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log cuHapomMmom BHe3arHon cmeptn maageHues (CBCM) noHMMaKT HEOXMAAHHYI0 HEHACWU/IbCTBEHHYIO CMepTb BUAMMO
3/J0p0BOro pebeHKa repBoro roga »KM3Hu, rpu KOTOPO#M OTCYTCTBYIOT adEKBaTHbIE 4151 06bSICHEHMS NPUYNHBLI CMEPTH [aH-
Hble aHaMHe3a 1 NaToMopgpoI0rM4ecKoro nceaenoBanms. B Hactosuee Bpems CBCM ripusHaH 0gHOM M3 BeAYyLMX NPUYNH
MOCTHEOHAaTa/IbHON MAaAEHYECKON CMEPTHOCTU B 6O/IbLUMHCTBE MPOMBbILLIEHHO Pa3BUTbIX CTpaH Mupa. OCHOBHbLIMU U Hau-
6os1ee cTabuabHbIMU XapaKTepuctnkamu CBCM siBaisilOTCA: HACTYN€HME CMEPTU BO CHE U, NMPEUMYILLIECTBEHHO, B [10J10XKEHNH
Ha »xnBoTe; nuK ciaydaeB CBCM — B Bo3pacte 2—4 Mec; NoBbIlEHNE YaCTOThbl BCTPEYAEMOCTU Y HEAOHOLEHHbIX 1 AETEN
C HM3KOM Maccou Tesia rnpu poxKAeHUM, a TakxKe y MasibynkoB (60%); npealiectBytowmne pa3sutnio CBCM cumnTombl 1erkou
pecnupaTopHoOn MHPEKUMU. B HacTosiee BpeMss Ha OCHOBaHWMW AaHHbIX KIMHUYECKUX HabIOAEHUI, aHaanu3a cepaedyHoro
puTMa U AbixaHusl y AeTen, BrnocaeactBum ymeplunx ot CBCM, a Take 3KCNepuMEHTOB Ha XUBOTHbIX, BEAYLNM raToreHe-
TUYECKUM MEXaHN3MOM CYMTaKOTCS KapANOpPECUPaTOPHbIe HapylueHus. [lporpamma npopuaaKTMKM PasBUTUSI KM3HEYTPO-
)arwlumx coctossHum n CBCM BK/IO4Ya€EeT BblgesieHMe rpyrni pUcka Ha OCHOBaHUM XapaKTePHbIX KIMHUKO-UHCTPYMEHTa  bHbIX
KpUTepmeB, a TaKkxKe AgucraHcepHoe HabtgeHne geTei u3 rpynm puckKa.

Knio4eBbie cnoBa: CHHAPOM BHE3arHon cCMepTU MAaAEHLEB, MeXaHU3Mbl, MPOPUIaKTUKa.

Moa cuHapomMoM BHe3anHoW cmepTyu mnageHues (CBCM)
NMOHMMAIOT HEOXKMAAHHYIO HEHACK/IbCTBEHHYIO CMEPTb BUAM-
MO 30pOBOro pebeHKa NepBOro roga X13Hu, NpyM KOTOPOr
OTCYTCTBYIOT afIeKBaTHble 415 06BbACHEHUS NMPUYMHBI CMEPTU
JlaHHble aHamMHe3a M NaToMopdOSIOrMYeCcKoro nccneaoBa-
Hus. BcemunpHas opraHusauuns 3apaBooxpaHeHns B 1974 r.
pacueHuna CBCM KaK 3HayuMMylo MeAMKO-COLMasbHYIO
npo6nemy, toraa ke B CLUA Havanacb cniowHas peru-
cTpaums ciy4yaeB BHE3anHOW, HEOXMAAHHOW CMePTH AeTen
nepBOro roga *u3Hu. B MexayHapoaHon KnaccuduKaumu
6051e3Hen X nepecMoTpa AaHHbIM CMHAPOM 0603HAYEH KaK
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«BHEe3anHas cMepTb rpygHoro pebeHka» noa pyobpuKon
R 95 B pasgene «HeM3BECTHbIE MPUYMHBI cMepTh». CBCM
[MarHoCTUPYEeTCS METOAOM MCK/IOYEHUS BCEX BO3MOMKHbIX
NPUYUH CMEPTU Ha OCHOBAHWM CTAHAAPTHOrO MPOTOKONA
ayToncuu, ucciegoBaHns o06CTOATENbCTB CMEPTU U Meau-
LUMHCKOM [OOKymeHTauuu [1, 2]. B Poccuun peructpaums
cnyyaeB CBCM B COOTBETCTBMM C MEXAYHAPOAHbIMU CTaH-
naptamu nposoautcs ¢ 1999 r.

B HacTtosiwee Bpemsa CBCM npwudHaH ogHou M3 Bedy-
LMX NPUYUH MNOCTHEOHATaNIbHON MaAEHYECKOM CMEPTHO-
CTM B 6GOJbLIMHCTBE MPOMBbILWIEHHO Pa3BUTbIX CTPaH MUpa.
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Sudden Infant Death Syndrome —
the overview of the problem from XXI century

Sudden infant death syndrome (SIDS) is sudden non-violent death of apparently healthy infant with absence of adequate reasons of the
death according to the medical history and pathomorphological examination. At the present times SIDS is one of the most significant
causes of postneonatal infants’ mortality in most developed countries in the world. The main and stable characteristics of SIDS are:
death during the sleep and, mainly, in prone position; the peak of SIDS cases is in 2—4 months old; it frequently occurs in premature
children and infants with low inborn body weight and in boys (60%); symptoms of mild respiratory infection precede SIDS. Clinical data,
analysis of heart rate and breathing in children dead by SIDS afterwards, and experiments with animal models show that the leading
pathologic mechanism of SIDS are cardio-respiratory disorders. The program of prophylaxis of ominous states and SIDS includes
definition of risk groups with typical clinical and instrumental criteria and observation of children from risk groups.
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YacToTta BCcTpeyaemocTu atoro cuHapoma B CLUA coctaBnsiet
0,57 Ha 1000 XMBOpPOXKAEHHbIX, B CTpaHax EBponbl —
0,51 Ha 1000 [3]. B Poccun npu aHannse CMEPTHOCTU
3a 6 net yactota CBCM koneb6anacb B npegenax 0,8-1,8
Ha 1000 poAMBLUMXCS MBbIMW W COCTaBuNa B cpeaHeM
1,3 Ha 1000 [4]. bnarogaps MHOMOYMUCAEHHbLIM YCUAUAM
cny»6 ob6wecTBeHHOro 340poBbs B 80-x rogax XX BeKa
pacnpoCTPaHEHHOCTb AaHHOIO CUHAPOMA CYLLECTBEHHO CHU-
3unacb, 4YTo 6NaAronPUATHO OTPA3UIOCh Ha TEHAEHLMAX MAa-
OEeHYEeCKon cMepTHOCTH [D].

