IIpob.1emoL 300poBobs u 3K0402UU

OB30PbI 1 JIEKIIHU

YK 616.12-053.2-036.886]:037-07

BHE3AITHASI CEPJIEUHASI CMEPTD Y JIETEM U IOJPOCTKOB:
NPEAUKTOPBI, MPOBJIEMbI JUATHOCTUKHU
(0030p IMTEPATYPBHI)

H. b. Kpugeneeuu

I'omenbckuii rocy1apCcTBEeHHbIH MEAULMHCKUI YHUBEPCHTET

B 0030pe npencrasinena nHpopMarys o HandoJee YacThIX MPUYMHAX Pa3BUTHS BHE3AIMHOW CepIeuHON CMEpTH
y ZleTell W MOJPOCTKOB, MPEIUKTOpaxX Pa3BUTHS BHE3AITHOM CEpACYHOI CMEpPTH NpH JAHHBIX 3a00JE€BaHUAX, O CO-
BPEMEHHBIX METO/IaX 00CIE€0BaHNS MAIIEHTOB, KOTOPBIM YTPOXKAeT Pa3BUTHE BHE3AITHOW CEPACUHON CMEPTH.

KiroueBble cnioBa: BHe3amHasi cepeuHasi CMEpPTh, MPEAUKTOPHI, KapAUOMHOIIATHsI, HApYIIIEHUEe PUTMa Cep/la,

JUArdHoCTuKa, rCHECTHYCCKOC UCCIICJOBAHHUC.

SUDDEN CARDIAC DEATH IN CHILDREN AND ADOLESCENTS:
PREDICTORS, PROBLEMS OF DIAGNOSIS
(literature review)

N. B. Krivelevich

Gomel State Medical University

The review presents information about the most common causes of sudden cardiac death in children and ado-
lescents, predictors of sudden cardiac death in these diseases, modern methods of examination of patients threatened

by the development of sudden cardiac death.

Key words: predictors for sudden cardiac death, cardiomyopathy, cardiac arrhythmias, diagnosis, genetic testing.

Beeoenue

Buesannas cepneunas cmepts (BCC) sBnsiet-
C4 OJTHOM M3 BaKHEUIINX HEPEIICHHBIX KapIUOJI0-
rudeckux mpobieM Bo BceM mupe. BCC yHocut
JKU3HH MHO’KECTBAa AKTUBHBIX, TPYIOCTIOCOOHBIX
monel, okono 20 % yMepmmx HE UMEIOT SIBHOTO
Kapauosiorndeckoro 3a0oneBanus. BHesamHas
cepJedHas CMEepTh — 3TO CMepTh, KOTOpas Ha-
CTyTaeT B TEUYCHUE OT HECKOJBKUX MUHYT 10 24 U
C MOMEHTa IEPBOTO TMOSBICHUS CHMITOMOB H
MIPOUCXOJUT B PE3yJIbTaTe OCTAHOBKU CEPIECUHOMN
JesTenbHOCTH Ha (hOHE BHE3AMMHON acCHCTOINH
Wi GUOPWILIAINM HKETTyJJOYKOB Y TalMeHTOB,
HAXOMASIIUXCS JO 3TOr0 B (DU3HUOJOTUYECKH U
MICUXOJIOTHYIECKU CTAOMILHOM cocTosTHUU [1].

OcnogHoi1 nprunHoit BCC y B3pocibIX SBIIS-
ercs umemudeckas 6omne3np cepama (MBC) (80—
85 %), mpuuem Oornee 65 % cimyuyaeB CBSI3aHBI C
OCTPO BO3HUKIIUMHU HAPYIICHUSIMHU KOPOHAPHOTO
KpoBooOpameHusi, ot 5 10 10 % — ¢ aunaramnu-
OHHOH Kapauomuomnatue u okosno 5-10 % — c
Ipyrumu 3aboneBanusmMu cepaua. Cpean Jui Mo-
JIOOTO BO3pacTa BHE3alHasi CMEPTh HACTYIaeT B
20 % cityyaeB BO BpeMsi 3aHSTHIA criopToM, B 30 % —
BO BpeMs cHa, B 50 % — mpu pa3inuyHBIX 00CTOS-
TEILCTBAX B mepuoj 0oapcTBoBanus [2]. OcHOB-
Hele Mmexanusmbl BCC y nmereld W TOIPOCTKOB

