ME/n) 14,6+4,6 19,9+7 .4 36,1% 0,0036
ACT (ME/n) 27,1+6,0 30,1+12,4 10,8% 0,6529
MouyeBrHa (MMOJIB/JT) 4,1+1,1 4.4+1,7 8,6% 0,5014
Kpearnaun (MKMOJIIB/JT) 62,3+11,8 61,7+13,8 -0,9% 0,3684
CK® (o kpeaTHHUHY) 75,4+11,9 77,9+18,8 3,4%

2 0,2461
Mir/MuH/ 1,73 M
[{ucraTun (Mr/m) 1+0,2 0,8+0,2 —19,4% 0,0005
CK® (o miucraTuny) 68,3t11,7 82,2+13,6 20,3%

2 0,0003
mu/mMun/1,73 m
NGAL (unoxajiuH) 24.8+15,1 28,3t11,4 14,2%

0,2097

(ar/mu)

CHIDKEHHEe TeMOTrJIO0MHA MTOCIIe ONIEPATHBHOTO JICUCHHS Y JISTeH Miaiie 2-X JIeT
coctaBmwio 3,7% (p>0,05), a crapme 2-x ner — 9,1% (p<0,05) (pucynok 25). Takas

CUTYaIHsI MOXKET OBITh CBsSI3aHA ¢ WH(MEKITMOHHBIM (DAKTOPOM.
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ANT ACT Hb

50% -~ 42,8%
36,1%
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-10% ~ -3,7%

20% - 9,1%

B InHamumka po 2 net, % B InHamuKka nocne 2 net, %

Pucynok 25 — JIluHamuka ypoBHs reMorjioOuHa rocie xupyprudeckoro jedenus: BIIC

B  nmonp3y ATOTO  CBUAETENBCTBYET  TOSIBJICHHE  JICMKOIMTO3a  TOCIE
XUPYPrUYECKOro BMENIATENLCTBA B 00EUX IpyMax MaiueHToB. Tak, y MaiueHToB 0 2-
X JIET TOJYYEHO CTAaTUCTHYECKH 3HAUYMMOE HapacTaHWE YPOBHS JICMKOIMTOB MOCIIE
oTiepariiy 10 CPAaBHEHHUIO C YPOBHEM JIO OIEpalvu (COOTBETCTBEHHO, 12,042,4x10° u
8,2+2,2x10°; p<0,0001). Ta xe kKoppensiusa HaOII0IaeTCs CPear MAIMEHTOB CTapiie 2-
X JIeT (COOTBETCTBEHHO, 11,8d:1,8><109 n 6,6i1,1><109; p<0,0003). YpoBeHb HapacTaHUsI
KOJIMYECTBA JICHKOLIMTOB IMOCJE ONEpallu 3HAYUTENBHO BBILIE Y AETEH cTapuie 2-X JIeT
— 78,1% (p=0,0003) u xoppenupyer ¢ 6oJiee BHICOKOH CTEIEHBIO JICHKOIMTYPHH B 3TON
BO3pacTHOM Tpymme. Y Jered 10 2-X JieT MOoJIydeHa HECKOJIbKO MEHbIas CTENeHb
YBEIUYEHUs KOJIMYECTBA JICMKOIIUTOB Tociie oneparuu — 46,3% (p=0,0001), gto Taxxke
CONPOBOKJIAETCSI MEHBIIEH CTEIIEHBIO JIEUKOUUTYPUHU B ITOW Ipynne. OTH pe3yJIbTaThl
MOTYT OBITh OOBSICHEHBI HH(MEKITMOHHBIM (PaKTOPOM, B TIOJIb3Y YETO CBHUICTEIBCTBYIOT:
OCTPOE€ TMOBPEXKJCHHE TOYEK TPH KapJAUOXUPYPrUUYECKOU OIepaluu, HaXO0XKICHUE
KaTeTepa B ypeTpe W pa3BUTHE OHOIJICHOK COOCTBEHHOW MHUKPOQIJIOPHI MallMeHTa B
MOYEBOM cucTeMe (paHee OTMEYeHa HJICHTUYHOCTh MHUKPOQIIOPH MOYM, IMOCEBA C
MOBEPXHOCTH KaTeTepa U UCIPAKHEHU ), KOPPEIIALMH JIEUKOLIUTO3a U JIEUKOLIUTYPUH U
UX CTENEHU B Pa3HbIX BO3PACTHBIX IPyMmax.

[Tocne xupyprudeckoro JiedeHUsT B 00€MX BO3PACTHBIX TpymHmax OTMEYEHO
HapacTanue B juHamuke ypoBHS ACT B KpoBH, UYTO MOMKET OBITh CBSI3aHO C
MOBPEXKICHUEM KIJIETOK W BO3pACTAaHUEM COJIePKaHUSI BHYTPUKICTOYHBIX ()EPMEHTOB B

KpOBEHOCHOM pyciie. Tak, y manueHToB 10 2-X jeT HapactaHue B guHamuke ACT
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cocraBuio 42,8%, crapme 2-x ser — 10,8% (p>0,05). B 1O xe BpeMs oTMedaercs
pa3HOHAIpaBiIeHHOCTh w3MeHeHus KoHieHTpamuun ACT mociae Xupyprudeckoi
KOPPEKIIUY MMOPOKOB B Pa3HBIX BO3PACTHBIX IPYyMIax: y ACTeH crapiie 2-X JIET BEKTOp B
CTOpOHY Bo3pacTaHusi — y 58,8% mamueHToB; y neTred B Bo3pacTe A0 2-X JIeT —

camwkenne ACT y 72,7% namuentoB (p=0,047) (pucyHok 26).

80% 72,7%
58,8%

2 1

B po 2 net,% M cTapwe 2 net, %

Pucynok 26 — Jlunamuka ACT nocne xupyprudeckoit koppexuunu BITC

(1 — nokazatenb ACT cHusmics, 2 — nmokasareiab ACT yBeauuunics)

OcoObI#i MHTEPEC BBI3BAIO M3yUYeHUE (YHKIIMOHATBLHOTO COCTOSHUS MTOYEK.

[Ipoananu3upoBaHbl  MOKa3aTeld,  XapakTEepU3ywIue  (yHKIIMOHAIHHOE
COCTOSIHHME TOYEK B TpyMNIax JeTed A0 2-X JET U CTapIie JI0 U MOCIe XUPYyPrudecKoro
BMEIIATEIILCTBA B COIOCTABJICHUM AWHAMUKM C Y4YETOM pas3Hullbl B Bo3pacrte. [lo
CETOJHSIIHErO0 JHS B KayecTBE TMokKa3zaTessl (PyHKIIMOHAIBHOTO COCTOSHUSI TOYEK
JIOCTAaTOYHO YaCTO MCIIOJb3YETCA KOHILIEHTPALMSI MOYEBUHBI B CBIBOPOTKE KPOBH, XOTS
MHOTHE aBTOPBI OTHOCSTCSI C COMHEHUEM K OLIEHKE 3TOTO MOKa3aTesl.

[Io HamwmM pAaHHBIM, TOCJHE XUPYPTUYECKOU KOPPEKUHUH CPEOHUU YpPOBEHb

MOYEBHUHBI BHIPOC HE3HAUUTEIHHO (eTh 10 2-x jeT — 12,2%, aetu crapiie 2-X JieT —

8,6%; p>0,05) (pucynok 27).
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Pucynok 27 — Pacnipenenenue cofaepkaHusi MOYEBUHBI B CBIBOPOTKE KPOBU

Kax BumHO Ha pucyHke 28, MOBBIIIEHHUE YPOBHS MOYEBUHBI B CHIBOPOTKE KPOBH
oTMeueHo Yy 65,2% nereit panHero Bo3pacta u 47,1% pnereér crapme 2-x JeT, a

CHUKEHUE YPOBHS MOYEBUHBI, COOTBETCTBEHHO, 47,1% u 30,4% (p>0,05).

70% 65,2%

60%
50%
40%
30%
20%
10%

0%

47,1%

MoueBuHa

4,3% 59%

| ol |

2 1 0

H o2 net,% Mcrapuwe 2 net, %

Pucynok 28 — JluHamMrika MO4YEBHUHBI 11OCIE XUpYyprudeckoit koppexkunu BIIC

(ypoBeHb MoueBUHBI: ) — ocTascs 6e3 u3MeHeHuM, | — CHU3MIICS, 2 — YBEITUYUIICS)

CrnenoBaTenbHO, JMHAMUKA YPOBHSI MOYEBHHBI MOCJE OMEpPalliy HE TO3BOJISET
CBUJICTEIILCTBOBATH O (DYHKITMOHAIIBHOM COCTOSIHUH TTOYEK.

Kpeatunun chIBOpOTKM 10 omepauuu y naered crapme 2-x jer (62,3+11,8
MKMOJTb/JT) OBLT CTAaTUCTHYECKH 3HAYMMO BBIIIIE, YeM Y AeTer mmamame 2-x set (47,0+7,1
MkMoib/n) (p<0,05); mocne omepamuu B 00EUMX TPYIIAX COXPAHWIACH 3Ta XKE
TeHAeHIuS (cooTBeTcTBeHHO, 61,7+13,8 MkMone/n u 47,0£9,0 Mxmomn/n) (p<0,05)

(pucyHok 29).
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Pucynoxk 29 — Pacnipenenenre ypoBHs KpeaTHHHHA B CBIBOPOTKE KPOBU

B T0 e Bpems B pa3HBIX BO3PACTHBIX T'PYNIIaX UMEETCS pa3Has HAIPaBJICHHOCTH
Y TEHJCHLIMM U3MEHEHUS YPOBHS KpEaTUHUHA I10CIe onepanuu. bosiee 4yem y ojoBUHbI
NAIMEHTOB IOCJIe ONepaluy ypOBEHb KpEaTMHHMHA MOBBILIANCS (cTapiie 2-X JeT —

64,7%; mnaame 2-x jgeT — 56,5%) (pucynok 30).

80%

64,7%

60%

43,5%

KpeaTuHuH
N
o
N

20%

0%
2 1

H o2 net,% Mcrapwe 2 net, %

Pucynok 30 — JluHaMuKka KpeaTHHHHA ITOcie Xupypruueckoi koppekuuu BIIC

(YpoBeHb KpeaTHHHHA: 1 — CHU3WIICA, 2 — BBIPOC)

CHmwKeHHe KpeaTHHHHA T0CIe XUPYPTUUECKOW KOppeKinuu 0ojiee BHIPAKEHO B
BO3pacTHOM rpynne miaamux aeteit (43,5%) 1 HeCKOJIbKO MEHbIIIE Y CTapIIuX JeTel —
35,3%.

AHanoruyHas TeHJICHIIUS TpociiexkuBaetcs U npu oneHke CK® no kpeaTuHUHY.
VY nereit muamme 2-x jet g0 onepanun CK® Obuta Hioke, yeM y Oosiee cTapiimx aeTei
(coorBercTBeHHO, 59,0+£129 m 75,4+11,9 mu/mun/ 1,73M2). [Tocne xupyprudeckoro

neuenuss CK® yBennuunacek B o0eux rpynmnax (COOTBETCTBEHHO, 60,5+13,6 u 77,9+18,8
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2 .
mi/mMuH/ 1,73 M°) 1 pa3HHIIA 3TUX TIOKA3aTeNiel TakKe YMEHBIITIACH B COTIOCTABIICHUH C

J0ONepanOHHBIM TieproioM (t-kpurepuii = 3,25; p<0,05) (pucynok 31).

o Hedar I . .
crapas 2w e dnee oy 48 enapa Fowe wokaw e

Mo pa o apa cv T ha-OulerRar g Morn Begar rCailbe R 2

Pucynok 31 — Pacnpenenenune CK® (1o kpeaTUHUHY)

Crenenp yBenuueHuss CK® B pa3HbIX BO3PACTHBIX IpyMNIax OblUia TPUMEPHO
OJIMHAaKOBA: J10 2-X JeT — 2,5%; crapie 2-x net — 3,4%.

IIpu oreHke coaeprkaHMs IMCTaTHHA B CHIBOPOTKE KPOBH JIO OIEpalluu y AeTei
Pa3HBIX BO3PACTHBIX TPYIT 3HAYUMBIX pa3IWYuil He ObUIO MOMy4deHO (0 2-X JeT —
1,1+0,2 mr/m; crapme 2-x jget — 1,0+0,2 mr/m) (p>0,05). Ha pucynke 32 npencraBieHo

pacrpeeneHrne ypoBHSI HIUCTaTHHA CBIBOPOTKU KPOBH B IByX CPABHUBAEMBIX I'PYIIIIAX.
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Pucynoxk 32 — PacnipenienieHue ypoBHSI IMCTaTHHA B CHIBOPOTKE KPOBU
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H. Finney et al. [1997], uccnenoBaB KoHIIeHTpaIuio IuctatuHa y 291 pedenka B
BOo3pacTe oT 1 cyTtok g0 17 jeT, OTMETHII, YTO KOHIIEHTpAIUS 3TOTO MapKepa IOcie
roJia He OTINYACTCS OT YPOBHS B3POCIIBIX.

[Tocne Xupyprudeckoro JieueHUsT KOHIICHTPAIUs IMCTaTHHA B KPOBHU CHIKACTCS
(cootBercTBeHHO, 0,80+0,2 Mr/m u 1,0+0,2 mr/m). Ho y nmereit crapme 2-x jer, B
OTJIMYME OT JACTCH paHHETO BO3PacTa, CHIYKEHNE YPOBHS IIUCTATHHA B CBIBOPOTKE KPOBH

IPOM30IILI0 B OoJbiel crenenu — Ha 19,4% (p=0,0005) (pucynok 33).

0% -

20% - -10,4%
40% - -19,49%

W JuHamuKa go 2 net, % W JuHamuKka nocne 2 net, %

Pucynoxk 33 — Jlunamuka 1ucraTuHa mociie Xupypruueckon koppekiuu BITC

B ornuune OT ypoBHS KpeaTMHHMHA B CBIBOPOTKE KPOBU, KOTOPBIM TOCI]E
OMNEPATUBHOIO JICUCHHS TMOBBIIAICSA y TPETU MALMEHTOB, y LUCTaTUHA OTMEYEHO
CTATUCTUYECKU 3HAYMMOE CHWIXKEHHME €ro KOHIICHTpaluu. TeHACHIUS K CHUXKECHUIO
HUACTaTHHA TIOCJIE XUPYPrUUYECKOrO0 JICUCHHS SIBJISIETCS YPE3BBIYANHO Ba)KHBIM
MPEIUKTOPOM CHUKEHUS YaCTOThI «KapIMOBACKYJISIPHBIX cOoObITHI [ 174, 270].

Paznuuus B CK®, paccunTaHHONW IO LHUCTATUHY, Y AETEHW Pa3HBIX BO3PACTHBIX
TPYIIl UMEIWUCh Kak JIO0 Omeparu, Tak U mocie. Y JeTedl crapmie 2-x JeT 10
xupypruueckoro jedeHuss CK® mno nucratuny Obula BbIIIE, Y€M Yy JETEH paHHEro
BO3pacTa (CooTBETCTBEeHHO, 68,3+11,7 u 53,4+14,7 mn/mun/1,73 MZ), HO pa3HHUIIa HE

ObLTa CTaTUCTHUYECKHU 3HauuMoi (p>0,05) (pucyHok 34).
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Pucynok 34 — Pacnipenenenue CK® (1o nucratvHy) 10 ¥ OCJIE ONepaluu

Ilocne onepatuBHoro seuenuss BIIC ckopocth kiyOoukoBoi ¢uipTpamuu (1o
[IMCTAaTHUHY) BBIpOCJA B 00€MX Tpymmax: y jerei crapuie 2-x jet — ¢ 68,3+11,7 no
82,2+13,6 wn/mun/1,73 ™ (p=0,0003); mo 2-x mer — C 53,4+14,7 nmo 57,4+13,3
mi/mue/1,73 M%) (p=0,0244). Ipu cpaprernn CK® (10 LECTATHHY) ABYX TPYIII IO
TUHAMUKE OWHApHBIX TIOKa3zareled (CHWKEHHWE WM YBEJIMYECHHE I0Ka3aTes)

MOATBEPKIACHO MNpeoOdsialaHnue YIYyYIIeHUs aHaJIU3UpPYyeMOro mnapaMmeTrpa B MEPBYIO

ouepens y Aereit crapme 2-x jet (p=0,0131).

VY nmeteit crapiieit Bo3pacTHoM rpynmbl Temibl pupocta CK® okazanuce 6onee

BBICOKMIMH: B BO3PACTHOM Tpyte ctapiie 2-x et — Ha 20,3% (no 2-x netr — Ha 7,4%)

(x°=9,73; p<0,01) (pucyrox 35).

40% -
20% -
0% -

W JuHamuKa go 2 net, %

Pucynok 35 — Jlunamuka CK® (o riucratuny) nocie xupypruueckoro jedueHus: BIIC

IIpu conocraBnennn puHamukn CK® y neredt crapumie 2-X J€T TOCTE
ONEPATUBHOIO JICYCHUS, PACCUMTAHHOM MO YPOBHIO KPEAaTUHHMHA U LIUCTATHHA B KPOBH,

MOXHO OTMETHUTH OoJsiee BbICOKYIO MH(popmaTuBHOCTH pacuera CK® mo nucratuny

(x*=13,67; p<0,01).

20,3%

7,4% -

W JuvHamuka nocne 2 net, %
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[IpoBenena oreHKa aHAJIM30B MOYM B HCCIEAYEMBIX TpyMmax A0 M TOCie
XUPYPTUUECKOro JICUCHHUS.

Jlo XUpypruvecKoro JCUCHHs y MAIMEHTOB J0 2-X JIET W CTapilie B aHaIM3ax
MOYM HE OTMEYAJIOCh HaJIW4Ms Oelika, YHMCIIO JICHKOIUMTOB HE MPEBHIIAIO 5 B MOJE
3peHusi, moceB Moun ObLT cTepuibHBIM. [lociie xupypruyeckoit koppekuuu BIIC 6bumn
OTMEYCHBl CTATUCTUYECKH 3HAYMMBIE W3MEHEHWs B aHaimuze wmoud. [locrie
xupypruueckoir koppekiuu BIIC nmporennypust Habmonanace y 43,5% nereid g0 2-x
ner (x*=12,78; p<0,001) u 64,7% mereit crapme 2-x ner (x*=16,26; p<0,0001).
JlelikOLHUTYpHS 3aperucTpupoBana y 26,1% nereii mmanure 2-x xet (x°=6,9; p<0,01) u
35,3% nereii crapme 2-x ser (x°=7,29; p<0,01). Ha pucyrHke 36 NpeacTaBICHO
rpaduueckoe H300paK€HHE MOYEBOTO CHHApPOMA y JeTell 00eux Tpymm mocie

oreparu.

70% 64,7%
60%
50%
40% 35,3%
30%

20%

BuHapHble nokasarenu

10%

0%
NelikounTypusa MpoTenHypusa

B o2 net, % McTapwe 2 net, %

Pucynok 36 — Mo4eBOil CUHIPOM y MAIMEHTOB MOCJIE ONEPALMU C YYETOM BO3pacTa

Takum 06pa3zom, N3MEHEHUSI B aHATTN3aX MOYH MOCJIE XUPYPTUIECKON KOPPEKITUU
BIIC  sBnsAOTCS  3HAYMMBIMU  TNPU3HAKAMU W TOATBEPKAAIOT  KOHIIEIIIHIO
KapJINPEHAIBHOTO CUHAPOMA.

N3 16 namuento ¢ BIIC, y KOTOpBIX OBLJIO M3y4YEHO BIMSHUE KaTeTEepU3alUU
MOYEBBIX MYyTEH MOCIEe XUPYPTHUUYECKON KOPPEKIMU BPOXKIACHHOTO IMOPOKa cepila Ha

uHUIIpOBaHNE MOUYEBBIX IyTel (moarnasa 4.1.5), y 10 nanuenToB 10 2-x jet (62,5%)
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nocne xupyprudeckoro jeuenusi BIIC ¢ moBepxnoctu cteHok karerepa dosest ObLia
BBIZICICHA MHUKpO(DIOpa: CMEMIAaHHBIE KYyJbTYpbl TPAMIIOJOKHUTEIBHBIX KOKKOB
(S. aureus — 70%, Streptococcus sp. — 30%) u rpamotpurnareibubix magodek (E. coli —
67%, Klebsiella oxytoca — 33%). Ilpu »1IeKTpOHHONW MHKPOCKOIUHM BBISIBIICHBI
KOKKOBHJHBIC M MaJIOYKOBHAHBIE OakTepuu. Y 13 manmentoB (81,2%) Obln
OOHapy>KEeHbl aKTUHOIMOJ00HBIE MUKPOOPTraHW3Mbl HUTEBUIHOU (HOPMBI, aHAIOTUYHBIE
AKTUHOMUIIETaM, KOTOPHIC BXOASAT B COCTaB HOPMAaJbHOM MHUKPOOHMOTHI 4EIOBEKA.
BrlisiBieHHbIE BHEpBBIE B IOCJICONEPAIMOHHOM TMEpUOJE Ha IMOBEPXHOCTH KaTerepa
aKTUHOTIOOOHBIC OaKTEpUH MOTYT, TPHU PSIC YCIOBHUH W CHIDKCHWH HWMMYHHOTO
cTaTyca, CIOCOOCTBOBAaTh Pa3BUTHUIO HH(EKIMOHHOIO MpollecCa B MOYEBBIX IYTSX.
Jlaxke HeOoJbIIasi CTENEHb OCTPOrO TMOBPEKIEHUS MOYEK 3HAYMTEIHHO YBEITUUMBACT
pUCK MHPHUITUPOBAHUS MOYEBON CHCTEMBI MIPH KAaTETEPU3AIIMA MOYCBBIBOISAIINX ITyTEH
[149].

Conepxxanue numnokanuHa (NGAL) no Xupyprudyeckod KOPpPEKIMU IMOpoKa Y
JETeH pa3HBIX BO3PACTHBIX TPYIMI HE MMeJa CYIMIECTBEHHBIX pasauunid (o 2-X JeT —
21,348,1 (ur/mn), crapiie 2-x jget — 24,8+15,1 (ar/mn); p>0,05).

[ToBblllIeHHE YPOBHS JIMIIOKAIWHA TIOCJIE OINepaluu ObUI0 00Jiee XapakTepHO st
Jerel paHHero Bo3pacta. Kak BUIHO U3 pucyHKe 37, JIMNOKAIUH NoBbImaics y 62,3%
MAIMEHTOB 110 2-X JIET, B TO BPEMs KaK y CTapIINX JIETeH €ro MOBBIIICHHE OTMEUEHO

TOJIbKO y 14,2% marnueHToB (X2=48,98; p<0,0001).

JlunokanuH
100% -
80% - 62,3%
60% -
40% -
20% -
0% -

14,2%

W JuHamuKa ao 2 net, % W OuHanmuKka nocne 2 net, %

Pucynok 37 — JluHaMyKa JTUNOKaJIMHA MTOCIE XUpypruyeckor koppekuuu BIIC
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Ecnn cpaBHuMBaTh NMHAMUKY JMIIOKAJIMHA OTACJIBHO B KaXJOW BO3PACTHOU
rpymmne, TO TOCJIE€ XUPYPTHUECKOTO JICUEHHUSI y JIETel paHHEro BO3pacTa OTMEYECHO
3HAYMMOE TIOBBIIICHUE cojepkaHus aunokanmHa c¢ 21,3+8,1 (ar/mu) mo 34,5+17,5
(ar/mi) (p=0,0013). ¥V mereii crapiie 2-X JIeT HapacTaHUE YPOBHS ObUIO HE3HAYUTEITHLHO
(p>0,05).

M.T". Ilmromg u coaBt. [79] onpenenvnu NGAL y 9 nereit, KOTOPbIM BBIIOJHEHO
ornepatuBHOE JjedyeHue cioxkHbiXx BIIC B ycrnoBUSX THUIOTEPMUU U JJIUTEIBHOTO
HCKYCCTBEHHOT0 KpoBooOpaieHus (qiutenbHocth MK — 188 MunyT, BpeMms nepexatus
nAo — 99 Munyt). OHu oTmeTwin noBbiieHre ypoBHs NGAL nmocne onepanuu B 2
paza, npuueMm y 5 aereil HaOmomanu OIIIl B cramuu R (risk) mo kmaccuduxanuu
RIFLE.

