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®AKTOPBI PUCKA BPOXKJIEHHBIX IIOPOKOB CEPIIA
B IPAKTUKE CEMEWHOI'O BPAUA

AHHOTauus. Pa3BuTre COBpEMEHHBIX JUATHOCTHYECKUX U JICUCOHBIX TEXHOJIOTHH MTO3BOJISET
Ha paHHEM JTalle BbIIBUTH BPOXKACHHBIE IOPOKU CEPALIA U IIPOBECTU CBOEBPEMEHHYIO KOPPEKLIUIO.
B crarbe mpoBOOUTCA aHANU3 MPEAINOJaraeéMbiX (aKTOPOB PUCKA PA3BUTUS CPEAHETSIKEIBIX U
TSOKEIBIX GOPM BPOXKIEHHBIX IOPOKOB CEP/Lla y IeTel Ha ypoBHE IEpBUYHOT0 3BeHa. [IpencraBnena
CTPYKTYpa BBISIBIICHHBIX BPOXKAEHHBIX IIOPOKOB CepALa.

KiroueBbie cioBa: PakTopbl pUCKa, BPOKIAEHHBINA IOPOK CEpPALA, COCTOSHUE 310POBBS
OepeMeHHOM, ceMeiHbIN Bpay, HO30J0rHYecKasi CTPYKTYypa.

AxrtyanbHocTh. Ha pasButue BpoxaéHHbix mopokoB cepana (BIIC) y nmeteit BiusiorT
reHeTuyeckue (hakTopsl, 00pa3 KM3HU MaTepu U dKonorndeckue Gaxtopsl. s MHOTHX ciydaeB
HEBO3MOXXHO BBIJICIUTh €AMHCTBEHHYIO MPUYMHY — B3aUMOJEHCTBHE TC€HETHYECKHX M BHEITHHX
(baKTOpOB MPOBOIMPYET pa3BUTHE aHOMaTHit [1].

Oco0oe MecTo OTBOAUTCS BIUSHUIO 00pa3a >KM3HM MAaT€pH Ha BOSHUKHOBEHHE PAa3IMYHBIX
MOPOKOB Pa3BUTHS y IJI0Ja. YNOTpeOsieHne alKOTrOJbHBIX HAalMTKOB M HAPKOTHUYECKHUX BEIECTB
MOJIBEPTaeT IJIOJ PUCKY Pa3BUTHS CEPhE3HBIX MPOOIEM. XUMHUECKUE BEIIECTBA JIETKO MPOHUKAIOT
yepe3 KPOBOTOK MaTepH B KPOBOTOK peOeHKa, a X BO3/ACHCTBHE MOXKET MPUBECTU K HAPYIICHUIO B
pa3BUTUH HEPBHOW CHCTEMbI PeOCHKA M JIPYTHX KU3HCHHO BaXKHBIX IICHTPOB Opranusma [2].

Henocratouno Ttepmuuecku o0paboTaHHBIE HPOAYKTHI, HAIpPUMEp, CBHIPOE MSCO, PbIOa,
MOPENPOIYKTHI ¥ TIPOTYKTHI XOJIOJHOTO KOIMTYEHUSI MOTYT OBITh PUYMHON 3apaskeHus Tapa3uTaMH.
Jluctepuo3, Hambosee 4acTo BBISBISIEMOE M OMacHoe 3aboseBaHue y OepeMeHHBIX. CHMITOMBI
3a00JIeBaHMsl OYEHb IMOXOKH Ha IMHUIIEBOE OTpaBJieHHE: OONU B )KMBOTE, TOLTHOTA, PBOTA, KHUIKHNA
CTYJI, MOKET MOBBICUTHCS TemnepaTypa. [Ipu 3ToM ocoKHEHUS pa3BUBAIOTCS PEIKO, HO BIUSHUE Ha
TUIOJT MOXKET OKa3aThCsl OYE€Hb cepbe3HbIM [3].

