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Annomayun: Manble anomanuu paszsutusa cepana (MAPC) yacto BBISBISIOTCS IMPHU IUIAHOBBIX
sXOKapAauorpapusx y Jered M, HeCMOTps Ha NPEUMYLIECTBEHHO JOOPOKaYeCTBEHHOE TEUeHHE,
aCCOLMUPYIOTCS C JUCILIA3MEM COCIUHUTEIbHOM TKAaHM W IIOBBIIICHHBIM PUCKOM HapyIICHHUH
purma, urto TpeOyer aucmancepHoro HaOmomenus [1,2]. BeisiBnenue ¢(akropoB pucka
¢dopmupoBanuss MAPC BaxkHO U1 paHHElH MPOQUIAKTUKY U EPUHATAIHLHOTO KOHCYIBTHPOBAHUS:
B KIMHMYECKUX KOTOPTaxX JIOMUHHUPYIOT HEOJIAaronpusaTHOE TeUeHHE OCpEMEHHOCTH U PONOB, a
takke TORCH-undexkuuu B I Tpumectpe y marepeii [2]. [loHnManue reHeTUKO-(PEHOTHITNYECKIX
CB3eH (Hampumep, C IPU3HAKAMU COEAMHUTEIbHOTKAHHOM JAMCIIA3MM) W YacTOThl MaJIbIX
CTPYKTYPHBIX BapHaHTOB (JIOIOJHUTEJIbHBIE XOpAbl, NPOJAOMPOBAaHUE KIAlAaHHBIX CTPYKTYpP)
II03BOJISIET BBIJAEIJIATH TPYIIIBI PUCKA U ONITUMU3UPOBATh MapuipyTu3anuio Haomoaenus [3]. Kpome
TOTO, JIaHHbIE MOMYJIALIMOHHBIX UCCIEIOBAaHUM [0 «MaJIbIM» CTPYKTYpHBIM BapHaHTaM (Hampumep,
JIOJKHBIE xopael  JDK) IIOMYEPKUBAIOT  HUX  PaCIpPOCTPaHEHHOCTH u KJIIMHUKO-
ANEKTpOKapArOrpapuuecKue KOppemsThl, 000CHOBBIBAs 1IEI€COO0PAa3HOCTh PAHHETO CKPUHUHTA U
crparudukanuu pucka [4].

Knwueevie cnosea: wmanple aHOMallMU pasBuTHA CCpala, (l)aKTOpr pucCkKa, JUCILIasuA
COCHHHHTCHLHOﬁ TKaHW, aHOMAJIbHAA XOopAa JICBOT'O KXCIIyAO4YKa, IIpoJjalc MUTPAJIbHOTO KilallaHa.

BBenenne. Manbie anomanuu pasButus cepana (MAPC) y gereil mpencTaBisioT coOoi
BPOXJICHHBIE  W3MEHEHHUS  CTPYKTYPhl  CEpPACYHO-COCYIUCTOH  CHUCTEMBI, KOTOpPhIE  HE
COMPOBOXKIAIOTCA BBIPAKEHHBIMH TEMOJUHAMUYECCKUMH HapylIeHUsMUA. B Hacrosimee Bpems
JTaHHasE mpobieMa mproOperaeT 0coOyr aKTyadbHOCTh B IMEAUATPUYECCKON IMPAKTHUKE B CBSI3U C
HECKOJILKMMH BaKHbIMHU (hakTopamu [1,2,5,6].

Pacnipoctpanennocts MAPC cpenu nerckoro HaceneHust Bappupyet ot 2,2% 1o 10%, nocruras
10-25% y nereit ¢ pa3nu4HON cepieuHON naronorueit u 10 68,9% B 3aBUCUMOCTH OT KOHTUHT€HTA
obcnenyembix. [1o JaHHBIM HCCTIEIOBAHUM, BCTPEYAEMOCTh Y HOBOPOXKICHHBIX KojeOnercs oT 40 10
69%, Tpu TOM dHalie CTPaAaroT MamkduKu — 58% OT 00Iero 4mcia JIeTeil ¢ yCTaHOBICHHBIMU
HapymieHusMu. B ognoli crpane CHI' npu MaccoBOM CKpUHUHIE IIKOJBHUKOB Majble aHOMaJIUH
cepma ObuH BeIsIBICHBI Y 3,5% nereti [7,8,9].

3HaYUTENbHOE YBEIMUEHUE YKciia AMarHocTupyeMbix cirydyaeB MAPC B nmocienHue rojibl CBSI3aHO €
[IMPOKKM BHEAPEHHEM B KIIMHUYECKYIO MPAKTUKY 3XOKapauorpaduu BBICOKOTO pa3peuicHHs. ITO
MO3BOJISIET BBISBIIATH PaHEe HEAUArHOCTHPOBAHHBIE CTPYKTYPHbIE 0COOEHHOCTH CEp/Ila, KOTOPHIC B
96-99% ciryuaeB He 0OHAPYKUBAIOTCS MPU PYTHHHOM KIMHHYECKOM o0cnenoBanui [8,9].
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HecMoTps Ha oTCyTCTBHE BBIpAaXXEHHBIX I'eMoAuHamMuueckux HapyumeHud, MAPC umeror BaxHoOe
KIMHUYECKOE 3HAY€HHE KaK IMOTEHIMaIbHBbIE (DAaKTOPBI pUCKA Pa3BUTUSL CEPHE3HBIX CEPACHHO-
cocynucTelx ocinoxkHeHui. K Hambosee yacTo BCTpedaroIIMMCS BapHaHTaM OTHOCSTCS IIPOJIAIC
MHUTPAJIBHOIO KJallaHa, JOIOJHUTEIbHBIE XOPABI JIEBOIO KEIIYJ0YKa U OTKPBITOE OBAaJIbHOE OKHO
[6,7,9].