Y ndereéi panHero Bo3pacta 0ojiee YETKOE TMPEJCTABICHUE O JUHAMHKE
MOCJICONEPALIMOHHOTO TPOLECCa MO3BOJSET MOJYYUTh HCCIEIOBAaHUE LHCTaTUHA H
NGAL. YBenmnuenne CK® no mucTaTiHy OTMEYAEeTCs paHblle, YEM OMPEAEIISIEMOE 1O
kpeatununy  (p=0,0244).  IloBeimenue  ypoBHs  junokainuHa  (p=0,0013)
CBUJIETEIIbCTBYET O BO3MOXHOM OCTPOM HIIEMHUYECKOM MOBPEKIECHUU TOYEK IMpHU
oneparusix ¢ AUK. [Ins xonnentpannu NGAL cuna cBsi3u MEXIy mapameTpamu 110 U
10CJIe XUPYPIUYECKOro JiedeHus — cuitbHas (koa¢dduiment [Tupcona (C) — 0,627.

VY nereii crapimiero Bo3pacrta (mocje 2-X JIeT) T€UEHHE IOCIeoINeparioHHOIO
MepUoJia MOXKHO OIEHUTh MO JWHAMUKE KOHIeHTpauuu nucrtatnHa u CKO,
pacCUYMTaHHOW MO UUCTaTUHY. JJI1 KOHUEHTpaUMHW IMCTATUHA CHJIA CBSI3U MEXKITY
napaMeTpaMM JI0 M TOCJe XUPYPrHYECKOro JIYEHUsS OTHOCUTEIBHO CHJIbHAs
(koo dumment ITupcona (C’) — 0,490). IIpu comocTaBieHUH BO3MOMHOCTH OIECHKH
(GYHKIIMOHATIBFHOTO COCTOSIHUS TMOYEK MO0 JUHAMUKE YPOBHS IMCTATUHA U KPEaTHHHHA,
0e3yci0BHO, Oosiee MH(POPMATUBHBI MMOKA3aTeNIM KOHIICHTPAIIMKU IUCTaTUHA. B oTiinune
OT YPOBHSI KPEaTHHUHA B CHIBOPOTKE KPOBHU, KOTOPBIA IMOCJE OMEPATHBHOIO JEUYECHUS
MOBBIIIAJICS Yy TPETH MAIlMEHTOB, y IIUCTATUHA OTMEUYEHO CTATHCTUYECKH 3HAUYUMOE
CHIWKEHHE €r0 KOHIIEHTpauuu. TEeHICHIMS K CHUKEHHUIO KOHIIEHTPAIlMUM LHUCTATHHA
MOCJIE XUPYPTUUECKOTO JICUEHUS! SIBJISIETCS YPE3BbIYAKMHO BaXKHBIM MPEIUKTOPOM

CHM)XCHHA YaCTOTbl «KapAUOBACKYJIAPHBIX COOBITHIN. CKCD, pacCiuTaHHasA II0
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UCTAaTUHY, Ooyiee MHPOpPMATHBHA, YEM OTpEJEICHHAs M0 KPEaTUHUHY, W TMO3BOJISET
0oJiee YeTKO OICHUTh TSHKECTh W MIPOTHO3 Pa3BUTHS MOYCUHBIX U KapAHOBACKYJISIPHBIX
PHUCKOB, TO €CTh KapJAUOPEHAIBHOT'O CUHIPOMA.

B 1O ke Bpems ompeseneHWe KOHIICHTPAIMA NUCTATHHA W JIUIMOKAJIMHA EIIe
MaJOJIOCTYIMHO JIJIi MHOTHX JIEYeOHO-IPOPUIAKTUYECKUX YUPEKIACHUH, U OHHU
OPUEHTHUPYIOTCSl Ha OIEHKY PYTHHHBIX Nokaszateneit. [To muenuro Mahdi Najafi [315],
YPOBEHb KPEaTHHUHA CHIBOPOTKH SIBJISICTCS OCHOBOMW JIJIsi TPOTHO3UPOBAHUS (DaKTOPOB U
MoOJIeNIed PHUCKA TOCICONEePAlMOHHOTO TIOBPEXKICHUS TI0YEK, a €ro CHWKCHHE
MOBBIIIAET 3HAYEHUE ATOr0 MOKa3aTessl B MPOrHO3MPOBAHUM MCX0J1a. MoaenupoBaHue
HamOoJiee YacTO BCTPEYAIOLIMXCS IPU3HAKOB B IOCJIECONEPAIMOHHOM TMEPHOJE
(JIEUKOLIUTYPHS U MPOTEUHYPHS1) TPOBOJIMIM C MTOMOIIbI0 MHOTO(AKTOPHOTO aHAIU3a —
JIEPEBHEB PEIICHUH M1 OMTHMH3AIINN ITyTeH MOIX0/1a K TUarHOCTHKE dTHX COCTOSTHHM.

MoaenupoBaHue 1epeBa PELICHUM.

3anava: kiaccuUIMpoBaTh JECHKOIUTYPHUIO B 3aBUCUMOCTH OT HOPMBI.

Pe3ynbraT MogenupoBaHus ¥ IPOTHO3UPOBAHUS

JlepeBbsi pelieHuil TOKa3bIBAIOT, YTO JO ONEpaly Ha CpeIHUE 3HAYCHUS
noKazatels <«eukoyumypus» B OOJIbILIEH CTENEHU OKa3bIBAIOT BJIMSHUE MOKa3aTelu
CK® no mucraruny u CK® (pucynok 38). [Ipuuem ecnn CK® mo nuctaTiHy MEHBIIE
50 mu/mun/1,73 M® — 5TO COOTBETCTBYET O4eHb BbICOKOMY pHcKy, ecin CK® mo
HUCTaTUHY OoJibilie uiau paBHO 50 miu/mun/1,73 M” — BBICOK PUCK «1eUKOYUmypuu.

[Ipy HanMUUU JEHKOUUTO3a UMEETCS PUCK <UIeUKOYUMYPUUY).
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CH® no uncratuny

>=50 mn/mun/1,73m?

CER® no Y4HMCTATHH
" v CH® no kpeaTuHUHY

<50 ma/munaf1,73m?
/ramn/ - <60 mnfmunf1,73m?

~~ ~>

[ O4eHb BbICOKWIH PUCK ] [ BbICOKM A pPUCK ]

2

NEMKOUMUTYPUA

2| [

(P )

2

Nelkouutos
nocne onepayuu

Pucynok 38 — JlepeBo NpHUHATHUS PELIEHUS O PUCKE JICUKOIUTYPHUH B

IMOCJICOIICPAIMOHHOM IICPHOIC

B pe3ynbraTe ObUM cOCTaBIEHBI MOJIEIH, KOTOPhlEe OOBEANHUIN B ABE TAOIMIIbI
puckoB. Mogenu nposepsuiuch ROC-ananuzom nyteM noctpoeHuss ROC-kpuBbIX.
UyBCTBUTENIBHOCT ~ MOJEJIEW  MPOTHO3a  HA  JIEMKOLUTYPHIO COCTaBUJIA!
qyBCTBUTENBHOCTh — 100%; cnemuduunocts — 67,9%; sddextuBnocts — 83,9%;
MPOTHOCTUYECKAs IIEHHOCTh MOJIOXKUTENBHOTO pe3ysbTata — 57,1%, a oTpunarenbHoOro
pesyabrara — 100%. AuROC: 0,92.

MoaenupoBaHue 1epeBa PEIICHUM.

3anava: kiaccu(UIMpPoOBaTh MPOTEUHYPHUIO B 3aBUCUMOCTH OT HOPMBI.

Pesynbrat MogenupoBaHusi ¥ IPOTHO3UPOBAHUS

JlepeBbsi pellleHHi MOKa3bIBAIOT, YTO JO ONEpalMi HAa CpeJHUE 3HAYCHUs
noKazatelis «npomeurypus» B OOJbIIEH CTENEHW OKAa3bIBAIOT BIMSAHHE MOKa3aTelu
CK® u Hb (pucynok 39). ITpuuem ecan CK® menpmre 60 mi/mun/1,73 M°, To cpeanee

3HaueHue 1nokasareis — 186, ecnu CK® Oonpire 60 min/mun/1,73 m? u Hb Gonbime 120
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I/1, TO cpeaHee 3HAYeHUE 3HAYMTENBbHO BbIMe u cocTaBuT 250. [lo Takoit ke cxeme

paccMaTpuBalin BJIUAHUC MoKazaTesiei Ha «npomeurypusty 1mocCJIC Orcpanuu.

CR® no uncratiiy

CK® no umcratHy »=60 mn/mun/1,73m>

<60 mafmun/1,73m2 Femornobux nocne

onepayumn <120 rfn

4 iy

[ O4eHb EbICOKMIH PUCK ] [ BbICOKMI pUCK ]

2

NMPOTEMHYPWUA

5| [P

[ Puck ]

NedivoyuTos
A0 OnepaL1u

Pucynok 39 — JlepeBo NpUHATHUS PELIEHUS O PUCKE IPOTEUHYPUHU

=

B ITIOCJICOIICPALIMOHHOM IICPUOALC

B pe3ynbraTte ObLIM COCTaBICHBI MOJAEIH, KOTOPbIE OOBEIUHIINA B JBE TaOJIUIIbI
puckoB. Mogenu mnposepsuiuch ROC-ananuzom nytem noctpoeHuss ROC-kpuBbIX.
UyBCTBUTEIBHOCTh MOJICJICH MPOTHO3a HA MPOTEUHYPHUIO COCTaBUIIA: YYBCTBUTEIBHOCTD
— 66,7%; cnenuduanocts — 97,4%; s¢dextuBHOCTE — 80,7%; TpOrHOCTHYECKAS
LIEHHOCTh MOJIOKUTENBHOTO pe3yibrata — 93,3%; a oTpuuarenbHOro pesyJjbrata —
72,0%. AuROC: 0,86.

Ha ocHoBanuu MopenupoBaHus JepeBa PEIICHU pa3padoTaHa cXeMma MPUHATHS

pewmenus o pucke pasutus UMII nocne xupyprudeckon koppexkunu BIIC — pucyHok
40.
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o onepauuu

"\

NewkounTypua CK® NenkoumTos
[no uucTaTHHy)
Het [a >50 <50 Na Het

Y h 4 l

Onepauyuia

l

MNocneonepayMoHHbIN Nepuoa

7

PuUck nHdeKkumMm mo4eBbix nyTeun

Pucynoxk 40 — Cxema OpUHSTHS PELIEHUs O PUCKE Pa3BUTHUS MH(DEKIIUN MOYEBBIX MyTEH

B [IOCJICOTIEPAIIMOHHOM Tiepuoe (xupypruueckas koppekius BIIC)
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I''TABA 6. TEHETUYECKOE OBCJIEAOBAHUE IMAIIUEHTOB
C IIOPOKAMMU PA3ZBUTUSA CEPALIA U ITOYEK.
CTPYKTYPA KAPJUOPEHAJIbHBIX B3AUMOOTHOIIEHUM

[Ipoucxoxxnenue cepaua U MoYeK U3 ME30JCPMBbI MPHU BIUSHUM OCHOBHOTO (hakTopa
tpanckpuniuu Podl (xancymun / snukapaun / Tcf21) oOBSCHSET BBICOKYIO CTENEHb
HKCIIPECCUU B ME3CHXHMME pa3BUBaromuxcs cepaua u mouek [Tandon P. m ap., 2013;
Acharya A., 2011]. Bricokasi pactipoCcTpaHEHHOCTh BPOXKJICHHBIX TOPOKOB CEP/IIla U MOYEK
y IeTeil, cepbe3HOe HEraTUBHOE BIMSHHME HAa 3J0POBbE, Pa3BUTHE U (PYHKIMOHAIbHBIC
CIIOCOOHOCTH, BO3pacTalollee 3HAYeHHE TeHeTHYeCKHX (akTopoB B (akTopax pucka
aHOMAJIUK Pa3BUTHUA MOCIYXWIM OCHOBAaHUEM IJisi U3YUYEHHUS MX POJIU B (POPMHUPOBAHUU
COUYETaHHBIX MOPOKOB CepAlla U MOYEK y JIeTEH.

Ha mepBom »sTame ObUI MpOAaHATM3UPOBAH CHEKTP T€HETHUYECKUX AHOMAIIMK TpU
BIIC y 377 nereit B Bo3pacte oT poxkiaenust no 17 ner (cpegnuit Bospact 3,08 iner),
HAXOJIMBILIMXCSl Ha JICUEHUU B OTACIICHUU CEPACUYHO-COCYIUCTOW XUPYPTHM ISl AETeH
OI'bY «HMMUIL B.A. AnmazoBa». B Tabmume 61 mnpencraBinena crpykrypa BIIC y

MAlUEHTOB 00CIEyEMOU IPYyIIbI.

Tabnuua 61 — CTpykTypa BpOKIECHHBIX IOPOKOB CEPJILIAa Yy AETEH, HAXOAUBIIUXCS
Ha JICYCHUU B OTAEJICHHUM CEpACYHO-cocyaucTton xupyprumn mis nered OI'bY «HMUILL

B.A. AnmazoBa (n=377)

Bapuant BIIC YacTora %
Jedext MexoKeny104KOBOM MEPeropoiKu 81 21,5
JledexT MexnpencepIHON IeperopoIKu 79 21,0
Koapkranust aopTsl 37 9,8
Terpaga damio 33 8,8
ATPUOBEHTPUKYJISIPHBIE KOMMYHUKAITUN 31 8,2
BIIC ¢ reMogHaMuKON €TMHCTBEHHOTO YKETyI0YKa 30 8,0
OTKpBITHIN apTepHATBHBIN MPOTOK 30 8,0
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TpaHCIIO3UIMS MarucTpaabHbIX apTepui 25 6,1
Hpyrue 31 8,2
Bcero 377 100,0

[Tocne mpoBeaeHHOrO reHerndeckoro ucciaeaoBanus y 10,3% nanuentos (39 u3

377) ObUIM TOATBEPXACHBI TEHETUYECKHE CHHIPOMBI, KOTOpBIC IMPEICTaBICHBI B

tabmure 62.
Tabmuua 62 — T'eHeTMyeckne CHUHAPOMBI B  CTPYKTypE€ MAalMEHTOB
C BPOXKJIECHHBIMH MOPOKAMU CEp/Lia
Cunapom Yacrora %
Tpucomus o 21 xpomocome (c-m JlayHa) 28 7,4
Cunnpom Di George (cunmpom J{u Jlxxopmkn) 3 0,8
Cunnpowm Illepemesckoro — Tepuepa 3 0,8
Cunapom Beckwith — Wiedemann 1 0,3
Cunapowm Ilsepa — PoOena 1 0,3
Cunapom Knunmnens —@ eins 1 0,3
VACTER accomuarms 1 0,3
Cunnpom DpaBapjca 1 0,3
Bcero 39 10,3

ITo pesyapraram Hamero wuccienoBanus, BIIC nHambomee yacto ObLI
acCOLIMMPOBaH ¢ Tpucomuel no 21-it xpomocome, cuaapomom Jlayna. B myOnukanuu
A. Fung et al. [211] npencraBineHa uHpopMalus o 226 MalUeHTaX ¢ CHHIPOMAaMH,
KOTOPBIE aCCOIMUPOBAHBI C BPOKICHHBIMU MOPOKAMHU CEP/IIa, KOTOPBIE MPEICTABICHBI

B Ta0uie 63.

Tabnuna 63 — CUHAPOMBI, aCCOIIMUPOBAHHBIE C BPOXKICHHBIMU MTOPOKAMH CEeP/IIia

[Fung A. et al., 2013]

Cunapom YacroTa %
Alagille syndrome 3 0,12
Arnold — Chiari Syndrome 1 0,04
Blackfan — Diamond Syndrome 1 0,04
CHARGE 4 0,16
Chromosome 9p deletion 1 0,04
Di George (22q deletion) Syndrome 43 1,69
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Ehlers Danlos Syndrome 2 0,08
Goldenhar Syndrome 4 0,16
Holt — Oram Syndrome 1 0,04
Jacobsen Syndrome 1 0,04
Kartagener Syndrome 1 0,04
Klippel — Feil 1 0,04
LEOPARD Syndrome 1 0,04
Loeys — Dietz syndrome 2 0,08
Marfan syndrome 2 0,08
Neurofibromatosis 2 0,08
Noonan Syndrome 15 0,59
OHDO Blepharophimosis Syndrome 1 0,04
Other 5 0,20
Rett Syndrome 1 0,04
Scheie’s syndrome 1 0,04
Trisomy 13 1 0,04
Trisomy 21 (Down syndrome) 105 4,14
Turner syndrome 9 0,35
VACTERL 3 0,12
WAGR Syndrome 1 0,04
Wiedemann — Rauterstrauss 1 0,04
Williams Syndrome 9 0,35
Wiskott — Aldrich Syndrome 2 0,08

Bcero 226 8,9

Hanbonee wacThiMH CHHAPOMaMH, KaKk W B HalleM HCCIIECIOBAHUH, SIBJISIOTCS
Tpucomus 1o 21-i xpomocome (cuuapom [ayna) u cunapom Jdu xopmxu (aeneuus B
22-i1 XpoMocoMme).

Ha cnenyromem stane wuccienoBanusi u3 ocraBumuxcs 338 maunuentoB ¢ BIIC
Obl1a chopmMupoBaHa rpyrme u3 25 AeTe ¢ COUYETaHHBIMU BPOXICHHBIMH MOPOKAMHU
cep/iia M Mmovek Bo3pacToM oT 1 Mecsma mo 18 mer (mManpunkoB — 17, geBouek — 8),
cpenuuii Bozpact 4,05+£5,39 roma (ot 0,1 roma mo 17 neT), KOTOpPHIM OBLT POBEACH
MOJTHOTEHOMHBIA BBICOKOPA3PEIIAIONINN  MOJICKYJISIPHO-ITUTOTCHETUYECKUM aHAIU3 C
MOMOIIBIO TIO/IX0/Ia CPABHUTEIBHOW TeHOMHOUN ruOpummsanuu Ha JIHK-mukpounmax

(array-CGH).
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Cpenu 25 nanmenToB y 92% (23 u3 25) nabmoganuch cioxuabie BIIC, y 48% (12
U3 25) — eme W CIOXHBIM MOPOK pa3BUTHUs Nouek. B Tabimmue 64 npencraBieHa

ctpykrypa BIIC u BIIPII B ananu3zupyemMoi rpyrrie.

Tabnuua 64 — CTpykTypa BpOKIEHHBIX ITOPOKOB ceplla U MoYeK

BIIC Yactora| % BIIPII Yactora| %
JIMOKII 8 32,0 | Arene3us mmouku 4 16,0
JIMIIIIT 5 20,0 | CpamieHHas mouka 3 12,0
TMA 3 12,0 | 'mnoruiasus DOYKHu 5 20,0
EnnHcTBEHHBIN 3 12,0 | YaBoeHue o4k 6 24,0
KEITYJ0UCK
Terpanma ®ammo 3 12,0 | T'mpporedpos, 5 20,0

ypeTeporuapoHedpo3
Koapkranus 2 8,0 | Kucro3usle 2 8,0
AOPTHI JIACITIa3UHU
OAC 1 4,0 | CnoxxHbI{ TOPOK 48%
TTOYEK
Crnoxubriit BIIC 92%

AHanu3 BBITIOJIHEH HAa OJUTOHYKJIEOTHAHBIX IiuaTdopmax Agilent SurePrint G3
Human CGH Microarray Kit, 8x60K (Agilent Technologies, Santa Clara, CA, USA).
Cnenyer TOAYEPKHYTh, YTO pa3pabOTKa METO/JAa CPAaBHUTEILHONM TEHOMHOUN
rUOpUIN3aINK CTIOCOOCTBOBANIA 3HAUUTEILHOMY MPOTPECCY B UCCIIETOBAHUH T€HOMHBIX
MEePECTPOEK, KOTOpPHIE JIEKAT B OCHOBE MHOTHUX TEHETHYECKH OOYCIIOBICHHBIX
3aboseBanuii yesaoBeka [Shinawi M., 2008].

[IpumMeHeHre MaHHOTO MeToAa MO3BOJISIET 3(PGEKTHBHO BBISABIATH Cpa3y BeCh
CIEKTp HecOATaHCUPOBAHHBIX XPOMOCOMHBIX TIEPECTpoek (TO €CTh TepPecTPoeK,
COMPOBOXKIAIOIIMXCA W3MEHEHHEM KOMMHHOCTH T'e€HETHYECKOTO MaTepuana), B
YaCTHOCTH  JICJICMM, JyIUIMKAIM{, HeCcOAIaHCUPOBAHHBIX TPAHCIOKAlMM, Kak
KpYMHOMACIITa0HBIX, TaK U KPOIICYHBIX abeppainuii, He 0OHApyKMBAEMbIX METOJIAMH
CTaHAapTHOM 1uTOreHeTuk. C MOMOIIbIO CTAHAAPTHBIX METOJ0B AU(dhepeHInaIbHOrO
OKpamvBaHus MeTada3HbIX XpPOMOCOM (XpPOMOCOMHOTO OdSHIMHIA) TMOSBHIIACH

BO3MOXKHOCTh BBISBJISITh MEPECTPOMKH, pa3Mep KOTOPBIX cocTaBisieT He MeHee 5—10
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MJIH II. H., TOTJa KaK MaJIEHbKUE MO pa3Mepy WIH CIOKHBIE MEPECTPOMKH OCTAIOTCS HE
BBISIBJICHHBIMU. KpoMe Toro, B cilydyae CTaHIApPTHOI'O KAPUOTUIUPOBAHMS B KAaUECTBE
OnoMarepuana HEOOXOJUMO HAJIMYUE KUBBIX, ICJSIMIUXCA KIETOK ISl TOJyYeHHUs
MeTadazHbIX (IKBATOPUANBHBIX) IUIACTUHOK XpOMOCOM, 4YTO TakXKe HE Bcerja
OKa3bIBaeTCsd BO3MOXXHBIM. B 3aBucumocTu oT Tumna ucnoiaszyemoit JIHK-mmaTdopmsl,
meroa CGH-array mo3BoJISIeT BBISBISATh XPOMOCOMHBIE NEPECTPOUKH Pa3MEPOM BILIOTh
JI0 HECKOJBKHX THICAY Tap HYKJICOTHOIOB, NMPHU 3TOM B KayecTBE OmoMaTepuasa
HeoOxoaumo Haimuuue Tosibko reHomHou JIHK. Ha pucynke 41 mpencraBiieH aHanu3

JIHK namueHnrTa.

Triage View : o7 - ———

CytoGenomics

Genome ViewlAMP: 2, GAIN: 4, LOSS: 1, DEL: 0, LOH: 0) LR T

S N O I P ~................-......}L

S vew | Bcony | O sewen | 5 sempletnto | gl aCMetrics | TU4 chamge catt | [, Change statin | 55 Reports

LS

s ‘ 7 [ 5 [ " 2 [ 1 5 A NENE NN X v
Gene View :chr21 : 046466275, 46.4 Mb CELRZY I LT T TR

00bp 0.0 Mo 2.0 Mo 0.0 Mo 00 Mb

Pucynok 41 — Ananus JIHK nmanvenTa, BBINOJHEHHBIN C TOMOILIBIO CPABHUTEIBHOM
T€HOMHOW THOPUIN3alNK Ha OJIMTOHYKJICOTUIHBIX MUKpounnax Agilent SurePrint G3

Human CGH Microarray

B pesynbpraTe mpoBeneHHoN TeHOMHON TuOpuam3anuu y 12% (3 u3z 25) nereit
OBLTM BIIEPBBIC BBISBIICHBI M3BECTHBIC XpPOMOCOMHBIC aHOManmuu (1 — Tpucomms 21-i
XpPOMOCOMBI, 2 — nenenus paiioHa mieya 22-ii xpomocombl 22ql11.21 (cungpom [u
Jlxopmku) (tabmure 65). Ilpu 5TOM HEOOXOAUMO OTMETHTh OTCYTCTBHE Yy DJTHX

MagUuCHTOB XapaKTCPHBIX IJId JaHHBIX CHHAPOMOB (1)6HOTI/IHOB.

Tabmuma 65 —  XpomMocomMHBIE aHOMAIWK Yy TAIMEHTOB C COYETAaHHBIMU
BPOKJIEHHBIMHU MIOPOKAMM CEP/ILIAa U TIOYEK

| Ne | Cunapom | BIIC | BIIPII
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1 | Tpucomust 21 (cunapom | AMXKII VY nBoeHue
JlayHa)
2 | Cunapom Di George OO6mwmii aprepualibibiil | Ypereporuaponedpos
CTBOJI
3 | Cuagpom Di George Terpana ®Damno ['unomnasus

VY Bcex NalMEHTOB C XPOMOCOMHBIMH AHOMAIMUSIMH OO0BEM XUPYPIHUECKOU
KOppEeKIUU ObLT HAMHOTO OOJIbIIE, YeM y MAIlMEHTOB 0€3 XPOMOCOMHBIX aHOMAJIHii.
[IpencraBisiem 00beM XHUPYyPruvIecKoro jJeueHus namuenta 2 ¢ cuaapomom Di George.