OcHoBHble 1 Haubosnee cTabunbHble Xapaktepuctku CBCM:
HacTynneHne CMepPTH BO CHe, MPEUMYLLECTBEHHO B NOJOXKe-
HWUW Ha XMBOTE; MUK cnydyaes CBCM — B Bo3pacTHOM Aua-
nasoHe 2—4 Mec; BbiICOKas 4acToTa BCTPE4YaeMOCTH Yy HeAo-
HOLUEHHbIX U AETEeN C HU3KOW Maccow Tena Npu PoXKAEHUH,
a TaKKe y manb4ymkoB (60%); npealwecTByOWmMe pasBUTUIO
CBCM cuMMNTOMbI NIEFKOW pecnnupaTopHOn MHDEKLMK [6, 7].
MNepBasi n3BecTHas ayToncus ciaydyas BHE3anHOW cCMepTu
MnageHua 6blna npousBedeHa S. Fearn B 1834 1., a ee
pesynbTaTbl 0Ny6AMKOBaHbI B XypHane «JlaHuet». C Tex nop
npo6sema BHe3anHow, HEOXMAaHHON CMePTU AeTen NepBo-
ro rofa XM3HU ¢ U3y4eHNeM ee NPUYNH U MEXaHU3MOB CTana
nNpPeaMeToM MHOMOYMUCNEHHbIX MCCAefOoBaHWI, pes3ybTaTtbl
KOTOPbIX ONy6/MKOBaHbI B AECATKAX TbICAY Hay4HbIX CTaTeMn.
Hanb6onee 13y4yeHbl aNMAEMNONOTUS CUHAPOMA, €ro XPOHO-
6GMONOrMYecKMe acneKkTbl U OCHOBHblE MaTOreHeTUYecKue
MexaHuambl [8, 9]. Ha cerogHawHui aeHb CBCM paccmatpu-
BaeTCs KaK MHOrOGaKTOPHOE COCTOSIHWE, MPUYUHBI KOTOPOrO
[10 KOHLL@ He nccnefoBaHbl, M NpeacTaBAseT O4HY U3 caMblX
3arago4Hbix MeauuUMHCKKX npobnem [10].

®dakTopbl pucka CBCM

BbloensaioT gBe OCHOBHble rpynnbl pakTopoB pucka CBCM:
coumanbHo-gemMorpadpuyeckme 1 nepuHaTanbHble [11, 12].
CouynanbHo-gemorpapuyeckme ¢aKTopbl PUCKa accoLuu-
PYIOTCH C HU3KUM COLMaNbHbIM M MaTepuasnbHbiM CTaTy-
COM CeMbW, HeAoCTaTO4YHbIM 06pa3oBaTe/lbHbIM YPOBHEM
poauTenen, HEMOSIHOM CEMbEW, MIOXMMW MaTepuanbHbIMU
1 6bITOBbLIMK YCIIOBUAMM.

Cpeau aHTeHaTa/lbHbIX (GaKTOPOB PUCKa MMEIOT 3HayeHue
NoOBTOPHbIE poAbl (BTOpble M 6onee), Masnibli BPEMEHHOM
WHTEpPBaN MeXAy AaHHbIMW W NpeablaylnMmn pogamm (meHee
14 mec), 1oHbIM BO3pacT mMatepu (Monoxe 17 neT), oTcyT-
CTBUE afjeKBaTHOro HabnaeHnsa 3a 6epemMeHHON, BpeaHble
NPUBbLIYKKM MaTepu (anKoronb, ynoTpebreHne HapKOTUKOB,
KypeHue), 3afepxKa BHYTPUYTPOOHOro pasBUTUS Moda.
Hanbonee CTOMKWE MNONOMKUTENbHbIE accounalmn npocne-
XUBaOTCA Mexay puckoMm passutng CBCM u KypeHuem
MaTtepu. Tak, y AeTen, Ybu Matepu Kypunu BO Bpems bepe-
MEHHOCTU M Ha MPOTSXKEHMM MEPBOrO rofa UX XU3HWU, PUCK
BHe3anHo ymepeTb B 3 pasa Bbille MO CPaBHEHWIO C AETb-
MW, YbM MaTepu He Kypunu. Puck passutng CBCM pesko
BO3pacTaeT B cflydyae ynoTpebieHnss maTepblo HapKOTUKOB
(B 2—15 pa3) u ankorons (B 6-8 pas) [13, 14].

Cpeaun noctHaTaslbHbIX GaKTOpPOB PUCKa Hanbosnee 3Ha4nMMbl:
BO3pacT pebeHKa oT 2 Ao 4 Mec, BO3AENCTBUE XON0A0BbIX
daKTopoB (0OCEHHE-3UMHUI CE30H), MOJIOXKEHUE Ha KMUBOTE
BO BpeMs CHa, BUPYCHble MHDEKLMU, MATKUIA MaTpac, Hanu-
yne B KpoBaTKe pebeHKa NofyleK U MArKUX urpyllek, nepe-
rpeBaHue, COBMECTHbIV COH B OAHOW KpoBaTh C poaUTENSIMHU
unn cubcamu, mlonauua pebeHka B OTAeNbHOW cnajbHe
Ha Bpems cHa [11].

Ocob6oe BHMMaHKe yaenseTcs no3e pebeHKa Bo cHe [15-17].
3970 CBfI3aHO C TEM, YTO B 60/bLUMHCTBE CNy4aeB KepTBbl CUH-
apomMa 6bliv 06HapyXKeHbl B NMOMNOXKEHUN Ha UBOTE NULOM
BHM3. Ha ocHoBaHuK npoBeaeHHbix B 90-x rogax XX BeKa
nccnenoBaHui 6bl10 JOKa3aHO AOCTOBEPHOE MOBbIWEHWE

