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Cnucok cokpanieHui

BO3 — BcemupHas opranusanus 31paBOOXpaHEHUs

CBMC — CuHipoM BHE3AITHOM MJIaIECHYECKON CMEPTH

OKI' — sanekTpokapauorpamma

Cungpom WPW — Cunapom Bonbda — [Napkuncona — Yaiita

LCMV — Bupyc muM¢poIMTapHOr0 XOPUOMEHUHTUTA

SUDI — Sudden unexpected death in infancy

SIDS — Cunapom BHE3aImHOM CMEPTH MIIAJICHIIEB

SUID — Sudden unexpected infant deaths (Bue3samnass HeoXumaHHas CMEPTh

MJIaICHIIEB).



Bsenenue

CHmKEeHue  MIIAJICHYECKOM  CMEpPTHOCTM  ABJISETCA  BEAyILIEeW  3aaadei
3paBOOXpaHeHus B riao0amsHOM Macitadbe. OMHON W3 TPUYUH MIIAJICHYECKON CMEPTH,
HEJIOCTATOYHO OXBAYEHHOW MPO(PMIAKTUYECKUMHU MPOrpaMMaMu BO MHOTHX CTpaHax,
SABJISIETCS CUHIPOM BHE3AIMHOW CMEPTH MJIAJICHIIEB.

Crnydan BHE3aITHOM, HEOXKHMJIAHHON cMepTH peOeHka Ha (OHE OTHOCHUTEIBHOTO
KJIIMHAYECKOTO 0JIaronoiyuus, T.€. B OTCYTCTBHE BUAUMBIX NMPUYUH, 3aHUMAIOT 0CO00€
MECTO B CTPYKTYype MIIaJieHuecKoi cMepTHOocTH. Hanbomnee yacTo B OCHOBE HEOXKHUJAHHO
HACTYNUBIIEH BHEOOJBHUYHON CMEpPTH peOEHKA JICKHUT CHHAPOM BHE3AIHON CMEpPTH
mianeries (SIDS).

Bxrnang MianeHueckoil CMEPTHOCTH B CTPYKTYPY JAETCKOM CMEPTHOCTH HamboJiee
3HauutesneH. Tak, mo nanueiM BO3, B 2016 1. B Mupe 3adpukcupoBano 4,2 MIIH clTydaeB
CMEPTH JIETEN B BO3PACTE 10 OJHOIO rOJia, ¥ 3TO COCTaBIAET 75% BCEX CMEPTEM AETEN B
BO3pACTE JI0 IIATH JIET.

SIDS mpexacraBisier coOoit  (arambHBII CUHAPOM C MYJIbTH(HAKTOPHBIM
naTo(U3MOIOTUYECKUM MEXaHU3MOM, MPUYUHBI Pa3BUTHUS KOTOPOTO 10 KOHIIA HE
uccienoBanbl. [1o cyTH, MaHHBI CHHAPOM MPEACTaBIAIOT COOOM KaTacTpo()HUUECKYIO
MYJIBTUCUCTEMHYIO HEJOCTATOUYHOCTh, KOTOpasi 00yCIIOBIeHA KpaliHe He0I1aronpusaTHbIM
COYETAHUEM BET€TATUBHBIX, PECIIUPATOPHBIX U KAPAUOTCHHBIX HAPYIICHUI.

Cunnpom BHezanmHoW cMmeptu MiaaeHneB (CBMC) sBusercs HEUM3y4eHHOU
npo0JieMoi MJIaJIEHYECKOr0 BO3pacTa, OJIHOM U3 MPUYUH CMEPTU B MTOCTHEOHATATHLHOM

IIepruoac, 1 10 CHUX IIOP OCTACTCA JUAIrHO30M HCKIIFOYCHMUA.



Onpenenenus

He cymectByet onpenenenust CBMC, koTopoe Ob110 ObI TPUHATO U UCIIOJIB30BAHO
MMOBCEMECTHO, MOA3TOMY JIOTMYHEE YKa3aTh HECKOJbKO BAapUAHTOB OIPECICHUN,
KOTOPbIE TTO3BOJISIT MPEJCTABUTh KAPTUHY O0JIee MOTHO.

B 1969 r. Owbuto mpunsto cnepytouiee omnpeaeneHue CBMC: «BHe3amnHas,
HEOXKHJIaHHAsi CMEPTh peOeHKa B Bo3pacTe 0 1 roga B OTCYTCTBHHM OYEBUIHBIX MPUINH
CMEPTH IMOCJIE MaTOJOr0aHATOMHUYECKOTO HCCIICTOBAHUSY.

Cunapom BHezanHoM cmepTu miajeHieB (CBCM) — BHe3amHas HeoXXUJAaHHAs
CMEPTh JIeTe B TEUEHUE MEPBOTO TOJa >KU3HU C MPEANOIOKUTEILHBIM HadaaoM
(datanbHOrO »SMH30/1a BO BpEeMsi CHA, KOTOpas OCTaeTcs HEOOBSICHUMOM mocie
TIIATELHOTO PAaCCIEIOBAHUS, COCTOSIIIIETO U3 TMPOBEJACHUSI TIOJHOTO BCKPBITHUS,
U3Yy4YEeHUS1 00CTOSATEIBCTB CMEPTH M UICTOPUH Pa3BUTHUS PEOCHKA.

B Poccuiickoint @enepann KnuHndeckne peKOMEHAMU ONPEACTISIOT CHHAPOM
BHE3AITHOM CMEPTH MJIQJICHIIEB KaK BHE3aITHYIO0 CMEPTh pEOCHKa B BO3pacTe OT 7 THEH 110
OJIHOTO TO/ia >KM3HHU, KOTOpasi OCTAeTCsl HEOOBSICHUMOW MOCIE MPOBEACHUS IMOJHOTO
MIOCMEPTHOT'O MCCJIEI0OBaHUs, BKIIIOUAIOIIETO BCKPHITUE, UCCIIEIOBAHUE MECTa CMEPTHU U
aHaJIU3 MEAUIMHCKON TOKYMEHTAIUU.

Cornacno onpeanenenuto H. Krous, CBCM — BHe3amnHasi HEOXHUIaHHAS CMEPTh
MJIaJIeHIIa B BO3pacTe MEHee OJHOTO rojia, C HayajaoM (paTaibHOTO 2MKU30/a BO BpeMs CHa,
KOTOPBIN OCTAaeTCs] HEOOBSICHUMBIM TOCHIEe JOOOCIIEIOBAHMS, BKJIIOUAIOIIEM TMOJHYIO
ayTOICHI0, 0030p 00CTOATENHCTB CMEPTU U UICTOPUU OOJIE3HHU.

Takke CBMC cranum paccmaTpuBaTh B paMKaxX TEpPMUHA «BHE3alHas
HeOoXuJaHHasi cMepTh MiazeHiay (sudden unexpected infant death (SUID), niu sudden
unexpected death in infancy (SUDI)), BkiIto4aromero Takxe ciiydyau CMEpTH OT acpukcuu
U yAyLIEHUSI B KPOBAaTH, OTPaBJeHUS (B T.4. BCJIEACTBHUE MEPEAO3UPOBKH JIEKAPCTB),
YepEermHO-MO3TOBOM TPaBMbI, TUIIO-/TUIIEPTEPMHUH, KECTOKOTO OOpaIlIeHUSI ¢ PEOCHKOM,
HH(pEKIIH u JIp.

Ha ocnoBanuum onyb6mukoBanHbix mocie 2000-x  TT.  ucciaeaoBaHUM,
JEMOHCTPUPYIOIIMX aHOMAJIMM MO3ra M TMPOBOISIIEH CHUCTEMBI cepiaua y

BHYTPUYTPOOHBIX J€Tell, BHE3aITHO YMEPIIUX Mocie 25-i Hea rectaluu, UIeHTHYHbIE



HalICHHBIM y MJIQJICHIIEB, YMEPILUX BHE3AIHO U HeoxkuAaHHo, G. Ottaviani npeanoxuia
paccMaTpuBaTh CHHIPOM BHE3AMHON BHYTPUYTPOOHON HEOOBACHHMOI/HEOKUIAHHON
cmeptH (sudden intrauterine unexplained/unexpected death syndrome, SIUDS) u CBMC
KaK OJHO COOBITHE C OOIIMM ONpPENEIEHUEM «BHE3AMHAsl CMEPTh BHYTPUYTPOOHOTO
pedeHka nocne 25-i Hell recTaluy Wik pedeHKa B Bo3pacTe A0 OJHOIO Iroja, KoTopas
SIBJIIETCS] HEO)KUJAHHOM U OCTaeTcs HEOObSICHUMOM MOCIIE TIIATEIBHOTO paccieI0BaHMs,
BKJIFOYAIOIIETO OCMOTP MECTa CMEpPTH, MPOBEACHUE MaTOJOr0aHATOMHYECKOrO
UCCIJIEJOBAHMUS, B T.4. IKCTPA3MOPHOHAIBHBIX CTPYKTYP».