MOJTHOCTBIO HE PACKPBITHI, XOTS HEKOTOPBIE 3TaIbI
TOHATOT€HE3a JI0CTAaTOYHO SCHBL. Hemocpenct-
BCHHOM NPUYMHOM CMEpPTH y JETel CTapIiero
BO3pacTa U y JIeTeld C OpraHUYecKOl MaTojoruen
He3aBHCcUMO OT Bo3pacta B 80 % citydaeB sSBIsSIET-
csl GUOPHILIALIUS KETyJOYKOB, Yallle BCEro CIpo-
BOLIMPOBAHHAS KEJyAOYKOBOM TaxWKapauew, pe-
ke — OpajuKapaueil U acUCTOJIMEH, B MJIaJIINX
BO3pACTHBIX Tpymmax B 88 % ciydacB MepBUYHO
peructpupyercs acucronus [1-3].

JanHbIil 0030p SBISETCS MOMBITKOM HIEHTH-
¢ukanuy, anamusa (PakTOpOB pHCKAa BHE3AIMHOM
CepICYHOI CMEPTH Yy JIeTel W MOAPOCTKOB, a TaK-
K€ COBPEMEHHBIX TUATHOCTHYECKHX METOJ0B 00-
CJIEJIOBAHUA.

ONuaeMuoJI0rus

BHezanHasi cepiedHas CMEpPTh COCTaBisIeT
0K0JI0 5 % OT Bcex clly4aeB CMEpTH JAeTel U Moj-
poctkoB (ot 1,5 mo 8,0 ma 100 Twic. B rom). B
CIIA exeromno 5—7 ThIC. BHEIIHE 370POBBIX JE-
Tel W MOJPOCTKOB YMHUPAIOT BHe3atHO. Kpome To-
ro, BCC peructpupyercs y 1 u3z 50-100 TsIc.
cioptcMeHoB. [lo JaHHBIM MATONOrOaHATOMHYE-
ckux uccienoBanuit, Ha BCC mpuxomutes 2,3 %
yMepmmx B Bo3pacte a0 22 net u 0,6 % — B BO3-
pacte ot 3 o 13 ner. B Poccuu pacmpocTtpaneH-
Hoctb BCC y nereii cocrasmster ot 1 1o 13 Ha 100 ToIC.
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B TOJI, a y TTOJIPOCTKOB, 3aHUMAIOIIHXCS CIIOPTOM —
0,5 ma 100 TBIC. ExXeromHO Ha ypoKkax (U3KYIbTY-
pbl B Poccun ymupaer 10-12 mikonbHuKoB; B Pec-
myorvike benapych Ha 3aHATHSIX (QU3HIECKON KyJIBTY-
poit 1 ciopToM TorudaroT 4—5 wernoBek B rox [1, 2].

IIprynHbI BOSHUKHOBEHHS BHE3AMHOM cep-
JIeYHOI cMepTH

B oTmrume ot B3pOCITBIX, Y KOTOPBIX JTOMHHH-
pytomedt npuunHOi BCC sABISIFOTCS aTepoCKIIepo-
TUYECKHE WM3MEHEHUs] KOPOHAPHBIX apTepHid, IMpH-
YUHBI BHE3AITHON CepAeyHOl CMepTH Y neTel Oonee
pa3HooOpa3Hbel. BHe3armHas cMepTh Kak HCXOI cep-
JICIHO-COCYTUCTOM TIATOJIOTHH 3aHUMAET OCOOBIH
paznen kapauonoruu. Ilpenpacnonararommmu hax-
TOPaMH, CIIOCOOCTBYIOIIMMH TOSBICHHUIO JKU3HEYT-
POXKAOIIEro COCTOSIHUS y A€Tel, MOTYT OBITh!