pucka CBCM npu NonoxKeHuu Ha XKuBoTe B 3 U 6onee pas.
MpodurnakTnKa gaHHOro ¢Gaktopa pMcka no3Bosinia Cokpa-
TUTb cMepTHOCTb 0T CBCM 3a 3 roga Ha 20-50% B cTpaHax,
rae npoBoAniacb akTMBHas paboTa CnyX6 06LECTBEHHOIO
3[0POBbS MO YMEHbLUEHWUIO Yucna AeTeN, BbiKIagblBaeMbIX
cnaTb Ha uBoT [18, 19].
Benywee 3HavyeHne npu CBCM npuHaanexuT HeOOHOLEeH-
HOCTM M HU3KOW Macce Tena npu POXAEHWW, HaNU4YuUIO Npu-
3HaKoOB MOPPOPYHKLUMOHANBHOW HE3PENOCTU. AT GaKTopbI
npegonpeaenstoT He3penocTb PeryasTopHbIX NPOoLLEeccoB
W HapyLleHWe OCHOBHbIX GYHKLMW opraHu3amMa pebeHKa KaKk
HenocpeacTBEHHO Mocne PoA0B, TaK M B OTAANEHHOM Nepmo-
ae [20, 21].
MoBbiWwaeT pUcK BO3HUKHOBeHMSs CBCM Hanuuune npepule-
CTBYIOLLMX CNy4aeB JaHHOIO0 CUHAPOMa B cembe. oKasaHo,
4yTO y nocneayowmx cnécos xepts CBCM puck BHe3anHOM
cMepTh B 4—7 pa3s Bbllle, YeM B NONyAsUumn B Lenom [21].
Ocobyto rpynny AeTen ¢ BbICOKMM pUCKOM pa3Butus CBCM
COCTaBASAOT AE€TM C aBOPTUBHO MPOTEKAKOWMUMMU ClaydasMu
CBCM.W. Guntheroth B 1963 r. BnepBble Npeanoxun Tep-
MWH «near-miss SIDS» ana o603Ha4YeHnss HEeoObACHUMbIX
BHe3anHO BO3HWKaWOLWMX Y AETel rpyaHOro Bo3pacta npu-
CTYNnoB LMaHO03a, anHo3, 6paavkapamn. Hannuyne nogobHom
CUMMTOMATUKK y pebGeHKa NepBoOro roaa *KM3HU CyLLEeCTBEH-
HO noBbiwaeT puck CBCM [7, 22].
TakvM 06pa30oM, BblAENSIOTCA TPU OCHOBHbIE TPYNMbl AETEN,
OTHOCSILLMXCA K rpyrire BbICOKOro pucKka rno pa3sutmio CBCM:
® He[JOHOLEHHble AeTM C Maccon Tena Mpu POXKAEHWMU
MeHee 2000 r;
® [eTu, MNepeHecllMe O4YeBUAHbIE KU3Heyrpoxatolme
COCTOSIHUS;
e cubebl xepte CBCM.

MexaHu3mbl pazsutua CBCM

Bo3MoOKHble MexaHM3Mbl TaHaToreHe3a CBCM Ha cerogHaw-

HWWA AeHb NPOAOMKAOT OCTaBaTbCsA MPeAMETOM WMHTEHCHUB-

HOrO N3y4yeHns. HeCOMHEHHbIM ABASETCH OCTPOE, BHE3AMHO

HacTynuBLIEe BWTANIbHOE HapylleHWEe OCHOBHbIX GYHKLMM

YUBHEeOEeaTeNIbHOCTN opraHnu3ma y pebeHKa C BbipaxKeHHOoM

nes3ajantaunen B noctHatanbHoMm nepuoge [23]. B 1994 .

B pesynbraTte MHOMOYMCAEHHbIX UCCNeAoBaHWI, NOCBSLWEH-

HbiX npo6neme CBCM, 6bina npeanoxeHa mogesb TPOK-

Horo pucka [24]. CornacHO AaHHOW MOAENW, B naToreHe-

3€ CMHApPOMa OCHOBHYK pO/ib UrpaeT B3auMMoaencTeue

HECKONbKNX daKTopoB: mcxogHas MOpPdOdYHKLMOHaNbHadA

He3penocTb, onpegensiouas ya3BMMOCTb MiajeHua K BO3-

OencTBuIi0 HebnaronpusaTHbIX GaKTOPOB BHELWHEW cpefbl;

KPUTUYECKNIN Nepruoa pa3BUTUS (Ha NEPBOM roAy XKU3HU 3TO

BO3pacT 2—4 MecC); 3K30reHHbIM CTPECCOPHbIN paKTop, Beay-

WMIA K pe3KOMY HapyLLIeHWIo roMmeocTasa. B KayecTBe Takoro

CTpeccopa C BbICOKOW BEPOSATHOCTbLIO BbICTyNaeT achUKcus.

Ha cerogHsawWwHWN AeHb HA OCHOBAHWM AaHHbIX KIMHUYECKUX

HabNOAEHNIN, aHaNN3a cepaeyvHoro putMa 1 ablxaHus y aeten,

BrnocneacTeun ymeplumx ot CBCM, a TakKe aKCnepuMeHToB

Ha KMBOTHbIX, BeAylMMWN NaTOreHeTUYeCKUMU MexaHu3Ma-

MU CYUTAIOTCA KapAMOpecnupaTopHble HapyleHus. Mouck

OCHOBHbIX NPEANKTOPOB daTanbHbIX KapAMOpPecnnpaTopHbIX

pacctpoincts B passutnn CBCM ctan uenbio MHOrOYMUCNEHHbIX

nccnegoBaHum [25-27]. Ha cerogHsWHWM OeHb Hanbonee
aKTyanbHbl pecnvpaTopHas U KapananbHas runotessb.

PecnupatopHbiri MexaHu3M pas3sutua CBCM BKaoyaer

HECKO/IbKO 3Tanos.

1. Xu3Heyrpoxkatwllee cobbiTMe, BO3HWKalLee BO CHe
(Hanpumep, cna3m AblXxaTenbHbIX NyTEN, FMAepKanHus,
anHoO3 BCNEeACTBME NapuHreanbHoro xemopednek-
ca wuau ractpoasodareanbHOW peryprutauuu), npu-
BOAMUT K OCTPOM achuKcmu u runonepdysnmu moasra.



JlapuHreanbHbll xeMopedsieKC XapaKTepeH ToNbKo
ANS JeTen nepBblX MEecsiLEeB XWM3HW W B mnocneayloume
nepuoabl }M3HU He O6HapyKMBaeTCa. ACPUKCUS CIYKUT
OCHOBHbIM CTPECCOPHbIM dakTopom. Cutyauus ycyrybns-
€TCA Npu BbICOKOW TemnepaTtype OKpyxKatlwen cpenbl
C pa3BUTMEM TUMNEPTEPMUU W HapyLIEHWEM CephevHO-
NIero4yHon perynaumm [27, 28].