[Tomumo koaa mo MexyHapoaHoi kinaccudukamuu 6osesneit 10-ro nepecmorpa
R95 (Bue3anHast cMepTh rpyIHOTO peOeHKa), HEOKUIAHHOW CMEPTH BHEIIHE 3J0POBOTO
MJIaJIeHIIa MOXET ObITh npucBoeH koA R99 (pyrue HerouHo 0003HAYEHHBIE U
HEYTOYHEHHbIE NpUYMHbI cMepTH) win W75 (CiydailHoe yaylleHHe W YyJaBJIEHUE B
KpoBaTH). B 3apy0exxHOl nuTepaType akTUBHO UCHOJIb3YETCSI TEPMUH, O0BEANHSIOMINN
ati 3 xoma mo MKB-10, — Sudden unexpected infant deaths (SUID) (Bue3amnas

HEOXUJAHHAsI CMEPTh MJIAJICHIIEB).



DTUOJIOTHA U TATOTE€HES

K Haubonee 060cHOBaHHBIM rumnoTe3aMm pa3zButusi SIDS oTHOCSTCS BpOXKIEHHBIE
nedexkTel  MeTrabonm3Ma, THMOTe3a  MMMYHOJOTHYECKOW  HEKOMIIETCHTHOCTH,
CEPOTOHUHEPTrUYECKas TUChYHKIIMS, HEUPOTPAHCMUTTEPHBIE HapyIICHUS,
KapJIUOTEHHbIE ~ MeXaHu3Mbl. B HacTosimiee BpeMsl  MNOSBWIWCH  JIaHHBIE,
CBUJICTEIIbCTBYIOIIME, YTO B OCHOBE NIATOT€HE3a CHUHIpPOMa BHE3AMHOM CMEpPTH
MJIQJICHLIEB JIEKAT TEHETUYECKUE MEXaHU3MBI.

ITo muennto . A. Kenbmancona, HauaBuiero ndydenne CBMC B Haiieit ctpane,
CUHAPOM SIBJIIETCSI CBOCOOpA3HbIM MOTPAHUYHBIM  COCTOSIHUEM, OTPaKaAIOIIUM
anpTepanuio oHtorene3a. .M. BOpOHLIOB M COAaBT. OTHECIH CHHAPOM BHE3AIMHOMN
JIETCKOM CMEpPTH K TIOTPAHMYHOMY COCTOSIHUIO, OOYCIIOBJICHHOMY WHTEHCUBHBIM
poIIecCOM pocTa peOeHKa U aKTUBHOU AuddEepeHIIMPOBKON €ro TKaHEBBIX CTPYKTYD,
XapaKTepU3yIoleMycs BBIpOKCHHOW Ae3ajganTtaiueil pedeHka MEepBOTrO rojaa >KU3HH,
KpallHUM BapHaHTOM KOTOPOTO MOKET OBbITh JETaJIbHBIM MCXO Ha (OHE BO3ICUCTBUS
MUHHMAJILHOTO TI0 CBOEH BBIPAXKEHHOCTHU Hectenuduueckoro gakropa.

BonbinHCTBO MccnenoBarenei NpuIepKUBatOTCSI MHEHHS O TTOJTMATHOJIOTMYHOM,
MHorodaktopuoit mpupoge CBMC, pa3BuBaromierocss Ha (OHE TOBBIINICHHON
YyBCTBUTEJIBHOCTH, CBA3aHHON C HE3PEIOCThI0 HEPBHOW, SHIOKPUHHOW M MMMYHHOU
cUCTEeM. DTa KOHIICIIUA Hadaia popMUpoBaThCs ¢ Mojeu TporiHoro pucka (Triple risk
model), npemnoxennoit B 1994 r. ®umunano u Kunnau, cormacHo koropoit CBMC
CJlydaeTcsl Ha iepecedeHur Tpex (akTopoB pUCKa:

1. Ysa3BuMBIi MitaneHel (HarpuMep, posKIEHHBIN MpexaeBpeMeHHO — paHee 37
HEJleb TecTalluu, €CIM MaTh Kypuwia BO BpeMs OE€peMEHHOCTH, MPU HAIWYUU
BPOXKJACHHBIX aHOMAJIMKM KapAUOpECTUPATOPHOTO KOHTPOJIS).

2. Kputnueckuii nepuoj B pa3BUTUU MEXAHU3MOB TOMEOCTATUYECKOTO KOHTPOJIS
(BEereTaTUBHOTO KOHTPOJIS, BEHTUJISLIMM, PETYJISIIIUU COCTOSTHUS CHa M OOJpCTBOBAHMS,
TEeMIEPATYypPhI Tea U [IUPKATHBIX PUTMOB).

3. Buemnue (axTopbl, MPUBOASIINE K HAPYIICHHIO TOoMeocTaza (HETSKeNbie

peCUpaTOpHbIC MWK TaCTPOMHTCCTUHAIBHEBIC I/IH(I)GKI_II/II/I HE3aJ0JIro g0 CMCPTH,



JUXOopajika, rurneprepMust (MEeperpeB) BCIEACTBUE MOKPBIBAHUS OJESJIOM TOJOBBI
MJIa/ICHIIA, [TOJI0KEHUE HA )KMBOTE BO BPEMS CHA).

[luk 4YacTOThl MPUXOIUTCS Ha Bo3pacT 2—4 mecsua, korjaa (U3UOJIOTHUYECKHE
MEXaHHU3MbI CHa eme co3peBarotT. [Ipennonaraercs, uto k peanusauun CBMC Bener
HE3peJblii KapAHUOPECTUPATOPHBIM KOHTPOJIb B COYETAHUU C HAPYIICHUEM PEAKIUU
npoOyxnaenus. llomnepkka JaHHOW KOHILENIMH OOYCJIOBIIEHA MHOTOYHUCIECHHBIMU
UCCIICIOBAaHUSIMH, JAEMOHCTPUPYIOIIUMHU, UYTO OCHOBHbIE (QakTopel pucka CBMC
(MoJoKeHNEe Ha )KUBOTE BO BpEeMsI CHa, KypeHHE MaTepy, HEJOHOIIEHHOCTh) OKa3bIBAIOT
3HAYUTEIBHOE BIUSHUE HA KPOBSHOE JABJIEHUE, YACTOTY CEPACUHBIX COKPAILECHUI U UX
KOHTPOJIb, @ TAKXKE YXYAIIAIOT PEAKIHIO TPOOYKICHUS.

['unote3a o BpokJIeHHBIX edekTax MeTadoIn3Ma

K BpoxaeHHbIM AedekTaMm MeTadoau3Ma OTHOCUTCS B IEPBYIO O4epepb AeDUIIUT
CPEIHEUEOYEYHON aMIKOAH3UM A geruaporeHasbl. [Ipy  HMMMyHOJIOTHYECKON
HEKOMIIETEHTHOCTH TE€HETUYECKHE MEXaHU3Mbl CHUHAPOMa BHE3alHOM CMEpTH
MJIa/ICHIIEB OIMOCPEAYIOTCS Yepe3 CUCTEMY IIMTOKMHOB, MIPAIOLIMX BAXXHYIO pOJIb B
UMMYHHOM CHCTEME, PEryJupysi Kak WHTEHCHUBHOCTb, TaK M MPOJODKUTEIBHOCTh
MMMYHHOTO 0TBeTa. CepoTOHMHEpTruyecKast IMCHYHKIMS ONPenensieTcsa TeHeTHUECKUMU
MyTalUsiIMA WU ToJuMOopdu3MamMu B 00JIacTM TMPOMOTOPHOM 00JIacTh TreHa —
TpPaHCIIOpTEPA CEPOTOHMHA, YTO MPUBOJMUT K HAPYIIEHUIO PETYJSLHUH CEPOTOHUHA U
CUHAPOMY BHE3AIMHOM CMEPTH MJIaJICHIIEB.

Cy1miecTByOT COOOIIEHUsT 00 W3MEHEHHBIX YPOBHAX HEUPOTPAHCMHUTTEPOB, B
nepByro ouepenp (HakTopoB pocTa (LUTOKMHOB, HEMPONENTUAOB) U MOBPEXKIACHUIX B
pEeLEnTOPHBIX cucTemMax (KaTexoJaMUHEPTUYECKUX, XOJIMHEPTUYECKUX U
CEPOTOHMHEPTUYECKUX), PACIOJIOKEHHBIX B 00JIaCTWU CTBOJAa TOJIOBHOTO MO3ra.
[TokazaHo, 4TO IKCIPECCUSI HEUPOTPAHCMUTTEPOB MOXKET 3aBUCETh OT TaKUX (PaKTOPOB,
KaK KypeHHe MaTepy BO BpeMsi OEpEeMEHHOCTH.

I'enetnyeckas rumnoresa

ITokazano, uTo onpeneseHHyo poJib B pazputun CBMC urparT noumoppusmsl

B CJICAYIOIIUX I'CHAX:



— T€HBI, KOJUPYIOINe HOHHBIE KaHabl kKapauomuoruToB — SCNSA, KCNQ1, KCNH2
u RYR2, unu Genku, ydyacTByromye B MpOBEACHUN BO30YKICHHS MO MUOKapay — Ha
HUX npuxoaurcs meHee 5% cimyyaeB CBMC;

— T€H TPAHCIOpPTEpa CEPOTOHMHA W TE€H MOHOAMUHOKCHIA3bl A, BIHSIONIMNA Ha
CEPOTOHUHEPTUYECKYIO U HOPAJAPEHEPTUYECKYI0 CHHANITHYECKYIO Iepeiavy;

— I'€Hbl, YYaCTBYIOIIME B Pa3BUTHHM BereTaTUBHOM HepBHOU cuctembl (ASHI, BMP2,
PHOX2a, PHOX2b, RET, ECEL, EDN1, TLX3, EN1).