WNudexmmonnsie 3a001€BaHus, IEPCHECEHHBIE MATEPHIO BO BPEMsi OEPEMEHHOCTH, OCOOECHHO
KOpb, KpacHyxa, BeTpsiHas ocrna. Bo3Oymutenu »Tux 3a0o0yieBaHHI MOTYT IpeooJeBaTh
TUTAlIEHTApHBIN Oaphep W TepeaaBaThCcsl OT MaTepH K IUIOAY. XPOHHYECKHE 3a00JIeBaHHUS MaTEpPH:
caxapHblil [ualeT U apyrue HapyleHus oOMeHa BEIeCTB, CUCTeMHas KpacHas BoidaHka. [Ipuém
orpeeNEHHBIX JIEKAPCTBEHHBIX MPENapaToB BO BpeMsi OEpEMEHHOCTH, KOTOPbIE MOTYT MPUBECTH K
HapyIIEHUsIM B pa3BUTUH cepaiia. Hanpumep, UConb30BaHNEe HEKOTOPHIX MPOTUBOIMMICHTHYECKUX
CPE/CTB U aHTH/CIPECCAHTOB CBSI3aHO C MOBBINICHHBIM puckoM BosHukHOBeHUs BIIC [4]. Taxke
JI0Ka3aHa CBsI3b MEXAYy CHHKCHHEM YpOBHS (DOJIMEBOM KUCIOTH Yy MaTepH B MEPBOM TPUMECTPE U
pas3BuTHEM Ae(PEKTOB IEPEropoIoK cepana y mioaa [5].
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IIpu stom OGomee 90% BpOXKAEHHBIX TOPOKOB CEpPAIA, CYUTAIOT aBTOPHI, HE HMEIOT
JIOKa3aHHOM  MOHOT€HHOM TI'E€HETHMYECKOW OCHOBBI M  pacCMaTpPUBAIOTCS B paMKax
MYJIbTH()AKTOPHUATBHOTO Hacieq0BaHus [6].

Oxupenne yBenuuuBaeT puck BIIC y moromMcTBa, mpudyeM pHUCK BO3PACcTaeT C POCTOM
crenenn oxxupenus (ot 1,15 mo 1,39 pasa). HaubGonee gyacto popmupyrotcst rerpaaa Pamio, creHo3
JIETOYHOr0 KjamaHa W JeeKT MEeXIpeacepaHoi meperopoaku [7]. MarepuHCKOe OXHUPEHHUE
OKa3bIBaeT KOMIUICKCHOE HETaTUBHOE BO3ACWCTBHE HAa (POPMHUPOBAHUE CEPACYHOCOCYAUCTON
cucteMsl Oyaymiero peoenka. OkupeHue IeHCTBYET KaKk HEe3aBUCHMBIH (akTop prucka [8], HO yacTh
BIUsTHUS OxupeHus Ha popmupoBanue BIIC o0bsCHICTCS HATHYNEM MPEreCTallMOHHOTO CaXapHOTo
muabera (III'CJ) [9]. TITCM y maTtepu moBbimaeT puck passutus BIIC y pebGenka B 5-6 pas.
lumeprivkemMuss Matepu JEHCTBYET KaK TepaTOreH, Hapymas (OpPMHPOBAHHE SHIAOKAPIUATBHBIX
MOAYIICYEK U Pa3BUTHE KJIETOK HEPBHOIO IpeOHs, YTO KPUTUYHO JJIS 3aKiIaiku cepaua. [IpuunHHbIM
(dakropom moBpexacHus Tkane cepama npu [1I'CJ] MOXKHO CUMTaTh OKUCIHUTEIBHBIA CTpecc U
MOBBIIIEHHBIN armonTo3 kieTok Muokapaa [10, 11]. Kpome storo, cieayeT y4uThiBaTh H3MCHEHHUS
IKCIIPECCUHM TeHOB, CBS3aHHBIX ¢ pasButheM cepaua (mampumep, Notch 1, Nkx2.5), a takxke
noaumopdu3mel  TeHoB (Hampumep, uncoupling protein 2, aaMIOHEKTHH), CIHOCOOCTBYOLIUX
dopmuposanuto BIIC [11]. Haubounee yacto B cinyyasx [1I'C/] y maTepu y sMmOproHa popMupyercs
OTKPBITBIN apTEPUANIbHBIN IPOTOK U Ie(EKT MEKKETYJ0UKOBOM meperopoaku [8, 12-14].

Baxno pannee BoisiBiienue BIIC — ueM pasbllie CTaBUTCS JAMArHO3, TEM BBIIIE IMAHCHI Ha
s¢dexTrBHOE JIeueHHEe U HOpMalbHOE pa3BuTHe peO&Hka. IlpenaranbHas nuarnoctuka — Y3U
cepaua mioaa, koropoe mo3BoisieT BLiBUTH BIIC emé no poxnenus pedénka. [IpenatambHbIit
ckpuHUHT BKIroyaeT Y3U B cpoke 18 — 20 Hemenb (OCMOTpP CTPYKTYp cepala).