MAPC MoryT acCOIMHpOBATHCS C MOBBIIICHHBIM PUCKOM PAa3BUTHS HAPYIICHHN CEPACYHOTO pUTMA,
MHQPEKIIMOHHOTO SHA0KApAUTa, TPOMOOIMOOINUECKUX OCIIOKHEHUN M J1a)Ke BHE3AITHON CceplaeuHOn
cMepTH. [leTh ¢ MHOKXECTBEHHBIMU aHOMAJIUSAMU HAaXOJATCS B TPyIIe 0coO00ro pucka, 4ro Tpedyer
yrIyOJIeHHOTO 00CIeI0BaHus U JMHAMUYEeCKOro Habmonenus [9].

MAPC paccmarpuBaroTcsi Kak MposiBJIeHHE HeAu(PPepeHIIMPOBAHHON JANUCIUIA3UN COCAMHUTEILHON
tkanu (HJICT), mpencraBnsiomieil coO0i TE€HETHYECKH TeTEPOTEHHYIO TPYIIy COCTOSHHUH ¢
ayTOCOMHO-JOMUHAHTHBIM TUIIOM HacljieZioBaHus. YacToTa AMCIIACTHUYECKOrO CEpJla COCTaBIISET
86% cpenu mun ¢ mepBuyHOU HemuddepenmupoBanHoi JICT. B ocHOBE maTonoruu JIEKUT
HEIOJHOLIEHHOCTh BHEKJIIETOYHOTO MAaTPUKCA U €r0 KOJUIAr€HOBBIX CTPYKTYpP, YTO OOYCIIOBIMBAET
cucTeMHOCTb nopaxkenus [10,11,12].

®opmupoBanne MAPC wumeer mHorodaktopuyro mnpupoay. K ocHoBHBIM (akropam pucka
OTHOCATCS TEHETUYECKas TMpPenpacroioKeHHOCTh, WH(PEKIUH BO BpeMs OEpeMEHHOCTH,
IUTallEHTapHAasi HEIOCTAaTOYHOCTh U MPEKICBPEMEHHbIE Ponbl. MaTepuHCKHE (haKTOPHI BKJIIOYAIOT
caxapHbIii Jra0eT, TUIEePTEH3UI0, AHEMUIO, BO3JCHCTBHE TEPAaTOTeHHBIX (PaKTOPOB U XPOHUUECKHE
3aboneBanus [8,13].

Dkonoruyeckue (akTopbl TAKKE UTPAIOT 3HAYUTENBHYIO poib B passutun MAPC. CoumanbHas
JeNpuBalis M BO3JCHCTBUE HKOJIOTMYECKUX 3arps3HUTENICH acCOLMUPOBAHbl C IOBBIILIEHHOU
4aCTOTOM BPOXKACHHBIX aHOMAJIMK cepauna. B mociienqHue roxbl OTMEYAeTCs yBEIMYEHHME 4HUCia
BPOX/ICHHBIX [TIOPOKOB Pa3BUTHUS U3-3a yXYALIEHUs 3KoJorndeckoi ooctanoBku [11,14].

[loHnMaHHe HACIEACTBEHHBIX U CPENOBBIX B3aMMOACUCTBUM, KOTOpbIE MOTYT BIMATH Ha
BHYTPUYTpOOHOE (popMupoBaHHe pa3nuuHbIX BapuanToB MAPC, sBiIsSeTCs KPUTHUECKU Ba)KHBIM
IS pa3pabOTKH LeIeHANPABICHHBIX JIe4eOHO-TTPOPUIAKTHIECKIX MEPOTIPUATHH.

ILeab ucciaenoBaHus: BBIIBUTH BO3MOXHBIE (DAaKTOPBI pHCKa (OPMHUPOBAHUS MaJIbIX aHOMAJIHUN
pa3BUTHS cepaLa.

Marepuasbl 4 MeToabl. B nccienoBanne 6putn BKiItoueHs! 70 geteii B Bo3pacte ot 1 mecsina 110 15
JeT ¢ 3XOKapauorpaduyecku moATBep kaIeHHbIME quarHo3aMu MAPC. Bee netu Obuin pasneneHsl
Ha 3 rpynmnsl B 3aBUCMMOCTH OT THUIAa aHOMaiuu: 36 1eTed ¢ IpoJialicOM MHUTPAJbHOTO KialaHa
(IIMK), 24 neteit ¢ oTKpbITEIM OBaJbHBIM OKHOM (OOQO) u 10 neteit ¢ aHOMaJIbHOM XOP/10# J1EBOTO
xemynouka (AXJIK).