Kapnnorennas runoresa

Kapauorennsie MEXaHU3Mbl  [OAPAa3yMEBAIOT  HAJIW4YME  MNEPBUYHBIX
AIEKTPUYECKUX 3a00JIEBAHUI CEpAlad, COMPSIKEHHBIX C BBICOKMM PHCKOM pPa3BUTHS
YIPOXKAIOMIMNX KU3HA apUTMHUI M BHE3aNHOW cMepTH. K MEpBUUHBIM 3JIEKTPUUYECKUM
3a00JIeBaHUSIM CEep/Ila, CIIOCOOHBIM BbI3BAaTh BHE3AIHYIO CMEPTh, OTHOCATCA CHHAPOM
ymmHeHHoro uHtepBana Q-T, cunapom bpyrana, cunapom Bonbda—IlapkuHcona—
VYaiiTa, KaTexolaMUHEpruyeckas NoJIMMOpQHas KeIyI0uKOoBas TaXUKapaus, CUHAPOM
kopoTtkoro Q-T, reHeTHyecku NEeTEpMUHUPOBAHHBIE KaHAJIOMATUU (O KOTOPBIX OBLIO
OTYAaCTH CKa3aHO BBIILIE), CTPYKTYpHbIE 3a00aeBaHus cepaua. [Ipy HoBoOOpa30BaHHbBIX
(paHee HEW3BECTHBIX) MYTalMSIX B ONPEIEICHHBIX TIE€HAaX BO3MOXHO pa3BUTHE
YTPOXKAIOIINX KU3HU HAPYIICHUH PUTMA, CIOCOOHBIX TTOBJIEYb CMEPTh.

Cunnmpom bpyraga — mnepBuuHasi (HacjeACTBeHHasi)) OO0JIE3Hb apUTMOTIEHE3A,
XapaKTEepPU3yIOWAsACid HAIUYUEM THUIIUYHOTO KIMHUKO-3JIEKTPOKApAUOrpaduyecKoro
CUMIITOMOKOMILJIEKCA, BKIIFOYAIOMIETO 0co0yt0 dhopMmy OJOKaabl MPaBOM HOXKKH ITydKa
['uca ¢ nonséMoM cermenTa ST B 0THOM WIJIM HECKOJIBKUX MPAaBBIX TPYAHBIX OTBEIECHUSAX
Ha anektpokapauorpamme (OKI'), oTcyTcTBHEM CTPYKTypHOW MAaTOJOTHMU cepAlla U
Pa3JIMYHBIMHU KU3HEYTPOKAIOIIUMU KEITYJOUKOBBIMUA aPUTMHUSIMU, KOTOPbIE€ TPUBOJISAT K
PE3KOMY MOBBIIICHUIO PUCKA PA3BUTHS BHE3AMTHOM CepIeYHON CMEPTH.

Cunapom ymnuHeHHoro uHtepBana QT oOTHOcHTCS K Tpynne BpOXKICHHBIX
OoJie3Hel MPOBOMSIIEH CHUCTEMbI, Ybsl NMATOT€HETUYECKas CYUIHOCTh 3aKJII0YaeTcs B
T€HETUYECKH JETEPMUHUPOBAHHBIX U3MEHEHUSIX CTPYKTYPhl U (PYHKIMI TPaHCIIOPTHBIX
KaHaJOB KapauoMHOUUTOB. JlaHHble O0OCOOCHHOCTM Ha (H)OHE CHUMITATUYECKOU

CTUMYJISIIUA  (POPMUPYIOT HApyIIEHUE TPAHCMEMOPAHHOTO JBM)KCHHUS HMOHOB Kajus,



HATpUA U KaJbLMs U 3aMeJUICHHE NEPHoJa PETOISIpU3allud MEMOpaHbl KapIMOMHOIIUTA
(nposiBiisierca yamHenuem untepBaina QT na OKI'), onpenensss TeM camMbIM BBICOKHIA
PUCK  pPa3BUTUS  JKEIYIOYKOBBIX TaxMApPUTMHUH, B YACTHOCTU NOJUMOP(HOI
KETYTOYKOBOM TaxXUKaApUU THIA «TUPYIT» (torsades de pointes), u BHE3aMHONW CMEPTH.

Cungpom ynnuHeHHoro uHTepBana QT — Hambonee 4yacTo BCTpedaroIIMKCA
BapHaHT «3JIEKTPUUECKUX O0JI€3HEN MUOKapAa», UM MOHHBIX KaHanonaTuil. Bergenstor
TPH THUIA BPOXKACHHOTO CHHJIpOMA YUIMHEHHOro nHTepBana QT:

1) ayrocomHoO-penieccuBHBI THI: cuHApoM Jkepsemna—Jlanre-Hunbcena, mis
KOTOPOIO XapaKTepHO OYEHb BBIPAKEHHOE YUIMHEHHE wuHTepBaia QT w
BpPOXKICHHAS IIIyXO0Ta;

2) ayTOCOMHO-IIOMUHAHTHBIN TUI C SKCTPAKAPAUAILHBIME MPOSBICHUSIMHU, KOTOPBIA
MOAPA3AEIAIOT Ha 1BA MOATHUIIA: CHHAPOM AHAepceHa—TaBuil u cuHAPOM TUMOTH.
IIpu cuaapome AnpaepceHa—TaBui xapakTepHO yJuuHeHue uHTepBana QT B
COUeTaHMu C BbIpakeHHOM U-BOJIHOM, MONMMMOP(HON WM JIBYHaIllpaBJIECHHOU
YKEITy TOYKOBOU TaxuKapauen, JIULEBBIM aucMoppruzMom U
TUIEP/TUMOKATTUEMUYECKUM MIEPUOANYECKUM NapajinyoM; pu cUHIpoMe TumoTu
— ymmHeHue wuHTepBana QT, cungaktwius, wmaiabhopMaluu cepaia,
paccTpoiicTBa ayTUCTHMUECKOIO CHEKTpa U AUCMOPPU3M. APUTMUM B JaHHOM
Clly4ae 4alle pa3BUBAKOTCA B OTBET HAa SMOLMOHAJIBHBIN CTPECC WM BHE3AIHBIN
3BYKOBOW CTUMYyJ (Hampumep, OyIUIbHUK WM TENeQOHHBIA 3BOHOK), pEXKE BO
BpEMs CHA WUJIM TPEHUPOBOK.

3) ayTOCOMHO-IOMHHAHTHBIN TUI: cHHApPOM PoMaHo —Yopna, pacnpocTpaHEeHHOCTh
ero cocrasisieT | cimydait Ha 2500 4enoBeK, XapaKTEpU3yETCsS M30JMPOBAHHBIM
yanuHeHreM uHtepBasia QT. OCHOBHBIM NMPOBOLUPYIOMUM (HPaKTOPOM PA3BUTHS
CUHKOMNAJIbHBIX COCTOSTHUM npu cuHApome Pomano — Yopna siBnsiercs puznueckas
Harpy3ka, Oonee 60% ciaydaeB apUTMHUYECKHX MPOSBICHUN MPOUCXOAAT TPH
TpeHupoBkax. CamblM THUIHUYHBIM TMPOBOIMPYIOIIMM BHJIOM Harpy3ku st
JAHHOT'O T€HOTHUIIA CYUTAETCS IUIABAHWUE WJIW HBIPSIHUE, I IETEeW MEepBOro roja
YKW3HU TAKOM Harpy3kou MOXET CTaTh KopmiieHue (cocanue). Hapyienus putma

TAKKC 4Yalle pa3BUBAOTCA BO BpEMsA CHa HWIM 3IIKM30/10B 6pa)11/11<ap)114n.
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KimHnyeckne mposiBIEHUS y HUX MEHEE BBIPAXKEHbI, YEM IPU NEPBBIX JBYX

BAPUAHTAX, HO MTOBBIIIEH PUCK BHE3AITHOU CEPIEYHON CMEPTH.

Crnenyer OTMETUTB, UTO I BCEX TPEX THUIIOB CUHAPOMA Y UIMHEHHOTO MHTEpBAJIa
QT xapaktepHbl OOIIME YepThl: OOMOPOKH, TOTEPs] CO3HAHUS, OCTAaHOBKAa Cepjla.
Onu3oaaM CUHKOIE MOXKET MPEIIECTBOBATh YUAIIEHHOE cepAlieOneHune, TOIHOTA WIN
rOJIOBOKpYKeHHe. IMHorma OHM MOTYT COIPOBOXKIATHCA KIOHUKO-TOHMYECKUMU
CyJl0poramu, HEITPOU3BOJILHBIM MOYEHCITYCKaHHEM, 4TO 3aTpyIHSET
TupdepeHINaIbHy0 AUArHOCTUKY C SNWIENTHYEeCKMMU mnpunaakamu. CoriacHo
uccnenoBanusiM Toft etal.,, mpu cunmpome yanuHeHHOro uHTepBasia QT wmoryt
BCTPEYAThCS U Ba30BarajibHble CAHKOIIE, B YACTHOCTHU Y MAIlUEHTOB C MyTallUsIMH B F€HaX
KQJINEBBIX MOHHBIX KaHAJIOB.

