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WHIPOM BHE3aITHOM CMEPTH HOBOPOKICHHBIX

(CBCH) B Hacrosiiiee BpeMsi 3aHUMAaeT OJHO
13 TIEPBBIX MECT CpeAy IMPUUMH IMOCTHCOHATATBLHOMN
MJIaJiecHYeCKOl cMepTHOCTH [15, 23, 42, 43] u npuBo-
JIUT K CUTBHENIIINM TICUXOJIOTUYECKUM MpodIeMaM y
nocTtpaaaBiux poauteneii [42]. HecMmoTpst Ha ToO 4TO
WCCIIeIOBaHUS TIPOOJEMbl MHTEHCUBHO BEAYTCS CO
BTOPOI 1oIoBUHBI 60-x IT. XX B., 10 CUX IOP HE yCTa-
HOBJICHBI HEIOCPENCTBEHHbIE MPUYUHBI Pa3BUTHS
3TOTO CMHIPOMA, a U3BECTHHI JIMIITb HEKOTOPhIE (hak-
TOpPHBI pucka [42].

JaHHBIC 0 pacIIPOCTPAaHEHHOCTHU 3TOTO 3a00JIeBa-
HUSI MOITBEPXKIAIOT KPaiHIOW aKTyalbHOCTb €ro
IajgbHeiero n3ydeHus. Tak, Hanbosiee BBICOKHE T10-
kaszatesnu yactotsl pazsutust CBCH (ot 0,7 mo 1,5 Ha
1000 poauBIIMXCS >XWBBIMU) 3apETrUCTPUPOBAHBI B
Hosoii1 3enannuu, Apctpanuu, Aurnuu, CIIA [2, 3,
8,9, 11, 35, 49]. B Poccuiickoit @emepaliniit CTATUCTH -
YecKue JaHHbIE 110 YaCTOTe Pa3BUTHUsI CUHIPOMA BHE-
3aITHOM CMEPTH HOBOPOXKIEHHBIX HYXIAIOTCS B 00-
HoBienun. JloctynmHbel gaHHbeie 3a 1999 1., korma
yacToTa 3abosieBaHus coctaBuia 0,43 Ha 1000 poaus-
muxcst xkuBbIMu. [To manaeiM BO3, most 3Toro cuHm-
poMa B CTPYKType MiIaleHUeCKOi CMEpTHOCTU B yKa-
3aHHBIX CTpaHaX cocrasiisieT oT 15 go 33%. Bcero B
rof B ctpaHax EBponelickoro coapyxecTBa perucTpu-
pyetcst okosto 6 Teic. ciydaeB CBCH, a 8 CLLIA — oko-
JI0 5 ThIC. cityvaeB [12].

[To ompenenenuto KoHCeHCYyCHOM rpynmbl Hatmo-
HaJIbHOTO MHCTUTYTa 3I0POBbsSl peOCHKA U Pa3BUTHUS
genoBeka (NICHHD), mpuagaTomy B 1989 1., cuHapom
BHE3aITHOM CMEPTH HOBOPOXKICHHBIX — 3TO BHE3aIl-
Hasl cMepTh pebeHKa B BO3pacTe A0 OJHOIo roaa, Ko-
TOpasi OCTaeTCs HEOOBSICHUMOM IOCiIe TPOBEACHUS
TTOJTHOTO TTOCMEPTHOTO MCCJIEOBAHMSI, BKITIOYAOIIIETO
BCKPBITHE, U3YUCHNE MECTa CMEPTH U aHAJIU3 MEIu-
LMHCKOM AokyMeHTauuu. B MexmayHapogHo#l Kiac-
cudukanumu Oonesneit 10-ro mepecmorpa (MKB-10)
JIMarHo3 (hopMyJIMpyeTCs KaK «BHE3aIlHask CMEPThb TPYI-
Horo pedbeHka», umeeT ko R95. B 3apybexxHoit tutepa-
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Type ¢ 1969 . ucnoab3yercss TepmuH «Sudden Infant
Death Syndrome», wnu SIDS [2, 8, 11, 16, 35, 42, 49].

B ¢BsI31 ¢ aKTyaqbHOCTBIO IIPOOJIIEMBI BHE3aITHOM
NIETCKOW CMEpPTU HEBBISICHEHHOW 3TUOJIOTUUA B Ha-
cTosIIee BpeMsi BO BCEM MUPE TPOI0JIKAIOTCS MHO-
TOYMCJACHHBIC MCCIeIOBaHUs, HallpaBJICHHbIE Ha
BBISIBJIeHUE (DAaKTOPOB prcKa, U3yYeHHE MaTOTeHe3a
CUHIpOMa, YCOBEPIIIEHCTBOBAHNE TUAaTHOCTUUECKUX
METOJIMK M pa3pabOTKy MporpaMM ISl TIpeaoTBpa-
IIEeHWST CMEePTH AeTeil IPpyImbl pucka. B maHHOM 00-
30pe OyayT MpeAcTaBiIeHbl 0000IEHHbIE Pe3YyabTaThl
HCCIIeIOBAaHUI ITaTOreHe3a 1 OIMCaHbl OOIIEeMUPOBEIC
TeHISHUUN TPOoGbUIaKTUKMA CHUHIpPOMa BHE3amHOM
CMEpPTH HOBOPOXICHHBIX.

9THUOJIOTUA U ITATOTEHE3

Ha cerogHAmHWII IeHb CUHAPOM BHE3AITHO
CMEpTH JeTeil TPyIHOTO BO3pacTa CUMTACTCS ITOJIM-
3TUOJOTUYHBIM 3a0ojeBanueM [11, 23]. B nuteparype
HET OOHO3HAYHOM TPAKTOBKU STHOJIOTMU 1 ITaTOreHe-
3a. [Ipu3HaHO, 4YTO CyLIECTBYIOT OnpeacaeHHbIe (pak-
TOPBI PUCKA Pa3BUTHUSI CUHAPOMa, HEKOTOPhIE UX HUX
¥ B HACTOSIIIIEE BPEMSI OCTAIOTCS CIIOPHBIMU. DT (haK-
TOPBI PUCKa ObLIM BbISIBIIEHBI B X0[I¢ KPYITHBIX SMU/Ie-
MUOJIOTMYECKNX MccliemoBaHunii EBporeiickux cTpaH,
CIIA, Asctpanuu, HoBoii 3enanauu, ctapToBaBIINX
B 70-x rogax XX BeKa M MPOIOJKAIOIIUXCA 10 CUX
nop. CyllecTBYIOT pa3HOOOpa3HbIE TUIIOTE3bl, OOBSIC-
Hsromue maroreHe3 pasputusi CBCH npaktuuecku
JIJTST KaXKJIOro M3BECTHOTO (haKTopa pUcKa. 3a4acTyio
OOWH 3THOJOTHUYCCKUN (haKTOp OOBSICHSICTCS He-
CKOJIbKMMM BapMaHTaMM TaTOreHe3a, a OJUH U TOT e
MMaTOTeHETUYECKNIT MEeXaHW3M MMeEeT MECTO B Tpak-
TOBKE JIETAJIbHOTO NCXO/a Y MalleHTa C HECKOJIbKUMU
daxropamu pucka [2, 11, 23, 37, 43, 49] .

JLnst oberdeHust BOCIpUATHS Bce (DaKTOPhI pHUCKa
MOXHO YCJIOBHO pa3ieluTh Ha JABe TPYMIIbl: BHECEP-
IIEYHBbIC W CBSI3aHHBIC C CEPIACYHO-COCYIUCTOU CHC-
temoii. [lepBas rpynna neauTcs Ha TPU MOATPYIIIIbI:
1 — moBeneHMe POAUTEIIEH, 2 — COLIMAIBHO-3KOHOMM-
YeCKMI CTaTyc ceMbU peOeHKa M BIUSHUE OKpPYXKalo-
1Ieit cpenbl, 3 — COCTOSIHME U OCOOEHHOCTHU pebeHKa.
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Bropas rpynma BKIIOYaeT paHee BBISIBIICHHBIC WU
CKPBITO IIPOTEKAIOLLINE CEPAEYHO-COCYAUCThIE 3a00J1e-
BaHMSI, TSKECTh T€USHHMsI KOTOPBIX Y KOHKPETHOI'O HO-
BOPOXICHHOTO HE TIPEATIOJIaraeT BHE3aITHOTO JIeTallb-
Horo ucxona. CxeMaTMYHO JeJICHUE 3TUOJIOTUYCCKUX
(haxTOpPOB HA TPYIIIIHI MPEACTABICHO Ha puC. 1.

PaccmoTpum 6onee moapoOHO 3TH (DaKTOPHI pUcKa
W COOTBETCTBYIOIIIME MMAaTOreHETUYECKUE MeXaHU3MbI
Pa3BUTHSI JIETAJIbHOIO UCXOMA.

IToBenenue poaurenei

Con HO80pOICOeHHO20 Ha dcugome (a HEe Ha CIIMHE
W Ha OOKY) TOCTOBEPHO SIBJIICTCS OMHUM 13 (haKTO-
poB pucka pasputuss CBCH [2, 8, 11, 15, 16, 25, 33,
35, 37,42, 43,46, 49, 50]. U3yyeHne 3aBUCUMOCTH Ya-
crotbl pa3zButuss CBCH ot monoxeHus pedeHka BO
BpeMsi CHa Hayayioch B 1960-X I'T., pa3rap MmpuIiescst Ha
1980-¢ rr. [33]. bbuM npoBeneHbl MHOTOYUCICHHBIC
MCCIIeIOBaHMS, TIOATBEPAMBIIINE TUTIOTE3Y O TOM, YTO
COH pebeHKa Ha >KMBOTE JOCTOBEPHO YBEIMYMBACT Be-
positHOCTh pa3BuTusi CBCH. OcoGeHHO BBICOK PUCK Y

TeX HOBOPOKIECHHBIX, KOTOPBIX BIIEPBBIC TTOJIOXKWIA Ha
JKMBOT, TOLJAa KAK paHbIlle OHU CIIaIi TOJbKO Ha CIIMHE
[33]. O6cyknaroTcst HECKOIBKO BO3MOKHbBIX TTATO(DU3U-
OJIOTMYECKUX MEXAaHU3MOB Pa3BUTHSI CMEPTEILHOIO KC-
X0lla BO BpeMsI CHa Ha XuBoTe. OIUH U3 HUX — LIEHT-
paJbHOE aITHO3, KOTOPOE MOXKET Pa3BUTHCS BCIICICTBIC
CHIKeHUST epdy3uK CTBOJIA MO3ra M3-3a KOMIIPECCUU
a. vertebralis mpu moBopoTe ronoBsl pedeHka [11]. Ipy-
IOl MeXaHU3M — HapylleHUe (PYHKLMM IbIXaTeJIbHbIX
IyTeii B CBSI3M C CY>KEHHMEM X TIPOCBETa TIPY ITOBOPOTE
roJioBhl [24]. Takke paccMaTpuBaeTCsl BO3MOXKHAs POJIb
HE3PEeJIOCTH HEUPOMBIIICYHON pPEryiIsIliNi MYCKYJaTy-
PBI 30HBI POTOTJIOTKH [24, 27].