2. B HOpme B OTBET Ha OCTPYIO MMMOKCUIO U TUMEPKAMHUIO
BO CHE BO3HMKaET 3alMTHas arousal-peakums, Kotopas
npegycmaTpuBaeTt GopcrMpoBaHHOE AblXxaHWe (BO3HUKHO-
BEHMWE «TMMOKCMYECKOW» OAbILWKK), aKTUBHOE pacluMpeHme
BEPXHUX AblXaTeNbHbIX NyTEW M NpobyxaeHue. Arousal-
peakuus dopmupyeTcs B pesynbTaTe nocnefoBaTtefb-
HOWM cneumPuryecKon akTuBaLMn KOPKOBO-MOAKOPKOBbIX
CTPYKTYp FOIOBHOIO MO3ra W BK/IOYAET aKTUBMpYOLWME
M TOPMO3SLLIME KOMMOHEHTbLI, KOTOpblE OCYLLECTBASAIOT
B3aMMOAENCTBME MEXKAY KOPKOBLIMU WM MOAKOPKOBbLIMMU
o6pazoBaHMaMNU. KOpKoBasa peaKkuusa peannsyercs yepes
aKTMBaLUMIO HOpPaApEeHEepPruyecKknx, CepoTOHUHepruyec-
KWX, JONAaMUHEPTUYECKMX, XONMHEPTUYECKMUX U TUCTaMMU-
HEepru4yecKMx HEMPOHOB rOIOBHOIO MO3ra v runoTanamyca
[29]. MNoagKkopKoBasa arousal-peaKuus KOHTpoaupyeTcs
LleHTpamMK CTBO/SIa FOJIOBHOMO MO3ra, OTBETCTBEHHbIMMU
3a cepheyHblvi pUTM, apTepuanbHoe gaBfeHue, pecnupa-
TOPHY0 aKTMBHOCTb [29]. [ToKa3aHo, 4To Yy AeTeN U3 rpynn
pucKka no CBCM oTCyTCTBYIOT KOMMNEHCATOPHbIE peaKLunm
Ha BO3HWKaWLWY TMAOoKcuio. pn 3TOM NOBbIWEHWE
B KPOBM YPOBHS YINIEKUCAOIO ra3a M CHUXKEHWE YPOBHS
Kucnopoga He TOSIbKO HEe CTUMYIMPYET, HO U elle 6onee
yrHeTaeT AbIXxaTeNbHblM LEeHTP.

3. Tlporpeccupytolias achuKcHUs NPUBOANUT K TMNOKCUYECKOMN
KoMe (noTepe co3HaHWs, apePrieKCum, TAaXeNbIM pacCTpon-
cTBaM GYHKUMIM). B onbiTax Ha *XMBOTHbIX 6GbI/I0 MOKa3aHo
6bICTPOE Pa3BUTME KOMATO3HOIO COCTOSIHWUS MPKU AOCTUKE-
HUW KPUTMYECKOrO YPOBHS apTepuasbHOM OKCUreHauuu
(okono 10 MM pT. CT.). AKCnepuMeHTanbHO NoKa3aHo pas-
BUTUE KPUTUYECKOM MMMOKCHMM MO3ra B OTBET Ha ero runo-
nepodysnio ¢ NepPeXoaoM B FMMNOKCUYECKYID KOMY Y AeTeN,
BrnocneacTemm nornéwmx ot CBCM [27, 28].

KapanoreHHble mexaHn3Mbl TaHaToreHesa rnpu CBCM B nep-

BYIO 04epeab acCOLMMPYIOTCA C Pa3BUTUEM KUIHEYrpoXKato-

LWMX apuUTMKUI. BbisBnsemas 6osiee 4emM B NOSIOBUHE Clly4YaeB

dparmeHTauma BOMOKOH MWOKapAa CAYXXWUT MOCMEPTHbIM

[I0Ka3aTeNIbCTBOM GUOPUANALIMN KEeNYAOYKOB.

B nccnegoBaHnn KapamoreHHblx mexaHnamos CBCM 60/b-

Loe BHUMaHUe yaensercs CUMHAPOMY YATMHEHHOrO HTEPBa-

na QT (CYMQT) Kak OCHOBHOMY MEXaHU3My, CNOCOBCTBYOLLE-

MYy Pa3BUTUIO KUIHEYrpoxatuen aputMun. B KoHue 70-x

rogoB P.Schwartz n coaBT. BNepBble NPeAnonoXuIn, 4To

ANS OeTen NepBblX MECHLEB XM3HU XapaKTepeH acUHXPO-

HWM3M CO3pPEBaHUS MPaABOro 1 NEBOro 3Be3A4aTbiX raHrmeB,

Ha $OHEe KOTOPOro MOryT BO3HUKHYTb TPaH3WTOPHOE YAu-

HeHne wuHTepBana QT M a3neKTpuyecKas HecTabunbHOCTb

MUOKapaa. B HopMe y HOBOPOXKAEHHbIX MPOAOIKMUTENBHOCTD

KoppurupoBaHHoro nHtepsana QT coctaBnsaet 397 = 18 mc,

yBennymBasch 4o 409 £ 15 mc K Bo3pacTy 2—4 MeC U CHUXKa-

SICb BMOCNEACTBUU (CO BTOPOro NOAyroauns KmM3Hwu). JaHHbln

GeHOMEH O0O6bSACHAETCS pa3HbIMKM CPOKamMW CO3peBaHuUs

npaBoro 1 1eBoro 3Be344aToro raHrMeB ¢ npeobnagaHuem

aKTMBHOCTM NeBOro B BO3pacTHOM nepuoae oT 2 Ao 4 Mec,

a TaKXe TPaH3WUTOPHbIM AMcGanaHCcoM Mexay cumnatuye-

CKOW 1 NapacumnaTuyecKon nHHepBaumen cepaua [30, 31].