Koporkuit QT-uHTEpBan, ompeaenseMbll SJIEKTPOKaApAHUOTPAMMOM, BBI3BIBACT
noo3peHrne Ha cuHApoM Kopotkoro QT. D10 penkoe, HO KU3HEYIrpoXKarouee
COCTOSIHHE, CBSI3aHHOE C BHE3AIIHOM CEpAEYHOM CMEpThIO, SBISAETCA T'€HETHYECKU
JETEPMUHUPOBAHHBIM U OOYCJIOBJIEHO MYTalUMUSAMH B TI€Hax, KOIUPYIOUIMX OelKu
CEpICYHBIX  HOHHBIX  KAHAJIOB, OTBETCTBEHHBIX 3a  IOTCHUMAI  JEHCTBHUS
KapJIMOMHOLIUTOB. ACCOIMMPOBAHHBIEC T€HBI BKJIIOYAIOT T€HbI, KOAUPYIOIIUE KATMEBbIE
kaHaiel (KCNH2, KCNQI, KCNJ2) u xaruonnsie kaHaibl (SCN5SA), reHsl,
KOJIMpyIomue cyobeauHuIlbl KaiabiineBblx KaHamoB L-tuma (CACNAIC, CACNB2bD,
CACNA2DI), u, pexe, reHol aHuoHooOMeHHUKa, Takue kak SLC4A3. HouHble
HapyILIEHUs OPUBOAAT K  YCKOPEHHOW  pEeNojspu3aluy, YKOPOYEHHOU
NPOJOJDKATEILHOCTH — MOTEHLMANA  JISUCTBUS — NPENCEepANl M KEIyJOYKOB U
MOCJEAYIOIIEMY TOBBIIIEHUIO PUCKA TAXUAPUTMUN U BHE3ATHOW CEPIEYHON CMEPTH.

[TanpeHntsl ¢ cuHAapoMoM KopoTkoro QT Moryr neMoHCTpHpoOBaTh camble
pazHooOpa3Hbie MposiBiaeHUs: 0T aHoManbHOU DK y 5ull, HUKOTa HE UCTIBITHIBAIOIINX
npobsieM CO 3I0pOBbEM, CBSI3aHHBIX C O3TUM 3a00JIeBaHMEM, 10 CeplLeOueHuUs,
rOJIOBOKPY’KEHUS, 0OMOpPOKA U, B XyILIUX CIy4yasx, BHE3AIMHON CEepACYHON CMEPTH U3-3a
NOJIMMOPGHON  KENMyIOYKOBOM TaXuUKapauu M (PUOPUIUISIUU SKETyJA0YKOB. XOTs
KJIMHUYECKasi KapTUHA MOKET ObITh BapuaOesbHOM, MalUeHThl, KaK MPaBUJIO, UMEIOT

TsDKeNbId (peHoTun 3a0osieBaHus. Y OJHOW TPETH MAIIMEHTOB HAOJIOIA€TCsl OCTAaHOBKA
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cepana, u npuMepHo 90% HMEIOT MOJOKUTENIbHBIM CEMENHbIII aHaMHE3 BHE3aIHOU
cepreyHoit cmeptu. Kak u B cimyyae ¢ cunapoMoM bpyraja u yJJIMHEHHBIM HHTEPBAJIOM
QT, 3TH sAIBJIEHHS 4aCTO BO3HUKAIOT BO BPEMS OT/IbIXA.

Cungpom Bonbda — Ilapkuncona — VYaitta (BIIY mu6o WPW) — coueranue
aNeKTpokapauorpaduueckoro  (HeHoMeHa, WUIIOCTPUPYIOIIEr0  MPeaABO30YKICHUE
KEITYJIOUKOB CepJla Mo JOMOJIHUTEIbHOMY (aHOMajJbHOMY) aTPUOBEHTPUKYISIPHOMY
COCMHEHUI0 WM TIAPOKCH3MAIBHOW AaTPHOBEHTPUKYIISIPHON PEIMIIPOKHOMN (re-entry)
TaxyWKapJIuH, BOSHUKAIONIEH B PE3yJbTaTe pealin3allid MEXaHW3Ma IMOBTOPHOIO BXOJa
AIIEKTPUYECKOTO BO30YXKACHUSA, CTPYKTYPHBIMH COCTABIIAIOIIMMUA KOMIIOHEHTAMH
KOTOPOTO SBJISIIOTCA BPOXKACHHOE 100ABOYHOE aTPUOBEHTPUKYJSIPHOE COEIUHEHUE,
aTPUOBEHTPUKYJISIPHOE COCIMHEHHE, MUOKApJ IpEeACepaud U MHUOKAp KEIYIOYKOB.
BeposTHOCTB pa3BUTHS BHE3AITHOW cepaeuHor cmepTu coctasisieT ot 0,15 mo 0,39%, uro
BbIIlIE OOIENONyJIAHMOHHOTO pucka (MeHee 0,1%). JlanHoe 3a0o0sieBaHuE MPOSIBISIETCA
pa3HbIMU (opMaMU — OT MOCTOSIHHBIX KIMHUYECKUX U 3JIEKTPOPU3HOIOTHUYECKHX
NposiBJICHUM npu MaHupecTHOU (popMe 0 OTCYTCTBHUSI KAKUX-TUOO CYOBEKTUBHBIX U
OOBEKTUBHBIX CHMIITOMOB IpH JaTeHTHOH (opme. [lebror cunapoma WPW Takke
Pa3HbIA — OT HE3HAYNUTEJIBHOW TAXUKAPAUU J0 YIPOKAIOIIMX KU3HU aPUTMHUMN.

AHOMaJIUM pa3BUTHS MO3ra

['unore3a o ponu aHoMaluii B OONACTAX MO3ra, OTBETCTBEHHBIX 3a PEaKLHUIO
npoOyxnaenus, B renese CBMC u Ha cerogHslIHUN JA€Hb HE yTpaTuia CBOEH
aktyanbHocTU. DoKyc uccnenoBanuii noucka neponpuunabel CBMC cocpenoToueH Ha
W3YUYEHHH CTBOJIA MO3Ta, ITOCKOJBKY OH UIPAET PEIAOILYIO POJIb B KOHTPOJIE AbIXaHHUS,
YaCTOThI CEPACYHBIX COKPAIICHUN U apTEPUAIIbHOIO JAABJIEHUS, a4 TAKKE B LIECHTPAIBHOU
XEMOYYBCTBUTEJIBHOCTH, TEPMOPETYJSALUU W MOAYJSIIMU pedIeKCOB C BEPXHUX
JbIXaTeJIbHBIX MyTel, 0COOCHHO BO BpEMs CHa.

HccnepoBarenu 3asBISIOT O HAJIMYMM aHOMAJIUI Pa3BUTHS MO3ra y MIIAJICHIIEB,
yMmepuiux or CBMC, Takux Kak COXpaHEHHE HapyKHOIO 3EPHUCTOTO CJIOS KOPBI
MO3Keuka (MpU3HaK JAePEeKTHOM IMpe- W TMOCTHATAIbHOM MHUTrpalMd HEHPOHOB),
HEJOCTAaTOYHAsl MOIYJSIUUs HEHPOHOB B HWJKHEH OJIMBE IPOAOJITOBATOIO MO3ra H

TUTIOTUIA3Hs IyT000pa3HOTo sapa TUIoTaIaMmyca.
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B 2015 r. H.C. Kinney u coaBT. coo0muan 0 HOBOW MOP(HOIOTHIECKON HAXOKE:
y 40% wmnanenues, ymepmux or CBMC, Obuia oOHapykeHa aHOMalHs 3y0daToif
W3BWIMHBI rumnnokamna. OnncaHHas aHOMaIMs BKIHOYAIA AUCIEPCHIO T'PAHYJSPHBIX
KJIETOK M 3yOuaToe OuIaMUHUpOBaHUE. AHATIOTUYHBIC MATOJOTUYECKUE HAXOAKU paHee
ObUIM OMMCAHBI IPY BUCOYHOU SIUIIETICUU.

bb110 BRICKa3aHO MPEANOI0KEHUE, YTO 3y0uaToe OMIaMUHUPOBAHHUE U JUCTIEPCUS
rpaHyJsipHbIX KieTok y »keptB CBMC mnpenmnosararoT CBSI3aHHBIA C CyJIOpOraMu
MEXaHU3M BHE3AalHOW CMEPTH, BO3HUKAIOIIMM M3-3a IIPUCTYINA DIEKTPUYECKON
HECTaOUJIbHOCTH, BBI3BAaHHOW aHOMAJbHOW 3y0YaToil M3BMIIMHON M 3allyCKarOIIUNCS
HK30T€HHBIM CTPECCOPOM (HaIIpUMEp, TUIIEPTEPMUEH WU aC(PUKCHEN).

WNHupekuronHas runores3a

BTopoii o yactote npuunHON CMEpTHU JeTel B Bo3pacTe 10 1 roaa BHE JIeUeOHbBIX
YUPEXKIEHUN SBISAIOTCA HHPEKUMOHHbIE 3a0osieBaHusd. Haubonee ysa3BUMBIM IS
MH(EKIMOHHBIX 3a00J€BaHUN, 3aKOHYMBILIUXCS CMEPThIO PEOCHKA HA JOMY, SIBISIETCS
BO3pacT oT 1 10 6 Mec xu3HU — 67% BCEX CMEPTEN, B TO BpEMs KakK B Bo3pacte 10 1 mec
— 12%, a B Bo3pacte ot 6 mec a0 1 roma — 21%.