Kypenue mamepu 60 épems bepemeHHocmu u/uiu om-
ya 1aBHO ObLIO IPU3HAHO 3HAYUMBIM (DAKTOPOM PHUC-
Ka BHe3amHoii cMepTu MianeHua. C Havana 1980-x rr.
OBUIO TIPOBEIEHO OIPOMHOE KOJIMYECTBO MCCIICIOBA-
HMI, U3y4aBIIMX 3TOT Borpoc [11, 15, 16, 21, 22, 29,
33-36, 43, 44, 49]. I1o nociefHUM JAaHHBIM, KypeHUe
MaTepu yBenumuuBaeT puck passutuss CBCH B 4,7 pa3,
KypeHue otua — B 1,4 paza [33]. OnmacHOCTb KypeHUsI

I CMHApOM BHe3arnHom CMEepPTU HOBOPOXAEHHbIX |

A

BHeceppaeyHble NpUYnHbI CMEPTU

Mpu4nHbI, CBA3aHHbIE
C COCTOSIHUEM CEPAEYHO-
COCYAUCTON CUCTEMBI

CoumanbHO-3KOHOMUNYECKINM
cTaTyc CemMbM, BIUSHNE
OKpY>KatoLLEen cpeabl

MNMoBepeHve poanteneii

BbISIBIEHHbIE UM CKPBLITO
npoTekatoLLme cepaeyHo-
cocyaucTble 3aboneBaHns

CocTosiHne
1 ocobeHHOCTM pebeHka

¢ HenonHoueHHoe nuTtaHne
6epeMeHHO, HOBOPOX-
LEHHOr0, KOpMSLLEen ma-
Tepu

* OTKa3 OT NPOBEAEHMNS NN
OTCYTCTBUE BO3MOXHOCTU
perynsapHbix MELOCMOT-
poB pebeHka

¢ OCeHHEe-3MMHUIN NEPUOL,

* CoH pebeHka Ha XnBoTe

* KypeHue matepu 1/vnm
oTua

* YnoTtpebneHne matepbto
anKorons, HapKOTU4eC-
KX NpenapaToB BO Bpe-
Ms1 6epeMEHHOCTM

* OTKa3 oT rpyaHoro
BCKapMJIMBaHUS

* OTKa3 OT CNobL30Ba-
HWSI COCOK-MYCThILLEK

* HecobniogeHne Tem-
nepaTypHOro pexmnma
B cnasbHe pebeHka

* icnonb3oBaHune 60/b-
LLIOro KOJIM4YeCcTBa no-
CTeNbHbIX MPUHAANEX-
HOCTEN, YypesmepHoe
yKpbIBaHve pebeHka

* PoxpeHuve pebeHka me-
Hee yem yepes 1 rog no-
Cne npeaplayLmnx PoaoB

* BospacTt matepu me-
Hee 20 net

* IHbekummn Mo4enono-
BOrO TpakTa y matepu

* My>XcKoW non
* OTHMYecKas NnpuHaa-

Hasi paca, UHaenupbl * CuHOpOM
¢ CKJIOHHOCTb K arnHoa Bonbda-lNapknHcoHa—
BO CHe Yanta

¢ [ecTaLMOHHbI BO3-

* OueHka CoCTosiHUS Npu apTepuii
pPOXAEHUM HUXe 7 Ban- * ENVMHCTBEHHbIN
710B No wkane Anrap Xenyao4vek

* Pe6eHOK OT MHOromMoa-

¢ CMHOPOM YOJIMIHEHHOIO
vHTepBana Q-T

NIEXHOCTb — HEerpoua- * Cvnapom Bpyraga

* Tetpapa ®anno

pacT meHee 37 Hepenb ¢ TpaHCNO3nUUSA KPYMHbIX

* ApuTmMOreHHas
avcnnasus npaBoro
Xenygoyka

* CvHapom cnabocTtun
CWMHYCHOrO y3na

* CuHapom MapdaHa

* BpoxaeHHble aHoManum

HOI GepeMeHHOCTU

* Hannume 6patbeB nam
cecTep, ymMepLumx ot
CBCH

* AyTOMMMYHHble 3a60-
neBaHus maTepu

PasBUTUSA KOPOHAPHbIX
apTepuii

* BonesHb KaBacakun

* MuokapauT

Puc. 1. Knaccudukamnus 3THoJI0rndIecKux (pakTopoB CHHAPOMA BHE3aITHON CMEPTH HOBOPOXKIESHHBIX
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pOIUTENICl COCTOUT B OTPHMIATEIbHOM BJIWSIHUM Ta-
0ayHOro apiMa Ha (POpMHUpPOBaHUE TeMaTo3HLehaIN-
Yyeckoro 0apbepa, 3aKkjaaaky U pa3BUTHE BaKHEHIIMX
OpraHoB M cucteM, reHoMm 3MmOpuoHa [13]. Cnemyet
N00aBUTh, UTO KYpPEeHUE POAUTENCH MOcae pOXKIACHUS
pebeHka Takxke yBeauunBaeT puck passutuss CBCH
[33, 37, 43]. ¥V pebeHKa, SBISIOUIETOCS MAaCCUBHBIM
KYPWJIBIIIMKOM, TPOUCXOOUT 3alepKKa 3aMeHbl he-
TaJIbHOTO TeMOIJIOOMHA, U, KaK CJICACTBUE, pa3BUBa-
€TCsl TKaHeBasi TUTTOKCHSI C TTOCIEAYIOIIMMH HapyIe-
HUSAMU (GYHKILIMH IBIXaTeILHOTO LIeHTpa [8].

Ynompebnenue mamepuvio 6o epemsa 6epemenHocmu
anK02045 U HAPKOMUHEeCKUX npenapamos yBeIUduBacT
puck pasputuss CBCH, otpuuatenbHO Bausisa B Mep-
BYIO OUepenb Ha pa3BUTHE IICHTPAJIbHOM HEPBHOI CH-
cremel (IIHC) [8, 16, 25, 33, 37, 46, 49].

Omias om epyoH020 6CKAPMAUBAHUS YBEININBACT
puck pazsutuss CBCH 1o gaHHbIM MHOXeCTBa aBTO-
pos [11, 15, 16, 25, 30, 33, 37, 43, 49]. MexaHu3M 3TO-
ro (hpeHOMeHa ITOKa He OOBSICHEH.

OmKa3z om ucnoab308aHusi COCOK-nYCMululeK TaKXe
BeJleT K yBeamveHuto pucka passutuss CBCH [15, 16,
33, 46].

Hecobarwdenue memnepamyproeo pejicuma 6 cnaibHe
pebeHKa, a makice ucnoab308anue 601bU020 KoAUYecm-
8a NOCMENbHBIX NPUHAOACICHOCMEN U YPe3MEPHOe YKPbl-
8aHue pebeHKa CIOCOOHBI MPUBECTU K TUIIEPTEPMUU
HOBOPOXIECHHOTO, KOTOpasl paccMaTpMBacTCs Kak
OIMH U3 BO3MOXHBIX IMMYCKOBBIX MEXaHMU3MOB Pa3BU-
tust CBCH [11, 15, 25, 32, 33, 43, 46].

Tpu daxkTopa pucka, cBsI3aHHBIE C IUIAHUPOBAHU -
eM OepeMEHHOCTH (poxcdeHue pebeHKa MeHee yem ue-
pe3 1 200 nocae npedvidyugux pooos, eo3pacm mamepu
menee 20 nem u Haauuue y mamepu uH@eKyui mo4eno-
108020 mpakma), MOXXHO TaKxKe OTHECTU K (haKTopam
pYCcKa, CBSI3aHHBIM C COIMATbHO-3KOHOMUYECKUMM
ycroBusaMu. Kak n3BecTHO, BCE 3TU COCTOSTHUSI OTPH-
11aTeJIbHO BJIMSIIOT Ha pa3BUTHE IUIOAA U YBEJIMUYUBAIOT
BEPOSATHOCTh BPOXKICHHOM ITATOJIOTUH CaMOTO Pa3HOTO
xapakTepa. B uacTHocTH, K BHE3aHOI cMepTU peOeH-
Ka MOTYT IIPUBECTH HapyIIeHUs (POPMUPOBAHUS IICHT-
paJlbHON HEPBHOM CUCTEMBI, NBIXaTECJIbHBIX YTEH, Te-
HETUYECKU OOYCJIOBJIEHHbIE HAPYIIEHUSI CTPYKTYPHI
MeMOpaHHBIX KaHAJIOB KAPAMOMUOLIUTOB — KaHaJIoTa-
U (MEXaHMU3MBI Pa3BUTHUS JICTATBHOIO MCXOIa IPHU
KaHajonaTusx OyayT moapoOHO pacCMOTPEHbI HUXKE)
[8, 11, 16, 37, 43, 46, 50].

ConpuanbHO-5KOHOMUYECKHH CTATyC CEMbH,
BJIMSIHHE OKpY:Kaloleil cpebl

[ToMrMO OMMCAHHBIX BBIIIIE MOMEHTOB, CBSI3aHHBIX
¢ TUTAaHMPOBaHMEM OCPEMEHHOCTH, Ha PUCK Pa3BUTHUS
CBCH Bnusiot cneayroiiye (hakTopbl 3TOM MOATPYIIIHI.

Henoanoyennoe numanue GepeMeHHOI, HOBOPOX-
JNIEHHOTO M KOPMSIILIEe MaTepy MPUBOAUT K Pa3BUTUIO
O0OMEHHBIX HapyIIeHU y peOeHKa, HEKOTOPhIE U3 HUX

CITOCOOHBI CTaTh MYCKOBBIMU (DaKTOpaMy B Pa3BUTHUU
CBCH [8, 16, 25, 37, 43, 49, 50]. Tak, Harpumep, Ipu
TUITOTJIMKEMUU, CIIPOBOLIMPOBAHHOM IrOJI0faHUEM, TO-
JIOBHOI MO3T B KauecTBe PHEPTeTUIECKOro CyocTpara
HUCIOJIb3YeT KETOHOBBIE TeJ1a, CUHTE3 KOTOPBIX 3aBUCUT
oT pabotel (epmeHTa anuia-KoA-geruaporeHasbl co
cpenHeit pnuHoi uenu. Jlepuiur sToro ¢pepmMmeHTa
(MOXeT OBITH CBSI3aH B TOM YMCJIE C U3BMEHEHUSIMU Te-
Ha, Komupyouiero ¢GepMeHT) BeleT K HapylIIeHUIO
rpoiiecca [3-OKUCAeHUs KUPHBIX KUCJIOT U 00pa3oBa-
HUS KETOHOBBIX TEJI, TO €CTh K SHEPIeTUICCKOMY Jie-
¢uiuty B ronoBHoM mo3sre [8, 11]. EcTb MHeHue, 4TO
3TOT MeXaHu3M oTBeTcTBeH B 15—20% cayyaes CBCH
[8, 11]. BpoxneHHbII 1edUIIUT MENU MOXKET MPUBO-
INTh K CHIDKCHHUIO 00pa30BaHMS 3JIAaCTUICCKON TKaH!
COCYIOB MO3ra U, Kak CJeICTBUE, K BO3HUKHOBEHUIO
0YaroB MIIEMUN B TKAHU TOJIOBHOTO MO3Ta U IIPUCTY-
rnaM armHo?. BpoxkaeHHbIN AePUIIUT MarHus CriocoOeH
BBI3BATh MOBBILIEHWE arperalnu TPOMOOILUTOB U BbI-
CBOOOXIEHME TMCTaMUHA, YTO MOXET IIPUBECTU K CY-
Jloporam, 6poHxXocra3My 1 arHoa [8].

Omka3z om nposedeHuUs UL OMCYMCMEUE 803MONCHO-
cmu pe2yasipHbiX MedocMompoe pebeHKda TIPEIsITCTBYET
paHHEMY BBISIBJICHUIO COCTOSIHHI, TTO3BOJISTIOIINX OT-
HecTH pebeHka K rpynmne pucka pasputusi CBCH u
CBOCBPEMEHHO HayaTh IPOQPIIAKTUKY JIETAILHOTO
ucxona [11, 37].