Knunnueckoe nabmoaenue 3.

JIMATHO3 OCHOBHOI: Cunnpom Di George. BpoxieHHbIl MOPOK cepiia:
OOwwmit aprepuanbHblid cTBOJ 1 Tun. OTKpeITOE OBajdbHOE OKHO. HemoctaToyHOCTH
TPYHKaJIbHOTO KiamnaHa 1 ct. Ypereporuaponedpos.

Onepamms: 12.02.15. Cpenunnnas crepHOoTOMHs. PanukanpHass Koppekuus
O0IIEero apTepHaIbHOTO CTBOJIA (3aKpbITUE Je(eKTa MEXKEITYyT0UKOBOW MEPEropoaKu
3aIJIaTOl M3 KCEHONEepUKap[a, IUIACTHKAa BOCXOJALIEH aOpThl 3aljlaTol W3
kceHonepukapaa, REV-mponeaypa (popmupoBaHue myTH OTTOKa U3 TIPaBOro
KEJIyI04YKa B JIETOUYHYIO apTepUI0 MyTeM aHAaCTOMO3UPOBaHUS OU(]ypKalUU JIETOYHBIX
apTepuil U MPABOro KEIyAouKa C UCIOIb30BaHUEM 3aIlIaT U3 ayTO- U KCEHOIepuKapaa
¢ MoHocTBopkoi u3 Preclude). 3akpeiTne nedexra MexmpenacepaHON MEPErOPOIKH
3aIJ1aTOil M3 KCEHONEpHUKapAa C OCTaBJICHUEM pa3rpy304HOM (HUCTynbl Ha YpPOBHE
npeacepauil, KOMHUCCYpPOIUIaCTMKAa TPUKYCHUIAIBHOTO  KJjamaHa B YCJIOBUSX
UCKYCCTBEHHOI'O KPOBOOOpAIICHUS U KapAUOIUIETHH.

Omnepanus: 16.02.15. PeBusus, cananus. OTCpOYEHHOE 3aKPBITHE CTEPHOTOMHOM
paHbI.

Ocnoxnenue: HK 2a @K 2 (Ross). Beicokast ierouHasi runepTeH3usl.

Eme y 20% (5 u3 25) OONBbHBIX BBISBICHBI MHKPOCTPYKTYpPHBIE aHOMAJIUU
XpPOMOCOM, MPUBOASAIIME K U3SMEHEHUAM B CIICIYIOIIUX Te€HAX:

1 — naymnukanus reHa DHFR, npoayktomM KoTtoporo sBisercss Oelok
auruapodosIaT-peayKTasa, OTHOCIIIHICS K KITFOYEBBIM (DepMEHTaM BHYTPHUKIECTOUYHOTO

Merabonu3ma (OJaToB, YYACTBYIOIIUX B PETYJISIUU DKCIPECCHUH HEKOTOPBIX
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TpaHckumuoHHbIX ¢aktopoB (NKX2.5, TBXI1, TBX20), HeoOXoauMmbIx s
dbopmupoBaHUs cepAra B SMOpHOTEHE3E.

2 — nymukanus reHa ZNF649 — tpaHCKpUNIIMOHHBIA (HaKTOp — ¢ TOMEHOM THIIa
«lIMHKOBBIE MANTBIIBIY, YIACTBYIOIINI B KapHOTeHE3e 1 HePporeHese.

3 — nymukanus reHa NPHP1 Nephrocystin 1, acconuupoBaHHOTO ¢ pa3HbIMU
BApUAHTAMU LIAJIMONIATUH.

4 — nynmkarus rena NNT (nicotinamide nucleotide transhydrogenase), koTopsiii
KoaupyeT OeNoK BHYTPEHHEW MeMOpaHbl MHUTOXOHJPUN, KOMIIOHEHT JJIEKTPOH-
TPAHCIIOPTHOM JbIxaTeabHOM 1enu. [loka3zaHo, 4YTO JaHHBIA O€JIOK HWHTEHCHUBHO
AKCIPECCUPYETCS B TKAHSIX CEPJILA, MOYEK U HAATIOUECUYHUKOB.

5 — nenenusa yyactka reHa LCLATI (lysocardiolipin acyltransferase 1). IIpoaykr
DKCIPECCUM JAHHOI'O TE€HA KATAIM3UPYET AaUWJIMPOBAHHUE JIM30KAPIMOIUIIMHA
(xkapauonunuH-GoCchONUNU,  KIIOYEBOM  KOMIIOHEHT  BHYTpPEHHEH  MeMOpaHbI
MUTOXOHJpUI) U HambOJee aKTHUBHO JKCIPECCUPYETCS B CEpPJIe, MEUCHHU, MOYKax,
JIOKaJIN3YsICh B SHIOIIA3MaTHYECKOM PETUKYITYME.

B Tabmuie 66 mpencraBlieHbl TEHETUYECKME AaHOMAIWU Yy TAIlMeHTOB C

COYCTAaHHBIMU ITOPOKaMHU CECp/Lia U ITOYCK.

Tabmuua 66 — CHekTp TeHEeTHYECKWX aHOMAJIMW MPH COYETAHHBIX MOPOKAX
cepJilia ¥ oYeK

Ne I'EH BIIC BIIPII
1 | Aynmnukamus DHFR ABK ['uaponedpos
Dihydrofolate reductase
Jurunpodonar-penykraza
2 | Qynnukanus ZNF649 TMA AreHe3us crpasa
TpanckpUNIIMOHHBIN (HAKTOP C JOMEHOM
tuna «[{MHKOBBIE ITaJIbLBI»

3 | Aymmmkarus NPHP1 JIMIIII, AreHe3us cieBa
Nephrocystin 1 (Hedponuctun 1) JIMXKII
AcconuupoBaH ¢ NUIUOTATHIMU

4 | Nymmmkanust NNT I'emonunamuka | Y iBoeHue
Nicotinamide nucleotide ¢JIMHCTBEHHOTO | MPABOM MOYKU
transhydrogenase (HukotTunamu KeTy10uKa

HYKJICOTH]T TPAHCTUAPOTeHa3a)
5 | Hememms LCLATI1 Terpana [TonkoBooOpasHas
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| | Lysocardiolipin acyltransferase | damno | mouka

YuuTteiBas BBICOKYIO PACIIPOCTPAHCHHOCTb MAJIBIX CTPYKTYPHBIX XPOMOCOMHBIX
IIOJIOMOK Y HeTeﬁ C BpPOXIACHHBIMU IIOPOKAMM, HHq)OpMaTHBHO BKIIFOUCHUEC B
IMPOTOKOJIbI  BCACHMUA z[eTeﬁ C COYCTAaHHBIMH IIOPOKaMH CCpAla W  IIOYCK
OUTOTCHCTHYCCKOI'O aHaJIu3a IJIAd 0oJyiee TOYHOTO OIIPpCACIICHUA TepaHeBTH‘IeCKOﬁ )41

XUPYPru4eCKOU TAKTUKU OTHOCHUTENIBHO ITAIIUEHTA.
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I'JIABA 7. IPUHIIATIBI TEPAITMA U TEPCOHUD®UIIMPOBAHHBIN IMTOAXO0/1
K BEJJEHWIO JETENA C COYETAHHBIMHY BPOXKJIEHHBIMHU ITIOPOKAMMU
PA3BUTHUSA CEPALA U ITOYEK

7.1. HpI/IHIII/Il'lLI TEpallnu JeTel ¢ COUeTAHHBIMHU BPOKIACHHBIMH IIOPOKaAMM

cepana U MovYeK

[Ipoananu3upoBaHo JieueHUE JETEH C COYETAaHHBIMH IMOPOKAMU CEpJilla U MOYCK.
N3 89 nereit ¢ codyetaHHbIMU mopokamu — 47 manbuukoB (52,8%) u 42 neBoYKH

(47,2%). CtpykTypa coueTaHHBIX IIOPOKOB MpeJIcTaBIcHA B TabuIe 67.

Tabmuua 67 — CTpyKkTypa BpOXKACHHBIX MOPOKOB CEpALlAa U IMOYEK B TpymIe

C COUCTAaHHBIMH aHOMAJIWAMMHA PA3BUTHUA

ITopok cepaiia Yacrora % ITopok nmouex Yacrora %
> 0 >
Jedekt MexKenya09K0BOMI 29 32,6% | BpoxxneHHbIit 29 32.6%
MIEPETOPOJIKU ruapoHedpos
i 0
Jlegext mexnpencepaoi 27 30,3% JloGaBouHast movka 22 32,8%
NEPETOPOIKU
i i 0
OTKpBITHIN apTepUaIbHbIN 19 21,3% DK TOMICCKAs oK 10 14.9%
IPOTOK
Koapkranus aoptsl 14 15,7% | CnuBmascs,
noJibYaTas u 8 11.9%
I0JIKOBOOOpa3Hast
TTOYKa
0
Tpancniosnuus . 12 13,5% Jlucma3us moYKu 6 9,0%
MaruCTPaJIbHBIX apTEPHH
CTeHo3 JIerouHo apTepuun 10 11,2% | BpoxxneHHbIN 5 7 5%
MerajoypeTep ’
Tetpana damio 6 6,7% | BpoxnaeHHas
OJMHOYHAS KHCTA 4 6,0%
MTOYKHU
EnuHCTBEHHBIN KeTy109eK 6 6,7% | AreHe3us MOYKHA 4 6.0%
OJHOCTOPOHHSISA ’
Bcero sugos BIIC 123 100% | ['nmoruia3us mMO4YKU 4 6,0%
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OJIHOCTOPOHHSISI
Cnoxusie BIIC 52/89 58,4% | 'mmoruia3us mOYKHU
4 6,0%
JIBYCTOPOHHSISI
Cnoxupii BITPIT 60/89 | 67,4%

Kak BumHOo n3 Tabmunsl 67, 89 mauueHToB umenn 123 pasneix Bapuanta BIIC,
npu 3toM y 58,4% (52 u3 89) 310 O6bUH croxkHBIe, KoMOMHUpoBaHHbIE BIIC. [lopoku
noyek ObUIM TpeacTaBlieHbl 96 pa3HbIMU BapuaHTaMH, MPU 3TOM B OOJBIIMHCTBE
ciydaeB — 67,4% (60 u3z 89) 310 ObUIM CIOXKHBIE BPOKICHHBIE MOPOKK Touek. B
ctpykrype BIIC wuMerorcs paszmuuuss 0OpU CONOCTABICHUM JBYX TIpynn —
nzonupoBaHHbix BIIC u codyeraHHbIX MNOpPOKOB. B rpymnme codeTaHHBIX MOPOKOB
3HaunMO Oombine ciaoxHblx BIIC (X2=18,92; p<0,001) u pnereit c¢ npedexTom
MEXIIPEACEPAHON MEPETOPOIAKU (X2=7,95; p<0,01). B cTpykType aHoManuii pa3BUTHUS
[IOYEK B TPYMIE JAETed C COYETaHHBIMM MOPOKAaMHU OOJIbIIE CIIOKHBIX BPOXKIECHHBIX
MOPOKOB TIOYEK, HEXENTW B TPyNIe JAeTed C H30JIMPOBAHHBIMHU AHOMAIUSMHU TOYEK
(X2=16,34; p<0,001). Ilpu codeTaHHBIX MMOPOKAX CcepJla U TMOYEK TAKXKE BHIIIE
VIeTbHBIH ~ BeC  MAmMEHTOB ¢ ruapoHedposom  (x°=5,01; p<0,05) m
ypeteporuaponedposzom (x°=14,26; p<0,001).

Xupyprudeckas koppekuusi BIIC B ananusupyemoii rpyrmrme Oblja BBIIOJHEHA
78,7% (70 u3 89) manmenToB. B mopamistomeM OONBIIMHCTBE CIydyaeB ONEparus Ha
cepaue MW CcocyAax B aHAJUM3UPYEMOH TIpynmnbl MPOBOAWIACH B YCIOBMSIX
HCKYCCTBEHHOIr0 KpoBooOpamieHus — 98,6% (69 u3 70), 4To CyIIECTBEHHO OTIMYAETCs
OT TpyIIBI AeTeii ¢ n3omposanusiMu BITC — 76,8% (192 u3 250) (x*=21,40; p<0,001).
Y 68,6% (48 u3 70) npoomepupOBaHHBIX NAIMEHTOB TPYIIbl C COYETAHHBIMU
MOpOKaMu Oblla BBIMIOJIHEHA DaJWKalbHAs oOIMepaus Ha Cepiale, Y OCTalbHBIX —
ATAINHOE orepaTtuBHoOe jedeHue: 2 srana — 27,1% (19 uz 70); 3 srana — 4,3% (3 u3 70).
He 6b11 onepupoBansl no nosoay BIIC B rpynmne ¢ coderannbimMu nopokamu 21,3%
(19 u3 89) gereil, uro 3HAUUMO OOJIbILIE, YEM B TpyHINe AeTeil ¢ n3onupoBaHHbiMu BIIC
—1,6% (4 u3 250) (x°=19,14; p<0,001).

Xupypruueckass koppekuus BIIC Opuia Beimonnena 38,2% (34 u3z §9)

nanuenTaMm, octaibHbie 61,8% (55 u3 89) He ObuM onepupoBanbl. Hanbomnee yacteiMu
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MOKa3aHUSAMHU K XUPYPTUYECKON KOppeKnuu nmopoka obutm ruaponedpo3 — 19 (55,8%)
nered, ruaponedpos yaBoeHHou nouku — 5 (14,8%) marueHToB, ypereporuaponedpos
— 3 (8,8%), My3bIpHO-MOYETOYHUKOBBINA pPedUIFOKC B yaBOCHHYIO Touky — 3 (8,8%),
My3BIPHO-MOYETOYHHKOBBIN pediIokec B MOUKy ¢ ypereporuaporedpozom — 2 (5,9%),
merayperep — 2 (5,9%) pebenka.

31,5% netsm (28 u3 89) U3 rpynmbl ¢ COUETAHHBIMU TTOPOKAMU CepAlla U MOYeK
ObLTM TIpOBeACHBI Xupyprudeckas koppekmus BIIC u xupyprudeckas KOPpEKIIHS
BIIPII. Omnepamuu Ha cepaune npoBoawiuchk mnpu cieayromux BIIC: nedekt
MEXOKEITYJOUYKOBOM NIEPETOPOAKU — 7 AeTeil; Ne(PeKT MEeKIPEACcCepIHON MePEropoIKI —
5 nereii; Terpana Pamio — 3 pebeHKa; OTKPBITHIN apTepUalibHbIA MPOTOK — 3 peOCHKA;
TPAHCIO3UIMsI MaruCTpPajJbHBIX apTepuil — 2 peOeHKa; CTEHO3 JITOYHOW apTepuu — 2
peOCHKa; TUIOILIA3KUs JIEBBIX OTIEIOB cepaua — 1 ManyueHT, €IMHCTBEHHBIN eIy 109eK

1, aTpUOBEHTPUKYJSPHBIM KaHan — 1, Koapkrauus aopThl — 1, YaCTUYHBIN
aHOMAJIbHBIN JAPEHAXK JIETOYHBIX BEH — 1, aTpe3us JISTOUHON apTepuu — | MallueHT.

Yaiie Bcero noka3zaHusMM K ONEPAaTHUBHOMY BMEIIATEIbCTBY Ha MOYKAX CITYXKHUI
ruapoHedpo3 u ypereporuapoHedpod — 19 gereit, My3bIPHO-MOYETOUYHUKOBBIN
pediroke — 5 nereil.

Hapsiny ¢ XxupyprudeckuM JICUEHHEM TAIMEHTHhl TMOJy4Yadd KOMIUIEKCHYIO
TEpaliil0 B COOTBETCTBUE C XapakTepoOM IOpOKAa M HAJUYUEM OCJIOKHEHHI.
ConocTaBiieH 00beM Tepanuu B Tpynnax AETel ¢ COUYETAHHBIMU MOPOKaMHU Ceplla U
nouek, nzonupoBaHHbix BIIC u mzonmupoBannasix BIIPII. O6beM Tepanuu B rpyrrme
COYETAaHHBIMU MMOPOKAMH OBLI CYIIECTBEHHO BBIIIE, YeM B IpyNIax ¢ U30JUPOBAHHBIMU
MOPOKAMHU CEep/Ilia U TOYEK.

NHrubuTOpsl aHTHOTEH3WHIIPEBPAIIAIONIEro (epMEeHTa MOTydaal BCE MaIlUEHTHI
IPYIIBl C COYETAaHHBIMU TOpPOKaMU — 89 MalMeHTOB, B TO BpeMsl Kak B TPYIIE C
M30JIMPOBAHHBIMY MOpOKamMu cepamna — 67 geredt (26,8%), a ¢ H30JUPOBAHHBIMU
AHOMAIIMSIME Pa3BUTHS MoueK — 9 meteil (4,7%) (x°=212,58; p=0,00001).

[leTtneBble AMYPETUKU TMOTYYaldd BCE JETH TPYMIbI C COYETAHHBIMU MOPOKAMHU
cepaua u nouek, 83 (33,2%) pebdenka c nzonupoBanHsiMu BIIC u He momydanu netu ¢

M30IMPOBAHHBIMM  QHOMAIMSAMH  pasBuTHs — modek  (y°=48,61;  p=0,00005).
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CnupoHOJIaKTOHBI OBLTM Ha3HAYEHBI BCEM JIETSIM C COYETAHHBIMH IMOPOKAMHU CEpJIa H
noyuek; 66 (26,4%) neram ¢ uzonupoBanHbiMu BIIC u HUKOMY U3 AeTell ¢ aHOMATUSIMU
passurus nouek (x*=102,33; p=0,00002).

bera-0okaTopbl BXOIWJIM B KOMIUIEKC TEpanmuMud y BCEX MAIMEHTOB TPYIIIbI
couetaHHbIX mopokoB; 32 (12,8%) nereit ¢ BIIC, a geTsM ¢ aHOManusMU pPa3BUTHUS
IOYeK OHM He HasHauaiuch (y°=70,93; p=0,00006).

AHTHOMOTHKY TIOJIy9aJId BCE JETH TPYIIBI C COYETAHHBIMHU MOPOKAMHU CEPJIa U
MOYEK, aHOMAJMSAMH Pa3BUTHS MOYEK, B TO BPEMsI KaK B IpyHIe C U30JIUPOBAHHBIMU
BIIC Takux mamueHToB ObUTO 219 (87,6%) (°=285,61; p=0,00001). Vpocemtuku
BXOAWIN B KOMIUIEKC Tepanuu 85 (95,5%) nmereil ¢ coyeTaHHBIMU TMOPOKAMH, BCEX
MAalKUEeHTOB C MMOPOKaMU pa3BuTus nouek u 22 (8,8%) nereli ¢ nzonupoBaHHbiMu BIIC
(x*=84,30; p=0,00004).

bBonmee Tpex mpemapaToB C BBIBEJCHHUEM IOYKAMHU TOJYy4YaJld BCE JIETH C
COUeTaHHbIMU TopokaMu pazButus, 49 (19,6%) nereii ¢ uzonupoBanubiMu BIIC u B
rpyIIe AeTeil ¢ aHOMaTHsIMH TT0YeK — HUKTO He monydat (x°=23,88; p=0,00018).

CymiecTBEHHBIM pa3/iefioM Tepanuu ObUIO JICUCHHE XPOHUYECKOH CepIedyHOn
HenoctatouHoct (XCH). ITpunnuns! Tepanuu XCH coOTBETCTBOBAIM METOIUYECKUM
peKoMeHAausAM Accolralny AETCKUX KapauosioroB Poccun «/luarnoctuka u JieueHue
XPOHUYECKOM CEepJIEYHON HENOCTAaTOYHOCTH y JeTed M noapoctkoB» (M., 2014) u
ISHLT GUIDLINES «The International Society for Heart and Lung Transplantation
Guidlines for the management of pediatric heart failure: Executive summary» (The
Journal of Heart and Lung Transplantation, 2014).

Tepanus XCH BKJIIOYaIa CIIEYIOLIME TaIlbl: MEIUKAaMEHTO3HAas
MOJIMKOMIIOHEHTHAs Tepanusl, HEMEINKaMEHTO3HbIE METO/IbI JeYeHus,
BBICOKOTEXHOJIOTUYECKUE METO/IbI JICUCHUS.

B MenukamMeHTO3HOI Tepanuu B KadecTBe 0a3MCHOM TEpamuu MPU BCEX CTAIMIX
XCH UCIIOJIb30BAIUCH 6eTa-010KaTOPHI u/unm WHTHOUTOPHI
anrnoreH3uHnpenpamatoniero gepmenra. Ha craguun ®K I x Tepanuu nodasmisuivch

JTUYPETUKH, CIIUPOHOIAKTOH, JUTOKCUH (2B) 1 B mocIeayomeM — MHOTPOIIBI.
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HemennkameHTO3HBIE METOABI JIEYEHHUSI BKIIOYAIU OPraHU3aLMIO0 MTPABUIBHOIO
peknMa W yxoja ¢ oOydeHHMEeM peOCHKa W POAUTENEH, PEXKHUM KOHTPOIUPYEMOM
(bu3NYeCcKOl aKTUBHOCTH, IUETOTEPANMI0 C OCHOBAMM JIEUEOHOTO IHUTAHMS, YyYeT
BBINIUTOMN Y BBIICJICHHOM XKUJIKOCTH, KOHTPOJIb Beca.

BricokoTexHosornueckue Metonbl JieueHuss XCH BKIOUaIM XUPYyprHYECKOe
neuenne BIIC, uMIuiaHTanuo KapaAuOCTUMYJISITOPOB, XUPYPrUUECKUE METOIbI JICUCHUS

aPUTMUMN.

7.2. llepconupuuMpoOBAHHBIN MOAX0/1 K BeICHUIO JIeTell ¢ COUeTAHHBIMHI

BPOKACHHBIMH ITOPOKaAMM Ccepalla A MOYEK

7.2.1. IlpenaraabHas anuarnoctuka BIIC u BITPII

JIJisi TUarHOCTUKK BPOXKJICHHBIX TOPOKOB Pa3BUTHS METOJIOM IpeHATaIbHOU
sxorpadur  HeoOXOAMMA  XOpPOIIO OpPraHW30BaHHAsE CUCTEMa CKPUHUHTOBOTO
oOcnenoBaHusl OCPEMEHHBIX, B3aUMOJICUCTBUE CIECIUAINCTOB PAa3HBIX YPOBHEH
o0cJie10BaHus.

Ipenamanvuas euzyanuzayus, cepoye [ISUOG Practice Guidelines, 2013]:

OOGcnenoBanue cepAlia MPOBOJAUTCS ONTUMAIbHO Mexay 20 m 22 HemensMu
recTali, XOTS HEKOTOphIE aHOMAJIMKW MOTYT OBITH BBISBIICHBI B KOHIIC TEPBOTO H
Havajie Broporo TpumecTpa 6epemennoctu [Carvalho J.S., 2004].

Oco6oe BHUMaHue Tipu nipoBeaeHun Y3 oOpaiaroT Ha:

— MECTOIIOJI0KEHHE TIJI0J1a U OOIIIME aClIeKThl pa3BUTHS,

— KaMephbl ITPEICepInid,

— KaMephl JKeTy10YKOB,

— aTPUBEHTPUKYJISIPHBIC TIEPETOPOIKU U KIIATIAHBI.

[IpenaTtanbHas KOHCyJabTalUWs Ha 18—22 Henene recraluu:

— JlnarHoctrka nopoka cep/a (M30JIMpOBaHHbIN; CUHIAPOMAIIBHBIN).

— [IpormocTrueckue NpeauKTOpHI:
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bepeMeHHOCTh (HEIOHOIIEHHOCTh, MOKa3aHUs Uil POAOPA3pPELICHUS —
CTUMYJISALIMS POJIOB WJIU POJBI B IEPUHATAIBHOM LIEHTPE).
[Ipornosupyercst st peOEHKa  BBDKMBAEMOCTh  (CEpACUHBIM  HCXOJX),

IMOCTHATAJIbHAA TCPAIIH.

IIpenamanvuas euzyanuzayus nouxu [304]

[Touku: Bu3yanusupyrorcs Ha Y3U ¢ 12—15 nenenu recranum.

MoueBoli my3bIpb: BU3yanusupyerca Ha Y3U ¢ 13—15 Henenu rectauuu.

Koprtuko-meaymmsipaast muddepernupoBka — Buzyanuzupyercs Ha Y3U ¢ 20-25
HeJleTu OEPEMEHHOCTH.

20 nenens recranuu: > 90% aMHHOTHYECKOM KHIKOCTH — (heTallbHAs MOYa.