MeTonbl WccleoBaHUsT BKIIOYAIN COOpP aHAMHECTUYCCKUX NaHHBIX W3 UCTOPHM OOJNe3HeH, 1o
pe3yabpTaTaM aHKETHPOBAHHS MAaTEpel MAIMEHTOB U 3XOKapIuOrpapuIecKoro HCCaeI0BaHUS.

Pe3yabrarbl. O0Iee COOTHOLICHNE TPEICTABUTENECH MY>KCKOTO M YKEHCKOTO I0JIa B MCCIIETyeMOn
BbIOOpKE ObUTO OnuMHAKOBBIM. OnHAKO, NMPH aHAJIHM3€ paclpenesieHusl MO BapuaHTaM aHOMAJIUN
cepana ObUT BBISIBICH 3HAYUTENBHBIA MMOJOBOM auMop¢usM. JleBouku mpeobnanamd cpeau
nanueHToB ¢ OO0 (62%) u IIMK (58,3%). B 1o e BpeMs MalpdUK{ TOMMHHUPOBAJIU B IpyIIe
AXJDK, cocraBnsisi 70% cnyuyaeB. Haubonee BbIpaKeHHOE pas3Muue HAOIIONANIOCH B TPYyIIE
couetanHoi anomamuu (OOO+AXJIK), rne npencraButenn Myskckoro mnosa coctasisin 100%
(Tab. 1).
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Ta6auna 1: Pacnpenesnenne aereil mo BapuaHTaM aHOMAJIMI M 10J10BOMY npu3Haky (n=70).

Bapnant MAPC | 000 (n=21) | AXJDK (n=10) | OOO+AXJDK (n=3) | IIMK (n=36)
Ton A6c. (%) Abc. (%) Abc. (%) Abc. (%)

MatbauKu 8 (38%) 7 (70%) 3 (100%) 15 (41,7%)

JleBOUKH 13 (62%) 3 (30%) 0 (0%) 21 (58,3%)

Takoe pacnpenereHne NMpeAnonaraeT, 4To naroreHeTudeckas rereporeHHoct MAPC mMoxeT ObITh
nono-3aBucumont. [Ipeobnaganue nesouek B rpynnax OOO u [IMK moxer ykaspiBaTh Ha TO, YTO
5T JedeKkTsl B OonblIel CTENEeHH CBA3aHbI C OOMMMH HAapyUICHUSMH MeTaboiIn3Ma
COCAMHUTENIFHOW TKaHW, KOTOphle JHOO OoJjee pacmpocTpaHeHbl, JUO0 HHa4Ye (HEHOTUIMHUYECKU
NPOSIBIISIIOTCS. Y JKEHIIMH. B To ke Bpems abCONMIOTHOE JOMHUHUPOBAHHME MAJBIMKOB B TpYIINE
coderanHbix aHomanmuii (OOO+AXJDK) — crpykrypHO Oo0siee CHOXKHBIX J1e()EKTOB JIEBOTO
KETy/louKa — MOXKET YKa3bIlBaTh Ha CBs3b JaHHBIX (OPM C TEHETHUYECKHMMHU MEXaHU3MaMH,
YyBCTBUTEIBHBIMH K MY)XCKOMY TIONy, BO3MOXKHO, X-CICIUICHHBIM HaclelOBaHUEM, WIU
TpeOyrommMu 6oJiee BBICOKOW KyMYISTHBHOM IMaTOreHHON HArpy3Ku A7l MaHU(ECTaIHH.

Cucrema COEAMHUTEIBHOW TKAaHU MHCKIIOYUTEIBHO CJIOKHA, M OIPOMHOE YHCJIO €€ 3BEHBbEB
KOHTPOJIMPYETCS reHaMu. Hanndne reHeTnyecKoro oBpeXAcHUs B TUX 3BEHbAX CO3ACT YCIOBUS
JUIsL TEHETUYECKOM IeTEPOreHHOCTH AHOMAJIUM pa3BUTHUA. YUUTHIBAsI, YTO COCIAMHUTENIbHAS TKAHb
dopMupyeT Kapkac cepAala Ha TMPOTSHKEHUH IOYTH BCEro OHTOTeHe3a, TeHeTHYecKas
npeapacnonokeHHocTh K CT/] siBisieTcs KIIoueBbIM 3HOTCHHBIM (pakTopoM pHcka. BrnusHue naxe
YMEPEHHOTO MOBPEXKIAIOIIEro (pakropa OKpYXKAIOWIEH cpeabl MOXKET OBITh JOCTAaTOUHBIM, YTOOBI
BBI3BaTh CTPYKTypHble nedekrtsl, Takue kak MAPC, y mioga ¢ BpOXACHHOW YSI3BUMOCTBIO
COCIMHUTEIILHON TKAHH.

HccnenoBanne reHeTHYECKUX (PAKTOPOB pricka BKiIrouano aHanmmu3 Hamuuus CC3 y poICTBEHHUKOB
[0 TEepBOM ¥ BTOpOH JHUAM poacTBa. CeMeilHbIH aHamMHE3 OBLI OTATOIICH pPa3IMYHBIMH
MPOSIBJICHUSIMU CEPACYHO-COCYAMCTOM MaTOJIOTHUH.