1. BpoxneHHasi MaToJorusi CEepJSYHO-COCYTU-
CTOM CHCTEMBI:

— BpOXKACHHBIE MTOPOKHU cepAana (10 1 mocie
XUPYPTHIECKON KOPPEKITHH );

— ¢ubpormacTo3 IHAOKAPAA;

— NWCIUTACTUYECKHE HW3MEHEHHUS MBIIIEYHO-
KJIAMIaHHBIX CTPYKTYp cepana (mpojarcel Kiarma-
HOB, apUTMOTEHHAs AWCIUIa3Usl TPaBOTO JKEIy-
JTIOYKa, aHEBPU3MBI COCYIOB).

2. IlprnoOpeTeHHas TIaTOJIOTHS CePACUHO-COCY-
JUCTOU CUCTEMBI:

— MHUOKap/IuT;

— MpUOOPETEHHBIH MMOPOK Cepra;

— runepTpoduIeckas KapJAuOMHOMATHS.

3. MmeMuyeckue nopaxeHus MUOKap/a B pe-
3yJbTaTe:

— aHOMaJIMHM KOPOHAPHOH apTepuu;

— cra3Ma KOpOHAapHOU apTepHu;

— TpoM003a KOPOHAPHOU apTEePHH;

— aHEeBPHU3MBI COCYJIOB.

4. Hapymenre BO30YyIUMOCTH U TTPOBOIAMO-
CTH MHOKap/a:

— cuaapoM Bomsha — [lapkurcona — Yaiita
(WPW-cunapoM) ¢ pa3BUTHEM KHU3HCYTPOXKAFO-
IUX apUTMUM;

— cunapoMm Knepka — JleBu — Kpuctecko
(CLC-curmpom);

— cuHApPOM yanuHeHHOro nHTepBana QT;

— APUTMUH C HAJIMYIMEM >KeJTyIOUKOBBIX JKCTpa-
CHCTOJ;

— BHYTPHKETyI0YKOBbIE OJIOKAIbI.

Taxxe BCC MOXHO TIpeICTaBUTh KaK:

1. BCC y geteit ¢ U3BECTHBIMH, paHee pacIio-
3HAHHBIMH CEPJICYHBIMH 3a00JI€BaHUSIMH.

2. BCC y cumraronmxcs 3M0pOBBIMH JCTCH,
KOTJIa KH3HEYTPOXKAIOIee COCTOSHUE SBIISETCS
TIEPBBIM CHMITTOMOM OOJIE3HH.

3. CuHApOM BHE3AITHOHN JTETCKOW CMEPTH.

Cpenu nereli mepBoro rojia JKWU3HA BHE3aITHAS
cepledHas CMepPTh OOBIYHO BBI3BAaHA CIOXHBIMHU
[MUAHOTHYECKIMHU BPOXKICHHBIMH TIOPOKAMH Cepj-
ma. 10 % «cmepreit B KonmpIOenn» (CHHAPOM BHE-
3aIHOM CMepTH MJIaJIeHIIa) SBIISIOTCS Pe3yIbTaTOM

HEpacCIIO3HAHHBIX CEePJeYHBIX MPUYNH, B YACTHOCTH,
CKPBITBIX apUTMHNA, B TOM YUCJIE apUTMUH, CBSI3aH-
HBIX C ymIMHEHHBIM wuHTepBaioM QT. Y nmeteit
crapmie 1 roma K Hamboiee pactpOoCTpaHEHHBIM
MpUYMHAM BHE3aITHOM CEPJEUHON CMEPTH OTHOCAT
Takue 3a00JIeBaHUSA, KaK KapIAOMHONATHU (TH-
neprpoduyeckas, TUIaTaIMOHHAs, ApUTMOT€HHAS
MPaBOXKENyI0YKOBasA), AHOMAIWHA KOPOHAPHBIX
aprepuii (MBIIEYHBIC «MOCTHKH»), aHOMAJIHH
MPOBOMAIIEH CHCTEMBI cepimna (CHHAPOM YIUIH-
HeHHOTO W yKopodeHHoro QT, WPW-curmpowm;
CLC-cunmpom, cunmpoMm Brugada), aopTambHBII
CTEHO3, IIPOJIAIiC MUTPAIFHOTO KJIaraHa, coTpsice-
Hue cepamna [1-4].