Ocenne-3umMHuil nepuod 3aHUMAET Beaylllee MeCTO B
TMOCE30HHOM paclpeae/IeHUM KOJIMYECTBA YMEPIIIUX OT
CBCH [2, 8,9, 11, 12, 16]. DTomy (hakTy TIOKa HET O/~
HO3HAYHOTO OOBSICHEHMSI, OMHAKO MHOXECTBO MCTOY-
HMKOB ITOATBEPXKIAIOT €T0 TIOCTOBEPHOCTh. CyIIeCTBYET
MHEHUE, YTO B 9TOT MEepUO/ YBeIUIMBacTCs 3a00eBac-
MOCTb PECHMPATOPHO-BUPYCHBIMM WH(MEKIIUSIMU, KO-
TOpBIE pacCMaTPUBAIOTCSI HEKOTOPHIMHU aBTOPAMH KakK
(hakTop prcka pa3BUTHs BHE3AITHON CMEPTH TPYIHBIX
neteir [8]. IMo HameMy MHEHUIO, He IIOCJIETHIONI0
pPOJIb UTPAET U TO, YTO B XOJIOJHOE BpeMsl rofa aeTeit
3a49aCTyI0 CJIUIIKOM TEIUIO OIEBAaOT: 3TO BEAET K T'-
MepTePMUU U MOXKET B JajJbHENIIIEM MOCIYXUTh 10-
MMOJTHUTEJIBHBIM (PaKTOPOM pUCKa BHE3AITHOM CMEPTH
HOBOPOXIEHHOTO.

CocTosHne n 0c00EHHOCTH pedeHKa

K dakropam pucka paszsutus CBCH oTHocsT
myxcekoil noa 2, 8, 11, 16, 49]. Cpeau ymepilmux oT
OIMCHIBAEMOTO CUHpOMa Ha J0JI0 MaJbuMKOB IPU-
xoautest okouio 59,4%. Takxke (pakTopoM pucka sIBJIsi-
€TCSl NPUHAONEICHOCb peOeHKa K He2pOUOHOll pace Uau K
undeiiyam. T1o pa3HbIM JaHHBIM, TaKWe JETU TIOIBEP-
keHbl pazButiio CBCH B 2—3 pasa yaiie, yeM HOBO-
POXIeHHbIE eBpOreOUaHOM packl [31, 37, 45, 48, 49].

ITo maHHBIM OOJIBIIOrO KOJWYECTBA MYOJMKALUIA,
CKAOHHOCMb K GNHO3 80 CHe SIBJISICTCS 3HAYMMBIM (haKTO-
pom pucka pasputust CBCH 8, 11, 19, 24, 36, 39, 47].
B cooTBeTCTBUM C COBpeMEHHBIM OIpeaeIeHrueM, ma-
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TOJIOTMYECKUM aITHO® HOBOPOXICHHBIX CUMTACTCS
TOJIHASI OCTAaHOBKA PETUCTPUPYEMOTO HOCOPOTOBOTO
MOTOKA AbIXaHWs IJIUTEIbHOCTBIO He MeHee 20 ¢ [26].
Paznuuator Tpu TuUma ammHO3: HEHTPAJbHBIN (He-
BO3MOXHOCTb COKpaIlleHUs TbIXaTeJIbHON MYCKYyIa-
TYPBI M MBIIII OPIOIIHOTO IIpecca U3-3a OTCYTCTBUS
uMIyJabcoB co ctopoHbl LIHC), oOGcTpyKTUBHBIM
(0OCTPYKIUS IBIXaTeIBLHBIX ITyTE Ha YPOBHE TJIOT-
KM TIPU COXPAHSIONINXCS IBIXaTeIbHBIX YCUINSIX) U
CMEIIaHHbBIN (coueTaHMe ABYX MPEIBIAYIINX TUIIOB
anmHo?) [8, 11, 24]. [lepuonmyeckoe LIEHTpaJbHOE
alTHO® BO BpeMs CHa XapaKTepHO IJIS MJageHYec-
KOTO BO3pacTa, TeM He MEHee BBICOKAas dJacToTa
SMM30/10B allHO® BO CHE, MPMBOIMIIUX K HEOOJIb-
UM HapyIIeHUSIM OKCUTCHAIIN!, MOXET SIBIISIThCS
OJTHOM U3 MPUYMH BHE3AITHOU MJIaICHYECKON CMEP-
™ [8, 11, 24].

[TpoBoipoBaTh pa3BUTUE LIECHTPATHHOIO alTHO? Y
B LIEJIOM 3[I0POBBIX HOBOPOXKAEHHBIX MOTYT [26]:

* HEIOHOIIIEHHOCTD;

* racTpoa3odareabHbI pedITIOKC;

°* MKOTa;

* KOPMJIEHUE;

* foJIeBOE pa3mpakeHNE;

° JIeKapCTBEHHEBIE TpernapaThl, Ha3HAYeHHbIC Ma-

Tepu Wi peOeHKY;

®* TUTIEPTEPMUSI.

[IpuBOANTHE K BO3HMKHOBEHUIO OOCTPYKTMBHOTO
armtHO® CIIOCOOHBI MHOTME BPOXICHHBIE MTOPOKU pa3-
BUTHS, 3aTPYTHSIONINE ITPOBEICHNE BO3AYITHOTO IT10-
TOKa B BEPXHUX JbIXaTeJbHBIX NyTIX [14, 26]:

* MUKPOTHATHSI,

* makporyioccus (cunapombl HayHa, [Tbepa PobGe-

Ha u ap.);

* 3a54bs Ty0a;

* aTpe3us XOaH.

TpaH3uTopHOE OOCTPYKTUBHOE aITHO MOXET OBITh
CJICICTBUEM OCTPBIX U XPOHUYECKUX UH(MPEKIINI BepX-
HUX IBIXaTeJIbHBIX ITyTeH, a TAKKE aJlJICPTUICCKUX PHU-
HUTOB (TTOTOKY BO3IyXa MPEMsITCTBYIOT I'MIlepILia3u-
pOBaHHbIE MUHIAIUHEL) [24, 26].

J171s1 HeAOHOIIIEHHBIX IeTeil, 0COOEHHO POJUBILINX-
¢ mo 37-1 Hemelu TecTalliM, XapaKTepHa BhIPaKeH-
Hasi HE3peJOCTh MHOTUX PEryIsITOPHBIX IIEHTPOB
IHHC, B TOM uncie apIxaTeJIbHO! CUCTEMBI U CUCTEMBbI
TepMoperyasaiuun. 1o Toit ke mpuumHe K ¢hakTopam
pucka pa3sutuss CBCH oTHOCST U OLIEHKY COCTOSIHUS
pebeHKa Mpu POXACHUU HUXe 7 0a/uloB MO IIKaje
ATrap 1 MHOTOITJIOIHYIO OepeMeHHOCTh [8, 11, 16, 37,
43, 46, 50].

Hanuuue 6pamves u/uau cecmep, ymepuiux om
CBCH, yBenuuuBacT PUCK BHE3AITHOW CMEpPTU HOBO-
POXIEHHOIo, TaK KaK B HEKOTOPBIX ClIydasX 3TO C
0OJIbIION BEPOSITHOCTBIO YKa3bIBa€T Ha TEHETUYECKYIO
MPeapacriooXXeHHOCTh peOeHKa K pa3BUTHIO BHE3all-
HOW cMepTu (HacJieACTBEHHbIE 3a00JI€BaHUS C BBICO-

kuMm puckoMm pasputusi CBCH OynyT paccMOTpeHbI
nuxe) [8, 11, 23, 37, 49].

AymoummyHnble 3a001e6anuss mamepu TaKKe MOTYT
YBEJIMYMBATH PUCK PA3BUTUSI BHE3AITHOW CMEpPTH y ee
pebeHKa, MO3UTUBHOTO B OTHOUIEHWM BOTYAHOUYHBIX
a"Ttuten [23]. TloyTu y MOJOBUHBI TAKUX HOBOPOX-
neHHbIX Ha DKI BbISIBIIsIeTCs yIJMHEHWE MHTEpBaia
O—T nmaxe nNpu OTCYTCTBUM HApyUIEHU aTPUOBEHT-
PUKYJISIDHOTO TPOBEIEHUS, OOBIYHO SBJISIOLIETOCH
BaXXHBIM MPU3HAKOM BOJTYAaHOUYHOTO CUHIpOMa (13Be-
CTHO, YTO HOBOPOXK/IEHHBIE, POAUBIINECS OT MaTepeit
C CUCTEMHOU KpacHOI BOJYAHKOU WM CUHIPOMOM
[lerpena, mpenpacronoxeHbl K Pa3BUTUIO TIOJTHOM
aTPUOBEHTPUKYISIpHOU Onokanbl) [18]. HapyiieHus
BEHTPUKYJISIPHON TIPOBOAMMOCTH B BUC YAJTWHEHUS
uHTepBata O—7T npexoAsiiid U OObIYHO MCYE3AI0T K
IIECTOMY MECSILY KU3HU BMECTE C COMYTCTBYIOIIUMU
BOJTYAHOYHBIMU aHTUTEIAMU, HO UX HAJTUYME B aHAM-
He3e yKa3bIBaeT Ha MPeapacooXeHHOCTbh HOBOPOX-
JNIEHHOTO K pa3BUTUIO KU3HEYTPOXAIOUIUX aApPUT-
muii [17]. OTcioma BBITEKAIOT OBa BaXKHBIX BHIBOAA.
Bo-miepBbIX, HOBOPOXIEHHBIM, POXIEHHBIM OT Mare-
pelt ¢ CUCTEMHOM KpacHOM BOJIYaHKOM, ITOKa3aH MHO-
rokpatHbiii OKI-KOHTpoIb Ha TIPOTSIKEHUU TIEPBOTO
rofa >XKWU3HU [IJIs1 BBISIBACHUSI aTPUOBEHTPUKYISIPHBIX
610Kan u yomnHeHHoro uHtepBaia Q— 7. Bo-BTOpEIX, Y
Matepeil HOBOPOXKIEHHBIX € YIJIMHEHHBIM UHTEPBAJIOM
Q—T v OTCYTCTBUEM KaKUX-JTUOO TOMY IMPUYMNH HEOO-
XOAMMO UCKJIIOUYUTh OECCUMIITOMHYIO CUCTEMHYIO ay-
TOUMMYHHY10 Tlatosioruto [23].

OcnapuBaemble (hakTOpPbI pHUCKa

Hexkoroprie pakTopsl pucka pa3sutuss CBCH, 06-
HapyXeHHbIE B XOJI€ 3IMUIEMUOJOTUIECKUX UCCIIENO0-
BaHuii 80—90-x rr. XX B., B HACTOsIIIee BpeMsI OCTaIOT-
Csl AUCKYTaOETbHBIMU.

B pasrap KpymHBIX MCCIeIOBaHMI 110 BBISIBJICHHUIO
¢axropoB pucka pazsutusgs CBCH mHorue mccieno-
BaTeIM CUYUTAIM, UYTO IIPOBEACHUE 6aAKUUHAUUU, A
MMEHHO €IMHOBPEMEHHOW MPUBUBKU OT AUMTEpuu,
CTOJIOHSIKA, KOKJTIOIIIA W TTOJTMOMHMENINTA YBETMINBACT
PUCK BHE3aITHON cMepTH HOBOpPOKAeHHOro. OaHaKo B
TocyeHee BpeMsl Bee XKe TIpeo0JiaiaeT MHEHUE O TOM,
YTO BaKILIMHAIIMS HE BIUsICT Ha pUCK BHE3AITHOM cMep-
™ [11, 28, 32, 33].