JlokazaTtenbCcTBa, MOATBEPKIAIONIME «IMAPATUTMy HH(EKUUN», BKIIOYAIOT
MY>KCKOM IT0JI, HEIOHOIIEHHOCTh, OTCYTCTBUE I'PYAHOTO BCKapMJIMBAHMSI, CE30HHOCTB,
CHI)KEHHE MATEPUHCKOTO TpaHCIulaeHTapHoro Ig(G, KOHTakT C 3apaX€HHBIMU
MOBEPXHOCTSAMU/JIMYHBIA KOHTAKT (MCIONb30BAaHHBIE MAaTpachl, COBMECTHBIH COH B
POUTENBCKON KPOBATH, COH HA JIUBAHE), MEPEHACEIECHHOCTh WIM HU3KUU COLMAIBHO-
HPKOHOMHUYECKUN CTaTyC, BBICOKMH MOPSAOK pOXACHUS (cTapiuue OpaTbsi M CECTPbI
MOJBEPraloT MJIAJICHIA PHUCKY 3apakKeHHsl pPeCHUpPaTOPHO-BUPYCHOW HMHQEKUUEH) U
noJiokKeHue BO CHE (3 (EKT ITOro MPOSIBISLETCS TOJIBKO MPU COBNAACHUN HH(PEKIINH).

B03MOXHBIM MOTEHIMANBHBIM KaHIUIAATOM B KadyecTBE KIIOUEBOro ¢akropa B
strnosiorun CBMC moxeT ObITh BUpYC JuM@ormTapHoro xopuoMmenunruta (LCMV),
MEPEHOCYMKOM KOTOPOTO SIBJISIFOTCS MBI, JTO eme oaHa u3 runore3 CBMC, kotopas
paccMaTpuBaeT HHMEKIUIO IbIXaTeNbHbIX MyTEH MPHU KOHTAKTE JAETeH ¢ SKCKPEMEHTaMU
Mmbliei.  MH}exkmus  MOXeT  akKTUBHPOBATh  BBIPAOOTKY  CTa(pHIIOKOKKOBOTO

HSHTEPOTOKCHHA y MIIaJIEHIIEB, KOJJOHU3MPOBaHHBIX Staphylococcus aureus.
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JleiicTBUTEIHLHO, MOJIETTh HAa MBIIIIAX MOKa3aa, yTo coueranne nHpekmmun LCMV
U BBEICHHUS DSHTEPOTOKCMHa B BbI3bIBaeT (aTanbHbIi TeMaTOTEHHBIA  IIOK.
[TaTonoruueckue v GU3NOIOTUYECKUE JAHHBIE YKA3bIBAIOT HA TO, UTO IIOK MOXKET OBIThH
OCHOBHBIM TepMUHANBHBIM coObITHeM pu CBMC (moBpesxaeHue Tkanei, HabmogaeMoe
B CepJle U AuapparMalbHbIX MBIIIAX, U allONTO3, HA0IIOAAEMbII B TOJIOBHOM MO3I€ U
CTBOJIE MO3ra). OTH PU3HAKU COOTBETCTBYIOT FT€MaTOTEHHOMY ILIOKY.

Hwuszkue connanbHO-DKOHOMUYECKHE YCIOBUS JKU3HM, OAWUH W3 OCHOBHBIX
¢akropoB pucka CBMC, cormacyrorcs ¢ HalMuueM MblIed U IUIOXUMHU
TUTHEHUYECKUMU YCIIOBUSMHU, & TAK)KE C MepeHaceaeHHOCThI0. COH Ha )KUBOTE MOKET
OOJIErYnTh acCHUpaluui0 WM [porjarbiBaHe HWHQPEKIMOHHOIO Marepuana C

33Fp513HCHHOI>i IIOBCPXHOCTH.
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@aKTOpBI pUCKa

Baxno otrmeruth, uyTo cpeau npuuuH CBMC BblIENAIOT ynpaBisieMble H
Heymnpasisiemble. K HeympaBiseMbIM MOXXKHO OTHECTH CEMEWHBbIM aHamHe3 peOeHKa
(mokazano, uro pazsutue CBMC B ceMbsx, rjie paHee y>Ke BHE3aIHO yMHUpall peOeHOK,
HabmoaeTcs B 47 pa3 yaiie, 4eM B OOBIYHOM MOMYJISIIIAN ), pa3jMuHbIe MyTalluH B TeHaX,
aHOMAJIMHA Pa3BUTHUA W MeTaboimu3ma. X MBI HE MOXEM W3MEHUTh U TIOBJIUATH
KOHKPETHO Ha HUX — MOXEM JIMIb 0oJiee TIIAaTeIbHO HAOMI0aTh 32 TAKUMH J€TbMU C
1EJIbI0 YMEHBIIUTh PUCKHU U, IO BO3MOXKHOCTH, MIPEAOTBPATUTh Xy AU ucxo. OqHako
3TH BOIPOCHI OTHOCATCS K MpO(UIAKTUKE W JIMarHOCTHKE — 00 ATOM peub Oyaer B
CIIEAYIOLIEM pa3iee.

B npenpiaymiem paszzgene yke ObUIM YIOMSHYTBI HEKOTOpbIE (PAKTOPhI pUCKa B
KadyecTBE CO3MaIMX OnaronpusaTHeii ¢GoH mima Bo3HukHoBeHus CBMC. CBMC
MOJHOCTBIO HE TMPEAOTBpPaTHUM, OJIHAKO BO3MOKHO CHHU3UTh PHUCK CMEpPTU JETeH B
BO3pacte 70 1 roga myTteM KOppeKIUuU ypaBisieMblX (aKTOPOB pUCKa.

Bort nekoropsie Mmoguduimpyemeie dakropsl pucka CBMC:

1. HenoHomieHHOCTH ¥ MaJiasi Macca Ipu poxkaeHuu. Cper HeTOHOIIECHHBIX JIETEH PUCK
CBMC B 4 pa3za BblllIe, YEM Y IOHOUIEHHBIX JAETEH. Y MAJOBECHBIX U JIETEN C OYEHb
HU3KOM MaccoW Tena pUCK Bbille. HegoHOIIEHHBIE JETH TOABEPKEHBI TEM KE
dbakTopam pucka, 4To U JOoHOIIeHHBbIE. [lojokeHMe Ha CIHUHE BO BpeMs CHa
CYIIECTBEHHO CHIKaeT puck pa3zButusi CBMC y HenoHomeHHBIX AeTel. OnaceHus,
YTO TOJIO)KEHUE HA CIIMHE MOXET CHU3UTh OKCUTEHAIIMI0O MIIAJICHILIEB cTapuie 32
HEJIeJIb TECTAI[MOHHOTO BO3pacTa BHE OCTPOoi (Da3pl pecrnupaTtopHOro 3abosieBaHUs
OMPOBEPTHYTHI B Psijie UCCIICAOBAHUM.

2. BozneiictBue kypenus. Bce smmaeMuoniormueckue WCCIEAOBAHUS €IMHOMYIITHO
YTBEPXKJIAI0T, UYTO MPEHATALHOE BO3/ICHCTBIE HUKOTUHA HA peOCHKA BHYTPUYTPOOHO
onpenenseTcs Kak (hakTop pUCKa: ¥ MACCUBHOE KypEeHUE, U KypEeHHE MaTepy B IEPHUO/T
oepemenHoctu. CornacHo uccnenosanuto R. Machaalani u coaBT., mo pe3ynbratam
ayTOIICUU CPEIY TIOTUOIINX IETEH, TIOJIBEPTIINXCS BO3EHCTBUIO HUKOTHHA B TIEPHO/T
HOBOPOXKJICHHOCTH, OTMEUYAeTCs KOJUYECTBEHHOEC CHUXEHHE HHUKOTHHOBBIX W

AICTUIIXOJIMHOBBIX PCHCIITOPOB B CTPYKTYPAX CTBOJIA I'OJIOBHOT'O MO3ra.
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3. Ynotpebnenue mateppto ankorois. OAHO W3 UCCIEAOBAHUN MPOJEMOHCTPUPOBAIIO
niectukpatHoe yBenuuenue pucka CBMC npu ynorpebieHMN MaTEpbio ajJKOToJis B
IIEPUOJI 3a4aTHsI, HE3aBUCUMO OT TOIr'0, Kypuja OHa OJJHOBPEMEHHO Wi HeT. B apyrom
UCCJIEI0BAHUH OOHAPYKEHO, UTO AJIKOIOJIM3M MaTepH B IEPUOJT OEPEMEHHOCTH WIIH B
TE€YEHHE MEPBOro rojia Mocie poxaeHus pedeHka acconuupoBaH ¢ puckom CBMC,
npuyeM kak MuHuMyM 16,4% cinyyaee CBMC mnpenmiecTBoBaja MpHUEM AJIKOTOJS
MaTephIO.