VY3U anist BRISIBICHUS BPOXKIACHHBIX MMOPOKOB IJI0/1a (BKJIIOYAsi TOPOKHU MOYEK) BO
Il pumecTpe OepemenHocTH Ha 18—22 Henesne recTaiuu.

[Io MHEHHIO MHOTHX CHEUUAIHUCTOB, IEPBOE CKPUHHHIOBOE HCCIEIOBAHUE
cep/lla U MoYek mioja 1enecooodpasHo mpoBoauTh Ha 10—14 Henene OepeMEHHOCTH B
YCJIOBUSIX TEPPUTOPUATIBHBIX KEHCKUX KOHCYJIbTAIMH, ocneayromue — Ha 20—24 u 30—

34 genesx.

IIpu mogo3peHnu Ha BPOXKACHHBIC TOPOKH PAa3BUTHS CEPALA U TIOUYEK DKCIIEPTHAS
nuarHoctuka (II ypoBeHb) MPOBOAMUTCS B YCIOBHUSX NMEPUHATAIBLHOTO IIEHTPA, U TPHU
MOATBEPKACHUN HAJIMYMSA TIOpOKA II0Ka3aHO TEHETHYECKOoe OOCIIeIOBaHUE IS
HCKJTFOYEHHUS XPOMOCOMHOM MaTOJIOTUU U TEHETUYECKUX CUHIPOMOB.

[IpenaranpHasi JUAarHOCTUKAa JaeT IIAHC Ha YCHeX JICYEHHUs, TO3BOJISS
OCYILECTBUTH MOATOTOBKY K POJIOPa3pELICHUI0 U paHHEMY HEOHATaJIbHOMY MEPHUO.Y,
TeM 0oJiee UYTO METOJIbl BMEIIaTeIhCTBA Ha CEPIe MOCTOSHHO YCOBEPIICHCTBYIOTCS
[219, 233].

[IpenaranbHas koHCynbTalUs Ha 18—22 Henene recTaluu:

- JlnarHoctuka TmMOpOKa TMOYeK (OJHOCTOPOHHMM WM JBYCTOPOHHUIA,
CUHAPOMAJIbHBIN).

— [IporuocTuueckue NpeIuKTOPhI:



188

bepemeHHOCTh  (HEJOHOIIEHHOCTb, TOKAa3aHUS JJs  POJOpa3pelIeHHus —
CTUMYJISIIHSI POJIOB WU POJIBI B IEPUHATATIHFHOM IICHTPE).

DKCHepT MpOTHO3UPYET Mg peOdeHKa BbDKMBAEMOCTh (CEpACUHBIM HCXO.N),
MOCTHATAJIbHYIO TEPAIHIO.

[IpoBeneHre NpPEeHATATBHOTO KOHCUJIMyMa B COCTaBe: aKyIlIep-THHEKOJOT,
neauaTp, KapIuoJior/KapAuoXupypr, Hedposior/yposior, reHeTHK.

Pemenune koncrmimyma:

— CPOKHU ¥ MECTO POJIOPA3pELICHHUS,

— DOJTalHOCTh OKAa3aHUSA CHEIUAIM3HPOBAHHONW WM BBICOKOTEXHOJIOTHYHOM
MEIUITMHCKOW TIOMOIIA C YyYeTOM AaHAaTOMHH TIOPOKOB M BEPOSATHBIM PHCKOM
JeCTaOMIIU3aIIH.

[IpoBeneH CpaBHUTEIBHBIA aHAIW3 JBYX TPYII IMAIMCHTOB C COYCTAHHBIMH
MOPOKAMH Cep/illa U MouYek: rpynmna 1 — craHIapTHBIM METOJ] AUArHOCTUKU U JICUCHUS
(rpynma cpaBHeHus1) — 36 gete, rpynmna 2 — MepCOHU(pUIUPOBAHHBIA MOAX0] — 38
nereid. CpaBHEHMS IBYX TPyHNI MO KOJWYECTBEHHOM IIKaJE€ MPOBOAWIACH HA OCHOBE
HemapameTpuueckoro kputepus Manna — Yutau. CtatucTuyeckasi 3HaYUMMOCTh Pa3HBIX
3HAYEHUH JJIs1 OMHAPHBIX MMOKa3aTeNei onpeensiach ¢ UCTOIb30BaHUEM KpUTEpHs Xu-
kBaapar. [l omucaHWs KOJWYECTBEHHBIX IIOKa3aTeed HCIOIb30BAINCh CpEIHEe
3HAYCHHUE U CTAaHAAPTHOE OTKJIOHEHHUE B (hopmaTe «M + Sy.

[TpoBepka paznuuuii MeXAy MOJaMH MPOBOIMIACH C UCIIOJIB30BAHUEM KPUTEPUs
Xu-KBajapar.

Pe3ynbTaThl mpoBepkH, MpUBEICHHBIC B TabIuUIe 68, MOKa3bIBAIOT, YTO 3HAUNMBIX

pasauunii MEX1y MaJbYMKaMU U JIeBOYKaMu He HaOmoaetcs (p=0,098).

Tabnuua 68 — I'eHaepHbIA COCTaB U3y4aeMbIX TPy

[Ton Crannaptasiii | [Tepconudu. | Beero Xu— YpoBeHb
(n=36) (n=38) KBaJIpat P

Masibunku 23 (63,9%) 17 (44,7%) 40
JleBoukH 13 (36,1%) 21 (55,3%) 34 2,71303 0,09846
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[IpoBeneH aHanmu3 pazIu4Uil MEXIy TpYIINaMH C TEePCOHU(PHUIMPOBAHHBIM
MOJXOJOM W TPYIIOW CpPaBHEHUS C BEACHHEM JCTEH MO OOIMIENPUHATHIM METOAaM
BEJCHUS JIeTel (KIMHUYeCKUEe pekoMenaamnun) (Tabnuma 69).

OYHKIUOHAIBHBIN KJIACC CEPACYHOM HEIOCTATOYHOCTH 3HAYMMO HUKE B TPYIIIIE

HCpCOHH(bI/IHHpOBaHHOFO nmoaxoaa, HCXKCIIM B TPYIIIC CPABHCHUA (COOTBGTCTBGHHO,

2,4+0,9 u 1,6+0,6; p=0,0011).

Tabnuna 69 — CpaBHeHuUe MTOKa3aTeNel B UCCIEAYEMbIX TPYIIax

IToka3arenb M =+ o, M =+ o,
['pynna cpaBaenust | Ilepconudui. | Yposens P
(N=36) rpynma (N=38)

CH-®K 2,4+0,9 1,6+0,6 0,0011
Bospact marepu, jet 28,2451 27,8+5,7 0,6118
Bo3spacr oTtra, et 30,4+5.9 30+6,6 0,8039
3abosieBaHusl MaTepu 9,8+15,6 10,1+43 4 0,1431
3a00€eBaHus OTIA 28,4+101,7 8,9+18.6 0,3057
Umucino 6epeMeHHOCTEH 2,9+1,5 2,842.2 0,4523
Yucno posioB 1,60,7 1,44+0,5 0,6037
OcoxHEHUS 397,3+£2049 60,5+216,4 0,3665
Cpox 37,8+1,4 38,1+2 0,2065
Macca, r 2930,4+474,5 2900,3+466,3 0,7869
JlmuHa, cm 48.,6+3,1 48,7+3 0,9472
®K XCH 1,6+£0,6 1,3+0,5 0,1194
Tepanusi: KoJI-BO MPEnapaToB 1,1+1,3 0,6+0,9 0,1017
XBII cragus 1,5+0,7 1,4+0.,8 0,4173

Bo3spact ponureneii (1 rpynma: mate — 28,2+5,1 net; oren — 30,4459 ner; 2
rpynmna: Matb — 30,4+5,9 net; otenr — 30,046,6 neT), uncio 6epemennocteit (1 rpynmna —
2,9+1,5; 2 rpynna 2,842,2); yucio pomoB (1 rpymma — 1,6+0,7; 2 rpynmna 1,4+0,5);
HAJIMYME XPOHWYECKUX 3a00JIeBaHM y Mareped M OTIOB (CepACUYHO-COCYIUCTas,
MOYETOJIOBasi, SHIOKPUHHAsS, MUILEBAPUTEIbHAs, AbIXaTellbHas CUCTEMa) HE HMEJu
3HAYMMOT0 pa3inuus B cpaBHUBaeMbIx rpymnax (p>0,05). Cpok pomopaspemenus: 1
rpynna — 37,8+1,4 nenenb; 2 rpynmna — 38,1+42,0 wenmens (P=0,2065). Iloutu He

paznmuuanuch Tpynmnel mo macce tena (1 rpymma — 2930,4+474,5 r; 2 rpynmna —
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2900,3+466,3 r (p=0,7869) u naune tena npu poxaeHuu (1 rpymma — 48,6+£3,1 cm; 2
rpynna — 48,743,0 cm (p=0,9472).

DTO CBUJIETEILCTBYET B MOJIb3Y TOTO, YTO OCHOBHAS T'PYIINA U TPYINa CpaBHEHUS
OJIHOPOJHBI.

VY nereil ¢ coueTaHHBIMHU MOPOKAMHU CepJilla M MoYeK B 1 rpyrime 3HaYuTeIbHO
pasbine auarsoctuposamucs BIIC (61,1%), mexemn BIIPIT — (38,9%) (1°=9,86;
p<0,01). ITpu nepcoHNPUITUPOBAHHOM ITOAXO0/IE IMEPBHIM JTUATHOCTUPOBAJICS HECKOJIBKO
gare BIIC — 56,8%, nexxenu BITPII — 43,2%, Ho pa3nuna nesnauuma (p>0,05).

CTpykTypa BpOXIEHHBIX TIOPOKOB B HCCIECIyEeMBIX TpyMIax HE HMea

CTATUCTUYECKHU CYIIECTBEHHBIX pa3inuuuid (pUCyHKH 42 u 43).

40% 36,1% 35,1%
30% 24.3% 25,0%
20% 16,7%16,2% i 16,26 16,7%
10% I I I I 5,4%
o% ]
amnn AMXKN oan KOa TMa

B CTaHZapTHbLIN , %  E NepcoHUPUUUPOBAHHLIN , %

Pucynok 42 — Crpykrypa BIIC B uccnegyemsix rpymnmnax

60% 55,6%
50%

40% 32,4%
30%

18,9%

20% >
8,3% 1L,1% c ey 8%

10%
0,0%
oo ] M oo == I
na ex danno CNoKHbI BMNC

M CTaHAAPTHbIN , % M NepCoOHUPULNPOBAHHBIN , %

Pucynok 43 — Ctpykrypa BIIC B uccnegyemMbix rpymnmnax
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B rpynme gereii ¢ mepcoHM(UUIMPOBAHHBIM HAOJIOIEHUEM HECKOJBKO Yalle
BCTpedaics eeKT MexoKeTy10u9koBoi neperopoaku (35,1%), a B Tpymme cpaBHEHUS —
nedeKT MexnpeacepaHoi neperopoaku (36,1%) (p>0,05).

Cnoxuble BIIC m equHCTBEHHBIM KEIyJOYEK cepAlla 4Yalle HaOIt0Jaauch y
JIeTe TpyMIbl CpaBHEHUS (COOTBETCTBEHHO, 55,6% u 11,1%; p=0,0465 u p=0,0370), a
cinoxueie BIIPII wame peructpupoBaduch B Tpylie C MNepCOHUPUIIMPOBAHHBIM

HaOmoaenuem — 56,8% (p=0,0241).

7.2.2. llepconnpuuupoBaHHOE NOCTHATAJILHOE HAOIIOICHUE U JIeYeHHe pedeHKa

C COYCTAHHBIM BPOKACHHBIM IMMOPOKOM CepaAlla ! MOYEK

[ >ram:

— OcTpplil  ajganTallMOHHBIA ~ TEPUOJ  HOBOPOMKIAEHHOTO, OLICHKA
reéMOJIMHAMUYECKOU CTaOMIbHOCTH, JIAOOPATOPHBIX U WHCTPYMEHTAIBHBIX KPUTEPHUEB
HapylieHus: QyHKIUU MTOYEK U Cep/la.

— MenuKko-reHeTHYeCKOe KOHCYJIbTHPOBAHUE C MPOBEACHUEM T'€HETHUYECKOTO
o0cJie10BaHus.

— Kapauosor:

— OXOKT', OKT', KT rpynHoii KIEeTKH;
— Bepudukanus BIIC;
— MIPOTHO3,;
— KOHCYJIbTAaTUBHOE 3aKJIOYEHUEe yposora/Hedposiora ¢ omnpeneneHueM
CPOKOB OTIEPAaTUBHOIO JICUCHUS.
— Hedpoor:
— V3U, KT, MPT, peHTreHoypoJioruaeckoe 00cyie10BaHue;
— KOHCYJIbTaTUBHOE 3aKJIIOUEHUE KapAUOXUPYpPra ¢ ONpPEIeICHUEM CPOKOB
ONEPATUBHOIO JICYEHUS.
B kadecTBe wittocTpalvy MpUBOAUM KIMHUYECKOe HaOmoaeHue 4.

[Taument B.I1. [aTta poxaenus 28.01.2015.
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Mecrto x)utensctBa: CtaBponosibckuil kpail. Mecto poxaenus: [lepuHaTanbHbIi
Hentp ®I'BY «HMULL um. B.A. Anmasosa» (Cankr-IleTepOypr).

Bpoxnennbsle mopoku cepana (oOumui apTrepuanbHbBIA  CTBOJ) W MOYEK
(IBYCTpOHHMI MOpOK IOYEK, CIIpaBa pacIIMPEHHE MOYETOYHUKA) BBIABJICHBI Ha 32
HEJee.

3aKkiOUYeHUE TEpUHATAIBHOTO KoHcuimyma: Popopaspemenue B I PI'BY
«HMHUIl wum. B.A. AnmazoBa» (Cankt-IlerepOypr); mnoka3aHO T€HETHYECKOE
oOcieoBaHUe.

MapupyT nanueHra

e Pongl B [lepunaransnom nentpe 28.01.2015.

Jlnaruo3 ocHoBHOI: Bpoxknennsiit mopok cepana: OOmuil aprepuaibHbId CTBOJI,
1 Tun. HegocTatouHOCTh TPUKYCIMAAIBHOTO KJ1anaHa 1 Cr.

Ocnoxnenus: HK 2B. ®K III (Ross). Beicokas jerounas runepTeH3us.

ConyTcTByrommii: AHOMaius pa3BUTHS MOYEBOM cUCTEeMBbl. BpoxnaeHHOe
pacmmpenue mouetounuka cupasa. [IMP 3 crenenu cnesa. I1H,.

e OrtaeneHue NaToJ0TM HOBOPOXKIEHHBIX U HEIOHOIIEHHBIX JeTEN

05.02.2015-12.02.2015 — craOunus3anus, oOciemoBaHue, IOATOTOBKA K
ONEPATUBHOMY JICUEHUIO.

e Jlerckoe KapaAuOXUPYpPru4ecKoe OTACIICHUE

12.02.2015-24.02.2015 — oneparus, ociaconeparioOHHbIN TIEPHO/I.

Onepanus 12.02.15. Cpeaunnas crepHoToMus. PagukanbHas KoppeKuus oOero
apTepuaIbHOrO CTBOJA (3aKphITHE AePEKTa MEXIKENTyTI0UYKOBON MEPErOpoIKH 3ariaTou
U3 KCEHOIIepUKap/Ja, IUIACTUKA BOCXOMSIIEH aopThl 3aIUIaTOM M3 KCEHOIEpUKap[a,
REV-npouenypa (popmupoBanve myTd OTTOKA M3 MPABOrO KEIyA0YKAa B JIETOYHYIO
apTepuIo MyTEeM aHAaCTOMO3WPOBAaHUA OMQypKalMM JIETOYHBIX apTepuil U MPaBOro
JKETyI0YKa C UCMOJb30BAHUEM 3aIUIAT U3 ayTO- U KCEHONEPUKAapAa ¢ MOHOCTBOPKOM U3
Preclude), 3akpeiTe nedexkta MEXOPEACEpIHOM MEPEropoJKH  3aljilaTod U3
KCEHOMEepUKapAa C OCTaBICHHEM pa3rpy304HOl (PHUCTYNIbl Ha ypOBHE MpEACEpAHiA,
KOMHCCYpPOIUJIACTUKA TPUKYCHHUAAIBHOTO KJIAllaHa B YCIOBHUSX HCKYCCTBEHHOIO

KPOBOOOpAIICHUS U KapAHOIUIETHH.
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Onepamus 16.02.15. PeBusus, cananus. OTCPOYEHHOE 3aKPBITHE CTEPHOTOMHOM
paHbL.

. OTneneHue nNaToJIOrui HOBOPOKACHHBIX U HEJOHOIIEHHBIX J1€TeH

24.02.15-17.02.15 — mo3aHUN MOCICONEPAMOHHBIN TTEPHOI, HEPPOTOTHIECKOE
noobcnenoBanue (Ha pucyHke 45 mpezcraBiieHa nucrorpaus NalMeHTa — My3bIpHO-

MO4eTOYHUKOBBIN pedutoke III crenenu ciesa), reHeTnyeckoe o0cne0BaHueE.

Pucynox 44 — Iluctorpadus Bo Bpems 1iada

['enernyeckoe obcnenoBanue: npu anHanuze JJHK mnanmenta ¢ momorsio
CPaBHUTEIBHOM T'€HOMHOW THOpUIM3ALMM Ha OJMTOHYKJICOTUAHBIX MHUKPOUHMIIAX
yctaHoBJieH nuarno3: Cunnapom Di George 22q11.2.

JInarHo3 OCHOBHOM:

Cunapom Di George 22q11.2 MHOeCTBEHHBIE TTOPOKH Pa3BUTHSL.

Bpoxnennsiii mopok cepaua: OOmmit aprepuanbhbiii ctBos | tum. OTKpbITOE
OBaJIbHOE OKHO. HegocTarouHOCTh TPUKYCIUAAIBHOTO KilanaHa I cT.

AHOManusg  pa3BUTHUS  MOYEBOM  CHUCTEMbI. BpoXaeHHOEe  pacuMpeHue
MoueTouHuKka cipasa. [1y3sipHO-MOueTouHNKOBBIHN pedtoke Il ctenenu cnesa.

Ocnoxuenune: HK 2A ®K II (Ross). Bbicokas neroynass runepTeH3us.

[TaprmanbHOe HapylieHne PyHKIIMU MOYEK



ConyTCTBYIOIIMIA:

HOPMOXpPOMHas1, cMelIaHHoro rene3a. IlepunaransHoe nopaxenue [THC cMemanHoro

IcHC3a.
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AHEMHUs CpelHEll CTENeHU TIKECTH,

HOpMOLIUTapHas,

BCFGTO-BI/ICHCpaHBHHﬁ CUHIAPOM. TemnoBas 3aCPKKa IICUXOMOTOPHOI'O

pa3Butus. [lape3 HUKHEN BETBU JIMLIEBOTO HEPBA CIIpaBa. J[akpuOMCTUT CIipaBa.

b HG,Z[I/IanI/ILIeCKOG OTACICHUC

17.02.15-24.03.15 — oOcnenoBaHue, JCUYCHHUE, COCTABJICHUE HWHIWBUIYyaTbHON

KapThl HAOJIO/ICHHUS.

B Ta6J'II/II_[e 70 IMpCaACTaBjICHa IWMHAMHKA MoKazarejied KIMHAYECKOTO0 aHalu3a

KPOBH B IIPONHCCCC HAXOKACHUA IMAaIUCHTA HA OTACICHUHN TICAUATPUM.

Ta6muma 70 — JluHaMuKa mokaszaTesiel KIMHUYECKOTO aHAIn3a KPOBH

[TapameTpsl Ouenka AHanu3bl
HGB — I'emorioOun g/L 82,4 79,3 84,6 90,6
RBC — DpuTpOnuTHI 10/L | 290 | 2,76 | 2,92 | 3,30
MCV — Cpen. 06beM 3pUTPOITUTOB fL 85,9 87,9 87,6 87,9
MCH — Cpen. conepx. Hb B 1 apwur. pg 28,4 28,8 29,0 27,5
MCHC — Cpen. kontient. Hb B apur. g/dL 33,1 32,8 33,1 31,2
HCT — I'emaTokput % 24,9 24,2 25,6 29,0
RDW — Unaekc pacopoctp. 1o o0. % 12,2 12,1 12,4 12,2
PLT — TpoMOOIMTHI 10°/L 172 158 166 168
MPV — Cpen. o0beM TpOMOOITHT. fL 17,1 16,6 16,8 15,6
PDW — Mnaekc pacrnpocTp. mo 00. % 23,9 24,3 24,7 22,8
PCT — TpomOOKpHUT % 0,294 | 0,262 | 0,296 | 0,262
WBC — JIeiikouuTsl 10°/L | 6,6 8,2 90 | 11,1

JlabopaTopHbIe MOKa3aTeNH Kee3a
YpoBeHp jkene3a mpu nepeBoje: 8,3 MKMoib/I. JKeme3o mpu Beimucke: 21,3
MKMoOJIb/NT (HopMma 5,5-25,8); nenacwimeHHas JKCC 16,40 mxmons/n (Hopma 16,40—

43,10; obmras XKCC 37,70 mxmons/it (17,90-68,40).

[IprurHbl aHEMUK:

— OTATOLIEHHBIN aKyLIEpCKUNA aHAMHE3;

— B HEOHATAIBHOM INEPUOJE PA3BUTHE CUCTEMHON BOCIAIMTENIBHOW PEAKLNH;

— xupypruueckoe jieuenue BIIC ¢ AUK;

— KapAUOpEHAIbHBIM CUHIPOM;
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— JKene301e(PULIUTHOE COCTOSHUE.

IIpoBenennas Tepanusi.

— CIIUPOHOJIAKTOH 6,25 MT X 2 pa3a B CyTKH,

— actiupuH-kapauo 20 mr x 1 pa3 B JcHb,

— cunaeHadui (peranno) 4 mr x 4 pasza B JIcHb,

— JOMIIEPUJIOH (MOTHUIIMYM) 2 MJI X 2 pa3a B JIeHb 7 THEH,

— docdomrorens mo 5 i x 3 paza B CyTKH 7 JHEH,

— bypazuaun (pyparun) 6,25 Mr B CYTKH X OJTHOKPATHO Ha HOYb,

— xoJsiekanbpiudepodt (Buranton) no 1 xamie x 1 pa3 B AcHb.

Ilepenaua Ha clenyromuid 3Tan NEPCOHU(UIIMPOBAHHOTO HAOIIOCHUS B

ITOJINKJIMHUKC.

7.2.3. llepconupuumpoBanHoe HAOJ/I0IeHHE PedeHKA B MOJUKJINHUKE

Y4acTKOBBIN NeAuaTp:

— POCT, UHAEKC MacChl TEa;

- ALl

— aHanu3 Moud (TPOTEUHYPHSI, MUKPOATTLOYMUHYPHS);

— KpEaTUHUH ChIBOPOTKH B 4—5 JeT.

[Ipu croitkom A/l Bblie 95 mepueHTHIs, MUKPOATbOYMUHYPHUH/TIPOTEUHYPUH,
BBICOKOM CBIBOPOTOYHOM KPEAaTMHUHE, OTPULATENIbHOW NuHamuke npu Y3U mouek —
HarpaBJIeHHE K He]poJory.

Kapauonor/kapauoxupypr: JedeHue, oOcieq0BaHue, peaOuIuTaius, CpPOKU
ATAIOB OMEPATUBHOTO JICUCHUS

Hedponor/yponor:  nedenue,  oOciaeqoBaHue,  peaOWIMTAIUsA,  CPOKHU
ONEPATUBHOIO JICYEHUS.

Heepouor: euenne, o0cieoBaHne, peadMIMTAIS.

CreuualiucThl: IeueHue, o0cae0BaHNe, peaduTanus.

['eHeTnueckoe HAOIIOEHUE CEMBH.
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[Iporpamma  peaOunuTanuu, BKJIIOUYEHHE B MpOrpaMMy  oOecredeHus
MeANKaMEHTaMH.
Cobmoganu nporpaMmy HaOJIIOIEHUS 110 KapAHOJIOTMH BCE MAllMEHThI 2 TPYIIIBL,

B TO BpeMsI KaK B TpyIie cpaBHeHHs TOJIbKO 38,7% (p<0,0001) (pucynok 45).