Y POACTBEHHHMKOB MO TEPBOW JMHUM POJACTBA ObUTM BBISABICHBI MIIEMHYECKas OOJNE3Hb CepAla
(UBC), aprepuanpnas runepronus (Al') u Berero-cocyaucras nuctonus (BCJ). Otu 3aboneBanus
ABJISIIOTCSL TPU3HAKAMH PAHHETO COCYAMCTOTO CTapeHUsl M 4YacTo COMYTCTBYIOT CHUCTEMHOM
TUCQYHKIIMH HIOTENHNS, YTO KOCBEHHO MOJATBEPKIAET HACIIEACTBEHHYIO MPEAPACIIONOKEHHOCTD K
MaTOJIOTHUH COCTUHUTEIBHOMN TKaHU.

Ocoboe BHMMaHHE NPHUBIECKACT HAJIMYME B CEMEHHOM aHaMHe3€ IO BTOPOH JIMHUHM POJCTBA CO
CTOpPOHBI oTua 1 ciydas BHe3anmHoM cmeptu. Hanuuume BHE3anmHOM CMEpPTH B COYETAHUM C
npusHakamu oOmel cocyaucroil mnaronorun (MBC, AI) sBnsieTcs CHUIBHBIM HHAMKATOPOM
MOTEHIMAJIBHO (paTaibHOM, HEIMAarHOCTHPOBAHHOW KAapAMONMATHH WIM KaHaJlomaTuu. B 3Tom
kouTekcre MAPC paccMmaTpuBaloTCsi HE Kak CydaiiHble HaXOJKH, a KaK paHHUE (peHOTHIHYECKHe
MPOSIBIICHUSI CUCTEMHON T'€HETHYECKOH MpenpacroioKeHHOCTH, KOTopas TpeOyeT TIIaTeNbHON
cTpaTu(UKauy CeMEHHOTr0 KapANOJIOTHIECKOTO PUCKA.

Bospact wmarepm Ha MOMEHT pOXIEHUs peOeHKa SBISETCS CYHIECTBEHHBIM  (DAaKTOPOM,
OKa3bpIBarOIIUM BiusiHUE Ha QopmupoBanrne MAPC. YcraHOBIIEHO, YTO OCHOBHAS JIOJI MaTepei
(62,9%) Haxoaunack B OTHOCUTENILHO HEOIATOMPUSATHOM JIETOPOAHOM Niepuoje — crapiie 30 Jier.

Bospact marepu crapme 30 ser ykasaH Kak HamOoliee BEpOATHBIA PUCK IpH (opMupoBaHUU
CTpYKTyp cepaua. IIOBBIIICHHBI PUCK B 3TOM BO3pacTe OOYCJIOBJIEH HE TOJBKO MOTEHIMAIHHO
OoJblIIel YaCTOTOM TeHETHYECKUX abeppanuii, HO U KyMYJSTHBHBIM CHIDKCHHEM perapaTuBHOU
CIOCOOHOCTH TUTALIEHTHI, HAKOIUICHMEM XPOHUYECKUX 3a00JeBaHMN UM OOIIMM CHIDKCHHEM
KOMIICHCATOPHOIO pe3epBa MATEPUHCKOIO OpraHusMa. Takoe CHHKEHHME pe3epBa yCHIUBACT
HETaTHBHOE BIMSIHUE PYTUX (AKTOPOB PUCKA, TAKMX KaK aHEMHS M BOCIAJICHHE, JeJiasi IPOLECCHI
OpraHoreHesa B KpUTUYECKHE NIEPUO/IbI 00JIee YA3BUMBIMHU.
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AHam3 COCTOSHUS 37J0POBbs MaTepeil BBISIBUII BHICOKYIO, a IO HEKOTOPHIM IIYHKTaM a0COJIIOTHYIO,
YaCcTOTY XPOHMYECKOH COMAaTHYECKOW MATOJIOTHH, YTO CO3AaeT yCJIOBHA Ui (heToIUIaleHTapHOU
TUCQYHKITIH.

KitoueBbIM 1 yHUBEpCaJIbHBIM (AKTOPOM PHCKA, BBISIBICHHBIM B HCCICIOBAHUH, CTala aHEMHS,
kotopass mpucyTcTBoBana y 100% oOC/IeIOBaHHBIX KEHIMUH. AHEMHS SIBISECTCS BEAYIIHM
(aKTOpOM XPOHHUYECKOH THIIOKCHU IUIOAAa M Tpoduueckoro nedunura. XpoHUYECKas TUIOKCHUS
KPUTHYECKH HApylIaeT MHUTPALUI0 ME3EHXMMAIbHBIX KJIETOK M IPOLECCHl PEMOICINPOBAHMS,
HEOOXOIUMBIE Ui aJeKBaTHOTO (OPMHUPOBAHUS KJIAlaHOB M Neperopofok cepaua. Ilomumo
aHEeMHUHU BO BpeMsi OEpEMEHHOCTH OBbLTH BBISABICHBI 3200JI€BaHUS BOCIIAIUTEIHLHOTO Xapakrepa (Tao.

2).