Con 6 podumenbckoil Kposamu OKa3bIBacT JBOSKOE
BMsiHUE Ha pebeHka [32]. C ogHOI CTOPOHBI, YBEIU-
YUBACTCS MPOIOJLDKUTEIBHOCTh TPYIHOTO BCKApMIIH-
BaHWS, W TEM CaMbIM CHIKAETCSI PUCK BHE3aITHOM
cMepTH HOBopoxaeHHoro [15, 39]. C mpyroii cTtopo-
HbI, UMEIOTCSl TaHHbIE O TOM, YTO COBMECTHBII C poO-
IUTEJIIMUA COH YBEJTMUMBACT BEPOSITHOCTh BHE3AITHOM
rubes M HOBOPOXACHHOTO, TaK KaK BO3pacTaeT KOJu-
YECTBO 3MU30/I0B aITHO? U UX MPOJIOJIKUTEIHBHOCTD IO
CPaBHEHMIO C NETbMM, CIISIIIMMHU B OTICIBHBIX KpPO-
BaTkax [39, 49].

AHHAJIBI APUTMOJIOM N, Ne 2, 2009
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Panee BbIsIBI€HHbBIE HIH CKPBITO IIPOTEKAIOIHUE
CEPAECIHO-COCYTUCTDIC 3a00/IeBaHUS

Bropyto 6obIIyIo TpyImy (haKTOpoB prcKa pa3BU-
™uss CBCH cocTaBasiior paHee BbISIBJ€HHBIC WU
CKPBITO TIPOTEKAIOIINE CEPIEeTHO-COCYIUCThIE 3a00-
JIeBaHUS.

Cunodpom yoaunennoeo uumepsara Q—7T WM3BeCTeH
Kak (haKTop pMCKa BHE3aITHOI CMEepPTH HOBOPOXKICH-
Hbix 6osiee 30 yet [2, 40, 49]. YacTtoTa BcTpeyaeMoCTH
CHHApPOMA yIIMHEHHOTO nHTepBana O— 7'y HOBOPOXK-
JIeHHbIX coctanisieT oT 1:2000 mo 1:2500 [20]. B nmarto-
reHe3e CUHApPOMA YIJIWHEHHOTOo mHTepBajga O—7 Be-
oyuiasi  pojib  NMPUHAMLIEXKUT JABYM OCHOBHBIM
TUTIOTE3aM: TUTIOTe3¢ CUMITAaTUIEeCKOTo aucbanaHca u
rurorese o kKaHajonaTusix. CocyllecTBOBaHME 3THUX
IIBYX TUIIOTE3 TIpeAroiaracT JajdbHeiInee M3ydeHUe
B3aMMOCBSI3M T€HETUYECKOI MPUPOABI U aapeHepru-
YEeCKUX MEXaHW3MOB Ha YPOBHE MOHHO-3JIEKTPOJIUT-
HBIX B3auMozeiicTuii [23, 49].

[more3a cuMITaTHIeCcKOro aucbagaHca IpeaIro-
JlaraeT HapylIeHWe IMPaBOCTOPOHHEN cUMMaTh4Yec-
KO MHHEPBAIIMK CepAla, B pe3yybTaTe yero opmu-
pyeTCss aCUMMETPpHSI MHHEPBAIlMU ¢ TIpeodIagaHueM
JIEBOCTOPOHHUX CUMIIaTUYeCKUX BIusHuit [23, 40].
CuMmmaTtudeckast MTHHepBalUs cep/iia pebeHKa rmociue
DPOXACHMS ellle MPOIoJIKaeT pa3BUBAThCS U JOCTUTA-
eT (PYHKIIMOHAIBHON 3PEIOCTU TOJBKO K IIECCTOMY
mecsiy ku3Hu. [1paBblil U JIeBbI MyTH CUMITaTUYEC-
KOl MHHEepBaIlUW WHOTIA Pa3BUBAIOTCS C Pa3TUIHON
MHTEHCUBHOCTBIO, YTO MOXET BPEMEHHO BBI3bIBATh
OITaCHBIM AMcOajlaHC BereTaTMBHOM WHHEpPBAIlWU.
B Takom snekTpuyecKud HeCTaOUIbHOM Ceplie BHE-
3aITHOE TTOBBIIIEHNE AKTMBHOCTH CUMITATUYECKOM
WHHEPBAIlMM, OCOOCHHO 10 apUTMOTC€HHOMY JICBOMY
NYTA WHHEPBAIlMU, MOXET CIIYKUThb TPUITEPOM Jie-
TaJIbHBIX HapyleHuii putMa [41]. CBg3b TAKOTO CUM-
MaTU4YeCcKoro aucobanaHca ¢ yIJIMHEHUEM MHTepBaia
O—T na DKI 6buTa yoeauTeabHO JOoKa3aHa B KCIIC-
pUMEHTaX, KOorfga y TPeXIHEBHBIX ILEHKOB C HOp-
MaJIbHBIMU aHATOMHEH 1 PYHKIIMOHATBHBIM COCTOSI -
HUEeM cepala OblT HMCKYCCTBEHHO BBI3BaH TaKOM
nucbanaHc: TMocie ynajJeHus IMPaBOro 3BE3A4aTOTO
TaHTJIUSl TOCTOBEPHO YBEJIMYMBAJIOCH BEreTaTMBHOE

BJIMSIHUE JICBOTO TaHJIMSA. Y HEKOTOPBIX IIIEHKOB Ta-
Kasg Tpolleaypa IIpWBejia K YIJIWHEHUIO MHTepBajia
O—T'1 COOTBETCTBEHHO YBeJIMYUIa UX TPeApacIoio-
>KEHHOCTh K Pa3BUTHUIO (PUOPWIUISIINM XKeTyI0uKoB [45].
DTHU XKe pe3yabTaThl ObLIM BOCIPOU3BEAEHBI B 9KCIIe-
pPUMEHTE TI0 BBEICHUIO B JICBBII 3BE3MUaThIil TaHTIINI
¢dakTopa pocta HepBHOI TKaHU. HOBOpOXIeHHBIE C
TaKUM CUMITATUHICCKUM OUCOATaHCOM HOJIKHBI OBITh
OTHECEHBI K TPYIINE TOBBIIIICHHOIO PUCKA Pa3BUTUS
CBCH B TeueHUe NepBbIX HECKOJIBbKUX MECSILIEB K13~
Hu. Boicokas BeposTtHocTh pa3Butuss CBCH y atux
IeTeil MOXKeT OBITh BepU(PUIIMPOBaHa IO BBISIBICHHUIO
ynauHeHUs nHTepBana Q— 7T Ha DKI [23].

ITunoTre3a o kKaHajdoMmaTUsIX OMUPAETCS Ha
TaHHBIC O TOM, YTO B OCHOBE XXM3HEYTPOKAIOIINX Ha-
PYILIEHUI CepAeYHOro pUTMa JIEKHUT MaTOJOTUsl pabo-
TBl TpaHCMEMOpPaHHBIX MOH-CEJIEKTUBHBIX KaHAJIOB
KJIeToK Muokapaa [2, 23, 49]. B cooTBeTcTBUM ¢ 3TOM
TUTIOTE301 Ha puc. 2 TIpeJcTaBjieHa TociIeqoBaTe/b-
HOCTb COOBITHIA, TPUBOISIINX K BHE3AITHOU cepacy-
HO# cMepTH, Ha TIpUMepe CHHApPOMA YIJIWHEHHOTO
nHtepBaia Q—1T.

ITpu Bo3HMKHOBEeHUN MyTaluu (1ar 1 Ha puc. 2) B
reHax, KOOUPYIOIMX 0K TpaHCMEMOpPaHHBIX MOH-
CEJICKTUBHBIX KaHAJIOB KapAUOMUOLIMTOB, ITPOMCXO-
AT cOOf B pabOTe 3TUX KaHAJIOB, HApyIIaeTCs TPAHC-
MeMOpaHHBI ToTOK WoHoB K*, Na®™ (mar 2),
M3MEHSETCS TTPOIODKUTEIBHOCTD TTOTeHIINAIA OeHCT-
BUS B KJIeTKaX MUOKapaa. DTU U3MEHEHMS] peTruCTpu-
pytorca Ha DKI, Hanpumep, B BUJe YBEIUYEHUS UH-
tepBana Q— T (mar 3). Bo3MOXHBI U Apyrue BApUaHThI
9JIEKTPOKapANOrpauIecKX MPU3HAKOB MAaTOJIOTHH,
a Takxe nx orcyrcrBue. DKI-kapTrHa 3aBUCUT OT TO-
ro, Kakoii UMEHHO MOHHBIN KaHaJl CTPalaeT B pe3ysib-
TaTe MyTanuii. B cayyae cuHmpoma yJUIMHEHHOTO MH-
TepBaia (Q—7 yBeIWYeHUE TIPOMOJIKUTEIHBHOCTH
IMOTEHIIMAJIA IEUCTBUS IIPU COITyTCTBYIOIINX YCIIOBUSIX
o0JieryaeTt MosiBieHUWE PaHHUX WA MO3AHUX MOCTIe-
MMOJIAPU3AINIA U, CIIEI0BATEIHLHO, ITOJTUMOPQHOI Ke-
JIyIOUKOBO# Taxukapauu (war 4), mpuBoIsIIei K Jie-
TaJlbHOMY UcCXOoAy (1uar 5).

B HacTosi111€€ BpeMsI U3BECTHO, YTO MPU CUHIPOME
YIJIMHEHHOTO nHTepBaia O— T MyTalli BO3MOKHBI B
12 reHax, KOAUPYIOIIMX OENKM TpaHCMeMOpaHHBIX

Puc. 2. Cxema mmaToreHe3a CUHApPOMa yIUTMHeHHOTO nHTepBayia O— 7' (B COOTBETCTBUHU C TUIIOTE301 O KaHAIOMATHSIX)
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12 reHax, KOAUPYIOUIMX OEJIKU TpaHCMeMOpaHHBIX
HMOH-CEJICKTUBHBIX KaHAJIOB KapIMOMUOILIMTOB, BCITO-
MoraTejibHble OelKu, obecreynBarole MpaBUibHOEe
BCTpanBaHNE OCIKOBBIX CYOBECOWHUII KaHala B KIe-
TOYHYIO MeMOpaHy U rocienyioiiee (GyHKIIMOHUPOBa-
HUe 3TUX KaHATOB [49]. COOTBETCTBEHHO, CYLIECTBYET
12 MOnEKyISIpHO-TeHETUYECKUX TUTIOB CUHApPOMA Y-
JIMHeHHoro uHTepBaia Q—17 (tab.).

YacToTa BCTPEYaeMOCTH pPa3IMYHBIX TeHETUYe-
CKUX TUTIOB CMHpOMa YIJMHEeHHOTo nHrepBaia Q—7T
HeoauHakoBa. Tak, 75% ciydaeB COCTaBJISIIOT THUIIbI
LOTI, LOT2 u LQT3, a ocraBimmecs 25% — TWITBI
LOT4—LQTI2 [49].

KiuHuyecku U3BeCTHBI 1Ba BapraHTa HAaClIeACTBEH-
HOTO CHHIIpOMa YIUTMHEHHOTO NHTepBana 0— T, Ha3BaH-
HbIe MO (haMUJIUSIM BIIEPBbIE OIMMCABIIMX UX aBTOPOB:
cunapom Pomano—Yopna (Romano, Ward)u [IxxepBe-
na—Jlanre-Hunbcena (A. Jerwell, E. Lange-Nielsen).