120% 100,0%
100% 81,1%
80%
9 50,0%
60% 47,2% > 38,7%
40% 24,3%
20% 10,0% 10,8% .
e R ]
[lekomneHcaumii 3a rog no KomnnaeHc MporpeccupoBaHue no  CobatogeHne Nporpammbl
cepauy (Kon-o) (nponyck- XCH no Kapamuo

He LOKWA [0 roaa)

M CTaHAAPTHbIN , % H nepCoHNPULMPOBAHHDBIN , %

Pucynok 45 — CocTosiHMEe Cep/IeUHO-COCYIUCTOM CUCTEMBI Y JIETEeH UCCIIETyEMbIX

rpynmn

Kommaene (compliance) — «oTHomieHHe (HAKTUUECKOM Tepanuud K Tepanuu
craugapty» [61]. B rpynme mnepcoHudunMpoBaHHOTO HAOMIOACHUS KOMILJIACHC
coctaBui y 81,1% narnueHToB, a B rpymnne cpaBuenus — 47,2% (p=0,0025). Coburonanu
nporpammy HabOmoaenus o Hedposoruu 23,7% MalMEHTOB OCHOBHOW TPYIINbI; B

TpyIIe CpaBHEHUS TaKuX marueHToB He obuto (p=0,0018) (pucynok 46).

o 44,4% 44,7%

>0% 38,9% 40,5% T 38,9%
40% 34,2% 30,6%
30% 23,7%
20%
10% 0,0% 0,0%

0%

CBoeBpemeHHoOe MMBI ocnoxkHeHua [porpeccupoBaHme no CobntopeHune HedponpoTtekumsa
BblAB/IEHME NOPOKaA XBH nporpammbl no Heppo

no4vyek

B cTaHAapTHLIV , % W nepcoHUPUUNPOBAHHDBIN , %

Pucynok 46 — CocTositHre MOYETIOJIOBOIM CUCTEMBI Y I€TEH UCCIEAYEMBIX TPYIII
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Hedponporekmus gamie nmpoBoawmiach y aeteil oCHOBHOM rpymmbl (44,7%), yem B
rpymme  cpauenms  (30,6%) (x°=4,23; p<0,05). Wudekims MOUYEBHIX IMyTei
perucTpupoBaiach HECKOJIbKO PeXe Yy MalMEHTOB OCHOBHOM TPYIIIbI, YeM B TpyIIe
CpaBHEHUS (COOTBETCTBeHHO, 34,2% u 44,4%; p>0,05).

[IpoBeneH CpaBHUTENbHBIA aHadW3 JBYX TPYII MalUEHTOB C COYETAaHHBIMU
MOPOKAMHU CEepIia U MOYEK:

1 rpynna — nepcoHUPUIIMPOBAHHBINA TOIX0 — 38 AeTei.

2 rpynma CcpaBHEHHS — CTaHIAPTHBIA METOJl JUArHOCTUKU W JICYCHHS TI0
OOIIENPUHATHIM METOJaM BEJICHUS AeTel (KIIMHUYECKUEe peKoMeHaaIuu) — 36 aeTei.

[TepcornuIupoBaHHBIA  MOAXOA  OKa3bIBaeT 3HAYMMOE  BIIMSHHE  Ha
nporpeccupoBanue  (QyHKIMOHAIBHOTO  KJacca  CEepJACYHOW  HEIOCTATOYHOCTH,
XpOHUYECKONH OO0Je3HM TMOYeK W MIIAJICHYECKYI0 CMEpPTHOCTh B TeueHue | roja

HaOro1eHus (pUCYHOK 47).

50 -

16,7%

2,6%

Pucynox 47 — IlporpeccupoBanue (hyHKIIMOHAIBLHOTO KJIacca CEPIIEeYHOM

HCOOCTAaTOYHOCTH, XpOHH‘-ICCKOﬁ 00JIC3HHU MMOYEK U ITOKA3aTelId JEeTaILHOCTH

[IporpeccupoBanue (yHKIMOHAIBHOTO KJlacca CEpAEYHOM HEIO0CTaTOYHOCTH
uMeno Mmecto y 24,3% naumeHToB OCHOBHOW rpymnnbl M 50% rpynmbl CpaBHEHUS

(p=0,0231). He ormeueHO MPOrpecCHpPOBaHHS XPOHUYECKOW OOJIC3HU IOYEK y JeTei
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OCHOBHOH TpyMNIbl, B TO BPEMs Kak B I'PYyNIE CPAaBHEHHUs OHO UMeJo MecTo y 38,9%
narmeHToB (P<0,0001). 3HaunTEeIEHO MEHBINE YMepso AeTell 1o |1 roma B OCHOBHOM
rpymie (1 pedenok — 2,6%), ueM B rpymie cpaBHenus (6 pereit — 16,7%) (p=0,0392).

MopnenupoBanue oneHku nporpeccupoBanuss ®K—CH npoBoawimm ¢ momoisro
MHOrO(aKTOPHOTO aHajlu3a — JEPEBbEB pelIeHUH. B kadecTBe INIaBHOTO MOKa3aTels
JUIs OTIpefeNieHus pucka nporpecupoanus «@K—CHy Obul BeiOpan nuarno3 BIIC (B
rojaax) (caMblii 3HAUMMBIN MOKA3aTeNb U3 TOM-IUCTA).

Ecmu nuarno3 BIIC ycTaHOBiE€H B BO3pacTe MOJOXKE 2-X JIET U €CTh Iy3BIPHO-
MOYETOYHUKOBBII pe(IIOKC — O4YeHb BBICOK PHCK mporpeccupoBanusi «PK—CHy;,
npyu ycraHoBlieHHOM jauarHo3e BIIC 1o 2-x €T W OTCYTCTBHM ITy3BIPHO-
MOUYETOUYHUKOBOTO pediitokca — BBICOK PHCK mnporpeccupoBanust «PK—CHy. Puck
nporpeccupoBanus « PK—CH» oreyrerByer, ecnu quarso3 BIIC ycrtanoBieH nosxe 2-
X JIeT U OTCYTCTBYET Iy3bIpHO-MOYETOYHHKOBBIA pedutokc. Ha pucynke 48

MPEACTABICHO AEPEBO NPUHATUA pemeHus o pucke OK—CH.

Awuarnoz BNC < 2 net Awuarnoz BNC < 2 net
Ecte MMP Het NMP
OueHb BBICOKMA PUCK ] [ BbICOKWIA pUCK
XCH

i

([ herpuea )

iy

Ouarvo3z BINC »= 2 net

Het NMMP

Pucynok 48 — JlepeBo MpHUHSATHS PELICHUs O pUCKE (PYHKIIMOHATIBLHOTO Kilacca

CEpACYHOM HETOCTATOYHOCTHU
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UyBCTBUTEIBHOCTD MoJEeNnen IIPOTHO3a  HA OK-CH COCTaBHJIA:
YyBCTBUTENBHOCTh — 92,3%; cneuuduyHocts — 65,2%; sdpdexkruBHocTs — 78,8%);
MPOTHOCTHYECKAs] [IEHHOCTh TMOJOXKHUTENIBHOTO pe3yibTara — 60,0%; oTpUIaTeNTbHOTO
pesyabrara — 93,8%. AUROC: 0,83.

Ha ocHOBaHuu MonenupoBaHUS JepeBa pelIeHU pa3paboTaHa cxeMa MPUHATHUS

peleHus 0 pucke pYHKIHMOHAIBHOIO KJlacca CepAeUyHON HEJOCTATOYHOCTH — PUCYHOK

48a.

BINC

l ‘,

BMNC < 2 net BIMC > 2 net
L\ "
Het NMMVIP Ectb [TMP Ectb MMP Het MMP
Y Y L 4
BblCcOKMIA Ou4eHb BbicokuiA Het
PWUCK BbICOKWUWA PUCK pUCKa

®K-CH

Pucynok 48a — Cxema npUHATHUS PELIEHUS O PUCKE PA3BUTHS U IPOTPECCUPOBAHUS

(bYHKLII/IOHaJ'IBHOFO KJ1acca CGpI[G‘-IHOfI HECOOCTAaTOYHOCTH

Mooenuposanue oyenku npoepeccuposanusi XbII. B kadyecTBe TIIaBHOTO
noKasartelisd Il omnpeneieHuss pucka nporpecupoBanust «XbI1» Obul BbiOpan [IMP
(camblii 3HAUUMBbIN TTOKA3aTelb U3 TOM-JIUCTA).

Ecnu umeercss my3bIpHO-MOYETOYHUKOBBIA PEQPIIIOKC — OYeHb BBICOK PHCK
nporpeccupoBanus «XbI1»; npu OTCYTCTBUU ITy3bIPHO-MOUYETOYHUKOBOIO pedUItoKca U

Hanuuuu CH-OK >= 2 — Bbicok puck «XbI1». Puck «XBII» 0TCYTCTBYeT, €ClId HET
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My3BIPHO-MOYETOUHUKOBEIN peditokca 1 CH-OK < 2. Ha pucynok 49 npencraBieHo

JIEPEBO NIPUHATHS pemeHus o puck XbH.

Het NMP
Ecte MMP
CH-®K == 2
O4eHb BBICOKMA PUCK ] [ BbICOKMH pMUCK
XEN

iin

[ Het pucka ]

iy

Het NMMP

CH-@K =2

Pucynok 49 — JlepeBo NpUHATUSA PEUIEHUS O PUCKE MPOrPECCUPOBAHUS XPOHUUECKON

00JIE3HH TTOYEK

HUyBCTBUTEIBHOCTh MOJENIEH ITPOrHO3a HA «XbBII» cocTaBuia: 4YyBCTBUTEIBHOCTD
— 42,9%; cneuuduudocts — 93,1%; s¢dextuBHOCTE — 68,0%; TpOrHOCTHYECKAs
LIEHHOCTh MOJIOKUTENbHOTO pe3yiabTara — 60,0%; oTpularenbHOro pesyibTaTta —
87,1%. AuROC: 0,78.

Ha ocHoBanuu MojenupoBaHusl JepeBa pelieHui pa3padoTaHa cxema MPUHATHS

pEIICHHS O PUCKE MPOTPECCHUPOBAHUS XPOHUUECKON OOJIC3HH MOYEK — pUcyHOK 49a.
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[TMP

Ectb [TMP Het NMMP Ects NMP
PHK-HK >=2 QK-HK <2
OYeHb BbICOKWUA BbICOKMIA pUCK HeT pucka XbI

1. |

XpOH nyeckas 6bonesHb noyekx

Pucynok 49a — Cxema NpUHATHUS PEUIEHUS O PUCKE MPOTPECCUPOBAHUS XPOHUUECKON

00JIE3HH TTOYEK

[TepconnduimpoBaHHbI TTOAXOJ K BEIACHHUIO JETEeH ¢ COYCTaHHBIMU IOPOKaMHU
cep/lia M TOYEK IO3BOJISIET pPaHbIIE THUIUPOBATH BPOXKICHHBIE MOPOKU DPa3BUTHUSL U
HAYWHATh  XUPYPTrUYECKYID  KOPPEKIMI0;  OCYIIECTBIATh  KBAIU(PHUIIMPOBAHHOE
KapJIMOJIOTUUECKOE U HEPPOJOTUUECKOE HAOIOACHUE U MPOBOJIUTh KapAUOIPOTEKIIUIO
u Hedpomporeku. Bece 3TH MeponpusaTHsS CIOCOOCTBYIOT Oojiee OnaronpusTHOMY
TEUCHUIO 3a00J1eBaHUS (YMEHBIIEHUIO MPOrpeCCUPOBAHUS CeplICYHOMU
HEJIOCTATOYHOCTH M XPOHUYECKOW OO0JIE3HU T0YEK), CYIIECTBEHHOMY CHIXEHUIO

MJIaJICHYECKOW CMEPTHOCTH, 3HAUUTEIIBHOMY YJIYYIIEHHUIO MPOTHO3A.
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I'JTABA 8. OBCYXJIEHUE INIOJTYUYEHHBIX PE3YJIbBTATOB

K cerognsitineMy OHIO YCTAaHOBJIEHBI M AKTHMBHO HU3y4YalOTCSd MHOTHE aCHEKThI
CJIO)KHOW CUCTEMBI B3aMMOOTHOILICHHI MEXIY CEPJIEUHO-COCYAUCTON U MOYENOJIOBOU
cCUCTeMaMu: OOWJIbHAs BacKyJspu3alusi ceplla U T[OoYeK, CHUMMaTH4YeCKas U
napacuMraTH4ecKass HWHHEpBaIUs, COBMECTHAs pEryJsilus COCYJIUCTOr0 TOHYcAa,
BHYTPHUCOCYAUCTBIA ToMeocTa3 o0bema, nepudepuueckas nepys3usi U OKCUTCHAIUS
TKaHEW, OHHAOKPUHHBIE (QYHKIMU C B3aMMO3aBUCUMBIMH  (PU3HOJOTHUECKUMHU
ropMOHaJIbHBIMU AekicTBusaMH [71, 91, 179, 222].

[Topoku cepiia MO pacpOCTPAHEHHOCTH CPEIM aHOMAIU Pa3BUTHS 3aHUMAIOT
1-e MecTO, a MOPOKHU MOYEK — 3-€ MECTO, IPUYEM JJIUTEILHOES HAOIIOACHUE TTO3BOJIHIIO
YCTAaHOBUTh BBIPAKCHHYIO JMHAMUKY YBEIMYCHHUS UX PaCIPOCTPAHEHHOCTH B
nonyisiuuu - [33, 65, 189, 448]. B pesomounn BceemupHOW —opraHuzanuu
3/IpaBOOXPAHEHUS MMPENUCHIBAETCS BCEM FOCY/IapCTBaM COACHCTBOBATh MEPOIPUSITUSIM
10 MPOQPUIAKTUKE U YKPEIUJICHUIO 3JI0POBbS JCTEH C MOPOKAMU Pa3BUTHSA, B TOM UUCIIE
MPOBEJCHUIO HAyYHBIX HCCIEIOBAaHUM M HAydHbIX pPabOT B OO0JACTU STHUOJIOTHUH,
JUArHOCTUKH U MPOPUIAKTUKH [46].

Konuenuust kapauo-penansHoro cunapoma (KPC) mpeamonaraer mpu MHOTHX
3a0oseBaHusAX (HOPMUPOBAHUE OJHOBPEMEHHOTO TIOPAKEHHUS IIOYEK, MHOKap/a,
COCYIUCTOM CTEHKH C OOImMMU 3BEHBSIMH T[aTOT€HE3a, MPUBOAMAIICE TIPH
nporpeccupoBanuu Kk XITH u cepaeyHo-cocyaucteiM ocioxHenusm [153, 173, 240].
UccnenoBanre 39 miogoB ¢ MOPOKaMH Pa3BUTHS MOYEBOW CHUCTEMBI IMPU CPEIHEM
cpoke OepemeHHOCTH 23,6 Hemelb C MPOBEICHUEM dXOKapauorpaduu U U3MepeHueM
TOJIIMHBI MEXKEITYJOUYKOBOU MEPErOpOJKU U CTEHOK JIEBOTO U MPABOT0 KETYI0YKOB

no3Bosmio W.M. Merz et al. [331] ormMeTuTh BO BCeX ciaydasix OMBEHTPHUKYISPHYIO
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runeptpoduo Muokapna u yBenuueHue konueHtpauuu NT-proBNP kak mapkepa
KapIMOBaCKYISIpHOU TUCHYHKITNH MTPH opaskeHUsX nouku [213, 486].

Pacnpoctpanennocts u ctpykTypa KPC y neteii panee He m3ydanock. Wasiu A.
Oiowu B crathe, onydnukoBanHoit B World Journal of Nephrology [2012], oTmeuaer,
yTt0 «B Hacrosmee Bpems 3aboneBaeMocth KPC y nereii HemspecTHa. Ha ceroausiHumii
JIeHb UMEIOTCS TOJIbKO 3 myosukanuu no gerckomy KPCy.

Hcxons u3 sroro, Obuta chopmynupoBaHa IIeNib HCCICAOBAHUS: HA OCHOBE
W3YUYEHHUS KapIuO-pPEHAIBHBIX B3aUMOOTHOIIEHUN Y JAETEN C BPOXKICHHBIMU MTOPOKAMHU
cepialla W MOYEeK YCTAHOBUTh HamOoJyiee 3HAYMMble (DaKTOPBI, OMPEACISIONINEe HX
pa3BUTHE, OCOOCHHOCTH KJIMHUYECKOTO TEUEHHS U Ja0OpAaTOPHBIX JAHHBIX W
pa3paboTarh MEPCOHU(PUIUPOBAHHBIA TOAXOJ K BEICHUIO JETeH C COYETaHHBIMU
MOPOKAMHM CEpa U TOYEK.

JIns pemieHusi MOCTABJICHHBIX 3aJad MCCIEAOBAaHUE MPOBOJAUIIOCH B JIBA ATalla:
PETPOCIEKTUBHOE UCCIIEOBAHNUE U MPOCIIEKTUBHOE UCCIIEIOBAHUE.

Jnss  BeImOMHEHWs 1-W  3amaudM ¢ LEAbK0  MOJYYEHHS  JITaHHBIX O
pacrpoCTPaHEHHOCTH KPC MIPOBEJICHO PETPOCIIEKTUBHOE UCCIIEJOBAHUE
amOynartopubix kapt npuema (¢. 025y/04) nerckoro Hacenenus Cankt-lletepOypra,
Kotopeie oOpamanuch B ['Y3 KOHCyabTaTMBHO-AMATHOCTUYCCKUM IICHTP JUIS JICTCH
(KAL) B 2012-2014 rogax. BrepBble m3ydeHa pacrnpoCTPaHEHHOCTh B METAIOJHCe
COYETAHHBIX MOPAXKECHUM cep/ilia U MOYeK B rpynmnax MaliueHTOB ¢ OOJE3HIMU CUCTEMBbI
kpoBooOpamenuss (MKb-10; Kmacc 1X) u 6onesnsmu mouenosioBori cucremsl (Kiace
XIV) no obpamaemoctu B JIITY — KIIJI. st aTOro0 npoaHain3upoBaHbl MOCEIICHUS B
TEUEHHUE TpeX JeT JleTCKOro AMarHOCTHMYECKOIro IIEeHTpa — aMOyJIaTOpHBIE KapThl
126 524 npereit. 9,63% nereit, oOparuBmmxcs B KL/, wumenun 3aboneBaHus
MouenojoBoil cucreMbl, y 5,01% — 3a0osieBaHMs CHCTEMBI KpPOBOOOpAIICHMUS;
COUeTaHHAs TATOJOTUS CHUCTEMBI KPOBOOOpPAIICHHWS] M MOYEIOJIOBOM CHUCTEMBI Oblia
BbIsiBIIeHa y 1,22% neteit — 12,2:1000. Cpenu manmentoB ¢ KPC npeobnagaot 1eBOYKH
— 64,9%. T'engepHble paznuyusi MOTYT OBbITh CBSI3aHBI C T€M, YTO NAI[MEHTOB C
HedponmaTUsIMU MOYTH B 2 pas3a Ooiiblie, 4eM jaeTed ¢ kapauomnarojorueil. OcHOBHas

IrpyIiiia ,HeTefI c OOJIE3HAMU MOYEHOJIOBOM CHCTEMBI HMEIH JUarHo3bI I/IH(I)GKHI/ISI
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MOYEBBIX IMyTE€H © THENOHePpPUT, I KOTOPHIX XapakTepHa MaKCHUMabHas
pacrpoCTpaHEHHOCTH y AeBouek [ 104].

N3yuenne pacnpoctpaneHHOCTH U CcTpykTypsl KPC mpoBeneHo Ha OCHOBE
aHanu3a TOCHUTAJIM3UPOBAHHOM 3a0oneBaemocth 4316  nered, NPOXOIUBIIUX
CTal[MOHAPHOE JICUCHHE B KapAUOJOTHUYECKOM U HEPPOIOTHYECKOM OTIEICHUSNX
JeTCKOM OobHUIBL. BeTpeuaeMocTh Oosie3HEH CHUCTEMBbI KpOBOOOpAIICHUS Yy JIETEH ¢
3a00JIeBaHUSIMA MOYEIOJ0BOM cuctembl coctaBwia 104,1 wa 1000, uto B 5,8 pasza
BbIIlIE, a OOJIE3HEH MOYENOJIOBOM CHUCTEMbl Yy JieTeld C 3a00JEeBaHMSIMHU CHCTEMBbI
kpoBooOpamennss — 95,8 wa 1000, uyto B 1,4 pasa mnpeBbIIACT MOKA3aTENb
MOMYJISIITUOHHON 3a00JIeBa€MOCTH JIeTe COOTBETCTBYIOIIEH matonorud B CaHKT-
[TerepOypre.

B crpykrype KPC u3 kapauonorndeckux 3a0o0sieBaHU HauOoJee MpeICTaBICHBI
HapyiieHus putMma u nposoaumoctu u BIIC, a u3 6one3Heil MOUYEONIOBON CUCTEMBI —
BIIPII, rnomepynonatuu, mnueNoHEPPUT U HUHPEKIUS MOUYEBOM  CHUCTEMBI.
PacnipocTpaHeHHOCTh HapylIeHUS PUTMAa U TPOBOAMMOCTH cepauna y aered ¢ KPC
OoJiee yeM B 3 pasa MpeBbIlIaeT MOKa3aTeb aHAJOTUYHBIX COCTOSHHUM y neteit Poccun
[[[IkonpHukoBa M.A., 2012], npuuem Ha 1 pebenka ¢ KPC mnpuxomutcsa 1,66
HapylieHui. Yaiie Bcero M3 HapylulieHUWH puTMa U npoBogumoctu y nereit ¢ KPC
BCTPEYAIOTCS  OpaauKkapausi, BereTaTUBHAs JAUCPYHKIMS  CHHYCOBOTO  Y3Ia,
AKCTpacucToivsl. Takas BbICOKAasi BCTPEYAEMOCTh HAPYIIEHU PUTMA M MPOBOJIUMOCTH
cepana npu KPC y nereli MoxeT OBITh OOBSCHEHA COYCTAHHBIM BO3JICHCTBHEM
BPOXKACHHBIX U MPUOOpeTeHHBIX (pakTopoB [22]. BzauMHOe BiMsSHUE cepJilla U TOYEK
MMEET pa3Hble MEXAaHU3Mbl, BKJIIOYAIOIIME MEepPy3noOHHOE M CHCTEMHOE JaBJIEHUE,
HEUPOTOPMOHAJIBHYK0 AaKTUBHOCTb, CHUMIIATUYECKYK) HEPBHYKO CHUCTEMY, PEHUH-
AHTMOTEH3UH-AJIJOCTEPOHOBYIO CHUCTEMY, HATpUM-ypeTHYECKue mnenTuapl. Bce oHu
MPEJICTABJIEHBI PEUENTOPAMU B CEPALE, COCYIaX U MOYKAX U, COOTBETCTBEHHO, BIUSIOT
Ha O0BEM JKUIKOCTH, COCYAHMCTBHIA TOHYC, WHOTPOIUIO U CEPJACYHBIN BBIOPOC
[Viswanathan G. et al., 2011].

B crpykrype kapauosiornueckux 3a0oneBanud mnamuentoB ¢ KPC BIIC

BCcTpeyaroTcsi B moutd B 10 pa3 yaiie, a B CTPYKType HEPPOJIOTHYECKUX 3a00JIeBaHUMN
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nanueHToB ¢ KPC BIIPII BcTpeuaroTcst moutu B 5 pa3 vame, yem y aeteil CaHkT-
[TerepOypra. Ctpykrypa nmopokoB cepana u nodyek npu KPC cyiecTtBeHHO oTianvaeTcs
OT CTPYKTYpbI H30JIMPOBAHHBIX IIOPOKOB 3THX OpraHoB B Perucrtpe mopokoB y aeTtei
Canxrt-IletepOypra.

AprepuanbsHas runepren3us npu KPC BcTpeuaercss 3HaUMTENBHO Yalle, Y€M Y
nereit Cankt-IlerepOypra, He wuMermUX 3a00J€BaHUNA CEPIEYHO-COCYIUCTON U
mouenosioBoir cucreMm — 8,5%. N. Thaker [437] cooOmaer o MOMyJISIIMOHHON
pacmpoCTpaHEHHOCTH  THUNEpTeH3uu B mociaeanwe roael  — 1-3%. B
sMHaeMuoIoTHYeckoM  ucciaenoBanun  B. Falkner [215] mnpuBomuT maHHBIE O
pacupoCTpaHEHHOCTH BepU(UIIMPOBAHHON apTEpHATIbHONM TUIIEPTEH3UU Yy JETed u
MOAPOCTKOB, HE UMEBIIIMX CUMITOMATUKY, — 3% MOMYJISIIUN.