Heas ucciaenoBanus. M3yuuts ¢GakTopsl pUCKA, KOTOPBIE MOIJIM SIBUTHCA MPUYHHOMN
Pa3BUTHSA TSHKENBIX U CPEIHETSHKENBIX BPOKIAEHHBIX IIOPOKOB CepALa y AETEH B MPAKTUKE CEMENHOTO
Bpauya.

Marepuan U MeToAbl MCCIEAOBAHUS. B KIMHHYECKHII MaTepHal PETPOCIEKTUBHOIO
WCCIIeIOBaHMS, MPOBENEHHOTO Ha 0a3ze TOPOJCKOTO IIEHTpa 370POBbs, BOIUIA 25 TaIMEHTOB
JIETCKOTO BO3pacTa C TSOKEIBIMH W CPEAHETSIKEINBIMA  BPOXKJIEHHBIMU TIOPOKAaMH  CEPIIA,
HaXOJUBIIMMHUCS TOJ] HAOITIOJCHHEM CIENHUAINCTOB Y3KOro MpOo(uis U CeMEWHOW MeIUIIUHBI.
[Mpoananu3upoBaHa MEAUIIUHCKAs JTOKYMEHTAIMs: aMOyaTopHble KapThl geteit ((p-Ne024), kapThl
mucriancepHoro HaOmromeHust (¢p-Ne030), cBomHble OTYETHI MeaumUHCKOro IeHTpa ((h-Nel2).
Bo3spact nabmromaembrx kosebancst B npezenax oT 1 roma mo 16 ner, cpeau HUX ManpuukoB — 11
(44,0%), neBouek — 14 (56,0%).

O6paboTka Marepuana MPOBEJACHA METOJIOM OIKCATETHLHON CTATHCTHKU C BBIYUCICHUEM
OTHOCHUTEIILHBIX BEJTUUUH (11071 B %) 1 aOCOJIIOTHBIX MTOKa3aTeleH.

Pe3yabTaThl uccjiegoBaHusa M X odcyxaeHue. OOpamiaer Ha cebs BHUMaHHE BpPEIHOE
BO3JICHCTBUE Ha BHYTPUYTPOOHO pPa3BUBAIOIIMIICSI OpraHW3M OTKJIOHEHUH B COCTOSHUU 310POBbS
MaTepu B IMEPBBIE TPU Mecsa OEPEMEHHOCTH: TPUII WA OCTPhIE PECHUPATOPHBbIE WH(DEKINHU, U
HEOoJTHOKpaTHO, nepeHecn 19 (76,0%) GepeMeHHBIX eHIUH; y 2 xeHIuH (8,0%) oOHapyxeHa
BHpyCHass MHQPEKIUSA: COUeTaHHAs — IUTOMETAIIOBUPYCHTEPIIECBUPYC M Y OJHOM — ypeoruiazma
(4,0%). Octpsiii nrenOHEPUT WU OOOCTPEHHSI XPOHUYECKOTO MHEIOHE(PPUTA BBISBICHB y 9
narrenToB (36,0%). B takux curyanusx He 0OOWTHCH 03 HMCIOJIB30BAHUS MPOTHBOBHPYCHBIX U
aHTHOAKTepUANBHBIX TMPEmapaToB, YTO TaKXE€ HMEET OTpUIIATeIbHOE BIHMSHHE HA 3aKIaJKY,
(dhopmMupoBanue cepala 1 GopMUPOBAHUE KPYITHBIX COCYOB.

HacnencrBenHnsiii GpakTop ChIrpaq HEMAIOBAXHYIO POJb B BOSHUKHOBEHHUU BPOKIEHHOTO
MopoKa cepana y JAeTe, HaXOAWBINMXCS TMoJ HaOmogeHueM. [lo MaHHBIM MeIMIIMHCKOMN
JOKyMeHTaluu B maTH ciaydasx (20,0%) orMedeHa BpOXICHHAS MATOJIOTHS Y WICHOB CEMBH CO
CTOPOHBI O0OUX pOAUTENEH: BpPOXKIEHHAS TYrOyXOCTh, AKMHETUYECKas HEMOTa, paclUlerieHue
MATKOTO M TBEpAOro HEOa, aTpe3uss aHyca, PasIUYHON CTEMEeHU TSHKECTH MOPOKU Ceplia y
JIBOIOPOJIHBIX M POAHBIX POJCTBEHHUKOB.