Cundpom Pomano—Yopoa BBISBISICTCS B TIOIYJISI-
muu ¢ yacroroil 1 ciyyait Ha 10 000 HaceneHus, a B
JIeTCKOM Bo3pacTte yactoTa coctanisiet 1:5000-1:7000.
3aboneBaHMe HACIEAYETCS IO ayTOCOMHO-TOMMHAHT-
HOMY THITY, TO €CTh JUISI €r0 BO3HUKHOBEHHUS JOCTa-
TOYHO OIHOI KOTINH ITOBPEKACHHOTO TeHa. MyTainuu
BoIsiBIsiIOTCS B reHax KCNEI, KCNE2, KCNH2,
KCNQ, SCH5A, OTBETCTBEHHBIX 3a CUHTE3 OEJIKOB,
BXOISIIIUX B CTPYKTYPY KaJIMEBBIX M HATPUEBbIX KaHa-
JIOB MeMOpaHBI KapAMOMHOIIUTOB, a TaKxKe B TeHE
ANK2, xogupyoiieM 0e10K aHKUPUH-2. DTOT OeIoK
OTBEYAeT 3a BKIIIOYCHUE B CTPYKTYPYy MEMOpaHbI Kap-
JAOMMOLIMTOB APYTMX OEJIKOB, B TOM 4MCle OEJIKOB
MOHHBIX KaHayioB. Kak rpaBuiio, malueHThl Hacemy-
IOT MYTaHTHBII I'eH TOJIBKO OT OJHOI0 U3 poauTesieit. B
PEeNKUX CIyJasix BO3MOXHa MyTalvs de novo, 4To npu-
BOAUT K BOBHUKHOBEHUIO cuHapoMma Pomano—Yopaa B

ceMbsIX, Tae 3a0ojeBaHue paHblle He BCTpevyaaoch |8,
23, 49].

Cunopom Jucepserna—Jlanee— Hunvcena xapaxre-
pH3yeTcs coueTaHEeM HEMPOCEHCOPHOI TYTOYXOCTH 1
yaauHeHHoro uHTtepBaja Q—7T. BcTpewaeTcss peako,
1O pa3HbIM OIIEHKaM €ro PacIpOCTPaHEHHOCTh CO-
crapisteT 1,6—6 ciydaeB Ha 1 000 000 yen. Myrauumu
BosHUKatoT B reHax KCNE1 (10% cnyuaeB) u KCNQ1
(90% ciyyaeB). DTU reHbl KOOUPYIOT OEIKM KaIUeBbIX
KaHaJIOB MeMOpaHbl KapIMOMUOIIMNTOB, a TAKKE CTPYK-
Typ BHyTpeHHero yxa. Cungpom JIxepsena—JlaHre-
HwibceHa HaciemyeTcst Io ayTOCOMHO-PEIECCUBHOMY
Tumny. Kimmanaeckast KapTiHa 3a001eBaHMs pa3BUBACTCS
B TOM CJIydyae, ecJid MHAMBUI YHACIeA0Ba MOBPEXkKIEH-
HBIC aJUIEJI OT 00OUX poauTesaeii. MyTaHTHBIC ajUTeIn
MOTYT OBITh OAMHAKOBLIMU (IMPOOAHI TOMO3UTOTEH,
OOBIYHO B CEMBSIX C KPOBHBIM POICTBOM POIUTENICHT)
WM pa3HbIMU (COCTaBHbIE T€TEPO3UTOTHI, UM KOMIIA-
yHAbl). TakuMm o6pazoM, oba poauTesisi MpodaHaa ¢ CUH-
npoMmoM JIxepsemna—Jlanre-HunbceHa DOJKHBI SIB-
JISThCSI  HOCHUTEJIISIMM MYTalliii B JaHHBIX TeHaXx,
HECMOTpsI Ha TO YTO OHM, KaK IPaBUJIO, HE NMEIOT KJI-
HUYECKUX MposiBJieHuit 0oe3Hu [8, 23, 49].

Cundpom bpyeada xapakTepmn3yeTcs 9acTbIM BO3-
HUKHOBEHMEM CHUHKOIE Ha (POHE TMPUCTYIOB XeJy-
IOYKOBOI TaxWMKapIWW W BHE3AITHON CMEpPTHIO, IIpe-
MMYIIECTBEHHO BO CHE, a TakKXe OTCYTCTBUEM
MMPU3HAKOB OPTaHWYECKOTO ITOpakeHMsT MHMOKapiaa
npu ayrtoricun. Ha BDKI peructpupyercs 0OJ0kaga
TpaBoii HOXKU Tyuka [¥ca, crienmbuaeckuii moabem
cermeHta ST B orBeneHusix V,—V,, nepuonuueckoe
yIJIMHeHUe uHTepBaia P—R.

[Mo naHHBIM pa3TUYHBIX KCCIEJOBAHU, pacIPOCTpa-
HeHHocTh DKI'-nipu3HakoB cuHapoma bpyraga cocras-
sister ot 1 1o 60, cpenu xxuteneit EBporsl — ot 1 10 5 city-

MoeKyasipHO-reHeTHIeCKHe THIbI CHHAPOMA Y/IHHEeHHOTro uHTepaia Q—T

MoutekyasspHO-
TeHETUYECKUI TUTT TeH, HeCyIIMiT MYTaLIMIO BenkoBBIi IPOMYKT MyTaHTHOTO TeHA
CUHApPOMA

LOTI1 KCNQ1 (KVLQTI) a-Cy0benrH1IIa KaTleBOro KaHajaa MeMOpaHbl KapAMOMUOLINTA
LoT2 KCNH2 a-CyObeIMHULA KaJTMEBOTO KaHala MeMOpaHbl KApAMOMMOLIMTA
LOT3 SCNS5A Beok HaTpueBOro KaHajaa MeMOpaHbl KapAMOMHUOLINTA
LoT4 ANK2 0eJIOK LIMTOCKEIeTa aHKUPUH-2
LOTS5 KCNQ1 (MinK) B-Cyobenunuiia KanreBoro kaHama MinK MemMOpaHbl KapInoMuoImnTa
LOT6 KCNH2 (MiRPI1) B-CyobennHuLa KaareBoro kaHana MiRP1 MmeMOpaHbl KapinoMuoLUTa
LOT7 * benok xanuesoro kanana Kir 2.1 MmeMOpaHbl KapIUOMUOITUTA
LOTS * Besok kasbliMeBoro kaHaua L-Tura
LOT9 CAV3 Benok niuasmarryeckoit MeMOpaHbI KaBEOJIMH-3
LOTI10 * p4-CyObenrH1LIa HATPUEBOIO KaHajla MeMOpaHbl KapIMOMUOLIUTA
LOTI11 AKAPY Benok-ananTep yotiao, B3aumozeiictByomuii ¢ renom KCNQ1
LOTI2 * Benok a-sintrophin, perysitop paboTbl HATPUEBBIX KAHAJIOB

IIMTOCKEJICTa

* Het maHHBIX.
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yaeB Ha 10 000 uyen. B crtpanax HOro-BocTtouHoii
Azuu u dnoHuun pacrpocTpaHeHHOCTh 3a00J1eBaHUSI
3HauYuTeJbHO Bhille. CuHapoM bpyrana HacineayeTcs
IT0 ayTOCOMHO-IOMMHAHTHOMY THITy. Pa3inuaroT nBa
MOJIEKYJISIPHO-TeHETUYECKUX TUMa cuHapoma bpy-
raga. [1pu tune BrS1 mytalus BBISIBJISETCS B TeHE
SCN5A, xomupylomeM 0eloK o-CyObeIWHMIIBI Ha-
TPUEBOTO KaHaJsla 5-ro TMIa MeMOpaHbl KapIuOMUO-
1IMTa, OTBEeTCTBeHHOTO 3a () (ha3y cepaeyHOro moTeH-
nuana neiicTBrs. MOHHBIM MeXaHU3MOM MaToTreHe3a
npu cuHApoMme bpyrama B ciyyae MyTauuud IeHa
SCNS5A saBnsieTcsi yMEHbILIEHUE KOJIUYECTBA UM YC-
KOpeHHasT WHAaKTHBAIlUSI HATPUEBBIX KaHaJIOB B
KJeTKax aMuKapaa IMpaBoro kKeayaodyka, MPUBOJIS-
e K YMEHBIICHUIO TUIOTHOCTH ITOTOKA HATPUS U
MpeXACBPEMEHHOM penojsapu3alMyd 3MnuKapia.
DyHKIIMA HAaTPUEBBIX KaHAJIOB HapyIIacTCS TakKXKe
BCJICACTBME TEPEMEIICHUSI UX C MOBEPXHOCTHU KJe-
TOK B DHIOIIa3MaTUUECKUI peTHKyayMm. [Ipu Tume
BrS2 myranus BeisBisiercs B reHe GPDIL, xogupy-
oleM rauuepos-3-dochar-geruaporeHasy — ¢ep-
MEHT, oOecrneuyuBalolIMii HOpMaJabHYIO paboTy o.-
CyOBbeIMHMUIIBI HATPUEBOTO KaHajla MeMOpaHbI
Kapanomuouura [8, 23, 49].

Cundpom Boavgpa—Iapxuncona—Yaiima. Tlpu Ha-
JIMYMH JOTIOJTHUTEIBHOTO ITyTH TIPOBEACHMST MMITYJIh-
ca B aTPUMOBEHTPUKYISIPHOM Y3JI€ BO3HUKAET PUCK
BHE3AITHOTO PA3BUTUS HAIKEITYTOYKOBOM TaXUKAPIAUU
¢ TocJeayonei GpuopUISALIMe XXeJTyI04KOB U CMep-
ThlO pebeHKa [2, 5, §].

Tempada Danno, Mpancno3uyus MaucmpaibHbIX
apmepuii, eOUHCMBEeHHbLI Jcenydouex cepoua u HeKomo-
pble dpyeue 8podcOeHHble NOPOKU cepoya YBeTUIUBAIOT
puck pa3Butusi CBCH. [TanueHTsl mociie rnepeHeceH-
HBIX OIIepalMii IO TTOBOAY 3TUX BPOXKICHHBIX IIOPOKOB
cepllia UMEIOT PUCK Pa3BUTHS KeJTYIOYKOBBIX apuT-
MM, CyOCTPaTOM KOTOPBIX SIBJISIETCS ITOCIEOIIepaIii-
OHHBIN pyOell. Takxke WUrpaer pojb BOZHUKHOBEHUE
0JIOKa BHYTPUCEPACIHOTO ITPOBEACHUS MMITYJIbCa B
MocJieornepallMoHHOM niepuoe [6].

Apummocennas oucnaazus npagoeo Heeayo0o4ka cro-
CcOOHa BHE3aITHO BI3bIBATh XKU3HEYTPOKAIOIINE HAPY-
IIEHUS] pUTMA C JIETaTbHBIM UCXOIOM 3a CUEeT 3aMellle-
HMUSA KJIETOK MHUOKapjaa >XUpOBOil U (HUOpo3HOIi
TKaHBIO ¥ (DOPMUPOBAHUS YCIIOBUI TSI pa3BUTHS Ta-
XUAPUTMUI C TIOCICIYIOIIMM TIePeX0oaoM B (hHOpMII-
JISILMIO KenymoukoB [10].