B mamHOM 0030pe TpeacTaBiieHB Hambolee
3HaYMMbIE MATOJIOTHYECKHUE COCTOSIHHS, KOTOpBIS
MOTYT CIy>)KATh CyOCTpPaTOM IJisi BOSHHUKHOBEHUS
BCC y gereit u moapoCTKOB.

Kapanomuonarumn

Benymee MecTto B CTpPYKType >KH3HEYTpO-
YKaeMbIX 3a00JIEBaHNI 3aHIMAIOT KapJHOMHUOIIATHH.
OHM XapaKTepHU3YIOTCS TPOTPECCHPYIOIINM Tede-
HHEM W PE3UCTEHTHOCTHIO K Tepanmmd. B ciydae
MIO3THETO BBISIBIICHHUSI HEM30€)KHO PAa3BUBAIOTCS OC-
JIOXKHEHHS C BBICOKOW BEPOSTHOCTBHIO Pa3BUTHS BHE-
3aITHON CepAeYHON cMepTH. Beimemstior 3 deHoTn-
MMUYECKUX KJlacca KapAHMOMHOIATHH: THIepTpohu-
YecKue, TUIATAIHOHHBIE H PECTPUKTHBHBIE.

Junamayuonnas kapouomuonamus TPOSBIS-
€TCS HEOOCTPYKTHBHOW AWIIATAITHEH JIEBOTO JKe-
JMyIOYKa, 3HAYATENBHBIM CHHXEHHEM COKpaTH-
TETHLHOM CITOCOOHOCTH MHOKapJa W BBEIPAKCHHOMH
MPOTPEIUCHTHON CepJeYHON HEI0CTaTOYHOCTHIO
[5]. B mocnemHne TOMBI TMOSBHIIACH HEOOXOIH-
MOCTh M3y4deHHUs (PakTopoB (IIPEIUKTOPOB) PHCKa
cuaapoma BCC, B ToM 4mcIie ¥ IPH KapIHOMHO-
natusx. CpopMupoBanach KOHIEITUS TPEIUKTO-
POB pHCKa, OCHOBaHHAs Ha JTAHHBIX SIUIEMHUOIIO-
TUYECKUX UCCIEAOBAHUM O HaJTUYUH TECHOM CBA3U
MEXIy OmpeiesieHHBIMU (pakTOpaMu BHYTpPEHHEH
u BHemHeW cpexsl u passutueM BCC. JlaHHBII
MOIXOJI SIBISIETCS OCHOBOM JUTSI pa3pabOTKU Mepo-
MIPUATUH 10 TIEPBUYHON MPOPUITAKTHKE Cepled-
HO-COCYAMCTHIX 3a00JieBaHmid. B pe3ynmpTaTe MHO-
TOYNCIICHHBIX HCCIIeIOBAaHUN [6—8] BBIABICHO,
YTO TPETUKTOpAMH HEOIArompHsATHOTO HCXO0/a
TUIIATAIIIOHHON KapJUOMHOIIATHH SBISIETCS JWC-
(YHKITHSI IEBOTO eIy T09Ka, BKITFOYArOIIas:

— yBeIWYEHHE KOHEYHO-IHACTOIMIECKOTO
pa3Mepa JeBOro KemyIouka 6oiee 6 cM;

— ¢paknuro BeiOpoca (PB) meBoro xemy-
Jouka MeHee 35 %;

— BO3HUKHOBEHHE OJIOKAIbl JEBOW HOXKHU
nyuka ['nca;

— BBIABIEHHE TPU CYyTOYHOM MOHHTOPHPO-
Baamn OKI' JKemymOYKOBBIX ApUTMHHA BBICOKHX
rpajauii;