Ta0nuna 2: BeisiBiieHHbIe ()AKTOPbI PUCKA B IIePHO] OepeMeHHOCTH.

[Tepenecennbie 3a00I€BaHUs MAaTEPH %
Octpsie pecipaTopHble HHPEKIUU 100
BocnanurensHble 3a00J1€BaHMsI OPTaHOB MAJIOTO Ta3a 51,4
BocnanurenbHble 3a00J1eBaHIs] MOUEBBLICIUTEIBHOM cUCTeMBI | 20

Takue BBHICOKHE TOKa3aTeN XPOHUYECKOTO M OCTPOTO BOCIHAICHHUS CO3/AIOT MOCTOSHHBIM oyar
cucteMHOro BocnaneHus. COIyTCTBYIOIIEE CHCTEMHOE BOCHAJICHHE YCYTyONsieT HOBpEXIEHHE
SHJIOTENHS U TUIAICHTApHYIO TUCyHKIMIO. TakuM 0O6pa3oM, yHUBEpCalbHbIE JE(PHUIUTH PECypCOB
Y XpOHHYECKasi TUIIOKCHUS BBICTYIAIOT MOIIHBIMU HEONAronpusITHEIMA MOAU(UKATOpaMu, KOTOpPBIE
CIOCOOCTBYIOT TMPOSIBICHUIO YHACIEIOBAHHON YA3BUMOCTH COCIUHHUTEIBHOM TKaHH B BHUJE
crpykrypHoro aedekra (MAPC).

bepemenHocTh y xeHUMH, poauBmux aered ¢ MAPC, B nopasisionieM OOJIBIIMHCTBE CIIydacB
npoTeKkana ¢ OocloKHeHHsMH. Hamm paccMarpuBasiuch Takue (PakTopel pHCKa, Kak yrposa
MPEepBIBaHMSI, TOKCUKO3, MH(PEKIIMU U IICUXOTPABMUPYIOIIHNE CUTYallNH.

Toxcuko3 1-0¥ TOJTOBHHBI OEPEMEHHOCTH OCIIOKHSI TeueHue y 82,8% KEHIIMH, a TOKCUKO3 TIEPBOM
1 BTOPOii monoBuHbI — y 17,2%. Yrposa npepsiBanusi OepeMeHHOCTH Oblia 3adukcuposana y 77,1%
KESHIIMH. DTH JJAHHbIE CBUACTEIBCTBYIOT O BRIPAXKEHHOH (PeTOIIAIICHTAPHON TUCHYHKITUH.

Ocoboe BHUMAaHUE CIIAYET YACTUTh MCUXOIMOLMOHAIBHOMY COCTOSIHUIO: T€UCHHE OEPEeMEHHOCTH
OCJIOKHSJIOCH HAJIMYMEM IICUXOTPaBMUPYIOIIMX cUTyauuid B cembe Yy 51,4% wmarepeil.
XPpOHUYECKHH CTPECC BBI3BIBACT JSHIOKPUHHYIO M HMMYHHYIO TUCPETYJSIHIO, YTO HETaTUBHO
BIIMSICT HA TUTALICHTAIIMIO B SMOpHOHANbHOE pa3Butue. Kpome Toro, mHGEKIMOHHBIN (hakTop prcka
MOATBEPKIEH BblsiBIeHHEM BUpycoB repneca u [IIMB (TORCH) meronamu MDA u ITHP y 31,4%
xeHnmH. TORCH-uH(exknuu SBIAIOTCA NPSMBIMH TEPAaTOT€HAMH, CHOCOOHBIMU BBI3BIBAThH
BOCHAJIUTENbHBIC U JIECTPYKTUBHBIE OBPEXICHUS MUOKAp/ia M KJIAIIAHHOTO arIapara.

HebnaronpusTHOE TeUeHHE aHTEHATAIBHOTO MEePHOia OBUIO MPOIOKEHO OCIOKHEHUSIMH B TIEPHOJ
ponopaszpenieHus. Xots 97% poroB 3aBEPIIMIINCH €CTECTBEHHBIM ITyTEM, 4aCTOTA MaTOJIOTUUYECKUX
BapHUaHTOB POJIOB ObLIa BHICOKA.

K ¢akropam prcka, OTMEUEHHBIM B TIEPHUOJ POJIOB, OTHOCUIINCH: CIa00CTh POIOBON JESITEILHOCTH
(34,3%), npexxneBpeMeHHOE M3JIUTUE OKONOMIOAHBIX BoA (30%), crpemurenbhubie poabl (20%) u
3arspKHbie poabl (15,7%). OcnoxHeHus po/loB, BKIOUas TUCKOOPIUHAIIMIO POIOBOM JEATEIHLHOCTH,
YacTO SBISIOTCA CJICACTBUEM YK€ HUMEIOLICHCS XPOHUYECKOW IUIALEHTAPHOM HEAOCTAaTOYHOCTH,
BBI3BAaHHOU aHTEHATAILHBIMH (QakTopamu (aHEeMUs, HHPEKIUN).