Cunodpom carabocmu CUHYCHO20 Y344 TAKXKE SIBIISICTCS
¢axkropom pucka paszsutusi CBCH, Tak Kkak MoxkeT
BBI3BIBATh CHMHKOIIAJIBHBIC COCTOSTHUSI C TIOCIIEAYIO-
LIMM JIeTaJIbHBIM UCX0A0M [7].

Cundpom Mapghana cniocobeH TIPUBOAUTH K BHE-
3anHoi rubdenu pedbeHKa MpU BOBJICYCHUU CEPIEUYHO-
COCYIUCTON cUCTeMBl. B aTOM ciiyuae, Kak mpaBwiio,
CMEepTb HACTyMaeT OT OCTPOTO PACCIOCHUS U TIOCIEIY-
IOIEro pa3pbiBa aopThl [11].

Bpoorcoennvie anomanuu pazeumus KopoHapHuix ap-
mepuil U 6oae3ub Kasacaku Takxke MOTYT MPUBOIUTD K
HapylIeHUIO0 KPOBOCHAOXEHUST MMOKap/a, B TOM YHUC-
JIe KJICTOK ITPOBOISIICH CUCTEMBI Cepalia, 1 IMOCIeay-
IOIIeMY Pa3BUTHUIO KM3HEYIPOXKAIOIIMX HapylIeHUI
cepaeyHoro putma [1, 3, 4, 11].

O00011as1 ONMMCaHHbIE CUTYalUU, MPUBOASIINE K
pazsutuio CBCH, Heo0xonnMMo MoAYepKHYTh, 4YTO Ha
HBIHEIITHEM 2Tare U3yYeHUsT 3TOT CUHIPOM IPpU3HACT-
¢Sl MOJIMATUONIOTUYHBIM. 3a4acTylo pellalollyo poJjb
B Pa3BUTHH JIETATLHOTO MCXOa UTPAET COUCTaHNE He-
CKOJIBKMX M3BECTHBIX 3TUOJIOTUYECKUX (DAKTOPOB [2,
37]. Ilpu 3TOM MCCENOBaHMS IO U3YUYEHUIO MaTore-
He3a CUMHIpoMa IPOIOJIKAITCS BO MHOTMX CTpaHax
MHpa, ¥ He UCKITIOYCHO, YTO B HeOAJIeKOM OymyImem
MOSIBSITCSI HOBbIE OOBSICHEHUSI NMPUUYUH BHE3aIHOM
CMEpTH JeTell TIepBOro rofaa Xu3Hu.

JUATHOCTHUKA, IEYEHHE,
ITPOPHNIIAKTHKA

JInarHo3 «CUHAPOM BHE3aITHOW CMEPTH TPYTHOTO
pebeHKa», KakK MPaBWIO, YCTAaHABIMBACTCS YXKe TTOCTe
TOro, Kak miageHen ymep. Heooxoaumo nposeneHue
ITOJTHOTO ITOCMEPTHOTO MCCIICA0BAHMS, BKITIOYAIOIIIETO
BCKPBITHE, M3YyYeHUE MeCTa CMEpPTH, aHalu3 MeIu-
IIMHCKOM TOKYMEHTALIMU M COOP CeMEITHOro aHaMHe-
3a, YTO B CYMMe MO3BOJISIET UCKIIOUNUTh BCE UHBIE BO3-
MOXXHbBIE IIPUYMHEI JICTAJIBHOTO MCXO/a.
ITo maHHBIM 3apyOeXXHOI JUTEpaTyphl, Kilaccuye-
CKUM TIpW TIOCTAaHOBKE TMAarHO3a BHE3AIMHOW CMepTH
HOBOPOXKIEHHOTO SIBJISIETCSI KOMITJIEKC CUMIITOMOB [23]:
* HEOXXMIAaHHasi CMepTh pebeHKa TMepBOTo roja
KW3HU,

® OTCYTCTBHME 3HAUMMBIX MMAaTOJIOTOAHATOMUYECKUX
HaXOJOK;

® OTCYTCTBHE ITaTOJIOTUYECKUX W3MEHEHUU Ha
BKIT (B am0OymaTopHOIi KapTe);

® OTCYTCTBME B CEMEHHOM aHaMHe3e IOHOOHBIX
CIIyJacB;

* HopMaJibHasi TMPOJOKUTEIbHOCTh MHTEpBajia
Q—Ty oboux poauTeneii;

® TeHETUYECKM MONTBEPKACHHOE OTILIOBCTBO.

OpHako B JIUTEpaType ONMKUCAHbI CIy4au Pa3BUTHS
CHHApPOMAa BHE3aITHOI CMEPTH HOBOPOXIEHHOTIO, 3a-
KOHUUBIIMECS BbIznoposieHueM. Tak, B 2000 . poau-
TeJIM peOeHKa CeIbMOI HelleIn )KU3HU 00paTHIv BHU-
MaHue Ha BHE3aIlTHOE TOsIBJIeHWE y ChIHA LIMAaHO03a,
VOYIIbS M PEAKOro Iyjabca. HOBOpOXKIEHHBIM OBLI
SKCTPEHHO TOCIUTAIU3UPOBAH B OJIMDKAUIINM CTAI -
OHap, B IIyTU €T0 OTEIl IIPOBOIMII PEOCHKY CEpaeIHO-
JIETOYHYI0 peaHuManuo. B cranmonape npu 3anucu
OKI Obuta aumarHoctrpoBaHa (QUOPUIUISIINS KETy-
noukoB. [Tocne nposeaeHus nepuodprsiuvu Ha DK
ObLJIO BBISIBJIEHO yuIMHEeHUE nHTepBana O— 1 10 648 mc,
MOCTaBJICH OWAarHo3 «CUHAPOM YIJIMHEHHOTIO MHTEp-
Basia O—T» 1 Ha3HaueHa KOMOMHUPOBAaHHAS JIEKapCT-
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BEeHHas Tepanus B-aapeHo0JIoKaTopaMu U MEKCUJIET-
PUHOM — OJIOKATOPOM HATPHUEBBIX KAHAJIOB (TaHHBIC O
JITUTeTbHOCTY MHTepBasia O— T'y HOBOPOXKIEHHOTIO 10
OIMMCBHIBAEMOTO Cydast He MPUBOIMINCH). AInTeh-
HocTb uHTepBana O— Ty 000MX poaUTENIEH COOTBETCT-
BOBaJIa HOPME, OTLOBCTBO OBIIO T€HETUYECKU TMO[I-
TBepxkaeHo. Ilpu mpoBemeHUU MOJEKYISIPHOTO
WCCJIEIOBAHUST Y HOBOPOXKICHHOTO YAAJIOCh BBHISIBUTH
myTanuio B reHe SNC5A — reHe HaTpUEeBBbIX KaHAJIOB
MeMOpaHbl KapAMOMMOILIMTOB. Takasi MyTalusi OTBe-
YaeT 3a pa3BUTHE CUHAPOMA YIJIUHEHHOTO MHTEpBaia
O—T tuna LQT3. Dta MyTaiys, NpuBeaIIas K pa3Bu-
TUIO 3a00JIeBaHUsI y peOeHKa, He Oblia oOHapyxKeHa
HU y MaTepu, HU y OTLIAa, YTO MO3BOJMJIO YTBEPKAATh,
YTO MyTaIlrs cBexXas. DTOT caydail KaK pa3 W SIBIICS
MPUMEPOM €J1BA HE COCTOSIBIIEICS BHE3AITHOM CMEPTU
HOBOpPOXIEeHHOTO [23].

B cBsI31 ¢ TeM UTO HeoXXMIaHHAask CMEPTh, Kak Ipa-
BWJIO, SIBJISIETCS] TIEPBBIM U €IMHCTBEHHBIM TPOSIBIIE-
HMEM CMHAPOMA BHE3AIIHOW CMEPTU NETE I'PYIHOIO
BO3pacTa, JICYEHUSI TaHHOTO CUHAPOMA HE CYIIECTBY-
eT. [Tomolb MOXeT ObITh OKa3aHa TOJAbKO B ClIydasix,
MOAOOHBIX OITUCAHHOMY BbIlIe. OJHaKO BO3MOXKXHOCTh
TIPEeIOTBPATUTh BHE3AITHYIO IETCKYI0 CMEPTh CYIIECT-
BYET, U IJIaBHYIO POJb 3€Ch UTPAIOT Pa3IMUHbIE CIO-
COOBI TTPO(MIITAKTHKM.

Ilepeuunas npogurakmuxa cunopoma 6He3aNHOL
cMepmu  HOBOPOJICOeHHbIX HATIpaBlieHa Ha OOphOYy C
(hakTOpamMu prcKa pa3BUTHUSI CUHIPOMA 1 OXBaThIBACT
BCIO TIOMTYJISAIIINIO B 11esioM [33]. DakTopsl pucka, Kak
yKe OBLIIO CKa3aHo, AENISTCS Ha HECKOJIBKO TPYII (CM.
puc. 1). s Kaxmoi Tpynmbl XapaKTepHbI CBOU MPO-
(bumakTUIECKre METOTUKU.

Jlyuyuie Bcero moaiatoTcss HUBEJIUPOBAHUIO DAKTO-
pBI pHCKa, CBSI3aHHBIC C TTIOBEACHMEM poauTeeii. Me-
TOIBI TPOGUIAKTUKY B JAaHHOM TPYIIIE 3TO aruTaliu-
OHHO-pa3bSICHUTEIbHAs paboTa cpelr MOJIOICKH

(nmpodunakTuka paHHeil OGEpeMEHHOCTHU, YacThIX Oe-
peMeHHOCTel, MH(PEKIINI MOYEIIOJI0BOTO TpaKTa, OT-
Ka3 OT KypeHMsI), a TakKe Cpenu OyayIIUX U MOJOIBIX
ponuTtesneil (cobmoneHre He0OXOMUMBIX YCIOBUM CHA
pebeHKa, BHUMATEIbHOE OTHOIIEHUE K PETYISIPHBIM
MEIUIIMHCKUM OCMOTpaM, TIpollaraHjaa TpYyIHOTO
BCKapMJIMBaHUsI, OTKa3 OT KYpeHUsI U BO BpeMs Oepe-
MEHHOCTHU, U TocJie poxiaeHus: pedbeHka). ITocie Toro
Kak B psiie 3apy0eskHBIX CTpaH CTapTOBAJIM MacIITa0-
HbI€ MPOrpaMMbl 0 0opbbe ¢ ITUMU (haKTOpaMU pUC-
Ka, OBLJIO OTMEUYEHO BBIPAXKCHHOE CHIKCHME YaCTOTHI
BHE3aITHO CMepTH HOBOPOXAEeHHBbIX. Hampumep, B
CIIA 3a 20 net, ¢ 1976 o 1996 T, CMEPTHOCTH OT
CBCH cHusunacek B 2 paza — ¢ 1,50 10 0,74 ciydaeB Ha
1000 pomuBmmxcs xuBbiMu [2, 15, 33, 38, 43, 49].
[Tpumepbl aruTallMOHHBIX MaTEepUaTOB ITUX TMPO-
rpaMM TPUBEJEHBI Ha puC. 3.