B 6onee no3gHux pabotax P. Schwartz u coaBT. nccnegosanu

MOJIEKYNAPHO-FrEHETUYECKNE MeXaHM3Mbl pa3sutua CYUQT

N UX BOSMOXHOE y4acTue B natoreHe3e BHe3anHom cMepTu

npv CBCM. Oco60e BHUMaHKeE 3acny1MBatloT MyTaLMn B reHe

SCN5A, npuBogswne K HapyweHuto GYHKUUKM HaTpUEBbLIX

KaHanoB, 4TO onpegensieT natoreHes3 60MblUMHCTBA NEPBUY-
HbIX 3NEKTPUYECKNX 3aboneBaHui cepaua (CMHAPOM yanu-
HeHHoro nHtepsana QT, CMHAPOM YKOPOYEHHOrO MHTEPBana
QT, cuHapom bpyraaa). BeiasneHo, 4to 50% aeten, nornbLumx
ot CBCM, umenu Ha nepBOW Hedene »KW3HW [OOCTOBEPHO
6o5ee BbICOKME 3HaYeHUs nHtepBana QT (> 440 wmc). Mpu
3TOM Y POANUTENEN ITUX HOBOPOXKAEHHbBIX PEMMCTPUPOBAINCH
a6CoMNIOTHO HOpMalibHble 3HayYeHWus AaHHOro nokasaTens
Ha 3KTI. Takum o6pa3om, 6blIM NPOAEMOHCTPUPOBAHbBI BO3-
MOXHOCTb BO3HWKHOBEHUSA CMOHTaHHOW MyTauun de novo
Yy HOBOPOXAEHHbIX U BEPOSTHOCTb HANMYMA Yy AeTen, B Aalb-
Henwem normbwmnx ot CBCM, HacneactBeHHoro CYUQT
C HM3KOW neHeTpaHTHoCTbio [32, 33]. HecmoTps Ha To, 4TO
MyTauum B reHe SCN5A BcTpevatoTcss Haubonee yacTo,
natoreHeTMyeckoe 3HavyeHune B pa3Bntum CBCM MoxKeT npu-
HagnexaTb TakXKe M MyTauusm B reHax KCNQL1 v KCNH2.
CnoHTaHHble MyTaLuMK de Novo B AaHHbIX FreHax, onpeaensio-
e HapylleHne GyHKLMIN MOHHbBIX KaHanoB B KapANOMMUOLIM-
Tax, MOTyT fieXaTb B OCHOBE Pa3BUTUS KUSHEYPOMKaAIOLMX
apUTMUN U CNYXKWUTb MPUYMHOM BHE3anHoM CMepTU Npu
CBCM. CYUQT BbisBnsetcsa y 9% »epts CBCM [32, 33].
MpunynHon cmeptn npu CBCM Moryt crtaTb FeHeTMYecKu
AEeTEPMUHUPOBAHHbIE NeTaNbHble cepAeyHble KaHanona-
TUM C MPEUMYLLECTBEHHBIM MOPaXKEHWEM HaTPUEBbLIX KaHa-
noB. lMpn n3yvyeHnn 4 OCHOBHbIX FEHOB, KoaMpyoumx 6eta-
cy6beAnHULbl HATPUEBLIX KaHaNoB, BbIBAEHbl peaKkue
MyTalnn B reHax beta3-V36M, beta3-V54G, beta4-S206L
B 3 13 292 cnyyaeB cMmepTh oT CBCM [34]. Takum o6pa3zom,
NOKa3aHo, 4YTO TFeHEeTU4YEeCKU OOYCNOBMEHHbIE daTalbHble
KaHanonaTtuu nexat B ocHoBe 1% cny4yaes CBCM.
YuutbiBas ToT dakT, 4To CBCM HacTynaet BO cHe, ndyvyaerca
B/IUSIHWE CHA Ha NoKa3aTeNn cepaevyHoro pUtMa M NPOAOKHM-
TENbHOCTb 3NIEKTPUYECKOW CUCTONbI cepaua. MccnegoBaHune
ponM cHa B BO3HWUKHOBEHWW 3NIEKTPUYECKOM HecTabuib-
HOCTM MWMOKapia NPOAEMOHCTPUPOBANO 3aBUCUMOCTb 4n-
TenbHOCTM MHTepBana QT oT ¢a3bl cHa. Tak, NoKasaHo, 4To
nHTepBan QT MMEET MaKCUMabHY MNPOAOIKUTENBHOCTb
B dasy ObICTPOro cHa WU OCOBEHHO B MOCNEAHUE HOYHblE
W paHHWE yTPEHHMWE Yachbl, Koraa BCTpeyaeTcs nogasnstouiee
60/blKNHCTBO cnyd4aeB CBCM. [JaHHble M3MEHEHUS CO CTO-
poHbI MHTEPBana QT KOPPENUPYIOT C BaryCHbIMU BAUSHUAMM
WU AMcbanaHCcoM Mexay CMMMNaTUYecKon M napacumnaTnye-
CKOW MHHepBaumen cepaua [35].
anonatu4yeckum CUHAPOM YAIMHEHHOro uHTepBana QT
(cuHapombl PomaHo—-Yopaa, [xepBena-J/laHre—HunbceHa)
BCTpeYaeTcs y AeTen NepBoro roaa *}mn3Hu ¢ yactotrom 1:7000
[36]. OcHoBaHuWs ans noctaHoBKKU agnarHosa CYUQT:
® CTOMKOE yanHeHne uHtepBana QT Ha cTtaHaapTHoM SKI
nokosi 6onee 300 Mc, perucTpmpyemoe ¢ nepBbix AHEN
U3BHU;
® 3HayeHus KoppurupoBaHHoOro WHTepBana QT Ha IKI
nokos 6onee 460 mc (puc.);
® MaKCuMManbHas NPoAO0IKUTENbHOCTb MHTEpBana QT npu
XO/ITEPOBCKOM MOHUTOpUpoBaHun 6onee 400 mc;
® CcuHycoBas 6paavkapaua Ha SKI nokosa ¢ HCC meHee
100 ya/muH;
° yanuHeHue nHtepBana QT Ha K[ n/mnm cMHKonanbHble
COCTOSAHUSA Y 6/IN3KMX POACTBEHHUKOB NpobaHaa.
Oco6€eHHOCTb KNMHMYecKon KapTuHbl CYNQT y HOBOPOXKAEH-
HbIX ¥ AeTer NepBOro roga XM3HM — OTCYTCTBUE TUMMUYHbIX
CUMHKOMabHbIX COCTOSAHWUM, HECMOTPS Ha 3HAYUTENbHOE YANU-
HEHWe JaHHOro MHTepBana M Hananyine NPU3HaKOB ANEKTPHU-
YeCKOM HecTabunbHOCTM MUOKappaa (anbTepHaumsa T 3ybua,
XenyaoykoBas aKcTpacuctonus). BoamoxkHoe ob6bsAcHeHMe
3TOro 06CTOATENBCTBA — rPYAHbIE AETU NPAKTUYECKM HE NOA-
BEpralTcs BO3AENCTBUIO pasinyHbIX CTpecc-baKTopoB, Cro-
COBHbIX CNPOBOLMPOBaTb BbIOPOC KAaTEXO/IAMUHOB W XKeny-
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Puc. 3K uneHoB cembyu ¢ CMHAPOMOM yanuHeHHoro uHTepsana QT (PomaHo—Yopaa)
A — poHoleHHas AeBOoYKa OT MaTepu ¢ cuHApPoMoM PomaHo—Yopaa. Ha QKT peructpupyetcs ymepeHHas cuHycoBas 6paavkapansa ¢ HCC

124 yn/muH. MpogomkutensHocTb QT — 450 mc, QTc — 555 Mmc;

b — matb pebeHKa, 23 roga, cTpagaeT cMHKonanbHon dopMor cuHapoma PomaHo—-Yopaa. Ha 9KI peructpupyeTtca cuHycoBbin putm ¢ HCC

78 ya/MuH. MpoponmxkutensHoctb QT — 440 mc, QTc — 500 mc

V1 A

.QT 450 mc

V5

V4

A\

w_] A n |

[OYKOBYIO TaxuKapAuio (pe3KUn 3BYK, X0ofiogHas BOAa,
WHTEHCHUBHaa du3nyeckasa Harpyska). [ocne nepsoro roga
U3HWM 3MOLMOHanNbHble U dU3nYecKue Harpy3ku pebeHka
BO3pacTaloT, YTO BEAET K MOBbIWEHUIO BEPOATHOCTU pa3By-
TUS CUHKONaNbHbIX COCTOSAHUI [37].