Teuenne WHTpaHATATBHOTO TEPUOAA HMMENO PAJ OCIOKHEHHH (BHYTPUYTPOOHAs THUIIOKCHS,
acukcus, o0BuTHE MyrnoBUHBI). COMIaCHO MaHHBIM, MOJYYCHHBIM OT POAMTENEH, Yy BCeX HeTel
IIOCJIE POXKACHUSA UMEIIO MECTO IIEPUHATAIIBHOE MIOPAKECHUE HEPBHOM CUCTEMBI 110 TUIIOKCUYECKOMY
tuny. JlaHaeii Qaxkt momuepkuBaer, 4ro koropra aered ¢ MAPC moaBepriach Tspkeneimemy
nepuHaTaIbHOMY cTpeccy. XoTs hopmupoBanrne MAPC npoucxoauT A0 poaoB, TsHKeIask TUIIOKCHS
HC sBnsieTcss MpPOTHOCTUYECKH HEONAaronpusTHHIM (HaKTOPOM, KOTOPBI MOXET ycyryomarsb
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kmuHn4Yeckue npossieHus MAPC B mocTHaraabHOM TIepHOAE, HANpuUMep, 4Yepe3 pa3BUTHE
BEreTaTUBHOM TUCYHKIMH, YacTo comyTcTBytomeii CT/I.

B xome wuccrnemoBanus Oblia BBISBJICHA 4YeTKas, BBICOKOCIEIU(HYHAS 3aBUCHMOCTh MEXIY
MOPSAKOBBIM HOMEPOM OEpPEMEHHOCTH, OT KOTOPOU pOXKAEH pedeHokK, u Bapuantom MAPC (ta0. 3).

Taﬁ.lmua 3: Koppe.mmml qucjaa 6epeMeHHOCTI/I ¢ TUIIOM MAaJIOM aHOMAJINH pPa3sBuUTHUA cepana

(n=70).
Tun anomanuu | OO0 (n=21) | AXJIK (n=10) | OOO+AXJIXK (n=3) | [IMK (n=36)
bepemennocts |  A6c. (%) Ao6c. (%) Aobc. (%) A6c. (%)
[epBas 18 (85,7%) -(9) -(-) -(-)
Bropas 3 (14,3%) 7 (70%) -(-) 4 (11,1%)
Tpetbs -(-) 3 (30%) 3 (100%) 32 (88,9%)

OOHapyxeHHast 3aBHCHUMOCTb OTpPa)XaeT BEPOSATHYI0 MOJAEIb KyMYJISTHUBHOTO HCTOLICHUS
MaTEepHHCKOTO Oopranusma. Jletu, poxaeHHbIe OT IIepBOi OEPEMEHHOCTH, IPEUMYIIECTBEHHO UMENN
000 (85,7% cayuaeB OOO). OOO sBisieTcsl aHOMaIUEH, CBA3aHHON C HE3aBEPILEHUEM 3aKPBITUS
(beTanbHBIX CTPYKTYpP, YTO MOXET OBITH CBSI3aHO C OCOOCHHOCTSMH IE€PBOM IUIAIICHTAI[MH WU
MMMYHOJIOTHUECKOTO B3aUMO/ICHCTBHS.

Haunbonee BbipakeHHbIE (POPMBI MATOJIOTUH BBISBICHBI IPU POXKACHUHU OT TPEThEl OEPEMEHHOCTH.
Ha tpetbio GepemenHocts mpuxomutcs 88,9% Bcex cimydaeB IIMK u 100% coueranusix ¢opm
(OOO+AXIJIXK). OtoT (pakT yka3pIBaeT Ha TO, YTO K TPEThe OEPEeMEHHOCTH, OCOOCHHO y Marepen
crapme 30 ner (62,9% KoropTel), HNPOUCXOAUT MaKCHUMajbHas XPOHHU3ALMS MATOJOTUYECKUX
MIPOIIECCOB M HAKOIUIEHHWE MaTepHHCKOTrO aeduuuTa (Hanpumep, pecypcHoro ucromenus). [IMK —
aHOMaJusi, KOTOpas HEMOCPEACTBEHHO CBA3aHAa C MHMKCOMATO3HOM JereHepanueil M KaueCTBOM
KOJJIareHa KJIalmaHHOro ammapara. Ee JgoMuHHpoBaHue B 0Oosnee MO3AHUX OEpeMEHHOCTSIX
CBHJICTEJILCTBYET O TOM, YTO CHOCOOHOCTH MAaTEpUHCKOTO OpraHu3Ma oOecrneyuBarh
BBICOKOKAQUECTBEHHbBIC CTPOUTENbHBIC Marepuanbl A (OPMUPOBAHUS COEIWHUTEIBHON TKAaHU
cepAlla CYIIECTBEHHO CHIKAETCA C YBEIMYEHHEM YHWCIIa POAOB M BO3pPACTa, YTO HPUBOTUT K
MaKCHMaJbHOMY MaTOT€HETHYECKOMY HEOIaromnoaydHio B 3TOM rpymIie.

CoumanbHO-TUTHEHUYECKHE (akTOpbl MOTYT BiaHMATh Ha (opmupoBanne MAPC. Opnako npu
M3yYEHHH MaTepPHabHO-OBITOBBIX YCIOBUH mpoxuBanus aereit ¢ MAPC Obl10 ycTaHOBIEHO, YTO
HanOOJBIINI Y/IENbHBINH BEC MPUXOIUTCS Ha YOBIETBOPUTEIIbHBIE OBITOBBIC yCI0BUs — 75%.