Bonbiytio nonyiasipHOCTL pruobpena akuust «Back
To Sleep» o sruaoii HalimoHanbHOro MHCTUTYTA 310-
poBbs pedbeHka u pa3putus yenoBeka CIIA, biopo ma-
TEPUHCKOTO 1 AeTckoro 310poBbs CIIA u AMeprkaH-
CKOM akaIeMuu NeAMaTpoB, B XOAE KOTOPOM MOJIOIBIM
pOIUTENISIM TIpeIOCTaB/IsIach MH(MOPMALUS TI0 TIPO-
OJieMe BHE3aImTHOM MJIaICHYECKON CMEPTU U Pa3bsICHSI-
JIach OMACHOCTb CHAa HOBOPOXKIEHHOTO Ha XXUBOTE. AK-
st ctaproBaia B 1992 1., korma cmeptHOCcTh 0T CBCH
B CIIA cocraBinsiia 1,2 Ha 1000 poauBILIMXCS KUBBIMU.
K 2006 t. cMepTHOCTH yMeHbIMIach a0 0,55 Ha 1000
POIMBIIMXCS KMBBIMU. B pesynbrate mpoBeaeHUs aK-
MM 3HAYUTEJIbHO BO3POCIIO YMCIIO HOBOPOXKIECHHBIX,
CITSIIIMX Ha CIIMHE, @ He Ha XKMBOTE, YTO IMO3BOJIUJIO I0-
OUTBCSI CHYDKEHMSI CMEPTHOCTU 0oJjiee YeM B JBa pas3a
[2, 15, 33, 38, 43, 49]. Ha puc. 4 npeacTaBicHbI JaHHBIC
0 JI0JIe HOBOPOXIECHHBIX, CITSIIIIMX HA CITMHE, U YaCTOTe
BHE3aITHOI cMepTU HOBOPOXKIEeHHBIX ¢ 1992 1o 2003 rr.

C 11es1bIo MPeIoTBPAIeHUST BHE3AITHON CMEPTH HO-
BOPOKICHHBIX, CBSI3aHHOM C TIOJIOKEHNEM peOeHKa BO

Puc. 3. AruralimoHHbIe MaTepuajbl IIPOrpaMM, HallpaBJICHHBIX Ha OOpBOY ¢ (pakTopaMu pucCKa pa3BUTHUSI CUHIpOMA
BHE3aIHOW CMepTH HOBOPOXIEHHBIX, poBoauMbiXx B CILIA u EBpone ¢ Hauana 1990-x rr.
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Puc. 4. DbdHeKTUBHOCTD aruTallMOHHO-Pa3bsICHUTEIBLHOM pabOThl B 60ph0E C BHE3AITHOM MIIaIeHYSCKON CMEPTHOC-
Thio Ha TipuMepe akuuu «Back To Sleep», craproBasiieii B CILIA B 1992 1.

a — J10J1s1 HOBOPOKJICHHBIX J€TeM, CIISILIMX Ha crinHe, % (naHHble HallmoHaabHOTro MHCTUTYTA 310pOBbs ieTeil U pa3BuTus yenoBeka CLLIA);
0 — KOJIMYECTBO CJIy4aeB BHE3AMHOM CMEPTH HOBOPOXIEHHBIX nereii (Ha 1000 KMBOPOXKIEHHBIX) (1aHHbIe HallmoHaIbHOTO LIEHTpa Mean-

uunHckoit ctaructuku CILIA)

CHe, ObUIM pa3paboTaHbl MOMUMO arMTAllMOHHBIX Ma-
TEPUAJIOB CITeMAJbHBIC TPUCIIOCOOJCHUS UIST WC-
MOJIb30BaHUSI B IETCKMX KpOBaTKaxX. BTo pa3HooOpa3-
HBIe (UKCATOPHI TMOCTEJbHBIX NPUHAIICKHOCTEH,
HATSTUBAIOLIUE OJEsUI0O TAKMM 00pa3oM, UTO CIISILLIMIA
TOJ HUM PeOEHOK HE MOXKET ITePEBEPHYTHCST CO CITMHEI
Ha XMBOT, a TAKXKe Marpachl il IeTCKUX KPOBATOK,
CHaOXeHHbIE BAJIMKAMM, TIPETISITCTBYIOIIUMHU TTePEBO-
payMBaHUIO MJafeHIIa Ha XuBoT [11, 15, 33, 43].

DakTophl prcKa, CBI3aHHBIE C COLIMATIbHO-3KOHO-
MHUYECKUM CTaTyCOM CEMBbM, K COXKAaJICHUIO, TOpa3mo
CJIOKHee TojialoTes nmpoduiakTuke. B aToMm Borpoce
TJIABHYIO POJIb UTPAET TOCYNapCTBeHHAsl COLMAaTbHast
MOIJIEPKKA TAKUX CEMEIA.

Bmopuunas npogurakmuka cuHopoma 6He3anHoil
cMepmiu HOBOPOJICOeHHbIX HATlpaBIieHa Ha KaK MOXHO
0oJiee paHHEee BBISIBJICHUE U TIOCIIeAyIoliee Haboe-

HME JIeTeil C MOBBIIIEHHBIM PUCKOM Pa3BUTHSI CUHI-
poMa [23]. Hammume y HOBOpPOXIEHHOTO (haKTOPOB
pPHUCKa, CBSI3aHHBIX C €70 COCTOSIHUEM U 0COOCHHOCTSI-
MM, a TAKXE€ C paHee BBISIBIEHHBIMU CEPIEYHO-COCY-
JIACTHIMU 3a00JI€BaHUSIMU, SIBJISICTCSI IIOBOIOM JUISI OT-
HECEeHUsT TaKOro pebdeHKa K TPyIIie pUcKa pa3BUTHUS
BHE3aIHO# CMePTU Ha IIepPBOM roay Xu3Hu. [Ipu sTom
MMeeT 3HaUYeHUE CTEIeHb BHIPAXKEHHOCTH M B3aUMHOE
codetaHue 3TUX (PakTOpoB. st OLIEHKM BEPOSITHOCTH
pa3BUTHS JIETAJILHOIO MCXoJa pa3paboTaHbl pa3jivy-
HbIe TaOIUIIBI ¥ aHKeTHI [11, 23].

HoBopoxkneHHbBIM, BXOASIIMM B TPYITITY PUCKa pa3-
BUTHSI BHE3AITHOW CMEPTH, MOKa3aH 0ojiee TIIaTelb-
HbIIA KOHTPOJIb CO CTOPOHBI POAMTENICI, YIaCTKOBOTO
rearaTpa, B HEKOTOPBIX CIIydasix — HaOJIoIeHNe He-
BpOMATOJIOra, KapauoJiora, mpoBeicHUe TeHETUUECKO-
TO MCCIIe0OBaHMsI, KAapAMOMOHUTOPWHT, KapIuOPECTI -
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patopHblii MOHUTOPUHT [2, 11, 23]. JomaumHuil Kap-
JIMO- U KapAMOPECTIMPATOPHBINI MOHUTOPUHT PACIIPO-
CTpaHEeH B 3alaJHbIX CTpaHax, Ho B Poccuiickoit Mene-
paluy ToKa He TMOJyYwT IIMPOKOTO MpuMeHeHus. B
CJTy4asiX BBISIBJIEHMS TTATOJIOTUM CEPIEUHO-COCYIUCTON
cucteMbl (yuIMHEHHOro uHTepBana J—7, cuHIpoma
€1ab0CTU CHUHYCHOTO Y374, BPOXACHHBIX MOPOKOB
cepllia U Ipyrvx), MOKa3aHO COOTBETCTBYIOLIEE KOH-
cepBaTUBHOE WJIM MHBa3UBHOE JiedeHue [2, 23].

Ipadbuuecku Bce mpoduaakTUyecKrue Mepornpusi-
TSI, HATIPaBJICHHbIE HA TIPeIOTBPAIllEHNEe BHE3AMMHOM
CMEpPTU HOBOPOXKIEHHBIX, MOXKHO OTOOPa3UTh B BUJIEC
MUPaMUIbI, B OCHOBAHWUU KOTOPOH JIEKUT TIEpBUYHAS
npoduIakTuKa — MaccoBasi arTUTAllMOHHO-Pa3bsICHU -
TeJbHast paboTa ¢ HaceJIeHWeM, OXBaThIBaoIas 6OIb-
LIYI0 YaCTh MOIYJISILIMY, a BEPIIMHA MPeJcTaBieHa 60-
Jiee crenupUIecKuMu MepPOTIPUSITUSIMA BTOPUIHOM
npodUIakTUKU, MPOBOAUMBIMU TOJBKO JAETSIM U3
TpyNIibl prcka (HabM0JeHUe Bpayeli-CrneluanrucToB,
TeHeTUYEeCKOoe McciieloBaHue, TOMAIIHUI Kapauopec-
MUPaTOPHBIA MOHUTOPUHT) (pUcC. 5).

B nacrosiniee Bpemst UMEIOTCSI TOCTOBEPHbBIE TaH-
HbIE O TOM, UTO JIJIS1 pAHHETrO BbISIBJACHUS AETel ¢ Mo-
BBIIIEHHBIM PUCKOM DPa3BUTUSI BHE3AMHOUW CMepTH
Ha MEePBOM IOy KM3HU OTPOMHOE 3HAYEHUE UMEET
MPOBeIeHNE BIIEKTPOKApANOTpachuiIecKoro uccie-
JoBaHUS B 12 CTaHOAPTHBIX OTBENECHUSIX KANCOOMY
HOBOPOXIEHHOMY Ha TepBOM Mecsile XusHu [23].
ITpu Takom DKI-ucciaenoBaHum y BHEIITHE 310POBOTO
pebeHKa MOTYT ObITh BBISIBJIICHBI ClIeAyIOIIne (PaKTOPbI

JomaluHmin
KapanopecnmpaTopHbIi
MOHUTOPWHI

[MpoBegeHne reHeTn4eckoro
ncecnenoBaHus

Ha6ntoneHune kapauonora,
HeBponaTosiora u Apyrmx
crneumanncToB

MNoBbILLEHHOE BHMMAHWE CO CTOPOHbI
MeIVLMHCKOro nepcoHana
(y4acTKOBbIX NEAMaTPOB)

[MoBbILLEHHOE BHMMaHME CO CTOPOHbI
poouTenen

FocynapcTeeHHas noanepxka ceme
C HeBNaronpPUATHLIM COLMAaNbHO-3KOHOMUYECKUM
cTaTycom

MaccoBoe 3KI-o6cnenoBaHie HOBOPOXAEHHbIX
Ha NepPBOM MECSILLE XN3HU

AruTaLmMoHHO-NPOCBETUTENIbCKAs paboTa C MONOAEXbIO,
Oy OyLLUMMU U MOSIOALIMU POANTENAMM

Puc. 5. Bkian pa3iaumuHbIX METOIOB NpPOoGMIAKTUKU
CHHApPOMA BHE3aIHOW CMEPTU HOBOPOXICHHBIX B 00-
IIy10 paboTy IO MPEeTOTBPAIIeHNIO0 BHE3AMTHON AeTCKOM
CMepTH

pUCcKa: YIIMHEHHBI uHTepBal O—7, YKOpPOUYSHHBIN
nHTepBan Q—7, HaMM4ue IOMOJHUTEIBHBIX ITyTeil
MPOBEICHUS AJEKTPUIECKOTO UMITYJIbCa B aTPUOBEHT-
PUKYJISIPHOM y3JI¢, CHHAPOM CJIA00CTU CMHYCHOTO Y3-
Ja u ap. [23, 49].