4. Ycnoeusa cHa. Hambonee vacto BHe3amHas cCMEpTh JAeTed B Bo3pacTe A0 1 roxaa
IPOUCXOJUT KWMEHHO BO BpeMs CHA, W, IO JaHHBIM psJa HALMOHAJIBHBIX U
MEXKIyHAPOJHBIX 0030poB, A0 90% ciyyaeB BHE3aMHOM MJIIAJICHUYECKON CMEpTH
IPOUCXOAUT BCIEACTBHE HEOE30MACHBIX YCIOBUI CHA peOeHKa:

a. Ilonoxxenue munanenua Bo cHe. [lonokeHne MitajieHna Ha dXUBOTE B IEPUO]] CHA
SIBJISIETCSL CAMBIM CHUJIbHBIM (DaKTOPOM pHUCKa U, IO OLIEHKaM, IOBBIIIAET PUCK
cunapoma 110 14 pa3. CoH Ha ®KUBOTE UITU NTEPEKATHIBAHUE HA )KUBOT, OCOOCHHO
KOr/la peOEHOK HE MPUBBIK K ATOMY MOJIOXKEHHIO, MoJBepraer ero B 19 pas
6onee BoricokoMy pucky CBMC. Ilonoxenue Bo BpeMs cHa Ha OOKy HMMeEET
TaKOM K€ BBICOKUI PUCK, UTO U MOJIOKEHUE HA )KUBOTE: BEPOSITHO, IOTOMY YTO
4acTO MIIAJICHIIbI, KOTOPBIX MOMEIIAIOT Ha OOK, OKa3bIBAIOTCS Ha )KUBOTE.

b. Msrkue u 00ObeMHBIC MOCTENILHBIC MPUHAIICKHOCTH. Msrkas MOBEPXHOCTb
st cHa Kak ¢akrtop pucka CBMC, 0coO€HHO B COYETAaHUU C IMOJOKEHUEM
peOeHKa Ha )KUBOTE.

C. CoBMecCTHBIM COH (B OJHOM KpOBaTH, Ha OJHOM TMOBEPXHOCTH). Puck mpu
COBMECTHOM CHE YBEIMYMBAJICA 10 15 pa3 y MulaieHUEB C JONOJIHUTENBHBIMU
¢dakropamu pucka CBMC, BKIIt04Yasi HICKYCCTBEHHOE BCKapMJIMBaHUE, KypEeHHE
U ynoTpeOIeHrue aaKOT OISl POAUTEISIMH.

5. Benenue OepeMeHHOCTH — OAMH U3 (PAKTOPOB, MO3BOJISIOMIUX JTOCTOBEPHO CHU3HTH

yactory CBMC 1 Ha KOTOpbI cienyeT oOpaTuTh BHUMaHue. B yacTHOCTH, Hayaso

HaOmonenuss B | tpumectpe (otHomieHue puckoB — 0,63, 95% mnoBepuTenbHBIN
uareppar — 0,57-0,7) u I Tpumecrpe (otHomenue puckoB — 0,87, 95%
noseputenbHbli  uHTepBan — 0,79-0,97) B cpaBuenun c¢ Il Tpumectpom
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JEMOHCTPUPYET 3HAUUTENIbHOE CHUKEeHUE prcka (Ha 37% u 13% coOTBETCTBEHHO), a
OTCYTCTBHE HaOJIOJCHHS B CpaBHEHUHU ¢ HayaioMm HaOmonenus B III tpumectpe

pakTU4YeCcKu BiBoe yBennuuBaeT puck CBMC.
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Jluarnoctuka u npoduaaKkTuka

HecmoTps Ha ycniexu Hayku U IpoABUxKeHUE B Borpocax npodunaktuku CBMC,
JUCKYCCHUS O MOAX0JaX K JUArHOCTUKE CUHApPOMA MpoaoipKaeTcs A0 cux nop. C onHon
CTOPOHBI, IMATHO3 «CUHIPOM BHE3AITHOW CMEPTH MJIAJICHIIa» MOABEPraeTCss KPUTHUKE Kak
«auarno3 0e3 00Je3HU», C OTCYTCTBHEM NaTOTHOMOHHYHBIX MPU3HAKOB, C APYTroMl —
HEKPUTUYHO W HENOCJIEJOBATENbHO MPUMEHSETCA KO BCEM BHJaM BHE3aIIHOM CMEpPTH
MJIa/ICHIICB.

Bo3spactHoe pacrnpenenenne CBMC neMOHCTpUPYET OTHOCUTENBHO HEOOJBIIOE
YUCJIO CMEpPTEN B MEPBBINA MeCALl )KU3HU, MUK B 2—3 Mecsna u 90% cinyyaeB cMepTeil B
Bo3pacTe 110 6 mecsieB. Cpeau BHE3AMHO YMEPIINUX MJIaJACHIEB MTPe00J1alaloT MaTbYUKH
(60—75%).

BonpmmHCTBO NeTelt 0OHApYKUBAIOT MEPTBBIMU B HOUHOE Bpems oT 0 10 6 4, B
MOJIOKEHUHU JIe’Ka Ha )KMBOTE, C TOJIOBOM, MOBEPHYTOM Ha OOK, B XOJIOJHOE BpEMs ro/ia.

[lo  gaHHBIM  pa3IMYHBIX  KCCIENOBAaHUM,  BBIACIAIOT  CJEAYIOIIWE
naToJIoroaHaToMuueckue 3akintoueHus npu CBMC:

¢ TSKCIIBIC, HAIIOJHCHHBLIC JXHAKOCTBIO JICTKHC C pPAdHHUMH MaAJ03aMCTHBIMU
OCTPBIMH BOCHIAJIMTCIIbHBIMHA U3MCHCHUAMU

® BHYTPUTPYAHbIE TNETEXUAIbHbIE KpPOBOM3IUSHUA B THMYCE, OJIUKapiae U
BUCIIEPATILHOM TIEBpE / JIETKUX;

® KHJIKasi KPOBb B Kamepax cep/ila;

® YBEJIWYCHHBIN TUMYC, TOJIOBHOM MO3T U IICYCHb;

® [yCTOM MOYEBOW MY3bIPb.
JleTeli, B ceMeMHOM aHaMHe3€ KOTOpbIX uMeroTcsa ciaydan CBMC, monoxeno

oOcretoBaTh OoJiee TIIATEIBHO, MPUTOM HAYMHAS ¢ CEMEHHOIo aHaMHe3a, BBIICHCHUS
MPUYUH TUOENU CTapIiIuX JAeTel, 00CIe0BaHUs POJAUTENICH, KOHCYIbTAllMM T€HETUKA U
JIPYTUX Y3KUX CIEIUATUCTOB MO0 HEOOXOIUMOCTH JUISl BHISBICHUS U MPEAYTPEHKACHUS
BO3MOJKHBIX ITPUYMH THOCIIM HACTOSIIETO peOCHKA.

OKI'-CKpUHUHT SIBJISIETCS OJHUM M3 BO3MOXHBIX HAIpaBiIE€HUU JTUATHOCTUKU WU
npobunaktukuy  CBMC, ¢ noMomplo KOTOPOTO MOXKHO BBISIBUTH  BPOXKJIEHHBIC
HapyIICHUSI pUTMa U MMPOBOAUMOCTH, SIBJISIFOLIHECS €r0 TPUIMHAMU.

Ha nannsiit MomeHT B Poccuu niepBoe oociienoBanue ¢ nomonisio IKI', coriacHo

[Ipukazy MunucrepctBa 3apaBooxpanenusi PO ot 10 asrycra 2017 r. N 514un "O
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[Topsiake IIPOBEICHUS npOoUIAKTUIECKIX MEIULIUHCKHAX OCMOTPOB
HECOBEPILICHHOJETHUX", TPOBOAUTCS B 12 MecAlleB — YTO CIUIIKOM MO3JHO C TOYKH
3peHHUs BBISIBIICHUS pUCKOB U npenoTBpameHus CABC.

K cepneuno-cocynucteiMm mnpuuriHam CBMC otHocsTcs cuHapom bpyrana,
BpOXKAEHHBIN cuHApoM yutmHEHHOTO HHTEepBana QT, cunapom Bonbda—Ilapkuncona—
Vaiita u ap. bonbiyro 4acTe U3 HUX MOXHO auarHoctupoBaTh Ha OKI'. B crpaHax c
HAaMMEHBIIMMHU MOKa3aTeasiMu MilaJieHdeckor cMepTHocTH (MTanus, SnoHus) nepBbii
OKI'-cKkpUHUHT TIPOBOJUTCA B 1 Mecsl], 4TO TakkKe J0Ka3bIBae€T HEOOXOJIMMOCTh B
NIEPECMOTPE ONTUMAIBHOIO BpeMeHW sl mnpoBenaeHus nepBoro OKI'-ckpuHuHra y
neTe, 0cOOEHHO MPUHUMAasi BO BHUMAHHE MUK CMEPTHOCTH — B 2-4 mMecsua.

ITIpoBenenne DKI'-ckpunuHra B 1 Mecsiy UMeeT psiji MPEUMYIIECTB: OHO OoJjiee
DKOHOMHMYECKM BBITOJHO, CHHKAET KOJWMYECTBO 3alACE CO MHOYKECTBEHHBIMU
aprepakTaMu JIBUKEHUS U C (PU3HOJIOTMUYECKUMU H3MEHEHMSIMH, OO0YCJIOBIEHHBIMU
peakuueil pe6énka Ha crpecc. M3menHenue BpemeHu mnposeaenuss OKI'-ckpuHHHra
MOBBICHUT BBISIBJISIEMOCTh BPOKIEHHBIX 3a00JIEBAaHUI CEPACUHO-COCYTUCTON CUCTEMBI O€3
JOTIOJIHUTENIBHBIX MaTE€pUaIbHO-IAEHEKHBIX 3aTpaT, a CI€A0BAaTEIbHO, CHU3UT YacTOTY
CBJIC, 00ycClOBIICHHYIO JaHHBIMU MATOJIOTHUSIMHU.