OOparas BHUMaHHE Ha BO3pAcT POJUTENCH, UMEET MECTO OTMETHTh, YTO ISl JaHHOTO
peruoHa He crienu(pUIHO TOSIBICHUE JIeTel y BO3pacTHBIX poauTeneil. Ho He B aTom ciyuae. [Ipu
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BBIKOIIMPOBKE JIaHHBIX U3 aMOYJIaTOPHBIX KapT oOHapyxuBaeTcs, 4To Bo3pact 4 (16,0%) sxeHIIH K
MOMEHTY POIOB MpeBbImal 35 neT u ogHoro myxunus (4,0%) — crapie 45 ner.

BrisiBnieHBI clieqyromue mpoBOIUPYOIKe GaKTOphl pUCKa: MPOodeCCHOHATBHBIE BPETHOCTH
uMenu e xeHIuHbI (8,0%), KOHTAKT ¢ KpaCHTEIAMH ObLI 10 HACTYIUICHHS OCPEMEHHOCTH | TTOCIIE,
emé B TeueHue 3 — 4 mecsnes; caxapHbid quaber — 4,0%, muddys3Hoe yBenHmueHUE MUTOBUIHON
xenessl — 12,0%.

JIugupyromee mecto (tabiuia 1) B CTpyKType BPOXKIEHHBIX MOPOKOB PAa3BHTHS Ceplia
(BIIC) kak y smr myxckoro (16,0%), tak u xenckoro mona (20,0%), 3anumaer aedekt
MexoKeTy10ukoBoi neperopoaku (JAMMOKIT). Kak BunHo no Tadmuue 1, BIIC yame BctpeuaeTcs y
JeBoYeK mpH aedekrax mexnpenacepanoi (JIMIIIT) nim MekKeTy109KOBOM EPErOPOIKH.

Tabmuma 1
CTpyKTypa BpOKIEHHBIX IOPOKOB cepaua
No | Buo BIIC Manvuuxu |/lesouxku |Bcezo
n-% n-% n-%
1 | AMXKOKIT 4 16,0 |5 20,019 (36,0
2 | AMIIII 1 40 |3 12,04 (16,0
3 | KoMOuHMpOBaHHBINA TOPOK 2 8,0 2 80 |4 |16,0
4 Terpana Pamio 3 12,0 |- - 3 (12,0
5 Koapxkrammst aopThsI - - 2 80 (2 |8,0
6 CTeHO3 JIErOYHOM apTepuun 1 4.0 1 40 |2 18,0
7 | OtkpsIThIid apTepuaibhblil mpoTok (OAIT) - 1 40 |1 |40
11 44,0 (14 166,0|25 [100

Kapanonatust y aByx pgereii HaOmromanack Ha ¢oHe Cunapoma JlayHa, koTopas OblLia
npencrasieHa OAIl y nesouxu u JIMXII — y manbpuuka.

YacrtoTa KOMOMHUPOBAHHBIX MOPOKOB, He cuuTas Terpany damio, He UMeeT T'eHIEPHBIX
pa3nuuuii, OIMHAKOBO YaCcTO BCTPEUAIOTCS KaK y MaJbUMKOB, TaK U y AeBouek 1o §,0% ciyuaes.
CoueTaHHbIC TTOPOKH MOTYT BKIItOYaTh B ceOs 2 — 3 medekra: JIMIKII, TpaHCTO3UIMIO aOpTHI U
creHo3 JyeroyHou aprepuu; JMIIII w®  OTKpBITOE OBAJIBHOE OTBEPCTHE;  OTKPBITHINA
aTpUOBEHTPUKYJISpHBIN KaHan, JIMIIIT u [IMIKII; creHo3 ierouyHol apTepuu U OTKPHITOE OBAJILHOE
OKHO.