OfHUM M3 acneKToB U3YYEHUSA KapAMOreHHbIX MexaHM3MOB
CBCM ¢dBnsieTcs o6cieqoBaHne JeTEN NepBOro roaa Xu3Hu,
KOTOpOe MPOBOAMUTCH C LIE/bIO MOUCKa MPEAMKTOPOB Kap-
[IMOTEHHbIX XU3Heyrpoxatowmnx coctosHum [38]. MNpu obene-
[JOBaHWW 340POBbLIX AETEN NEPBOro rofa W3HW BbISIBIEHbI
onpeaeneHHble 0COBEHHOCTH, onpefengoumne AUHAMUKY
CTaHOBMIEHUS 3NEKTPODUINONOTUHECKUX U HEMPOBErETaTUB-
HbIX QYHKLMWI, a TaKXKe perynsaumm cHa (60/bLLMHCTBO cryya-
eB CBCM npoucxoaut BO CHE).

OCHOBHbIMW 3aKOHOMEPHOCTAMM NOCTHATaIbHOrO Pa3BUTUSA
CepAEeYHO-COCYANCTON CUCTEMBI 340POBOro pebeHKa u pery-
NAUMK CHA Ha MEPBOM TOLY XWM3HU ABMAIOTCA: CHUXKEHUE
4acCTOTbl BCTPEYAEMOCTH HapyLEHUN pUTMa; cTabuamMsaums
npoLecca penonspusaLnn MUoKapaa; TPaH3UTOPHOE ocna-
6neHve aganTaunoOHHO-TPODUYECKON PYHKLUKU cuMnaTuye-
CKOro OTAeNa BeretatuBHOM HEPBHOM CUCTEMbI U JOMUHUPO-
BaHWe BaryCHbIX BIUSHWIA Ha cepleyHbi pUTM B BO3pacTte
2-4 wmec; co3peBaHWe HenpodU3UONOTMHECKUX MEXaHU3-
MOB PEeryfsLunu cHa, YTo NPosBAseTCH ero GU3nonorniecKon
KOHcONMaaumnen co CMELLEHMEM OCHOBHOMO BPEMEHW CHa
Ha HOYHblE Yachbl, a TaKXe MOBbILEHWEM YaCTOTbl NEPUOA0B
CTabWNbHOr0 pUTMa W, COOTBETCTBEHHO, LONW MEANEHHOro
CHa B ero CTPyKType.

[ns Bo3pacTHoro nepuoga pucka CBCM (2—-4 mec) xapak-
TepHbl HEKOTOpble M3MEHEHUS CO3peBaHUA CepAEeYHO-
COCYAMCTOM CUCTEMbI, KOTOpble MNPOSABAAIOTCH YCUNEHMU-
€M OO6WMUX TEeHAEHLMN, CBOWCTBEHHbLIX 340POBLIM AETAM,
M OTparkaloT MOBLILEHHYI CKJIOHHOCTb K BO3HWUKHOBEHMIO

cepievHblx aputmui. B Bo3pacte 2—-4 mec MMeEEeT MecTo
MaKCuMmasnbHas Ha NepBOM rofy XWM3HW 4acToTa apuUTMui
B COYETaHWW C HaubONbLUMMU 3HAYEHUAMU KOPPUTMPOBaH-
Horo uHTepBana QT 1 ero AUCNepPCcUm, a TakxKe TpaH3UTopHoEe
CHUXXEHWE CUMMAaTUYECKUX BAUSHUN U YCUIIEHWE BaryCHbIX
BJIUSAHWUM Ha CEPAEYHbBIN PUTM.

Mpun o6cnepoBannun aeten u3 rpynn pucka no CBCM Boisiene-
Hbl Je30praHn3auuns cepaeyHoro putMa 1 cBsi3aHHas C Hen
3NIEKTPUYECKAs HeCcTabubHOCTb MUOKapaa B BUAE YAUHeE-
Hus MHTepBana QT, anbtepHauumn T 3ybua, BbICOKOW 4acTo-
Tbl @pPUTMUI; CHUXKEHME AKTMBHOCTU CMMMNaToajpeHanoBown
cuUcTeMbl U NpeobnafaHne BaryCHbIX BIMSHUI Ha PUTM; ocha-
6neHve KapauouepebpasbHbiX B3aUMOAENCTBUA BO Bpe-
MS CHa, nposiBAsioLLeecs HeECHOPMUPOBAHHON CTPYKTYpPOWM
HOYHOrO CHa; HapyleHwe UMPKaLHOW perynsuun putma
cepiua. BbiaBneHne noaobHbiX M3MEHEHUM Npu o6cneno-
BaHUM pebGeHKa NepBOro rofa »M3HW NO3BONAET OTHE-
CTW €ro K rpynne puUcka Nno pasBUTUIO XKUIHEYrpoXKaloLwmnx
COCTOSIHUM U CUMHApOMa BHe3anHow cmeptu [38]. Beayuwimm
n onNpeaensiowmM B pa3BUTUN SNEKTPUHECKON HECTaBbUNIbHO-
CTW MUOKapja W fe30praHn3alMn CepaeyHoro putma aBns-
eTcqd ocnabneHve agantalUOHHO-TpobMYecKon OYHKLUU
CUMMNaTUYECKOro oTAeNna HEepPBHOW CUCTEMbI U MOBbILLEHWE
BaryCHbIX BAUAHUW Ha PUTM. 3TO CNOCOGCTBYET MOBbIWEH-
HOW PEeaKTUBHOCTU CepLeYvHO-COCYAUCTON CUCTEMbI B OTBET
Ha 3K30reHHble U 3HAOrEHHbIE CTPECCOPHbIE BO3AENCTBUS.
Bonblioe BHUMaHWE B NocnegHwe rodpl yaensercs usydye-
HUIO reHeTYecKux MmexaHu3moB passutua CBCM. UHTe-
pec K MONIEKYNAPHO-TEHETUYECKUM acrneKTam CUHApoMa
06yCnoBNeH B TOM 4UCNe TMOBbIWEHHbIM PUCKOM pa3Bu-
TS CUMHApPOMa y cuM6CcoB (B 4—7 pa3 Bbille, YEM B LIEIOM
B nonynauuu). B HacToswee BpemMs BbIB/IEHbI YCTOM-
YyuUBble FEeHEeTUYEeCKne MNoaMMopdU3Mbl, acCOLUMUPOBAaHHbLIE