IIpu wunTepnperanuu OKI'  yduThIBalOTCS MHOXKECTBO TOKazatened. Jlms
JUArHOCTUKY WJIM BO3SHUKHOBEHUS MOJ03PEHUI Ha HEKOTOphIE 3a00JI€BaHNS ONIMCAHHBIE
paHee UMEIOT 3HAUEHUS YacTOTa CEpJIEYHBIX COKpALIEHUH (4acTO MOXKET HACTOPOKUTh
Opanukapusi, He CBOWCTBEHHAs JIJIsl JAHHOTO Bo3pacTa), uHtepBai QT — ero ynnuHeHue
WM YKOPOYEHME — B JAHHOM CIIy4ae MCHOJIb3yeTCs pacdeTHbIM Mokazarens QTc:
uaTepBas QTc >480-500 mc npu noBTOpHBIX DKI' MIPUHATO CYMUTATH TMATHOCTHYECKUM
KPUTEPHUEM JIJIs1 yCTAHOBJIEHUS JUarHo3a CHHIpoM yaimuHeHHoro QT, B To BpeMst Kak Jiist
yanmaenus QTc >460—480 mc (ripu noBTopHbIX JKI') KIMHUYECKUE MPOSBIICHUS B BUJIE
HEOOBICHUMOTO 00MOpoka unu 3aduxcupoBanHoii JKTA B OTCYyTCTBHE HpYyTrux
3a00sIeBaHUM cep/ila SIBIISIOTCS BAXKHBIM JOTIOTHUTEIBHBIM YCIIOBUEM ISl TUATHOCTUKHU
cunapoma yamuHenHoro QT. O6a kpuTepusi He 3aBUCIT OT BO3pacTa WM MoJia (XOTs
BO3pacT M MOJ SBJSIOTCS M3BECTHBIMH MOJYJIUPYIOIIUMHU (DAaKTOpaMH JIUTEIBbHOCTU

untepBaia QT) u npennonararoT HEOOXOUMOCTh B HA3HAYEHUH JICUCHHUSL.
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Yro kacaeTcs HEMOCPEACTBEHHO MPOQHUIAKTUKH, TO 3a4acTyIO IUIOXOH YXOJ 3a
pEOEHKOM, HEIOCTATOYHOE WJIM HEPALMOHAJIBHOE €ro IMUTAHHE, NEPEOXJIAKICHUE,
HECOONIOICHUE  KaJleHJapsl BaKIMHALIMM, HECBOEBPEMEHHOE OOpalleHue WIn
HeoOpallleHue 3a MEAWIMHCKOW TOMOINBI0 B Ciiydae 3a0o0JieBaHUS SIBISIOTCS
NEPBOIPUYUMHON CMEPTU JeTeil 0T 00JIe3HEW OPraHOB AbIXaHMSI, KUIIEYHBIX U IPYIHX
uHpeKInl, THOeNN OT TpaBM, OTPABJICHUN M HECUACTHBIX CIy4YaeB — UMEHHO IOATOMY
OJTHUM U3 OCHOBHBIX PE€3€PBOB CHUKCHHSI CMEPTHOCTH JIETEH BHE JICUCOHBIX YUPEKACHUN
SBJIIETCS] TECHOE B3aMMOJIEHCTBIE MEANKOB, COLIMATIbHBIX CITYXKO0, IPaBOOXPaHUTEIbHBIX
OPraHoOB C IIEeJIbI0 aKTUBHOTO BBISIBJICHUS MTOI00HBIX CEMEH.

Opnnako Takasi paboTa HE JOJKHA UMETh KapaTelibHBIM xapaktep. B ee ocHoBe
JOJKEH ObITh aKTUBHBI MOHMTOPUHI M aHaJM3 BCEX CIy4aeB CMEPTH BHE JI€UEOHBIX
yupexAeHuil, "HOOPMUPOBAHUE HACEIECHUS, MEAUATPOB M Bpayell oOIlIel MpaKTHKH,
KOTOpbIe aMOyJIaTOpHO HaOIIOal0T OEpeMEHHBIX, HEAABHO POAMBIIMX >KEHUIUH U
TPYOHBIX JeTeld. AHaIW3 TNPUYUH MJIAJACHYECKOM CMEpPTHOCTH BHE JIEUYEOHBIX
YUPEXKACHUN TOKa3aj, 4TO CYIIECTBYIOT OOJbLIME PE3EPBbl MJsi CHUMKEHUS 3TOTO
NoKa3aTelsi, MOCKOJIbKY MHOTHE MpoOsieMbl OOYCIIOBIEHBI HE COCTOSIHUEM 3/10pOBbS
MaTepH U peOeHKa, a OpraHu3alMOHHBIMU puuuHaAMU. Oco00e BHUMAHUE JI0JKHO ObITh
YIEIEHO:

® DpAa3bSICHEHUIO HEOOXOJAWMOCTH CBOEBPEMEHHOW IOCTAaHOBKM OepeMEHHOMU
KEHIIMHBI Ha y4e€T U BHUMATEIIbHOMY OTHOILIEHHUIO K €€ 370pOBbI0 U 00pasy
KU3HU;

¢ UH()OPMUPOBAHUIO MEAMATPOB M COLMAIBHBIX PAOOTHUKOB O (PaKkTOpax pucKa
CBMC u BO3MOXXHOCTSIX CHMXKEHHS 3TUX PUCKOB (KacaTeabHO OpraHu3alii CHa
pebeHka — 00 »Tom jaaiee);

e uH)OPMUPOBAHUIO TMEAUATPOB OO0 OCOOCHHOCTAX TEUEHUS WHOEKIIMOHHBIX
3a00JIeBaHUH y JIeTel TPy THOTO BO3pacTa, B 0COOEHHOCTH THEBMOHMUHU, KUIIEYHBIX
U HeHponH(EKIUi B IEPBOM MOTYTOANH KU3HU;

e COOJIIOJIEHUIO HAITMOHAJIBHOTO KaJIeH1aps Npo(UIaKTUUE€CKUX MTPUBUBOK;

¢ uH()OPMUPOBAHUIO U OOYUEHHIO CeMeN 0OpaIIeHUIO C TPYAHBIMU JEThMU;

® DpAa3bSICHEHUIO TPU3HAKOB HEOJAromoiayyusi, NpHU KOTOPbIX HEOOXOIUMO
oOparieHue K Bpay;

® BOCIHTAaHUIO COUUAIBHON OTBETCTBEHHOCTH POJIUTEIIEH.
Hamm 3apy0Oexxspie koiiern — HarmoHaNbHBIA MHCTUTYT 3I0POBBSl JETEH U

passutus yenoBeka CIIIA (National Institute of Child Health and Human Development,

NICHD) npu3HaioT, 4T0 O0JBIIMHCTBO JIUIUPYIOIIMX IPUYUH CMEPTH JIETEN B BO3paCTe
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70 1 roga npe10TBpaTUTh HEBO3MOKHO, OJTHAKO MOKHO 3HAUYNUTEIBHO COKPATUTH CTENEHD
pucka cmeptd. OCHOBHBIMU IYTSMH CHM)KEHMSI Takoro pucka, no mHeHuto NICHD,

SABJIAIOTCA:

e npoUIAKTHKA BPOXKICHHBIX aHOMAJIUI pa3BUTHS,
¢ TpoUIAKTHKA MPEKIECBPEMEHHBIX POJIOB, POXKIACHUS JETEH C MaJoi Maccou Tena
Y CBSI3aHHBIX C 3TUM OCJIO)KHEHUH;

e o0ecnieyeHHEe MEAMIMHCKOW TOMOHIM OEpEeMEHHbIM M  IIAHUPYIOUIUM
OEpEeMEHHOCTb;

e o0ecrnedyeHre yciaoBuil 0€30IacHOrO CHa;

® JCHOJIb30BAHWE HEOHATAIILHOTO CKPUHUHTA JUUIS BBISIBJICHUS CKPBITOU ITATOJIOTUH
Jist npodunaktrukn CBMC ycTaHOBIIEHBI ClIEyIOIIUME PEKOMEHIALINH:

1. I'pynHoe BckapmiinBanue. MeTtaaHanu3 ¢ BBEJEHUEM MOMPABKA HA BO3MOKHbIE
1 u3BecTHbIE (pakTopsl prucka CBMC ycTaHOBHIL, UTO IpyIHOE BCKAPMIIMBAHUE CHUKAET
puck cuaapoma Ha 36%. [lokazaHo, YTO KOpMIIEHUE TPYIbIO MEHEE 2 MECSIIEB MOBBIIIACT
puck CBMC na 50%.