B matoduzuonoruu aprepuanbHoil runeprensuu y aereil ¢ KPC urpaer posb
COueTaHHWe TpeX BEAYIIMX (PaKTOPOB: YyBelIWYEHHE 00bEeMa NUPKYIUPYIOIIEH KPOBU
(MOBBIIIIEHUE  AKTMBHOCTH  CHUMIATHYECKOM  HEPBHOM  CHCTEMbI);  yBEJIMYCHHE
CepJIeYHOro BbIOpoca (CHMKEHHE CKOPOCTH KIYyOOUKOBOW (PMIIBTpALlMK); MOBBIIICHUE
obmero  mepudepuuecKoro  COMPOTUBICHHMS  COCYAOB  (aKTHBalUMs  PEHUH-
AHTUOTEH3MHOBOW CHUCTEMBbI, COMPOTUBJIICHUE KPOBOTOKY MPH KOAPKTAI[UU AOPThI U
BTOPUYHOM YTOJIICHUN CTEHOK apTepuo) [15].

IIpn anamuze 445 TPOTOKOJOB BCKPBITHS YMEPUIMX JI€TEH, MPOBEICHHBIX B
MaToJI0r0aHATOMUYECKOM OTAeneHun Jletckoit ropojackoit OonbHUIBI Ne 2 CBSITOM
Mapuun Marpanusasl B 1988—1995 roawl, ycrtaHoBieHo, uTo y 186 aerell mpuumHOMA
cMepTH ObUIM MOPOKHU Pa3BUTHUSI MOUYEBOM cucTeMsbl, a 64 pedbenka numenu emie u BIIC
(34,4%).

CtpyKTypa COUETaHHBIX OPOKOB MOYEMOJIOBOM U CEPJCUYHO-COCYIUCTON CUCTEM
OTJINYAETCSI OT MOMYJISIIIUOHHOTO PErucTpa M30JMPOBAHHBIX MOPOKOB, YTO MO3BOJISET
MPEANOJIOKUTh HaJU4he OOIIero MeXaHw3Ma HapylieHus sMmOpuoreHeza. Cpemnu
(dbakTopoB BIAUSHUSA HA (HOPMUPOBAHKE ITOPOKOB TEHETHUECKHUE (PAKTOPHI COCTABIISIOT OT
12% no 25% [85]. TlosiBieHWE HOBBIX N'€HOMHBIX TEXHOJIOTMH B HACTOSIEE BPEMS
MO3BOJIIET BCECTOPOHHEE W3y4aTh BapUallMM MOCIEIOBATEIILHOCTH 3apO/bIIIECBOM

JJUHUM 110 TIC€HOMY MW OIPCACIIATh IMNCPBUUYHYIO MOJCKYJIPHYIO OJTHOJOIHI0O H
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TEHETUYECKYI0 apXWUTEKTYpy COYETaHHBIX NOPOKOB cepaua U mnodek [350]. VYxe
YCTAHOBJICHBl MHOECTBO MOJICKYJIPHO-TEHETUYECKUX M KJIETOYHBIX MEXaHU3MOB
KapJMOMHOTeHe3a W HedporeHesa M JIOCTATOYHO MOApPOOHas Mopdosioruueckas
KapTHHA (OpMHUPOBAHUS MOPOKOB cepla U movex [398].

JIns u3ydeHus OCTalbHBIX 3a7ad MPOBEICH OCHOBHOM JTal — CIUIOUIHOE
npocnektuBHoe oOcienaoBanue aeteil ¢ BIIC u BIIPII Ha 6a3e otneneHus MeTCKOM
KapJIUOJIOTHH W MEAUITMHCKONW peadWInTalui W JETCKOTO KapIUOXHPYPTHUYECKOTO
OTJICJICHUS, SIBJISTFOILIUX CS CTPYKTYpPHBIMH NOAPA3ACICHUSIMHU WHCTUTYTA
[Tepunaronoruu u neguatpuu OI'bY «HMUILL um. B.A. AnmaszoBay.

KapauopeHanbabie B3aMMOOTHOILICHUS U3YUYEHBI Y 529 neTel ¢ mopoKaMu cepana
u nouek u 30 nered Tpynmel cpaBHEHHUsA (310poBble aeTu). l[larueHThl OBLIH
nozapasnaenensl Ha Tpu rpynnsl: 1 rpynna — BIIC (250 npereit); 2 rpynna — BITPIT (190
neTei); 3 rpyImna — coueTaHHbIe MOPOKH cepiia U noyek (89 nerein).

Bo Bcex uccienoBaHHbBIX TPYIAX U TPYIIE CPaBHEHUS HE ObUIO CYIIECTBEHHBIX
pasznuuuii 1o noJyty. Hanbosiee paHo BBISBIISUIUCH COYETAHHBIC TTOPOKHU CEPJIA U MOYEK
(1,3£1,29 rona), meckonpko mosnuee — BIIC (1,59+1,11 mer), a nuarHo3 aHoMaauu
noveKk ObUT BHEpBbIE ycTaHOBJEH emle no3xke (2,33+1,03 roma). Umerorcst 3HaunMblie
BO3PACTHBIE pa3iuuusi B HccienyeMblx rpynmnax. Cpeld NaluuMeHTOB C COYETaHHBIMU
MOpoKaMu cepjia u mouek 10 1 roga 610 54% nereit, BIIC — 32%, a BITPII — Tonbko
5%.

JleTn Bcex HMcClIeyeMbIX TPYII UMENU IPU POXKICHUN MacCy Tejla MEHbIIE, YeM
3I0POBBIC JIETU W3 TPYMIBI CpaBHEHUA. B rpymnme ¢ codeTaHHBIMU MTOPOKAMU Pa3BUTHS
JIETH UMEJId CaMyH HU3KYIO MacCy Tejla MPU POXKJICHHUH, B COMOCTABJICHUU C APYTUMU
rpynnamu. [Ipu poxIeHUM HAMMEHBIIYIO JJIMHY Tella UMENU JETH C COYETaHHBIMU
nopokamMu cepana u mnouek (48,62+3,02 cm), mpuyeM B COTOCTAaBJIEHUU C TPYIIION
CpPaBHEHHMS 3Ta pa3HUIIA 3HAYUMA.

Ornenka (U3HUECKOTO COCTOSHUSA IO Macce W JJIMHE Tejla B HCCIEIyeMBIX
rpynmnax AOCTOBEpHO MoATBepauia, uyto s nauueHtoB ¢ BIIC (u3omupoBaHHBIE U
couetannbie) ¥ BIIPII npu oTkiIOHEHMHM OT HOpMalbHBIX I[OKa3zareje Oonee

XapaKTCpCH I[e(bI/IIII/IT MacCChbl U OTCTaBaHUC B POCTC, YTO IMOATBCPIKAACTCA U JaHHBIMH
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00 0COOCHHOCTSAX (PU3UYECKOTO Pa3BHUTHsI JeTel ¢ mopokamu pazButus [107]. Jedurur
MOTOPHOTO Pa3BUTHS MOXET OBITH OOYCIIOBIICH HE TOJIBKO BPOXKICHHBIMH ITOPOKAMHU
pPa3BUTHS, HO U BJIMSHUEM OIEPAIMOHHOTO JIEUCHHUS, YTO TpeOyeT KOOpIUHAIUU
BHUMaHHUS Ha TMCHUXOMOTOPHOM pa3BUTUU HE TOJIbKO Bpauel (meawarp, KapAuoJIorT,
He(dposior), HO M O00y4YeHUs poJauTEeNel B OTHOLIEHWU (U3MUECKOW AKTUBHOCTU M
BckapmuiuBaHus [141]. Onenka Qu3nyeckoro pa3BUTHUsI JOJDKHA YUUTHIBATHCS IS
BBISIBJICHUN MHJIMBUAYAJbHBIX PA3IMUMi, UHTEPECOB U MPEANOUYTEHUN U CIOCOOCTOBATH
TICUXOOMOIIMOHAIBHOMY Pa3BUTHUIO JCTEH, UX COIUATBHOM MHTETPAIMU U YIyUIIEHUIO
KayecTBa XU3HU [354].

OuenuBas MPOAOTKUTEILHOCTh TPYJHOTO BCKApMJIMBAHMS, OTMETHIIM, YTO YEM
TsDKEJIEE TOPOK, TEeM MEHbIIe pPeOCHOK BCKApMIIMBAETCS TPYIAbl0 — B TPYIIe
couetanHblXx BIIC u BIIPII — 1,54+2,48 mecsaneB. Panee cuuTanu, 4TO TUIIOrajgaKTHs
MOXET Pa3BUTHCS MO BO3/ICUCTBUEM HE TOJIBKO HEMPOIHIOKPUHHBIX HAPYIICHUH, HO U
KOMITJIEKCa OHMOJIOTUYECKUX, MEIUIIMHCKUX, COIMANbHBIX, IICUXOJIOTMUYECKUX U
PKOHOMHYECKUX (PaKTOPOB, CTPECCOBBIX CHUTyallMd, JIAKTOCTa3a. B Hacrosimiee Bpems
OTMEUYAeTCSd W3MEHEHUE TMapagurMbl — KPUTHYECKHME TEpHOIbl (PopMUpOBaHUS
MUIIEBOTO cTaTyca peOeHKa, B TOM YHCJIE JOJDKHOTO O0beMa U MPOAOIKUTEIbHOCTU
JaKTallud, CMEIAIOTCS Ha TMepuoJ bl (DEeTOIUTAIICHTAPHBI U COOCTBEHHO TPYJIHOTO
BckapmuiiiBaHus. [loaToMy naxke HapylieHHE NMUTaHUS OCPEMEHHOW >KEHIIMHBI MOXKET
MMETh JOATOBpeMEHHbIE TocneacTsus [ 108].

Baytpuyrpoono BIIC BeisiBnien y 18,1% narueHTOB, Ha IEPBOM TOIY KU3HU — Y
36,1%, na BTopoM — y 14,1%, Ha TpetbeM — y 31,7% nereit. CepbesHoit mpoOiieMoit
octaercs no3auss auarHoctuka BIIC. Ilo muennto E.JI. bokepua [20], 26% neren ¢
kputndeckum BIIC BeimmuceiBaeTcst u3 pogaoma 6e3 nuarno3a BIIC; 80% mianeHIes ¢
OOCTPYKTHUBHBIM MOPaKEHHEM JIEBBIX OTIEIOB cepjia (OCHOBHAas MPUYMHA CMEPTHU
cpenu Bcex He nuarHocTupoBaHHbIX BIIC) BeimuckIBatoTcst 1oMoit 6e3 nuarxnosa; 25%
JeTel, ymepinx Ha 1-il Henene, He uMmeroT guarHo3a. Tosbko 50,6% HOBOPOXKIECHHBIX
¢ BIIC wumenu MuUHMMaNbHBbIE KIWMHUYECKHE TMPOSBIEHUS, YTO CIOCOOCTBYET UX
no3aHed nuarHoctuke [97]. Bce 3TO cBHIETENHCTBYET O HEOOXOAMMOCTH XOPOIIO

OpFaHHSOBaHHOﬁ CHUCTEMbI CKPUHHUHI'OBOTI'O O6CJIC,Z[OB8,HI/I$I 6CpeMCHHI>IX C
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npeHatajdbHOM BH3yanmu3anued cepana mo cranmapty ISUOG Practice Guidelines
[2013].

W3 manueHToB ¢ COYETaHHBIMU MTOPOKAMU Cep/lia U Mmovek 67% UMenu CIoXHbIe
BIIC u 54,4% — cnoxusie BITPII.

Y mnamuentoB ¢ BIIC Bo Bcex BO3pacTHBIX Tpynmnax CpelHUE 3HAYCHUs
ANEKTpOKapauorpadUuecknx TIoKa3aTejdel HaXOoJWlINCh B TMpeJesiax BO3PaCTHOU
HOPMBI, OJTHAKO MMEIOT MECTO CYIIECTBEHHBIC OTICIbHBIC BBIMAAIONINC 3HAYCHUS,
KOTOpbIE CBHUJETENbCTBYIOT 0 Hanmuuuu AB Omokanel 1 creneHu, Hamudue OJIOKaIbl
OMHOW W3 HOXKEK mydka [wmca (yBenwueHwe UIMTENBHOCTH KoMmiuiekca QRS),
yBenuueHuH anutensHoctr uatepBana QT. YV mamuentos ¢ BIIPII napymenus putma u
MIPOBOJIMMOCTH Cep/ilia HAOII0IaINCh 3HAUUMO pexe, ueM B rpynme aeteit ¢ BIIC; Ho B
CTPYKTYp€ TakKe MpeBaIMpOBaJia BereTaTuBHasi MUCHYHKIUS CUHYCOBOTO y3ia — 11%,
npeacepaHasl U >KeayJIouKoBasi dKkcTpacucronus — 6,8%, tpanzuropHas AB Omokana |
creneHu — 4,7%, TtpansutopHas AB Omnokama |l cremenu | tuma — 5,3%. Ilpm
HapyIIEHUSX PUTMa U MPOBOJUMOCTH CepAlla y JETeH C COUYCTAaHHBIMU MOPAKCHUIMU
cep/ilia U MmoYek obpaiiaet Ha ce0s BHUMaHWE 3HAYUTEIILHO 0oJiee peKas perucTparus
BETE€TATUBHON JUCHYHKIIMA CHHYCOBOTO y3jJa TI0 CpPaBHEHUIO C TPYMIIaMH C
n3onupoBaHHbiMU BIIC m aHOManusMu MOYENoOJIOBOM CHUCTEMBI. DTO CBSI3aHO C TEM,
YTO B TPYIIIE C COUYCTAHHOM IMATOJOTHEeH HaubOojee MHOTOYMCICHHON OblIa Mitaamas
BO3pacTHas TpyIIa.

VY manuMeHToB ¢ COYETAaHHBIMH TIOPOKaMU CEpJIla W TOYEeK 10 MPOBEICHUS
OTIEPATUBHOTO JICUCHUs] HAanOoJiee YacThIe XKajloObl HA TUIOXYIO TPUOABKYy B Macce Tefa
- 30,8%, onpimky — 29,6%, cmadocte — 27,2%, CHUXEHHUE TOJICPAHTHOCTH K
busndeckoit Harpyske — 23,6% nereir. Jlo mpoBeneHUS XUPYPTUUECKOW KOPPEKITUU
mopoka cepAlla y TMalMeHTOB ¢ COYETAaHHBIMU IOPOKaMH HEJAOCTaTOYHOCTh
kpoBooOpamierus | ®K 6wuta ormeuena y 31,5%, OK Il —y 42,7%, ©K Il —y 17,9%,
OK IV -y 7,9% nerei.

Kapauoxupyprudeckas KOppEeKIMs BpOXKICHHOTO TIOpOKa cepaua Oblia
MPOBEICHA BCEM TMAIMEHTaM W3 ATOW TPYIIbI, U3 HUX B OOJBIIMHCTBE CIy4acB B

YCJIOBHUSIX UCKYCCTBEHHOT0 KpoBooOparienus — 79,8%.
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WNupekunst MOYEBBIX MyTEH SABISETCS CAMbIM YaCThIM OCJIOKHEHHUEM COUYETaHHBIX
MIOPOKOB CEp/IIia U MOYEK U aHOMAaJIMIl pa3BUTHs NoueK. bosbias pacnpocTpaHeHHOCTD
MHQEKIUN B TPYIIE COYETAHHBIX IOPOKOB, B CONOCTABIECHUHU C APYTMMHU TIPYyMHIAMH,
OOBSICHSIETCSI TEM, YTO Hapsiy ¢ OCOOEGHHOCTAMU KPOBOOOpAIIEHHUs, OTTOKa MOYH B
aHOMaJbHOW IOYKE M HaJMYMEM [JUCIUIa3MM IIOYEYHBIX CTPYKTyp, OoJee
YyBCTBUTEIbHBIX K HH(PEKIINN, UMEIOTCS U U3MEHEHUS! KPOBOCHA0KEHUS, OOBSICHSIEMbIE
BIIC. K ToMy e mociie KapJUOXHPYprUYeCKOM ONepalud HEPEIKO pPa3BHBAECTCS
OCTpPO€ TOBPEXKIECHUE MOYEK, YTO 3HAYUTENIHO YBEIMUYMBAET PUCK HMH(OUIMPOBAHUS
MOYEBOM CHUCTEMBI, 0COOCHHO TPH JTUTEIHLHON KaTeTepU3allii MOUYEBBIBOIAIINX MTyTEH
[170, 203, 423].

JUIs OLEHKM BIMSHMS KaTeTepus3allMiM MOYEBBIX IyTell Ha HHQUUUpOBaHUE
MoueBbIX nyTei oocnenoBanu 16 aereit ¢ BIIC u couetannsivu BIIC u BIIPII nocne
XUPYPrUUecKON KOPPEKLIMU IOpOoKa cepAlla C YCTaHOBJIEHHBIM KaterepoM Dores,
KOTOPBIA HaXOAWJICA B MOYEBBIX NyTAX OT 1 A0 5 naHeil. Jlo omepaTWBHOrO JieYeHUs
aHaM3bl MOUYM ObUIM 0€3 MaToJIOTHH, MOCEBHl MOYM — CTepuiibHbIe. C MOBEPXHOCTH
CTeHOK Karerepa Qojes y BceX MAlMEeHTOB ObUIa BblAEIEHAa MUKpPOQIOpa, IpUYEM Y
62,5% nmereii — CcMemIaHHBIE KYJbTYphl  TPAMIIOJOXHUTEIBHBIX KOKKOB W
rpaMOTpULIATeNIbHBIX  Nanodek. [Ipu  SIEKTPOHHOM  MHMKPOCKONHMM  BBISBJICHBI
KOKKOBHUJIHBIC W MAJIOYKOBUIHBIC OakTepuu. Y 81,2% marueHToB ObUTM OOHAPY>KEHBI
aKTUHOMOAOOHBIE ~ MHUKPOOPTaHM3MBI  HUTEBUAHOW  (HOpMBEI, aHAJIOTUYHBIC
AKTUHOMMIIETAM, KOTOpBIE BXOJAST B COCTAaB HOPMAaJbHOM MHMKPOOMOTHI YeJIOBEKA.
BrisiBIeHHBIE BIIEPBBIE B IOCICONEPAIIMOHHOM TEpPHOAEC Ha TOBEPXHOCTH KareTepa
aKTUHOIMIOAOOHBIE OaKkTepUH MOTYT, TpU pPsAAEC YCIOBHA M CHIDKEHHH WMMYHHOTO
cTaryca, CHOCOOCTBOBaTh Pa3BUTHIO MH(EKIMOHHOIO IPOILECCa B MOYEBBIX MYTSX.
OOpamaeTr BHUMAHUE MACHTHUYHOCTH MHKPO(IOpH MOCEBa MOYM, IIOCEBa C
MOBEPXHOCTU KaTeTepa W HUCHPaXHEHHH. ODTOT (akT MOATBEPKIAET BO3MOXKHOCTD
WHOUIIMPOBAHUS YCIOBHO TTATOTEHHOU (DIIOpO¥ MaimenTa, KoTopasi MOXET MPUOOPECTH
B IIOCJIEAYIOLIEM aTOI'€HHbBIE CBOWCTBA.

C uenpio BBISBIEHUS M W3YYEHHUS HEOIArompusTHHIX (HaKTOpOB (HeTanabHOTO

nporpaMMupOBaHus, KOTOPbLIC MOTIJIM CTAaTb HpH‘IHHOﬁ pPa3BUTHUA IMOPOKOB CCpala H
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Mo4eKk, ObUT  TPOBEACH  aHAIW3  MEPUKOHICTIIIMOHHOTO,  ITUIAIIEHTApHOTO,
BHYTPUYTPOOHOTO U MEPUHATATBLHOTO MTEPUOIOB.

OueHunym COCTOSIHME 370pOBbsi MaTepeld W OTioB, uMeromux jaered ¢ BIIC,
BIIPII wu couyeraHHbIMM TMOpoKamMu cepana u mnodek. Haubonee 3HaUMMBIMU
3a00JIeBaHUSIMUA pojJuTeNel Obuln creayromue (B MOpsJKe YObIBaHUS 3HAYUMOCTH
MIPU3HAKA):

Bpooicoennvie nopoxu cepoya: 6051€3HN MOUYCTIONOBON CHCTEMBI MaTepH, 00JIC3HU
CepJCYHO-COCYIUCTOM CHUCTEMBI OTLA, OOJIE3HH CEPACUHO-COCYIUCTON CHUCTEMBI
Matepu, 00JIE3HU OPTaHOB JIBIXaHUS MaTEpPH.

Bpooicoennvie nopoku nouex: 00J1€3HU MOYENIOJIOBOI CHCTEMBI MaTEPH, OOJIE3HU
MOUYEIOJIOBOM CUCTEMBI OTLA, OOJE3HU CEPACUHO-COCYIUCTON CUCTEMBI OTIIA, OOJIE3HU
CEPACYHO-COCYAUCTON CUCTEMBI MAaTEPH.

Bpooicoennvie nopoxu cepoya u nouex: 60JI€3HA MOUYEIIOJIOBON CUCTEMBI MaTEPH,
0O0JIe3HH CEeplIeYHO-COCYAMCTONM CHUCTEMBl OTLA, OOJIE3HH CEpPAEUYHO-COCYIAUCTOM
CUCTEMBI MaTepH, O0JIE3HU MOYETIOJIOBOM CUCTEMBI OTIIA.

B menom BO Bcex HcCCleNyeMbIX TpyIIax y POAUTENEH Yalle BCTPEHAKOTCA
OOJIE3HH MOYEIOJIOBOM CHUCTEMBl MaTepu W OTUA, OOJIE3HU CEPAEHHO-COCYIUCTOMN
CUCTEMbI MAaTEepU U OTIA.

N3yuensl TeueHne OCPEeMEHHOCTH W POJOB Y MaTepeil neTel ¢ MOpOKaMH, |
MOJTyYEHHbIC JaHHBIE COIMOCTABJICHbl C KOHTPOJBHOW TPYNMOW €T, POXKIACHHBIX
3MI0POBBIMH ~ MaTepsiMU. TedeHue OCEpPEeMEHHOCTH OCJIOXKHSJIOCHh  CIEIYIOIUMU
(dhakTOpamMu, KOTOpbIE MOTJIM BHECTH BKJIaJ B (eTalbHOE MPOrpaMMHUPOBAHUE TTOPOKOB
(B mopsiike yObIBaHUSI 3HAYUMOCTH MPU3HAKA):

Bpoowcoennvlie nopoku cepoya: yrposa npepbiBaHus OepeMeHHOCTH, recTto3 1-it
nosioBuHbl OepemenHoctd, OPBU Bo Bpemsi GepeMeHHOCTH, recTo3 2-i IMOJOBHUHBI
OepEeMEHHOCTH.

Bpooicoennvie nopoxu nouek: tecto3 1l-ii momoBuUHBI OEpEMEHHOCTH, YIrpo3a

npepbIBaHus OEPEMEHHOCTH, IeCT03 2-i MOJOBUHBI OEpEeMEHHOCTH, He(hponaTus.
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Bpoowcoennvle nopoxu cepoya u nouex: yrposa TpepbIBaHHS OepeMEHHOCTH,
recto3 1-if monOBUMHBI OepeMeHHOCTH, HeppomaTusi, recTo3 2-d MOJOBHHBI
OepEeMEHHOCTH.

HezaBucumo oOT XapakTepa MOpoka BO BCeX TIpynmax B ducie Haubosee
BCTPEYAEMbIX OCIIOXKHEHH OepeMEHHOCTH ObUIM yrpo3a MpephiBaHUsT OEPEeMEHHOCTH,
recto3 1-i u 2-i MoJ0BUHBI OEPEMEHHOCTH.

B wuccnenoBaHMSX Ha JKUBOTHBIX HPOJEMOHCTPUPOBAHO, KaK BO3JIECHCTBHE
BHEIIHUX (AKTOPOB BO BpeMs BHYTPUYTPOOHOTO pa3BUTUS MOXKET IMOBJIUSATH Ha
CTPYKTYpy U (PU3UOJOTUUYECKHUE OCOOEHHOCTH Cep/illa M TMOYeK, BKIIOYasi OOJE3HH B
MOCIIEYIONIEH KU3HU [344].

C yueroM TOro, uro 3aAepxkKa BHYTpuyTpoOHOro pa3sutus (3BYP)
accollMMpPOBaHa ¢ HapyuieHueM Hedporenesa, Obuta copmMupoBaHa rpymna u3 62 aerei
c 3BVYP, y KoTOpbIX ObUIM OLIEHEHBI (akTopbl (eTaJbHOTO MporpaMMmupoBanus. U3
MHOeCTBa (DaKTOpOB BIMAHHS Ha (eTampHOE MporpammupoBanue y nereir ¢ 3BYP
OLICHMBAJIM COCTOSIHHE 3JI0POBbsSI POJUTENEH 10 POXKIEHUS, TEUCHHE OEPEMEHHOCTH U
NIEpEeHECEHHbIe 3a00JIeBaHUsI BO BpeMs OEpeMEHHOCTH, UIMTEIbHOCTb T'PYIHOTrO
BckapMiuBanusi. 3BYP xapaktepHa mjis1 BceX MCCIEAOBaHHBIX TPYII, HauUOOJIbIIas
BBIPAXKEHHOCTh 3TOr0 MpPU3HAKa — B rpynme aerer ¢ coueranHeiMu BIIP cepaua u
MIOYEK.