¢ CBCM [39, 40]. B npownble ABa AECATUNETUSA MOUCK
reHOB-KaHAMAaToOB OCHOBbIBaNCA Ha runotese, 4yto CBCM —
romeocTtaTtnMyeckoe HapyllueHue. B HacTosuiee Bpems ¢ CBCM
CBA3bIBAOT reHbl NOAMMOpPU3Ma, OTBETCTBEHHbIE 3a CTa-
HOBJIEHWE BEretaTtuBHbIX PYHKLMWA, SHEPreTUHYECKUN MeTa-
60/113M, peakuunio Ha MHOEKUMOHHbIM MPOLIECC, a TaKxkKe
reHbl-HENPOTPaHCMUTTEPDI. [Tpn U3y4EHUN HEMPOTPAHCMUT-
TEPHbIX PEeLenTopoB, OCOBGEHHO XOJIMHEPrMYEeCKUX, Obl1o
O6GHapyXeHo, 4YTo HeKoTopble epTBbl CBCM umenun 3Ha-
YUTENbHOE CHWMKEHME YWCNa LIEHTPasibHbIX XOJMHEpruye-
CKMX peLenTopoB MO CPaBHEHWIO C AETbMW, YyMEPLWHUMU
OT Apyrux npuyunH [40, 41]. HecKonbKo uccnegoBaHum npo-
AEMOHCTPMpPOBanM NoAMMOPPU3M B reHe — TpaHcrnopTe-
pe cepotoHuHa (5-HTT), BAUSIIOWErO Ha LWWWPOKUW CMEKTP
aBTOHOMHbIX PYHKLMW, TAKMX KaK AblXxaHWe, KapAauMoBacKy-
NpHas U uMpKagHasa perynaums. Heckonbko nonnmMopoms-
MOB ObliM MAEHTUOUUMPOBaAHbI B 30He npomoTtepa 5-HTT
reHa. L-annenb reHa nosbllwaeT 3PpOEKTUBHOCTb NPOMOTEpPA,
YMEHbLasa KOHUEHTPALIMIO CEPOTOHNHA B HEPBHbIX OKOHYa-
Huax. [lokadaHa accoumaums L/L reHotmna ¢ CBCM [42].
Hanbonee BaxHble UBMEHEHUSA HEMPOXMMUYECKON aKTUBHO-
CTV BbISIBAEHbI B 5-TMAPOKCUTPUNTAMUHOBOWM CUCTEME MO3-
ra. [MokasaHo, 4to oT 50 g0 75% »epTB CBCM umetoT gedeKt
B AaHHOW cucTeme. S5-TMApPOKCUTpUMATaMMHOBAs cuUcTeMa
MO3ra BO B3aMMOAENCTBMM C HEMpOMeanaTopamm oTBevaeT
3a nojaepykaHune romeoctasa, GyHKLMIO BEHTUASALMK U AbIXa-
HUS, TEPMOPErynaLuIo, aBTOHOMHbIM KOHTPO/b, PeaKuuio
Ha rMnoKcuio n arousal-oTBeT. B nccnegoBaHusx Ha xepreax
CBCM 6binun NoOKa3aHbl aHOMan1Mu B KoNn4ectse U/ unun aue-
depeHuMaumnn 5-rugpoOKCUTPUNTAMUHOBBIX HEMPOHOB MU UX
peuenTtopos [43].

Ha cerogHawWHWM AeHb WAEHTUPUUMPOBAHbI MyTaLuK
B 5 reHax, KOHTPOMMPYIOWMNX BeretatMBHble GYHKUMUK.
Kpome TOro, BbiiBAE€Hbl MyTaluW B reHax, OTBETCTBEHHbIX
3a MMMYHHbI OTBET, B 4aCTHOCTM B FeHe KOMMIMMEHTa
C4 (pneneums C4A n C4B reHoB), a TakXe NoanMopoduam
B 30HE npomoTopa reHa uHTepnenkuHa 10, obnagatoule-
ro NPOTMBOBOCMANUTENbHLIMX CBOMCTBaMU. TaKas MyTaLums
BNeYeT 3a COO0MN CHUXKEHME YPOBHS UHTepnenknHa 10 [44].
BbISIBNEHHBIMU  MONEKYNAPHO-TEHETUYECKMMMU MeXaHU3Ma-
MW MOXHO OOGBACHWUTb HaCTynjieHue NeTanbHOro Mcxoaa
B C/ly4asix He3Ha4yuTellbHOM BUPYCHOW MHPEKLMU BEPXHUX
OblXxaTenbHbIX NyTen y xepts CBCM.

Puck pazsutua CBCM B Ka)XAOM KOHKPETHOM cfly4ae onpe-
fenseTca B3aMMOAEWCTBMEM pa3/MyHbIX daKTopoB. Tak,
NoKasaH BbICOKMK pucK pa3Butua CBCM npu nonoxkeHuu
MfafleHLUa Ha XMBOTe BO BPEMS CHa (a TakXe npu Bo3aen-
CTBUM TepMasibHOro CTpecca B pesynbTaTe neperpeBaHus,
B CNy4yae KypeHus matepu) U OAHOBPEMEHHOM HanMyuu
5-HTT nonumopdumama.

B natoreHese CBCM 60/blu0oe 3HaYeHMe NpUaaeTcs Takxe
BPOXAEHHbIM HapylweHnsam metabonuama. B KavectBe npu-
YWHbI BHE3AMHOM CMEPTU B PaHHEM AETCKOM BO3pacTe MOXET
BbiCTynatb gedununt dpepmeHta MCAD (cpeaHeueno4yeyHon
auUMNKO3H3MM A aervaporeHasbl), Npu KOTOPOM paccTpau-
BaeTcqd 0O6MEH MMPHbIX KUcnoT. [poBouupyollee agenctene
cTpecca U/unn MHOEKLUMU MOXKET CTaTb MPUUYNHON BHE3AMHOM
CMEepPTH AETEN C 3TUM PaCCTPOMCTBOM. YCTAHOBEHO, YTO B 3%
c/lydyaeB BHe3anHoW CMepTU MpUYMHOM aBnseTcs aedbuuut
MCAD. JuarHocTvka MeTabonnM4eCcKoro cMHaApoMa NpPoBOAMT-
cs onpeaeneHvem npoduns aueTMnKapHUTUHA B KPOBK U MOYe
y AeTen C KIMHUYECKMMU MPOSIBAEHUSAMM, XapaKTEPHbIMK NS
nedunumta MCAD [45]. CywecTBytoWwmMe Ha CErogHsAWHKUM AeHb
MEeTOAbl MPUXKMU3HEHHON AMArHOCTMKM MO3BONSIOT CBOEBpE-
MEHHO BepudMLMPOBaTb M MPOBOANUTL afJeKBATHYIO KOPPEK-
LIMI0 AAHHOMO NaTONOMMYECKOrO COCTOSIHUS.