2. CoH B OIHOW KOMHAT€ C MJIQJCHIIEM. AMEPUKAHCKAs aKaJeMUs MEeAUaTPUU
COBETYET pacrojaratb KpoBaTKy MJIaJICHIIA PSIIOM C KpOBaThIo poauteneil. [loBepxHOCTh
JUTSL CHA Y MJIJICHIIa JIOJDKHA ObITh MHIUBHUIYAIbHOM B TE€UEHHE MEPBBIX 6—12 mecsien
JKU3HU peOeHKa JyUisi 00eCreyeHUs JIYYIIEro KOHTPOJIS M OOJIeTYEHUS KOPMIICHUS
MaJbla. JJaHHOW peKOMEHJAIMU TaKKe MPUCBOEH «YyPOBEHb JOKA3aTEIbHOCTH A».

3. Hcnonp3oBanue COCKH-ITYCTBIIIKH. ABTOpBI KokpeitHoBcKkOro
cucremMarudeckoro o63opa B 2017 r. 3asgBUIM, YTO «MBI HE MOXEM IOJJICPKATh WIIH
OMPOBEPTHYTh UCIOJIB30BAHUE IMYCTHIIKH ISl CHbKeHUs1 pucka CBMC, MOCKOJIbKY He
HallUTH ~ KAUeCTBEHHBIX  PAaHJIOMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX  HCCIETOBAHUM
UCIIOJIb30BaHUsl MycThimek s npodmwiaktukn CBMCy». Opnako AmepukaHckas
aKaJeMusl euaTpuu PeKOMEHIyeT MCIOJIb30BAaHUE MYCTHIIIKHU JIJII CHUXKEHUS] pUCKa
CBMC u npyrux MIIaIcHYECKUX CMEPTEH, aCCOLMUPOBAHHBIX CO CHOM, MPUCBAUBAs
JTAHHOM PEKOMEHIAINH «YPOBEHB JOKA3aTeIbHOCTH Ay. 3aruTHBINA 3PGEKT MyCTHIIIKN
MPOSIBIISIETCS], €CJIM OHA MCTOJb3YEeTCs, KOrJja peOCHOK 3aChINaeT, JaKe €ClIU IMyCThIIIKa
BBITIAJIa€T U30 PTa BCKOPE MOciie 3achinanus. cnoib30BaTh MyCTHIIIKY PEKOMEHTYETCS
HE paHee YCTAaHOBJICHUSI TPYJAHOr0 BCKapMiIMBaHUs (KaK MPaBWIIO, CIYCTS nepBbie 3—4

HeJenu >Ku3HW). MexaHu3Mm 3amuThl HesiceH. lIpenmonaraercs, 4TO OH CBs3aH C
21



MOBBIIICHHONW BO30YyAMMOCTBIO U YJIYYIICHHBIM aBTOHOMHBIM KOHTPOJIEM MpoIiecca
npOoOYKIACHHUS.

4. BaxkuumnHamus [OeTe nepBoro roja xkus3HU. HcciiemoBaHMs MOCIETHETO
JNECATWIETHS] CBUICTEIBCTBYIOT O TOM, YTO BAKLIHMHALUA MOXET MMETh 3allMTHBIN
sbdext mporuB CBMC. Metaananu3 wHccileqOBaHUN I[MOKa3ajd, YTO WMMYHHU3AIUs
CBSI3aHA C MOTEHIHAIbHBIM CHUXkeHHeM pucka CBMC BaBoe.

5. be3omacHoe mpoCTpaHCTBO CHa MilajieHIa. PexomeHnanuu no npopuiakTuke
CBMC, cymMMHpOBaHHbIE B pPYKOBOJICTBE AMEpPHUKAHCKON akKaJeMUH NEauaTpuu,
BKJIIOYAIOT CJIEIYIOIIHNE:

® COH BCETJa TOJIbKO Ha CIIMHE;
® KECTKas IIOBEPXHOCTH JJIs CHA;
® KpOBAaTh JOJkKHA ObITh MyCTOM (OTCYTCTBHE MOAYIIIEK, MITKUX UTPYIICK U IPYTHX,
B TOM YHCJIE TOCTEIbHBIX MPUHAIIEKHOCTEN );
® DPacMoJIOKEHHE KPOBATH PEOCHKA PSOM C POJUTEIHCKON KPOBATHIO.
JInss  pactpoCTpaHEHUsT HTUX PEKOMEHAAUWN Cped POCCUWCKUX BpadCH-

NEeIUaTPOB BBEJEHO MPOCTOE MPABHIIO OpraHU3aldHh O€30MacCHOIr0 MPOCTPAHCTBA CHA
miaaennia — POCToK (psigoM, onauH, cnmHa, KpoBaTh). AOOpeBHaTypa Jierka B
3alIOMUHAHUU U COJICP’KUT BAXKHBIC ACTIEKThI OpraHU3aluu 0€30MacHOTro MPOCTPAHCTRA
CHa MJIAJICHIIA:

P — psimoMm ¢ poaurensamu, B OQHOW KOMHATE;

O — oauH, To ecTh Oe3 poauTenei, OparbeB / cecrep, 6adymek (1 np.), 6e3
MOAYIIKK, 6€3 OOPTUKOB U OayaxmuHa, 0€3 UTPYIIIEK;

C — COH TOJIBKO Ha CIIUHE (7151 KaK10T0 cHa mutajsieHnia! CoH Ha )KMBOTE U Ha OOKy
MTOTEHITMAJILHO OIAacHkI!);

K — kpoBaTh ¢ kecTkMM MarpacoMm. HeaomycTuMoO HCIONBh30BaHWE ITUBAHOB,
KpeceJ, IIe3JI0HTOB, aBTOKpeces, KOJSICOK, TIEPEHOCHBIX YCTPOMCTB, Kadenel (B TOM
YyuCIie AIeKTpoKauenen) sl CHa MJIaJeHIEeB!
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3aKII0OUYEHUE

CHmKEeHHMEe  MIIQICHYECKOM  CMEPTHOCTH  OCTAeTCsd  BEAyIIEeW  3axadeid
OOIIECTBEHHOTO 3/JpaBOOXpaHeHUs B rio0ansHOM MacmTade. B Poccuiickoit denepamnmm
B HACTOsIIllee BpeMs 0yiarogaps COBPEMEHHBIM JOCTHXKEHUSM MEIUIIMHBI CYIECTBYET
YETKUHA TPEH] Ha CHIDKCHHE MOKa3aTessl ¥ M3MEHEHHE eT0 CTPYKTYyphl. OqHako Ha oHE
YCIEXOB IO YMEHBUICHUIO YHCIIa CMEPTEH Cpear HOBOPOXKACHHBIX, IMpoliema
ITOCTHEOHATAJIbHON CMEPTHOCTH IMO-TIPEXKHEMY KpaiiHe akTyajibHa. OTHOW U3 OCHOBHBIX
IpUYMH THOENu JieTel cTapie 1 Mecsua KU3HU SIBISIETCS CHHIPOM BHE3AITHOM CMEpPTH
MJIQJICHLIEB.

Muorue acnekTsl naro- u mopdorenesa CBMC wu3ydeHbl HEJOCTATOYHO, YTO
3aTPYJHSAET CBOCBPEMEHHYIO JUATHOCTUKY, TEPAMUIO0 U MPOPMIAKTUKY 3a00JeBaHUN U,
CJIEOBATENIBHO, CHW)XXEHHUE IETCKOM CMEPTHOCTU. VIMEHHO MMO3TOMY BBISBICHUE U
onpenenenue npuuud CBMC, s1u1eMHOoJIOr14ecKoe COCTOSIHUE €T0 B 00IIEH CTPYKType
JIETCKOM CMEPTHOCTHU, ITHOJIOTUYECKass U Mopdosiorndeckas pacmudpoBka e€, CBs3b €
(OHOBBIMH COCTOSIHUSIMH OpraHU3Ma HMEIOT OOJbIIOE MPAKTUYECKOE M Hay4yHOE
3HaUYE€HHE. OTO OOCTOSTENBCTBO TMPHUBJIEKAET K ce0e MpUCTaIbHOE BHUMAaHUE
KJIMHULIUCTOB Pa3HOTO MPO(HIIs, a TakKe Cy1eOHbIX METMKOB U MaTOJIOT0AHATOMOB.

HecMmotpss Ha mporpecc B koHuentyaibHoM noHuManuu CBMC, noctmxeHue
YCIIEXOB B OIpeAesIeHnH (PaKTOPOB PUCKA U TPOTEKTUBHBIX (pakTopoB cuHapoma, CBMC
OCTAETCsl JTUArHO30M HCKIIIOUEHHUs. YIydiIeHuio kadecTBa quarHoctuku CBMC Oyner
CrocoOCTBOBaTh Haubosee MOJHOE W aJIeKBaTHOE pAaccleJOBAaHUE OOCTOATENBCTB U
HCCJIEIOBAHUE MECTa CMEPTHU peOeHKa.

Enunable  amarHocTHYecKWe TMOAXOAbl, a TakKXke [IHUPOKOE BHEAPEHUE
00pa3zoBaTEIbHBIX MEPONPUSATUI, HAMPABICHHBIX HA MPOPUIAKTUKY BHE3ATHON CMEpPTH
MJIQJICHIEB, YCKOPAT IIOJYyYEHWE MHUHHUMAIBHO BO3MOXHOIO YPOBHS ITOKa3aTelen

MJIAZIEHYECKOU CMEPTHOCTH, ACCOLIMUPOBAHHOM CO CHOM.
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