Cnenyromme npusHaku y gerei ¢ 3BYP ¢ couerannsiMu BIIC u BIIPII,
pacmoioKeHHbIEC B MOPSAKE YObIBAHUS 3HAYMMOCTH, MOTYT OBITh (DaKTOpaMu BIIUSTHUS
Ha Gopmupytromuecs cepaie u nouku mioga: OPBU Bo Bpems 6epeMeHHOCTH, 00JI€3HU
MOYETIOJIOBOM CHUCTEMBl MaTepH, yrpo3a MpepbiBaHUs OepeMeHHOCTH, Hedpomarws,
recro3 1-il MOJOBHHBI OEPEMEHHOCTH, HE MOJy4YaBLIME TPYIHOE BCKapMIIMBAHHUE U
KOPOTKasi MPOJIOJKUTEIBHOCTh TPYIHOTO BCKAPMIIMBAHUSA, 00OCTPEHUE XPOHUYECKHUX
3a00s1eBaHUM BO BpeMsi OEpEMEHHOCTH.

Heb6naronpusitabie dakTopsl B NEPUKOHUENIMOHHOM nepuoae
(HemocTaToYHOE/HENMpaBUIbHOE  MUTAaHWE,  TUIIOBUTAMHHO3bI),  IUIALIEHTAPHOM,
BHYTpUYTPOOHOM U HEOHAaTaJbHOM mepuonax y jaered c¢ 3BYP saBmstorcs

HpC,IIHOCBIHKOﬁ K 3aMCJJICHHOMY M ACMHXPOHHOMY CO3PCBAHUIO CGpI[G‘lHO-COCYI[PICTOﬁ
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CUCTEMBbI; HapylIaeTca MOpQoreHe3, MpOBOASIAs CHUCTEMa Cepala M BereTaTuBHas
perymsius [17].

Bo BHyTpuyTpoOHOM mMepHUOjie B OIpPEACIICHHbIH MPOMEXYTOK BPEMEHH, TaK
HA3bIBAEMOE «KPUTHUYECKOE OKHOY, MOJI BIUSHUEM psijia pakTopoB (0OemIHEHHAs MHUIIa,
TUIOKCHUS, SHIOKPUHHBIE (DaKTOpPhI) BO3HUKAIOT TMEpPUHATAIBHBIE IOBPEXKICHMUS,
npoiudepaTuBHble, THUNEPTPOPUUYECKHE ¢  aNONTHUYECKHE pPeaklud, COKparias
KOJIMYECTBO MHOLIMTOB /10 MOAJIEPKAHUS MUOKAPAHAIBHON TPAEKTOPUHU POCTA.

V nereit ¢ 3BYP tpanzuropubsie MOpQo-(pyHKIIMOHAIbHBIE HAPYLIEHUSI MUOKap/a
NPOSIBIISIIOTCS B CHWJKEHUHM KOHTPAKTWJIBHOM W HAacoCHOM (yHKIMHM cepauna |
3a/IepKUBAIOT PEATM3ALNI0 HEOHATAIbHOW NEPECTPONKH BHYTPHUCEPACHYHOW M OOLIeH
reMoauHaMuku [48]. [le3amanTanus cepAaeyHO-COCYAUCTON cUcTeMbl y aereit ¢ 3BYP
peanu3yercsi B TPAH3UTOPHYIO TUCPYHKIHUIO MHUOKapAa C JujaTallued MOoJIoCcTe ¢
HOPMaJbHOM WJIM  TOBBIIIEHHOM COKPATUTEIbHOW CHOCOOHOCTbIO  MMOKapAa,
HapylIeHUEe PUTMa U TPOBOAUMOCTH [89].

3BYP nmpuBoguMT K  JOCTOBEPHOMY  CHWXKEHMIO  4YHclia  He(pOHOB
(onmuronedponust) [279]. B ymeHblleHHH KOJHYeCTBa HEDPOHOB, HAOIOJABIICMCS Y
JeTel, PpOAMBIIUXCA C HHU3KOM Maccod Tella, YCTAHOBJIEHA 3HAayuMas pPOJIb
resetuueckoro mnonuMopdusma [342, 492], matonorum Gepemennoctu [380]. Yxke B
paHHEM JETCTBE 3aIlyCKAeTCA IMOPOYHBIM KPYr «OJUTOHEGPOHUS» — MeE3aHTHUaIbHas
nponudepauus — runepnepdysuss HehpoHa — IIIOMEPYIOCKIEpo3 — rudens HedpoHa —
OJUroHeponaTus», KOTOPbIA MO Mepe B3POCIECHHUS COMPOBOXKIAETCS YMEHBIICHHEM
yucia JEeUCTBYIOIUX HE(DPOHOB M HAPACTAHUEM KIMHUYECKUX MPU3HAKOB MOPAKECHUS
MOYEK U CEPJCYHO-COCYAUCTOM crcTembr [313].

MHoro(hakTOpHBIN TUCTIEPCUOHHBIN aHAU3 MTO3BOJWI YCTAHOBUTH 12 (aKkTOpoOB,
uMeronux cBsa3b ¢ pazputueM codetanHbix BIIC u BIIPII, cpenu kotopeix 4 dakTopa
HACJIEJICTBEHHOW 00YCIOBIEHHOCTH (0OOJE3HU MOYEIOJIOBOM CHCTEMbl MaTepu U OTIIa,
OONE3HU  CEPIEeYHO-COCYAUCTOM CHUCTEMbI Marepu U oTna); 4  dakropa,
aCCOLIMMPOBAHHBIE C aHTEHATAIbHBIM MEPUOAOM (yrpo3a mpephiBaHUs OEpEMEHHOCTH,
recto3 1-if monoBuHBI OepeMeHHOCTH, HeppomaTusi, recTo3 2-d MOJOBHHBI

O0epeMeHHOCTH); 4 (akTopa, OTHOCAIIMECS K HEMOCPEICTBEHHOMY Pa3BUTHIO peOeHKa
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(cepaeunast HEIOCTATOYHOCTh, MH(PEKIUS MOUEBBIX MTyTEH, 3aJ1ep>KKa BHYTPUYTPOOHOTO
pa3BUTHS, ACPUIMT MaCChl Tela, KOPOTKas MPOJOKUTEIBHOCTh BCKAPMIIMBAHHUS
IPYIBIO).

OueHeHbl J1abOpaTOpHBIE IMOKAa3aTeId y JETeH TpeX HCCIEIOBAHHbBIX TPYIIIL
CHIKeHUEe CoJiep:KaHus TeMOTI00MHA, YMEHbIIEHUE KOJIMYECTBA SPUTPOLIUTOB Y JETEH
c coueranHbiMu BIIP cepauna W moyek CBUIETENBCTBYET O HAJIWYAUA AHEMUHU,
ATHOJIOTHYECKUM (PAKTOPOM KOTOpOM sBIsieTcss MHPeKIusA. TeHIeHIus K JeHKOLUTO3Y
TaK)K€ MOXET ObITh 00bACHEHAa HH(EKIHOHHBIM (pakTopoM. OcTalbHbIE MOKA3aTEIH
reMorpamMmbl, OHOXMMHUYECKHE TMoKa3zareau (OesloK, aabOyMHUHBI, XOJIECTEPHH,
AIEKTPOJIUTHI, MOYEBMHA, MOYEBAs KHUCJIOTA) MOYTH HE OTJIMYAIOTCS B TIPYMIax C
Pa3HBIMHM THIIAMH OPOKOB MOYEK, HO OoJblIasi CTENEHb OTKIOHEHUI HabJrojanach B
rpymnmne nanueHToB ¢ couetanabiMua BIIC u BITPIL.

Koaddumuent ne Putuca (coornomenue akrusHoctr AJIT u ACT, nmpuyem ACT
npeobsiaaeT B MUOKap/e) ObUT 3HAYMMO BbILIE PEPEPEHCHOrO YPOBHS B IpyHIe AeTel
¢ BIIC u coueranHpIMM OpOKaMU CepAla U MOYEK, B TO BPEMs KaK B TPYIIIE AETEU C
BIIPII cpennee 3HaueHue 3TOro IOKa3aTeds HAXOAWJIOCh B NPEAETIax HOPMBL.
Kosddument ne Putuca sBasieTcss AMarHOCTUYECKHM 3HAYMMBIM — MapKepoOM
MUOKapAUAIbHOU AUCHYHKIIMA U MOXKET ObITh cBsizaH ¢ XCH, 4to He MOKHO OBITH
MPOTUBOINIOKa3aHUEM i1 xupypruyeckoro jieuenus: BIIC [50].

[Ipoananu3upoBaH MOYEBOM CHHIPOM Yy MAIlMEHTOB OOCIEIOBAHHBIX T'PYII.
BbIpaskeHHOCTh MOYEBOTO CHHApPOMa Yy OOCJEeIOBaHHBIX JAETEel B IMOPSJIKE YObIBaHUS
3HAYUMOCTH aHAJIU3UPYEMBIX MIPU3HAKOB: JEHKOLUTYpHS, OakTepuypus,
SPUTPOLUTYPHUS, TNPOTEUHYPHUS, LWIMHIAPYpUsA. MakcuManabHas BBIPAXKEHHOCTh
MOYEBOr0 CHHApPOMa oTMedeHa y nanueHToB ¢ codetaHHbiMM BIIC u BIIPII mo Bcem
aHAIM3UPYEMbIM MpU3HAKaM. MeHee BhIpaKeH MOYEBOM CUHAPOM MPHU U30JIUPOBAHHBIX
NOPOKAaX IMOYEK, HO BCE-TAaKM 3HAYMMO BBIIIE, YEM IPU H30JMPOBAHHBIX IOPOKAX
cepua, 1Mo ypoBHIO JEUKOLMUTYPUHU, SIPUTPOLUTYPUU U OAKTEpUypUU. DTU U3MEHEHHUS
OOBSCHAIOTCS 00Jiee BBICOKOM YacTOTOM OCIIOKHEHHS MH(MEKIUeHd MOYEBBIX MyTel y
nereit, umeromux BIIPIT [106]. B 1o e Bpems 3HauMMasi BBIPAXKEHHOCTb MOYEBOIO

cunapoma npu couetaHHbix BIIC u BIIPII moxeT oOBACHATBCS 0Oosiee JIETKUM
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pa3BUTHUEM OCJOXXHEHUW TIOCIE KapAUOXHPYPTHUECKOrOo JIEYEHUS U KaTeTep-
aCCOIMMPOBAHHOW MH(EKIIMU B aHOMAJIbHOM MTOYKe, HEeKeU B 370poBoi [105].

ITo muenuto Mahdi Najafi [315], ypoBeHb KpeaTMHHHA CHIBOPOTKH SIBJISICTCS
OCHOBOHM JUIsl TPOrHO3UPOBAHMS (PAKTOPOB M MOJIENEH pPHCKA IMOCIEONEPAIIMOHHOIO
MOBPEXKIEHNA TOYEK, a4 €ro CHIKEHHE IOBBIIIAET 3HAYEHUE HSTOr0 MOKa3aTeNls B
MIPOTHO3UPOBAHUU UCXO0Ja. BBICOKMI YpOBEHb KpEaTMHHWHA CHIBOPOTKHA OCTAETCS
BaXHBIM (DAKTOPOM pHCKa TOCIEONEPAIMOHHOTO TMOBpEeXIeHUuss mouek. [Ipu
XUPYPrUYeCKOM  BMEIIATEIbCTBE B  YCIOBUSX  UIMTEIBHOIO  HCKYCCTBEHHOIO
KpOBOOOpAIICHHS] OTMEYAETCSI CHUKEHUE CEPACUYHOI0 BBIOpOCA, UTO HApSAAYy C APYTUMU
daktopamu  (MCHoJib30BaHME HE(POTOKCHUYHBIX MPENapaToB, penepdy3MOHHBIX
OCJIO)KHEHUII M Jp.) MOXET CHOocOoOCTBOBaTh pPAa3BUTUIO OCTPOTO IOYEYHOIO
MOBpexaeHuA [79].

[Ipu mopokax cepaila nocyie XUPpyprudeckoro JIEYEHUsI OTMEUYEHBI TEHACHIIUU K
CHI)KCHUIO YPOBHS KpEaTMHWHA B KPOBU W YBEIMYECHHIO CKOPOCTH KIyOOUKOBOM
¢unsTpaumu. Ho npu nzonupoBanubix BIIC 311 n3MeHeHus BbIpaKeHbI OOJbIIE, a IPH
couetanHbix BIIC m BIIPII apunammnka MeHee 3HauMMa, OCOOCHHO B TpyImIe JAeTed C
3BVYP. IlpoBeaeHrne XUpypruyeckoil KOPPEKIMU MOPOKA Pa3BUTHUSL CEPIlla OKA3bIBAECT
MeHee MOoBpekaromuil 3QpGeKT Ha 3J0POBYIO MOYKY, HEXKEIH HAa aHOMAJIbHYIO. JTOT
dbakT MoxkeT ObITh OOBICHEH OCOOCHHOCTSAMH KpOBOOOpAIEHUs, JJIEMEHTAMHU
JUCIUIa3Ud B aHOMAJbHOM mMouke. B To ke BpeMsi B paHHEM MOCIIE€ONEpPalMOHHOM
NepuoJie, YYUTHIBAS ITUYyPEeTUYECKUM 3(PQPEKT HHOTPOIHBIX TMpenapaToB, a TaKKe
NPUMECHEHUE KOMOWHHUPOBAHHOM JUYPETHUYECKOM Tepanmuu B BBICOKUX J103aX,
OOBEKTUBHO OIEHUTHh (PYHKIIUIO MOYKH MO JUYPE3y HE MPEACTAaBISETCS BO3MOMHBIM.
JlmarHoctuyeckasi 3HaYMMOCTh OCHOBHBIX JIAOOPATOPHBIX TMOKa3aTelei, M0 KOTOPhIM
OLICHMBAETCSl A30TOBBIAENUTENbHAS (YHKUHS, HE IO3BOJUIA YCTAHOBUTH E€IUHBIN
(dbakTop BAUSHUS U COMHHUTEIbHA.

[Ipoananu3npoBaHO BIUSHUE XUPYPTHUECKOTO JICUCHUS HA Pl J1abOpaTOPHBIX
nokazarened y 40 mauumentoB ¢ BIIC, poxaeHubix ¢ 3BYP, B AByX BO3pacTHBIX
rpynnax (A0 2-x JieT U crapiie 2-X JieT). AHaJOTMYHYI0 Tpajalio BO3pacta

pexoMenayroT A.C. Mapuna u FO.B. Hatouun [64] ¢ ydeTOM 3BOJIOLIMU HapIHAATBHBIX



215

¢ynkmii mouek. B o0eux rpynmax ocymecTBisUics 3a00p KpoBU U MouH: 1-it 3a00p
KPOBH OCYILIECTBIISUICA 32 CYTKHU J0 XUPYPTUUECKOTO JIeUeHus, 2-i 3a00p KpOBU — uepe3
48 yacoB 1ocye OKOHYaHus omnepanuu. Takxke coOupaiach Moya JJis UCCIIEOBAHUS —
3a CYTKH JI0 Ollepanuu 1 yepes 48 yacoB Nociie XUpypruyeckoro BMEIIATeIbCTRA.

Jlo cerojmHsAmIHEro AHS B KayecTBE MoKa3aTesiss (DYHKIIMOHAIBLHOTO COCTOSHUSA
MOYEK TOCTaTOYHO YaCTO UCIOIb3YETCsS KOHIIEHTPAIUS MOUYEBUHBI B CBIBOPOTKE KPOBH,
XOTs, KaK IIOKa3bIBAIOT PE3yJNbTAThl HAIIETO MCCIEI0BAHUS, JIHHAMHKA 3TOTO
NoKa3aTesisl He IO03BOJsIeT OOBEKTUBHO OLEHUTHh (yHKUMIO mouek [49]. JlanHbii
(dparMeHT ObLI BBIIOJHEH B TNEPBYID OYEpelb sl CONOCTABJICHHS JUHAMUKH
KOHLEHTpalMi LWCTaTUHA M JIMIOKAIMHA C PYTUHHBIMA METOJAaMU  OLEHKH
(YHKIIMOHAJIBHOTO COCTOSIHUS MOYEK (KpPEaTUHUH M MOYEBHHA) MOCIE XUPYPTUUECKUX
BMemarenscTs 1o mnosoxy BIIC ¢ mnpuMmeHeHumeM anmapata HMCKYCCTBEHHOTO
KpOBOOOpAIIICHHUS.

[Tocne onepatuBHoro sneuenus BIIC ckopocTs kiyOoukoBO#M (uibTpanuu (1o
[MUCTAaTHHY) BbIpOCia B 00€UX rpymnmnax — MJIQJIIET0 Bo3pacta U cTapiie 2-x jetT. [Ipu
cpaBHeHuu CK® (mo mmcratuHy) IBYX TPYI MO JWHAMHUKE OMHAPHBIX TMOKa3aTenen
(CHI>KEHHME WJIM YBEJIMYEHUE IOKa3aTess) MOATBEPKACHO MpeoOiajlaHue yIIyqIlIeHUs
aHAJIM3UPYEMOIO IapaMeTpa B IEPBYIO OYEPEIb Y I€TEH cTapiie 2-X JieT.

VY nereil paHHero Bo3pacTta 0ojiee YETKOE MPEJICTaBICHHE O JAHUHAMHUKE
MOCJIEONEPAIIMOHHOIO MPOIEcca MO3BOJSET MOJYYUTh HUCCIEIOBAHME LUCTaTHHA U
NGAL. VBenuuenue CK® 1o nucTaTiHy OTMEYAaEeTCs paHbIe, YeM OINpPEAeIsieMOe 0
KpeaTuHuHy. [loBbIlIEHNE YPOBHS JIMITOKAIUHA CBUIETEIBCTBYET O BO3MOKHOM OCTPOM
UIIEMUYECKOM NOBpEkIeHnHU novek mpu onepauusax ¢ AUK. V gereit crapiue 2-x ner B
OTJIMYME OT YPOBHSI KpEaTMHHHA B CBHIBOPOTKE KPOBH, KOTOPBIM IOCIE ONEPATHBHOIO
JICYCHHS TIOBBIIIAJICS Yy TPETHM MAI[MEHTOB, Yy LKMCTAaTMHA OTMEYEHO CTAaTUCTHYECKHU
3HAUMMOE CHUXeHue ero kKoHueHtpauuu. Ilokazatenn CK®, paccuntanHbie MO
kpeatnauHy (popmyna Schwarz), 3HaUMTENBPHO «IpPEYBEIMYCHBI», YTO, IO MHEHHIO
E. KpactbiHbmi u coaBT. [57], MOXeT NpHUBECTH K HEMPABUIBHON JO3MPOBKE
MEANKAMEHTOB C TMPEUMYILIECTBEHHO IMMOYE€YHBIM METab0oNIU3MOM U  YBEIUYHTH

TOKCHYECCKOC IMMOBPCKIACHUC ITOYUCK.
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TenaeHIMS K CHM)KEHHIO KOHLEHTpPAalUWW LUCTAaTUHA IIOCJIE XHUPYPrUuYeCcCKOro
JICYCHUS] SIBJISIETCS. YPE3BBIYAMHO BAXXHBIM MPEAUKTOPOM  CHMXKEHHS YacCTOTBI
«KapAUOBACKYJSIpHBIX coObITUI». CK®, paccuutanHas 1o 1UCTaTUHY, Ooiiee
uH(bOpMaTUBHA, YeM OTpEIeNICHHAs! IO KPEaTUHUHY, U MO3BOJISIET 00Jiee YETKO OIICHUTD
TSYKECTh M MPOTHO3 PA3BUTHUA MOYEYHBIX U KapAHOBACKYJSIPHBIX PUCKOB, TO ecTh KPC
[5, 86].

[Ipyn comocTaBieHUM AaHAIM30B MOYM 1O U TOCIE XUPYPTrUYECKOTO JICUEHUS
OTMEUYEHO, YTO JIO Ooepauuud HU y Koro u3 40 NanueHTOB HE PETHCTPUPOBAINCH
JEUKOUUTYpUs U NpoTeuHypus. 3MeHeHus: B aHaM3aX MOYM MOCIIE€ XHUPYPTrUYECKON
koppekuuu BIIC (nedikonuTypuss 1 OCOOCHHO NMPOTEUHYPUSi), BBISBICHHBIE HAMH, U
uHdopMaIusl U3 JUTEPATyPHBIX HUCTOYHHUKOB [84, 207], MOATBEPKIAIOT KOHIIEIIIUIO
KPC.

W3ydyeHnue BKkjIaja TeHETHYECKUX (akTopoB B (opMHpOBaHHE MOPOKOB
npoBesieHo y 25 nereit ¢ codetanHbiMu BIIC u BIIPIL. V 3 u3 25 nmereil BBISBICHBI
U3BeCTHBIE XpoMocoMmHble aHoMammu (1 — Tpucomms 21; 2 — gemerust Di George
chromosome region). Y 3TUX MalMEHTOB OTCYTCTBOBAJIM XapaKTEepHbIC IS JaHHBIX
cuHapoMoM ¢eHotunsl. Eme y 5 u3 25 OOJbHBIX BBISBIEHBI MHKPOCTPYKTYpPHBIE
aHOMAJIUU XPOMOCOM, MIPUBOAIINE K M3MEHEHUSIM B reHax: nyruikaius B rene DHFR
(xkr04eBOil (hepMEHT BO BHYTPHUKIETOYHOM MeTabosm3Me (PojaToB, Y4acCTBYIOIIUN B
PEryJsiuU 3KCIPECCHH HEKOTOPBIX TPAHCKUILUOHHBIX (DAKTOPOB, HEOOXOIUMBIX IS
dbopmupoBaHus cepiia B sMOpuorenese); aymuiukaius reHa ZNF649 (ygactByer B
KapauoreHese u Heporenese); myrmkanus resa NPHP1 (accoumupyercs ¢ pasHbIMU
BapHaHTaMM LuiIHonatuil); mymmukanus reHa NNT (Oeok BHyTpeHHEH MeMOpaHBI
MUTOXOHIPHA U KOMITOHEHT 3JIEKTPOH-TPAHCIIOPTHOM ABIXaTEIbHOW IIEIH); MEICIHsS
LCLAT1 (kaTamu3upyeT anuIMpOBaHUE JH30KAPIAUOJIUAIINHA, KIIFOUYEBOTO KOMITOHEHTA
BHYTpEHHEI MeMOpaHbl MHMTOXOHApPUHN, U Hauboyiee aKTUBHO SKCIPECCUPYETCS B
cepille, MEeYCHH, MOYKaX, JIOKATU3YSACh B JHJIOMIA3MAaTHUECKOM peTuKyiayme (Terpaja
damio 1 NoKOBOOOpa3Has MOYKA).

VYuuThiBas BBICOKYIO PacHpOCTPaHEHHOCTh MaJIbIX CTPYKTYPHBIX XPOMOCOMHBIX

IIOJIOMOK Yy IleTeﬁ C BpPOXKICHHBIMH IIOPOKAMMU, IICJ'I@COO6pa?>HO BKIIFOYCHHUE B
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MPOTOKOJIBI  BEJICHHUSI JIETel C COYETAaHHBIMH TOPOKaMHM CcepAla ¢ IOoYeK
[UTOT€HETUYECKOr0 aHanu3a g OoJjee TOYHOTO OMPEACIICHUS TEpareBTUYECKOW U
XUPYPrU4ECKON TAKTUKH OTHOCUTEIIBHO MAIUEHTA.

[Ipoananu3upoBaHo xupyprudeckoe jieuenue 89 nereit ¢ coueranusiMu BIIC u
BIIPII. Xupypruueckas KOPpPEKLHs IO MOBOAY IOPOKAa CEpALA B aHAIW3UPYEMOM
rpynne Obuia mposenena 70 npersm (78,7%). Omepanus Ha cepaie U cocylax
nposoguinack ¢ AUK y 69 nereit (98,6%), 4TO CyIIECTBEHHO OTIMYAETCS OT T'PYIIIBI
nereit ¢ uzonupoBaHHbiMH BIIC (76,8%). 48 mamueHTam TpyIIbl ¢ COYETAHHBIMU
nopokaMu OblJIa BBITIOJIHEHA paJiuKkaibHas omnepaius Ha cepaie (75%), ocTaabHbIM —
dTamHOE OTepaTuBHOE JiedeHue (mBa dtama — 21,9%; tpu stama — 3,1%). 1o moBomy
MOpoKa 1moyek onepupoBanbl 34 pedenka (38,2%). 28 nereit onepupoBaHbl U HA CEPIIE,
Y Ha MOYKax.