B 3aBHCHMOCTH OT TSKECTH COCTOSIHUSA JIeTEH U MOKa3aHUH K OllepaTUBHOMY BMEIIATENLCTRY,
n3 25 cioyuaeB BIIC nereii KOppeKIMHM COCTOSIHUS € MCIIOIb30BAaHUEM COBPEMEHHBIX ONEPATHBHBIX
MaHHITYJISAIUH moaBepriuck msrepo aetei (20,0%), u3 koTopeix o3x0posieHs! aBoe (8,0%/25). Emé
tpoe aereii (12,0%) mocraBiieHbl Ha OYEpe/Ib 10 PEKOHCTPYKIIMU CEPJICUHOMN IMaTOIOTHH.

3akmro4yenue. Bo3M0)KHO, aHTEHAaTalIbHAs OXpaHa IJ10/1a, KOTOpasl BKIIOYAeT paHHEE Havajo
HaOmo/leHus1 3a OEepeMEHHOM, paHHee BBbISBJICHUE, JeUeHUE U NPOPMIAKTHUKY HHQPEKIHNOHHBIX,
CepACYHO-COCYIUCTBIX M JPYTUX 3a0oyieBaHUil, TOKCHMKO30B OEpEeMEHHOCTH, palMOHAIbHOE
MUTaHKe, 3aMpelieHue npruéma JeKkapcTB U peHTreHo00yueHne 6e3 Ha3HaueHUs Bpaya; 3anpeiieHue
yIoTpeOeHUsT alKoroyisi U Tabaka, JOCTATOYHOE KHCIOPOJHOE HACHIINIEHHE OpraHu3Ma MaTepH,
nedeOHy0 (PU3KYIBTYpYy, MCUXOMPO(PIIAKTHIECKYIO TTOJATOTOBKY K pojaM, TMOCeIeHne Oy IyIien
MaTeppl0 IIKOJbI MaTEpUHCTBA, ObUIa TpoBeleHa HE B TMONHOM 00BEMe. Hekoropsie
MoAu(UIIUPyEeMbIe MAaTEPUHCKHE (PAaKTOPHI TAKUE, KAK OCTPhIC M XpOHUYECKUE 3a00IeBaHms, 00pa3
KHU3HU OEPEMEHHOM, TPUEM JIEKApCTBEHHBIX CPEICTB, MOTJIHM OKa3aTh HEOIAroNpHUsATHOE BIMSIHHAEC HA
3aKJIaJKy, JOPMUPOBAHUE U PA3BUTHE CEPJICYHOCOCYAUCTON CUCTEMBI ILI0/IA.

BeiBoabl. OcHoBHEIME (akTopamu pucka paszputus BIIC B mpeacTaBieHHOM MmaTepuaie
SBUJIUCh OCTpPbIE U XPOHUYECKHE MH(EKIUU — TPUII WIK OCTPble pecHupaTopHble MHGEKUNUU, U
HEOJHOKpaTHO, nepeHecnu 19 (76,0%) OepemeHHbIX skeHIIUH; y 2 xeHuH (8,0%) oOHapyxeHa
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BUpYCHass MHQPEKIUsS: COYCTaHHAS — IUTOMETAIIOBUPYC + TEpPIECBUPYC M y OJHOW — ypeoruiazma
(4,0%); octpeiii mHenoOHEDPUT WK OOOCTPEHHS XPOHHUYECKOrO MHETOHe(pUTa BBISBICHBI Y 9
narueHToB (36,0%).

HacnencTBennbiit pakTop Chirpal HEMaJIOBAKHYIO pojib B Bo3HMKHOBeHHWH BIIC B msitu
ciydasx (20,0%) orMedeHa BpOXKAEHHAS MATOJIOTHS Y WICHOB CEMbU CO CTOPOHBI 000UX POJUTEIICH.
IIpr BBIKOIUPOBKE JaHHBIX M3 aMOyJaTOPHBIX KapT oOHapy:kuBaercs, 4ro Bospact 4 (16,0%)
KCHIIMH K MOMEHTY DOJIOB MpeBbILaN 35 jer u ogHoro myxuunsl (4,0%) — crapme 45 ner;
npodecCHOHaIbHbIC BPEIHOCTH MMENH JABE KeHIIUHBI (8,0%), KOHTAKT ¢ KpacUTEIIMH ObLI 10
HACTYIUICHUS] OEpPEMEHHOCTH U Toclie, emé B TeueHue 3 — 4 Mecsues; caxapHbii auadet — 4,0%,
muddy3HOE yBeTHUeHUE IMTOBUIHON Kene3bl — 12,0%
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