Takum 00pa3zoM, HEMOCPEICTBEHHBIE MaTepUajIbHbBIC YCIOBUS MPOKUBAHUS HE SIBISIOTCS BEAYIIUM
JUCKPUMHUHHUPYIOLINM (DaKTOPOM pUCKa B TAHHOH KOTOPTE.

OO0cy:kneHne. AKTyalnbHOCTh HM3YYCHHS COLMATBHBIX (DAKTOPOB 3aKITIOYACTCS B TOM, YTO OHHU
OTHOCSITCSL K Pa3psily TaK HA3bIBAEMBIX «YIIPABISIEMbBIX» (AaKTOPOB pUCKA. BBIsSBICHHUE TTOCIECIHIX
MPEIOCTABISIET BO3MOXXHOCTH II€JICHANPABICHHO BO3/JCMCTBOBATh HAa HUX U, COOTBETCTBEHHO,
yIOPaBIATh  JIEYCOHO-MPOPMIAKTUYECCKUMHA ~ MEPOTIPUATHSAMHU, TPEIyNpexaas BOSHUKHOBCHHE
3a00seBaHui.

[TockopKy MaTepuaibHO-OBITOBBIC YCIIOBHS B 1IEJIOM YIOBICTBOPUTEIHHBI, UCTUHHO YIIPABIIsEMbIC
(hakTopbl COCPEAOTOYCHBI B OOJIACTH KIMHUYECKOW M TIOBEJICHYECCKOH MpodHIakTUKA. ITO
BKJIIOYAET:

» Menmununckue ¢akropel: IlomHoe wu arpeccuBHoe Jnedenwe 100% aHemuu, caHanus
XpPOHUYECKHX OYaroB BOCHAJIEHUs (HaIpuUMep, BOCHAJIEHHE opraHoB Majoro taza y 51,4%
JKEHIIIUH).

» llcuxocouuanbHele (HakTOphl: YTIpaBiIeHHUE ICHMXOIMOLMOHAIBHBIM CTPECCOM U YCTpaHEHHE
IICUXOTPABMUPYIOIINX CUTYallUll B CEMbE.

» DO¢heKTHBHOCTh NPOPUIAKTUKMA 3aBHCUT HE OT YIYYIICHHS >KWIHMIIHBIX YCIOBUH, a OT
CHCTEMaTHYECKOTO YCTPAHEHUS! YHUBEPCAIBHBIX META0OIMUECKUX ACPHUINTOB U XPOHUYECKUX
MH(EKIIMOHHBIX 049aroB, KOTOPhIE HAMPSAMYIO CBA3aHbI C HAPYIICHHEM KapIuOreHe3a.
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HpOBGHeHHBIfI aHAJIN3 BBISIBUII CIOXKHBIM KOMILIEKC B3aMMOCBSI3aHHBIX (baKTOpOB, BBICTYIIAOIUX
OTHOCUTCIIBHBIMU IMPEAUKTOPAMU PA3BUTHA MAJIbIX aHOMaJIHi cepana. Ot q)aKTopBI BKJIIOYAKOT:

» HacnenctBennass otaromieHHOCTh: Hammume B cemeiiHom anamue3e CC3, mnpu3HAKOB
cocymuctoii muchynkuuu (A, UBC) u ciydaeB BHE3amHOW CMEPTH, YTO YyKas3bIBaeT Ha
BBICOKYI0 BeposiTHOCTh CT/I.

» MarepuHCKuil BO3pacT M pPENpOAYKTUBHBIA aHamHe3: Bospact matepu crapme 30 ner,
COUETAIOMIMICS C BBICOKOW YacToTOi TpeTheit Oepemennoctu (88,9% IIMK u 100%
cOYeTaHHBIX (HOpM), SABISETCS MapKEPOM CHHKEHHOTO PECYpCHOTO MOTEHIMAIa U HAKOIUICHUS
MaTOJOTUYECKUX U3MECHEHUM.

» YHuBepcaibHas COMaTHYECKas MaTOJIOTUS: AHEMHUS M OCTpbIE PEeCHUpPATOpPHbIC MH(EKLIUH, a
TAK)K€ BBICOKas J0JS XPOHUYECKUX BOCHAIUTEIBHBIX IIPOLECCOB, KOTOPBIE CO3AIOT YCIOBMS
JUIS1 IOCTOSIHHOW (DeTOTUTallEeHTAPHON TUIIOKCUU M BOCTIAJICHHS.

» Ilaromorusi aHTe- W MHTPaHATAJIBHOIO Tepuoaa: BrICOKas 4acToTa OCIO)KHEHHOT'O TEUCHHS
O6epeMEeHHOCTH (TOKCUKO3BI, yrpo3a MpepbIBaHMs, ICUXOTPAaBMBI) U POAOB (cnabocTbh poaoBOi
NESTEIbHOCTH, IPEKIEBPEMEHHOE U3JIUTUE BOJ).