Hapsany c¢ XupyprudeckuM JIEUEHHEM TNAUUEHTHl MOJYy4YaId KOMIUIEKCHYIO
TEpamnuio B COOTBETCTBUM C XapaKTepOM IOpPOKa U HAIMYHMEM OcClIOkHEeHH. O0bem
Teparuu B IPyIIe ¢ COYETAHHBIMU TTOPOKaMU ObLT CYIIIECTBEHHO BBIIIE, YEM B IpyImax
C U30JMpPOBAaHHBIMH mMOpokamu cepauna u noyek. Tepanus XCH Bxiroudana
MEIMKAMEHTO3HYI0  TOJIMKOMIIOHEHTHYIO  TEpanuio, HEMEIUKAaMEHTO3HbIE U
BBICOKOTEXHOJIOTUYECKUE METObI JICUECHUS.

Pazpabotan nepcoHMGUIIMPOBAHHBIN MOAXO0/ K BEJACHUIO JETeH ¢ COUYCTaHHBIMH
BIIC u BIIPII, npeanosararmmii 3TanHOCTb:

1 sran. IlpenatanbHas IUarHOCTUKA BPOKJICHHBIX TOPOKOB CEPAIA U TTOYEK.

2 oran. IlepcoHnpuUIIUPOBAaHHOE TMOCTHATAJILHOE HAOJIOJICHUE U JICUCHUE
pebeHKa C COUeTaHHBIM BPOKJICHHBIM MOPOKOM CEp/Ilia U MOYEK.

3 oram. [lepconnduimpoBannoe HaOMIOACHUE PEOCHKA B MOTUKIMHUKE.

[IpoBeneH cpaBHUTENBHBIN aHAIU3 JIByX OJHOPOJHBIX TPYINM TMAIMEHTOB C
COUCTAHHBIMU TIOPOKAaMU CEpAlla W TOYeK: TMEePCOHU(PUIIMPOBAHHBIM TMOAXOA K
JIMarHOCTUKE M JICYEHUIO TOPOKOB M CTaHAAPTHBIA METOJ AUArHOCTUKH U JICYEHU S
(rpynma cpaBHenust). [Ipu nepcoHnpUIMPOBAHHOM MOJIX0/I€ HECKOIBKO Yallle IEPBHIM

nuarnoctupoBaics BIIC (56,8%), nexenu BIIPIT (43,2%); B To BpeMsi Kak mOpu
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CTaHJIAPTHOM IOJAX0JIe NepBoHauyanbHas auarHoctuka BIIC orMmeuanach 3HaUMTENHHO
qamie, yem BIIPII.

Yepes 1 rom ObUIO OIEHEHO Te4yeHUE 3a00JeBaHUS B OTUX TPYIIax.
[IporpeccrpoBanue cepJeyHON HEIOCTAaTOYHOCTH UMENOo MecTo y 24,3% maiueHToB
ocHoBHOM rpynnbl U 50% rpynnbl cpaBHeHUs. He oTMmedeHO mporpeccupoBaHUs
XPOHUYECKOM 0O0JIE3HU MOYEK Y JAeTel NepCcoOHnDUIIMPOBAHHOM TPYMIIbI, B TO BpeMs Kak
B IpYyIIIE CPAaBHEHUSI OHO UMEJO MeCTO y 38,9% manueHToB.

OrneHeH KOMIUIaGHC — OTHOIIEHHE (PaKTUUECKOW Teparuu K Tepamnuu CTaHaapTa
[61]. B rpynne nepcoHuUIMPOBAHHOTO HaOIIOEeHUS KoMiulaeHC coctaBuil 81,1%
MAIMeHTOB, B rpymme cpaBHeHus — 47,2%. Cobmoganu mporpaMMmy HaOIIOACHHS IO
KapJIMOJIOTHH BCE MAIMEHThl OCHOBHOM TPYMIIBI, B TO BPEMs KaK B TPYIIE CPAaBHEHUS —
tonbko 38,7%. CoOmromanu mnporpammy HaOmoneHuss 1o Hedpomorun 23,7%
MAIMEHTOB OCHOBHOW TpYIIIbI; B TPYyIIE CPaBHEHUS TaKUX IMAlUEHTOB HE OBLIO.
3HAUUTENIBHO MEHblIE yMepso neredl 1o 1 roma B ocHoBHOH rpynme (1 pebeHOk —
2,6%), ueM B rpymie cpaBHeHus (6 mereit — 16,7%). JIJig ManuMeHTOB ¢ COYCTAHHBIMU
MOPOKaMH CepAlla U MOYEK MPU JUHAMUYECKOM HaOJIOACHUM pa3paboTaHbl JAEpEeBbs
pemennid, nomoraromue oueHuTh puck XCH n Hapacranue crenenn XbII.

Takum oOpazoM, MEepCOHUGUIIMPOBAHHBIM TOAXOA K BEJACHHUIO JETe ¢
COUETAaHHBIMU MTOPOKAMH CEP/IlIAa U MOYEK MMO3BOJISIECT PAHbIIIE TUTUPOBATH BPOIKICHHBIC
MOPOKM Pa3BUTHA ¥ HAYMHATH XUPYPTUYECKYI0 KOPPEKIHIO; OCYIIECTBIATH
KBAJIM(ULUUPOBAHHOE KapAHUOJIOTMYECKOE M  HEPpPOJIOrHYecKoe HaOMIoJeHUE WU
NPOBOJNTH  KapIUOMPOTEKIMI0 H HeppompoTekiuioo. Bce 3T meponpustus
CrocOOCTBYIOT ~0OoJiee  OJarompusiTHOMy TEUeHHIO 3a0o0jeBaHUsl  (YMEHBIIICHUE
IPOrPECCUPOBAHUS CEPACUHON HEIOCTATOUHOCTH M XPOHMYECKOH OOJEe3HU MOueK) U
CYILLIECTBEHHOMY CHM>KEHHIO MJIaJICHU€CKOU CMEPTHOCTH.

Takum o0OpazoM, aHAIW3 JUTEPATYPHBIX HCTOYHUKOB M 00BEM COOCTBEHHBIX
WCCJICIOBAHUM TIO3BOJISIET KOHCTATUPOBATh HAIWYHE TECHBIX KapAHOPEHATBHBIX
B3aMMOOTHOIICHUN y JeTeil C MOpOKaMU pa3BUTHs cepjlla W IMOYEK, MaKCUMAaJIbHO

BBIPA’KCHHBIC Y ITAIUCHTOB C COYCTAHHBIMU ITOPOKAMM CCp/la U ITOYCK.
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B Xxoxe BBITONHEHHS WCCIENOBAaHUS YCTAHOBIIEHBI PACIHPOCTPAHEHHOCTh W
ctpykrypa KPC y gereil kpymHOTO Meramojuca, y TaIlMeHTOB ¢ 3a00JIeBaHUSIMU
CEPJIEYHO-COCYIUCTON U MOYEmnoJioBOM cucteM. OleHKa HacleJCTBEHHbIX (aKTOPOB,
3a00IeBaHU MaTepel U OTIIOB JCTEH ¢ IOPOKAMH, TEUCHHE OEPEeMEHHOCTH OOJLHBIMU
JETbMU, KIMHUYECKUX M JIAOOpATOPHBIX IMOKa3aTelel y JAeTed ¢ M30JUPOBAHHBIMU U
coueranHbiMu BIIC u BIIPII mo3Bonunu BbIAEIUTH (DAKTOPBI PUCKA Pa3BUTHUSL ITUX
MOPOKOB, TPEOYIOIIUE MOBHIIIICHHOTO BHUMaHUS meanatpoB. [[oaTBEp)ACHO BIUSHUE
bakTopoB (eTasbHOro MPOrpaMMHUPOBAHMS HA KapJUOpPEHAJIbHBIE B3aMMOOTHOIICHHUS
MpY MOPOKAaX Pa3BUTHUA CEPALA U MOYEK, YTO JIOJKHO IMPUBJICYh BHUMAHUE AKYIIEPOB,
NeUaTpOB. [TonyyeHHsbIe pe3ynbTaThl CIOCOOCTBOBAJIN pa3paboTKe
epcoOHU(HUITMPOBAHHOTO TMOAX0Ja K BeneHuto aetel ¢ coueranHpiMu BIIC u BITPII,
YTO TMpUBENO K Oojee OJaronpusaTHOMY TEUYEHHUIO 3a00JjeBaHMs (yMEHbLIECHUE
MPOTPECCUPOBAHUS CEPJICUHON HEJOCTATOYHOCTH M XPOHUYECKON OOJIE3HH TMOYEK) U
CYLIECTBEHHOMY CHUXECHUIO MIIAZICHYECKON CMEPTHOCTH.

B TO xe BpeMs MNpOBEAECHHOE HCCIEAOBAHHWE BBIJABUTAET W HOBBIE 3aJayH,
TpeOyromue panbHeinero uszydeHus. HeoO0xoaumMo, B 4YaCTHOCTH, NPOAOIIKEHUE
UCCJIEeI0BAHMS KIIMHUKO-TabopaTopHbix npossiennit KPC y nereil ¢ mopokamu cepaua
M TI0YEK U OIPEHCIICHUE PAHHUX MAapKEepOB MOBPEKIACHHUS CEpAla U II0YEK B
MOCJICONIEPAITMIOHHOM TIEPHOJIC; OICHUTh B OTHAJCHHBIE CPOKU AP(HEKTUBHOCTH

HepCOHI/I(bI/IHI/IpOBaHHOFO moaxoaa BEACHUA ):[CTGfI C COYCTAaHHBIMHU ITOPOKaMH.
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BbBIBO/IbI

1. PactipocTpaHEHHOCTh COYETAaHHBIX IMOPAKEHUUA CEPACYHO-COCYAUCTOU
CHUCTEeMBl M MOYeK (KapJAHOpEeHaJbHBIA CHUHIpOM) cocTaBisgeT 12,2 Ha 1000 nmereit, Ha
OocHOBaHMM 126 524 oOpaiieHuid B JieyeOHO-NIpOPUIaKTUYECKUE YyupexaeHuss CaHKT-
[Terepbypra B 20122014 ronax.

2. PacnipoctpaHeHHOCTh 0OJIe3HEM MOYENOJIOBOM CHUCTEMBI Yy JETel C
3a00JIeBaHUSIMU CUCTEMBbI KpoBooOpaleHus coctaBisier 95,8 na 1000, a OGonesHeit
CHUCTEMBI KpOBOOOPAIIICHUS Y JIeTel ¢ 3a00JeBaHUSIMH MOYEIOI0BOM cucteMbl — 104,1
Ha 1000 manMeHTOB, YTO CYIIECTBEHHO IMPEBBIIACT 3TH MOKA3aTeNIU B JETCKOU
MOMYJISIITUY.

3. IIo cexmuonHbIM paHHBIM 34,4% nereii ¢ aHOMaJMAMH TIOYEK H
MOYEBBIJICTUTEIBLHON CUCTEMbI UMEIIU BPOXKICHHBIN MTOPOK CepAlla.

4, [Ipu codeTaHHBIX MOpOKax cepaua u nouek 60,5% nereil UMeNn CI0XKHBIE
BpOXKAEHHbIE TOpOKH cepana u 54,4% — cnoXHbIE BPOXKICHHBIC MMOPOKUA Pa3BUTHUA
noyek. CTpykTypa  COYETAaHHBIX IOPOKOB  CYIIECTBEHHO  OTJIMYAeTCs  OT
MOMYJISIITUOHHOTO PETHCTPa M30JMPOBAHHBIX MOPOKOB, YTO MO3BOJISET MPEANOJIOKUTH
HaJuyue o0I1Iero MexaHru3Ma HapylieHus SMOpUOTeHe3a.

d. [Tpu MHOTO(pAKTOPHOM JUCTIEPCHOHHOM aHAJIN3E BBISIBICHBI 12 (HakTOpOB,
MMEIOUIUE CBSI3b C PA3BUTHEM COUYETAHHBIX IMOPOKOB Pa3BUTHUA CEp/illa U MOYEK, CPer
KoTopbix 4  (akTOopa  HAclIEeACTBEHHOM  oOycnoBieHHoctw; 4 ¢akTopa,
aCCOIIMMPOBAHHBIX C AaHTCHATAIBbHBIM TepuoaoM; 4 (¢dakTopa, OTHOCAIIUECS K
HETMOCPEACTBEHHOMY Pa3BUTHIO peOCHKA.

6. Jletn ¢ coYeTaHHBIMM TOPOKAMH Pa3BUTHS cepAlla W T0YEeK, B
COTNOCTABJIECHUU C JI€TbMU OCTaJIbHBIX TPYHI C HW30JUPOBAHHBIMH TIOPOKAMU U

3JI0pPOBBIX JIETEW, UMEIM MEHBIIYI0 Maccy W JJIMHY Tela MPU POXKIECHUU, KOPOTKYIO
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IPOJOJDKATENBHOCT ~ T'PYJAHOIO  BCKAPMJIMBAHMS, 3HAYUTENIBHO Yalle HMMEIU
OCJIO)KHEHUS, B YaCTHOCTU MH(EKIIMI0 MOYEBOM CHUCTEMBI; Y HUX OBbLT MaKCHMaIbHO
BBIPKEH MOYEBOM CHUHJIPOM.

7. Onenka (QyHKIMOHAIBHOTO COCTOSHHUS TOYEK Yy JeTed MO JAMHAMHUKe
ypOBHsI LMcTatiHa Oosee MH(OpMaTHUBHA, YeM MO YpPOBHIO KpearuHuHa. CHUKEHUE
KOHIIEHTpAIlMU I[UCTaTHUHA TOCIEe ONepalui — BaXHBIM MPEIUKTOP CHIXKEHUS YaCTOThI
«KapIHOBACKYJISIPHBIX COOBITUII.

8. [ToBeimienne conepxkanuss NGAL (nunokanuHa, accOUMUPOBAHHOTO C
HEUTPO(UIBHON >KEJIaTUHA30M) IMOCie KapJAHMOXHUPYPrUYECKOro BMEMIATENbCTBA C
HMCKYCCTBEHHBIM KPOBOOOpAIIEHUEM Yy JIeTe 10 2-X JIeT — paHHUM NPEeIUKTUBHBIN
MapKep OCTPOTO NOBPEKICHUS MTOYEK.

9. Y nmere C COYETAaHHBIMM IIOPOKAMHM pPa3BUTUSA CeEpALA M IOYEK,
ponuBmIMxcsa c Maccod Tena MeHee 2500 T, BBIABIEHBI ClEAYyHOIINE (PAKTOPHI,
yKa3bIBarolue Ha (eTanbHOE MPOrpaMMUPOBAHHUE: OCTpas pecrnupaTopHas BUPYCHas
nH(pEKIuUs BO BpeMsi OEpEMEHHOCTH, 0OJIE3HH MOYEINOJIOBOM CHUCTEMBbl MAaTe€pH, yrpo3a
npepbiBaHus OepeMeHHOCTH, HedpomaTsi, TecTo3 2-ii TOJOBUHBI OEPEMEHHOCTH,
000CTpeHHE XPOHUYECKHUX 3a00JIeBaHUI BO BpeMsi OEpEMEHHOCTH.

10. IIpumenenue MOJTHOT€HOMHOTO BBICOKOPA3pEIIAIOIIETO
UTON€HETUYECKOTO aHaINu3a y JIeTel ¢ COYeTaHHBIMU MOPOKaMU cepJia U mouyek 0e3
(EHOTUNIMYECKUX TPOSBICHUM TO3BOJMIIO JOMOJHUTENBHO BBISIBUTH H3BECTHBIE
YUCJIOBBIE WU MAaKPOCTPYKTYPHBIE XPOMOCOMHBIE aHOMaiuu B 12% ciyyaeB u
MKpPOCTPYKTYPHBIE aHOMaJIMHU XpOMOCOM (ayruinkauus u aenenus) B 20% ciyyaes.

11. TlepcoHupuuUUpOBaHHBIA TOAXOA K BEICHUIO U JICUCHUIO JEeTed C
COUETAaHHBIMU [OPOKAMH CepAlla W IMO4YEK, [0 CPaBHEHUIO CO CTaHAAPTHBIM
OPOTOKOJOM,  MO3BOJMJI  CHU3UTh  YacTOTYy  HPOTPECCHUPOBAHUSI  CEPACHHOMU
HegoctaTouHocT ¢ 50% 1o 23%, npenoTBpaTHil MPOrpeCCUPOBAHUE XPOHUUYECKOM
00JIe3HU MOYEK 1 MPUBEI K CHIKEHUIO MJIaJIecHUYeCKOor cMepTHOCTH ¢ 16,7% 1o 2,6% B

Teuenne 1 roga HaOIIOAECHNUS.
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INPAKTUYECKHUE PEKOMEHJALIMN

1. [Tpu “30IMpOBAaHHOM MOPOKE CEpALla HEOOXOAUMO 00CIEAOBAHUE MTOYEK H
MOYEBBIJICIUTENBHON CUCTEMBI, a4 MPHU H30JMPOBAHHOM IOPOKE IIOYEK — CEPIACYHO-
COCYIUCTOM CHUCTEMBI JJI UCKIIFOYEHHS] COYETAHHBIX TOPOKOB Pa3BUTHSL.

2. Jlnst yTOYHEHHUs XapakTepa KapAUOpPEHAIbHBIX B3aMMOOTHOLIEHUH MpHU
W30JIMPOBAHHOM  IIOPOKE  CcepAlla IOKa3aHO  IPOBEIACHUE  YJIBTPa3ByKOBOIO
UCCJIEIOBAHUSI  MOYEBOM CHCTEMBbI, aHaIM3a CKOPOCTHU KIyOOYKOBON (UIBTpALIUH,
II0OCEBA MOYH, OLICHKHA KPUCTAJUIYPHUHU.

3. Jnst yTOYHEHUs XapakTepa KapAUOpPEHAJIbHBIX B3aMMOOTHOLIEHUM IPHU
W30JMPOBAHHOM TIOPOKE TMOYEK T0Ka3aHO NPOBEIECHUE 3JIIEKTpoKapauorpaduu,
sXoKapauorpagusd C JOMIJICPOBCKUM aHAJIM30M, CYTOYHOTO MOHHUTOPHPOBAHUS
apTepUaIbHOrO aBJICHHUS.

4. TlpeHaranpHas JUarHOCTHKA COYETAHHBIX IMOPOKOB Pa3BUTHUS CepAlla U MOYEK
IIPEANoaraeT MpPOBEACHUE NPEHATAIBHOIO KOHCHIMyMma. B pelleHnn KOHCWIMyma
JOJKHBI OBITh OINPEAENIEHbl CPOKHM M MECTO POAOpA3pPELICHUs, ITAHOCTh OKa3aHUs
CIIELIMAJIM3UPOBAHHOMN MM BBICOKOTEXHOJIOTUYHON MEIUIIMHCKOM ITOMOIIIH.

S. Onenka (YyHKIMOHAIBHOTO COCTOSIHMSI TIOYEK IIOCJ€ ONEepPaTUBHOIO
JICYEHHUs] TIO0 CKOPOCTHM KIyOOUKOBOM (pUIIbTpanuu, paccudTaHHas IO YPOBHIO
KpeaTMHMHAa W LUCTaTHHa, Oojee HH(OpPMATHBHA MO IUCTATUHY. YMEHBIICHHE
KOHLIEHTpAlMu LMCTaTHHA IOCJE ONEpalli CBHUAETEIbCTBYET B MOJb3Y CHHXCHHS
BBIPAKEHHOCTH KApAUOPEHAIBHOTO CUHAPOMA.

6. TloBwimenue comepxkanuss NGAL (numokanuHa, acCOIMHPOBAHHOTO C
HEUTPO(PHUIILHOMN JKeJlaTUHA301) Y IeTe paHHEro BO3pacTa y»Ke B NEPBbIE CYTKU MOCTE

XUPYPTHUECKOW KOPPEKLMH BpPOXKACHHOTO IOPOKA CEpALld, BBIIOJHEHHOH C
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VCIIOJIb30BAaHUEM arapara UCKYCCTBEHHOTO KpOBOOOpAIIEHUs, SIBJISETCS CaMbIM PaHHUM
MapKepOM OCTPOTO MTOBPEKIAECHUS ITOYEK.

7. Ilpy XupyprudeckoMm JIEYEHHMM BPOXKICHHBIX IIOPOKOB CEpAlla BO3MOYKHO
WCIIONB30BaHUE JepeBa [ IPUHATHS PEUICHUHM O PpHUCKE JEUKOUUTYPUU U
OPOTEMHYPUH B THOCIEoNepaloHHOM mnepuoze. [lpum auHamMuueckomM HaOIIOJECHUU
JIEPEBBS PEIICHUI IOMOTAl0T OLEHUTh PUCK Pa3BUTHS U IEKOMIICHCALUU XPOHUYECKON
CepJICYHON HEIOCTATOYHOCTH M HapacTaHWE CTEICHU XPOHUYECKON O0JIe3HU MOYEK.

8. Y nererl ¢ COYETaHHBIMU BPOXKICHHBIMU I[IOPOKAMHU CEpALAa U II0YEK
IIOKa3aHO IPOBEACHUE IOJHOT€HOMHOIO BBICOKOPA3PEIIAIOIIEIO LUTOICHETUYECKOTO
aHaJIN3a.

9. Jns mpOrHO3UpOBAaHUA PA3BUTHUS OCIOXKHEHUHW B IIOCJIEONEPALMOHHOM
IIEPUOAE KapAUOXUPYPTHUUECKOTO JICYEHN JIETEW C COYETAHHBIMHU NOPOKAMHU CEpILA U

IMOYCK PCKOMCHIAOBAHO HCIIOJIB30BATh CIICHUAIIBHBIC CXCMBI HJIS ITPUHATHUA pemeHHﬁ.
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CIIMCOK COKPAIIEHUI

Al — apTepuanbHas runepTeH3us

AJl — apTepualibHOE J1aBICHUE

AUK — anmapat UCKyCCTBEHHOT'O KpOBOOOpaIIeHUS

BIIP — BpOKI€HHBIN IOPOK Pa3BUTHSA

BIIPII — BpoXaeHHBIN OPOK Pa3BUTHS ITOYEK

BIIC — BpoxkaeHHBIN OPOK cepAana

JAMXII — nedext Mexokeny104K0BOM MeperopoaKu
JIMIIII — nedext MexmpencepIHON MeperopoaKu

3BVYP — 3anepxxka BHyTpUyTpOOHOTO pa3BUTHUS

KL/l — KOHCYJIbTaTUBHO-IUATHOCTUYECKUW LIEHTP JJIS JE€TEN
KoA — koapkranus aopTsl

KPC — kaparopeHalbHbIA CHHAPOM

MAPC — Masnble aHOMaIuu pa3BUTHUSA cepla

MIIC — mouenosioBas cucrtema

OAII — OTKpBITHII apTepHANIbHBIN POTOK

OIIH — ocTpas noyeyHasi HEJOCTATOYHOCTh

OIIII — ocTpoe MOBPEKIECHUE TTOUEK

[IMP — my3pIpHO-MOYETOYHUKOBBIN PedITIOKC

PAAC — peHMH-aHTMOTEH3UH-AJIBIOCTEPOHOBAS CUCTEMA
CK® — ckopocTh KiTyOOUKOBOW (DpUITETpaIiiu

CMA/I — cyTouHO€ MOHUTOPUPOBAHKE APTEPUATIBHOTO 1aBICHUS
CH — cepneuynast HEIOCTaTOYHOCTh

CCC — cepaeuHo-cocyaucrasi cucTeMa

V31 — ynbTpa3ByKOBOE UCCIIETOBAHUE
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®K — pyHKUIMOHATBHBIN Ki1acc

XBIT — xpoHnueckast 001€3Hb MOYEK

XITH — xpoHuueckas nouyeuHasi HeJ0CTaTOYHOCTh

TXIIH — TepMuHanpHas XpOHUYECKAs IOYE€YHAs HETOCTATOYHOCTD

XCH — xpoHnueckas cepAeyHas HeI0CTaTOYHOCTh

OKI' — anexTpokapauorpadus

Cakut-curapom — BpOKIIeHHass aHOMAJUSI OJHOBPEMEHHO IMOYEK W MOYEBOIO TpPaKTa
(congenital anomalies kidney and urinary tract)

M — ommbKa cpeaHen

NGAL wimu NT-proBNP — mo3roBoii N-TepMuHanbHbIA HAaTPUHYPETUUECKUNA MENTH]L
(neutrophil gelatinase-associated lipocalin)

P — YPOBEHB JOCTOBEPHOCTH PA3IHYHM

S — CpCAHCKBAAPATUYHOC OTKJIIOHCHUE
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