WHTepecHBI JaHHBIC TT0 MTamum B KayecTBe TIPU-
Mepa 1ejecoodpa3HocTu BhITtoJiHeHUs1 DKI-ucce-
JIOBaHUSI BCeM 0e3 WCKIIIOUYeHUsT HOBOPOXKIEHHBIM.
IMocne Toro xak EBpomeiickoe 00IIeCTBO KapauoJio-
TOB TIOJIIEPKajIo TIPOrpaMMy MacCOBO perucTpaiuu
OKI nersM B TeueHMe IEpBOro Mecslia XWU3HU, B
Wrtanuu Havyanu co3gaBaTh 06a3y maHHbIx DKI, KoTo-
pasi K HacTOSIIIEMy MOMEHTY YX¢ BKIIIOUHMJIa B ceOs
uHdopMaimio o 44 596 HoBOpoOXKIEHHBIX. PoguTenu
HOBOPOXIECHHBIX OTHECIMCH TTOJIOXUTEIHHO K IIPOBE-
neHuo obcnenoBanust U B 100% ciyyaeB gaaud cBoe
cormacue. [ aHann3a B KOOPAWHAIIMOHHBIN LIEHTP
noctynanu gaHHeie DKI, aHaMHecTUYecKre TaHHbIe
W CBEICHMS O KIIMHUYECKUX MPOSIBJICHUSX Y TTalllieH-
ToB M3 16 rocnuraneit Mrtammu. ITo nipeasapureib-
HBIM JaHHBIM, ¥ 629 (1,4%) HOBOPOKIEHHBIX 3aPETUCT-
pupoBaH uHTepBas O— 7' mTeabHOCThIO Oosee 440 Mc.
Cpenu 3Tux HoBopoxaeHHbIX y 31 (0,7:1000) 6bL1 3a-
peructpupoBaH nuHTepBan Q— T He meHee 470 mc. Ta-
KAM JeTIM ObUI MOCTaBJEH AWAarHO3 YIJIMHEHHOTO
nHTepBaia Q— 7T 1 MPOBEIeHO MOJICKYJISIPHOE MCCIe-
JIOBaHME TeHOB, OTBETCTBEHHBIX 32 Pa3BUTUE CUHIPO-
Ma YIUIMHEHHOTO nHTepBaia Q— 7. DTo nccienoBaHne
yaajoch mpoBecTd y 24 u3 31 pebeHka. Myrauuu,
cnocobHbIe BbI3BaTh pazButue CBCH, 0bu11 0O6HaApY-
keHbl Y 13 (54%) o06clieioBaHHbBIX IETEil; TOJBKO Y
OJHOTO M3 HMX MyTallusl ObLia «CBexXeil». biauxkaii-
II1e POACTBEHHUKM TOXE ObLIM OOCJIeIOBaHBI, U Ha
OKI' y MHOTUX yaanoCh BbISIBUTH YIJIMHEHUE UHTEP-
Bana Q—1T, 0 4eM paHbIlle UM U3BECTHO HE OBLIO.

B xoze aToro uccienoBaHus y YeTBEPHIX HOBOPOXK-
IIEHHBIX OBLIM OOHApy:XEeHBI paHee He BBISIBICHHBIC
BPOXJEHHbIE 3a00JIeBaHUSI CEPALIA: Y TPOUX — KOAPK-
Taus aopThl, a Y OMHOTO — aHOMAJIMST Pa3BUTHUS JIe-
BOIl KOpoHapHO# apTepuu. Bce 3T netu ObLIU B
CPOYHOM TTOPSIAKE TTPOOTICPHUPOBAHBI C XOPOIITUMU pe-
3yJbTaTaMM. OTU Cydyau HOMOJHUTEIbHO MOATBEPIM -
JI 3HAYMMOCTh 00CYK1aeMOii IIPOTrpaMMBI.

Yrto0Obl pellleHre O BHEAPEHUU B MPAKTUKY 00s13a-
TEJILHOTO MaCCOBOTO 3JIEKTPOKapANOTrpahuIeckoro 0o-
CJIeIOBaHMSI IeTel MepBOTro Mecsiia KU3HU ObLIO TIpH-
HITO Ha YpPOBHE IIPaBUTEILCTBA, ITOTPEOOBATIOCH
MIPOBECTH McciaenoBanue 3¢ (GeKTUBHOCTY 3aTpaT. beuto
MOACYMTAHO, YTO B TAaKOW cTpaHe, Kak Mramus, crou-
MOCTbh MacCOBOTO 00CJICTIOBAaHMS BCEX HOBOPOKICHHBIX
coctaBuT 11 MyiH eBpo B roa. [1lo MHEHUIO UTAIbSIH-
CKMX HCCIIeHoBaTeNIeit, 3TO CKpOMHas IIeHa, KOoTraa Ha
yallle BECOB — >KM3Hb IOHBIX TpaxaaH [23].

Hrak, Ha CeTOMHAIIHUIT TeHh OCHOBHBEIMM METOHAMU
PO UIAKTHKY BHE3AITHOM CMEPTH IeTel TPy THOTO BO3pa-
CTa SBISTIOTCS IIMPOKAsT arMTallMOHHO-Pa3bsICHUTETbHAS
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paborta, TPOBeJEHUE MACCOBBIX PETYISIPHBIX MEIULIUH-
CKIX OCMOTPOB JUTSI BBISIBIICHUS HOBOPOKIEHHBIX C BBI-
COKMM PHCKOM BHE3aITHOM CMEpPTU U MOBBILIEHHOE
BHUMaHME K TAKUM JCTSIM CO CTOPOHBI X POIUTENICH 1
MEIULIMHCKOTO MepcoHaa.

B Hacrosiiiee BpeMsi CUHAPOM BHE3AIMHOW CMEPTHU
HOBOPOXICHHBIX 3aHMMAaeT OMHO M3 TEPBLIX MECT
Cpeau MNPUYUH IOCT-HEOHATaJbHON MJIaJEHYECKOMI
CMEpPTHOCTH, M BOIIPOCHI TI0 €T0 M3YUYECHUIO, paHHEeH
NUATHOCTUKE U NMPOodUIaKTUKE SIBISIOTCS KpaliHe aK-
TyaJbHBIMU.

OO0uMM HampaBleHUEeM B 00opbOe 3a CHIUKEHUE
BHE3aITHON MJIaIeHIECKOM CMEPTHOCTH SIBJISIETCSI IITH -
pOKasi aruTallMOHHO-Pa3bsICHUTEIbHOI paboTa U mpo-
BEICHME MAaCCOBBIX MEIUIIMHCKMX OCMOTPOB ACTeit
TPYAHOI0 BO3pacTa MUISI BbISIBJICHUS IMALlMEHTOB C I10-
BBILLIEHHBIM PUCKOM BHE3aITHOU cMepTu. BaxHeiiein
COCTaBJISIIOIIEH TaKUX OCMOTPOB SIBJIIETCSI 00s13aTe Ib-
Hasl 3aMKCh JIEKTPOKAPANOTPAMMBbI BCEM 0€3 UCKITIO-
YEHMST HOBOPOXKICHHBIM Ha TIEPBOM MeCsIIe XKU3HMU.

B Poccuiickoit Penepaiinn aruTalimoHHO-Pa3b-
SICHUTEJIbHAsl paboTa B IIEJIOM COOTBETCTBYET MHPO-
BbIM peKOMEeHAauusIM. MHOTOUMCIEHHbIE UHTEPHET-
pecypchl, TOCBSIIEHHBIE OCpEeMEHHOCTH, POIaM U
paHHEMY pa3BUTUIO JAeTel, MyOJUKYIOT Ha CBOMX
caiiTax cTaThbM O CUHAPOME BHE3aITHOM CMEpPTH TPYI-
HBIX JeTeli 1 MepeBeACHHbIE HAa PYCCKUM SI3BIK MOCTY-
nmatel akuny «Back To Sleep» 06 omacHOCTH cHa HO-
BOPOXIEHHOTO pebeHKa Ha XXKMBOTE, MPOBOAUMOI
HauuonanbabsiM uHCTUTYTOM 300p0oBbs CIIIA. Bpa-
YaMM COOTBETCTBYIOILIMX CIIeIIMaIbHOCTE! (HEOHATO-
JloraMM, meAuaTpaMu, KapauojaoramMu, TeparneBTaMu
U Op.) BemeTcs OoJiblnas paboTa Mo MpoduIaKTUKE
nHGbEeKIMA MOYENOJ0BOTO TpakTa, Mpeaymnpexie-
HUIO paHHE OepeMEeHHOCTU, YacThIX OepeMeHHOC-
Teil, mponaraHaupyeTcs 310POBbIii 00pa3 KU3HU, OT-
Ka3 OT KypeHUs, IprueMa aJKOTOJbHBIX HAITMTKOB 1
HapKOTUYECKUX CpeacTB. MOJOABIM POAUTEISIM
Pa3bACHSICTCS BaXXHOCTh I'PYIHOTO BCKapMJIMBAHMS,
coOoaeHusT HeoOXONMMBIX YCJIOBUM CHa pebeHKa,
BHUMATEJIFHOTO OTHOIICHUS K PETYISIPHBIM MEIu-
LIMHCKHM OCMOTpaM.

B cooTBeTcTBUM ¢ MUPOBBIMU PEKOMEHIAALUSMU
TIPOBOISATCS] MACCOBBIE PETYJISIPHBIC MEIUITMHCKUE OC-
MOTPBI HOBOPOXXAECHHBIX U I€TE! MepBOro roja XKu3Hu
IUJIST BBISIBJICHUSI CPEIY HUX TTAIITMEHTOB C BBICOKUM PH-
CKOM BHe3arHoi cMepTy. HOBOpOXIEHHBIM U3 TpyTI-
MBI PHICKa BBITIOJHSIOTCS TEHETUUECKHE HCCIIeIoBa-
HUSI MO BepudUKALUMU HACAEACTBEHHON MAaTOJIOTUU
TIPOBOIAIICH CUCTEeMBI Ceplia, TaKre IeTH HaOIIroma-
I0TCS Y KapIMOJIOrOB, HEBPOIATOJIOrOB, MOJIYyYatoT CO-
OTBETCTBYIOIIYIO TEPAITHIO.

ITpoGaemMa BHe3amHOM CMEPTU IPYAHBIX I€TEM OCTa-
eTCsl KpaifHe aKTyalbHOU IS BceX cTpaH mupa. [Ipo-
JOJDKAeTCsl MCCAeNoBaHUe TTPUYMH HEOXKUAAHHOW He-
OOBSICHUMOII CMEpPTU HOBOPOXIEHHBbIX. Bemercs

00JIbIIIOE KOJMMYECTBO HAydHBIX padOT IO MCCAea0Ba-
HUIO MOJIEKYJIIPHO-TEHETUYECKMX MEXaHU3MOB I1aTO-
reHe3a, B YaCTHOCTU POJIM KaHaJoIaTUii KapaAuOMUO-
uutoB. Bo MHOrumx crpaHax, B TOM 4YWCJIE€ U B
Poccuiickoit Denepaliniv, COBEPILIEHCTBYIOTCSI CITIOCO-
ObI MpenoTBpalleHus JeTalbHbIX McxomoB. Ha cero-
JIHSIITHUR IeHb yaaeTcsl T0OUThCS CHUXKEHMST BHe3arl-
HOW MJIaJICHYECKON CMEPTHOCTH 3a CYET IMPOBOJIUMOMN
npoUIIaKTUKH, a B OyayIeM, Iocjie 3aBeplleHUs psaaa
WUCCJIEI0OBAaHUI 10 MEXaHW3MaM Pa3BUTHSI BHE3aITHOMN
CMEpTHU, OXKUAACTCS MOSIBJIEHE COBPEMEHHBIX IMarHO-
CTUUYECKMX U JIEYEOHBIX METOIMK JIJ1S1 OOPHOBI C OMUCHI-
BaeMbIM CMHIPOMOM Ha IMaTOTeHETUYECKOM YPOBHE.
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