» llepuHaranbHasi THIIOKCHYecKas TpaBma: ToT (akT, 4yTO Bce JETH HMEIH NEepHUHATAIbHbIC
nopaxenuss [THC no rumokcuyeckomy THIly, CBUIETEIBCTBYET O MAaKCUMAJIbHON TSKECTH
THIIOKCUYECKOTO MOPAXKEHHUS, UTO SABISETCS BAKHBIM (PAaKTOPOM, YCYTYOIISIONIUM KIMHUYECKYIO
manudecraipo MAPC B nocTHaTanbHOM NEpPHOJIE.

Hns a¢dexruBnoro npemynpexnenus passutust MAPC HeoOxomumo cgoKycHpoBaTh JieueOHO-
npoUIAKTHIECKHE MEPOTIPUATHS HA YCTPAHECHUN BBISABICHHBIX YIIPABISEMBIX PHCKOB.

1. Dran nperpaBuaapHON MOJATOTOBKHU:

» OOs3arenbHBI cOOp M aHaMM3 ceMmeliHoro aHamue3a Ha npeamer CC3 u ciydaeB BHE3AIHOM
CMepTH JUis panHel naentudukanuu cemeit ¢ CT/I.

» ArpeccuBHas M CBOCBPEMEHHAs KOPPEKLUS >Kene301e(UIUTHON aHEeMHUH U YCTpaHEHHE BCeX
XPOHUYECKUX 04aroB HHQEKIHH (YPOreHUTAIBHBIX, TA30BBIX) A0 HACTYIUICHUSI OEPEMEHHOCTH.

2. DOram aHTEeHATAIbHOTO BEACHUS:

» Crparudukanus prucka 1Mo mnapureTy U Bospacty: JKeHmumubl crapme 30 5eT, a Takxe
MAIMEeHTKH, OKUIAIONINE TPEThIO U TMOCIEAYIONe OEpEMEHHOCTH, JOJIKHBI OBITh OTHECEHBI K
IpyIIIe BEICOKOIO PUCKA JUIs IUIOZA B CBSA3M C IOBBIIEHHOW BEpOosATHOCTHIO [IMK 1 coueranHbIx

dopwm.
» AKTHBHOE BHEJIpPEHHE MPOrpamMM  YIPABICHHUA IICUXO3MOIMOHAIBHBIM  CTPECCOM H
KOHCYJIbTUPOBAHUSA JJISI CHUIKCHUA BIIMAHUSA IICUXOTPABMHUPYIOIIUX CI/ITyaI_[I/If/'I.

» llpoBenenue panHeil (eranpHOI 3X0Kapauorpaduu y BceX OEpEeMEHHBIX M3 TPYIIBI BBICOKOTO
pHCKa.

3. DOrtan nepuHaTaIbHOM KapAUOIPOTEKIINU:

» TmarenbHbIi MOHUTOPHHT POIOB NPU HATHYUH (PAKTOPOB PHCKA, TAKUX KaK CIa0OCTb POIOBOM
JESTeAbHOCTH, JUISI MHUHMMHU3AIMM OCTPOW MHTPAHATAIBbHOW THIIOKCHM M TPEJI0TBpAIICHUS
TSDKEJIBIX HEBPOJIOTHUECKUX IMOPAKEHUH, KOTOpble MOTryT ycyryomsats mnposieienuss CTI B
MOCTHATAJILHOM IIEPUOJIE.

BoiBoabl. Takum obOpasom, dopmupoBanne MAPC y nereit B JaHHOH Koropre 0OYCIIOBIIEHO
B3aUMOJICIICTBUEM TE€HETHUYECKOW MPEIpacloIOKEHHOCTH U HEONIaronpusiTHBIMU  CPEIOBBIMU
¢dakTopaMu (XpOHMUYECKass THIIOKCHS W BOCHAJICHHE), KOTOPhIE MAaKCHMaJbHO DPEaJU3YyIOTCS B
YCIOBMSX BO3pPAaCTHOTO M IAPUTETHOIO MCTOLICHUS MATEPUHCKUX pecypcoB. JlanpHenmme
WCCIICIOBAaHNS JOJDKHBI OBITh HampaBieHbl Ha Oonee IIyOOKHUH MOJEKYISIPHO-TeHETHYECKUN
aHaJIu3, YTOOBI I/II[GHTI/I(bI/IL[I/IPOBaTB KOHKPCTHBIC T'CHbI COGI[I/IHI/ITGJIBHOP’I TKaHHU, KOTOPBIC MOTIYT
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oOycrnasmuBath paznmuuusi B tunax MAPC, oco6eHHO oObsicHstonue aomuHupoBanue AXJIK u
codeTaHHBIX (POpPM y MaBbuUKOB. Takke HEOOXOIUM JIOJITOCPOYHBINA MPOCIEKTUBHBIIT MOHUTOPUHT
HEBPOJIOTMYECKOro U BereratuBHOro craryca aereit ¢ MAPC, nepenecmux 100% nepunartanbHyro
TUIIOKCHUIO, IS OLEHKH BiAUsSHUA TspkecT mnopaxkeHus [IHC Ha KIMHMYECKYIO MPOTPECCHUIO
KapJIUAJIbHBIX aHOMAJIU, CBA3aHHBIX C IUCIUIA3UEN COEAMHUTEIIbHON TKAHU.
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