BbisiBneHHble MOP)OSIOrMYECKNE U HEMPOXMMUYECKME U3ME-
HEHWA B CTPYKTypax CTBOMA FONOBHOrO Mo3ra CBMAEeTEeNb-
CTBYIOT O MOBbIWEHHOW YS3BMMOCTM OE€Ten, MOormblumx oT
CBCM, K Heb6naronpusiTHbiM ¢daKTopam BHeLlHen cpeabl
N BbICOKOWN BEPOSTHOCTU HeafeKBaTHbIX KOMMEHCATOPHbIX
peaKkunin B OTBET Ha BO3HUKLLYIO aCOUKCUIO U TUMOKCHIO.

3aknioyeHue

B HacTosiLee Bpems uccnegoBaHbl MHorne acnektel CBCM:

ANUAEMMNONOTUSA cuHApoMa, daKTopbl pucKa, natomopdo-

JIOrM4EeCKMe 0COBEHHOCTHU, XPOHOOMONMOrMYECKUE acreKThbl;

BblAeNEHbl rpynnbl pucka no passutnio CBCM; coctaBneHbl

Tabnuubl 4na pacno3HaBaHWS BbICOKOIMO pPUCKa pas3BUTUA

cuHgpoma. 3a 25 net usyvyeHms CBCM ynyywumnacb ero

AMarHocTuKa, pa3paboTaHbl OCHOBHbIE TMNOTE3bl Pa3BUTUSA

CMHAPOMA, AOCTUIHYTO CHW}KEHWE CMEPTHOCTU OT AaHHOM

NpUYMHbl B pa3BuUTbIX cTpaHax Ha 40-83%. B Bonpocax

NPOPUNAKTUKKM CUHAPOMA YCMELWHO 3apeKoMeHa0Banu cebs

METOAbl KOHTPONS coumanbHo-gemMorpaduyeckux u nepwm-

HaTanbHbIX QAKTOPOB pUCKa. AKTyanbHOW OCTaeTcsd pas-

paboTka MeToAoB MNPOUNAKTUKM CUHAPOMA C aKLEHTOM

Ha KapauanbHble U pecnupaTopHble MeXaHW3Mbl ero pas-

BUTKA. lepcneKTUBHbI danbHenwune wuccnegoBaHus CBCM

B MaaHe n3yd4eHus natodU3MONOrMHECKUX U MONEKYNSAPHO-

rEHEeTUYECKMX MEXaHM3MOB pa3BUTUA CUHAPOMA, a TaK-

e paspaboTKu nporpaMmbl 3GPEKTUBHBLIX NMPEBEHTUBHbIX

MeponpusaTuin. B cTpaHax ¢ Haubosiee BbICOKMMM MOKasa-

TenaMm cmeptHoctn ot CBCM (CLUA, AHrnuu, ABcTpanuu,

Hoson 3enananun, TacmaHun) paspaboTaHbl M XOPOLIO 3ape-

KOMeHAoBanu cebs cneaylolime OCHOBHbIE CTpaTernyeckme

HanpasneHua npodunaktnkn CBCM, B OCHOBHOM CBSi3aH-

Hbl€ C couuanbHoM chepon:

® LINPOKOE O3HaKOMJIEHME OO6LECTBEHHOCTU C AaHHOM
npo6nemowu;

e (dopMUpoBaHUE OBLLECTBEHHbIX OpPraHn3aLmi, B cocTaB
KOTOPbIX BXOAAT CAyXaline MeAUUMHCKMX W couuanb-
HbIX chep 06CNyXKMBaHWUA, 4YbeW 3adadvyen saABnseTcs
CaHUTapHO-NPOCBETUTENBCKAsA paboTa B CEMbSX, MMEIO-
LWMX AeTer paHHEro BO3pacTa, a TaKXKe CeMbsiX, MnaHu-
pylOLWKUX poxKaeHue pebeHKa;

® QpraHu3auus couMnanbHOM CUCTEMbI NMOAAEPKKN CEMEN,
notepsBLUMX pebeHKa paHHero Bo3pacrta, B TOM 4ucne
ot CBCM;

e ¢dopmunpoBaHMe O0OLECTBEHHbIX GOHAOB @UHAHCO-
BOW MOAAEPKKM Hay4yHbIX MccnegoBaHWi no npobneme
CBCM;

® rocygapcTBeHHble nporpaMmmbl GUHAHCMpPOBaHUS, dop-
MWUPOBAHWE KOMWTETOB M CMELManbHbIX CAyX6, 3aHu-
MalOLLMXCA MUCKMOYUTENbHO BOMPOCamMM, CBA3aHHbIMM
¢ npo6nemon CBCM.

OCHOBHble NPUHLKUMNbI MeAMLMHCKON Nnpodunaktukm CBCM:

® Hayano npodunakTM4eCKMX MEPONPUATUIN B aHTEHaTaNb-
HOM Mepuose;

e 0XBaT BCex 6€3 UCKNOYEHUST HOBOPOXKAEHHbIX;

® LefieHanpaBfieHHOe NPOBeAEHME B rpynnax pucKa;

® OpMEHTaLMS Ha BCIO CEMbIO C LeNbio NpeaynpexaeHns
NOBTOPHbIX ClyHaeB CMePTH AETEN.

MporpamMmMa MNpodUNaKTUKN Pa3BUTUS KUBHEYrPOXKatoLnxX

coctossHMn n CBCM BKAO4YaeT BblaeneHue rpynn pucka

Ha OCHOBAHWW XapaKTEPHbIX KIAMHUKO-UHCTPYMEHTANbHbIX

KpUTEpPMEB, a TaKXe AucCnaHcepHoe HabnaeHue aeten

M3 rpynn pucka. CywecTBEeHHbIVM Nporpecc B Nnpodunaktuke

CBCM pgocturHyT 6narogaps nonynspusaunn npobrnemsb,

O3HaKOM/IEHUIO C HEW He TONbKO ChneunannucToB-MeauKoB,

HO WU LUMPOKMX MACC HaCEeNeHMs, YTO CAYKUT BarKHENWWM

MOMEHTOM NPOPUNAKTUKM Pa3BUTUS CUHAPOMA.
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