— HaJu4#e MOCTOSHHON (opMbI (GHOPHILIS-
UM TIpEJICEePIUH.
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B nacrosimee Bpemst AucyHKITHS JIEBOTO XKe-
nynouka (JDK) sBisieTcs OCHOBHBIM MPEANKTOPOM
pucka pazputus BCC u mokazaHueM i HMILIaH-
Tanuu  Kapauoseprepa-nedudpmmisatopa (MK/)
[8, 9]. B pa3HBIX cTpaHax, IO MOJACYCTaM yUCHBIX,
€XKEroJHo Kak MUHMUMYM 50 TbhIC. NAIlMEHTOB, B
TOM YHCIIE MOJIOABIX HYXJAIOTCS B ITOCTAHOBKE
HKJI. Beipaxennas quchyuknus JIK Obita naeH-
THQUIEpoBaHa KaK MPOTHOCTHYECKHN (akTop
BCC yxe Oonee mnByx necsatwietnii Hazan. OnHa
HCIIOJIB3YETCs KaK IJIaBHBIM KPUTEPHU BO MHOXKeE-
CTBE TIPOCIIEKTHBHBIX PaHIOMH3UPOBAHHBIX FC-
cinenoBannii [8—10]. B omyOamMKoOBaHHBIX pe3yilhb-
tarax uccnenoads Oregon Sudden Unexpected
Death Study (Ore-SUDS) moka3aHO, 9TO BBIpa-
JKeHHass TUCOYHKIWS JIEBOTO JKETymodka Oblia
npemukTopoM BCC, omHako oHa HWMella MECTO
TOJIBKO B OJTHOHM TPETH CITydaeB OOIIeH BHE3AITHOM
CEpIEYHON CMEPTHOCTH B MOMyJAHH, a y 65 %
YMEpIINX TaIlMeHTOB HE OTMEYalloCh BBIPaKEH-
HOH JIEBOXKEITYIOUYKOBOH TUCOHYHKIIMA W TTOKa3a-
Hui 11 moctaHoBku MKJ] He 6but0. [ToutH B mo-
nmouHe cinydaeB BCC ¢dyuxkmms JDK Oplia HOp-
MalbHOU, a B 20 % — HE3HAYUTEIHLHO CHUXKCHA
(35 % < @B JIXK < 50 %). Ilogo6HbIE uccienoBa-
HUs ObLIHM TIpoBeneHbl B Maactpuxt (Humeprian-
1e1) [10]. Cpeam 200 crygaes BCC y 101 (51 %)
nanyenTa otMedeHa HopmaibHass OB JDK (>50 %)
ny 38 (19 %) — seipaxkenHoe cHkeHne OB JDK
(< 30 %). JlanHBIE WCCTENOBaHUS BKIIOYAIH BCE
BO3pacTHBIE TPYIIBL, B TOM YHCJE IETCKOE Hacele-
HHE, U TIOJydeHHbIe Pe3yIbTaThl Ha Pa3HBIX KOHTH-
HEHTaxX ObBUIM TPUMEPHO OAMHAKOBHIMH. XoTsi DB
JIK ocraercs BaxHBIM TipemukTopoM prcka BCC,
BBIIIIEYTIOMSHYTHIE WCCIIEOBAHUS ITOKa3ald HEO0O-
XOAMMOCTb BBISIBIICHUS APYTUX MPEIUKTOPOB, KOTO-
pBle MOTIIH ObI OBITh MCHOB30BaHBI CAMOCTOSITEINh-
HO WM B KoMOuHaIwn co cHmkeHHoi OB JDK.

T'unepmpogpuueckas xapouomuonamus — dHa-
1Ie IepBUYHO HaclieZicTBeHHOe (Ooree uem B 60 %
ciIydaeB) 3a00JIeBaHHE CEPACYHOW MEBITIIBI, TIPO-
gBIstoNeecss TurnepTpodueil MuoOKapaa JEeBOTO
JKEITyI0YKa W BBIPAKCHHBIM TIOBBINICHUEM IHa-
CTOJIMYECKOTO HAIOJIHEHWs B OTCYTCTBHE JMJIaTa-
uu ero mosoctu. Berpedaercs B 0,2 % ciydaes.
BompmmncTBO citygaeB BCC cocTaBisiroT marm-
€HTBHl MOJIOJIOTO BO3pacTa € MaJIOCHMIITOMHBIM
TeueHueM 3aboieBanwms. [loaToMy KpaliHe BaKHOMH
3a/7ayell Bpaya SIBJIAETCS BBISBICHUE AAHHOW Ia-
TOJIOTUU W WACHTU(UKALUS TAIUEHTOB C ITOBBI-
meHasiM puckoM BCC. C yderom TOTO, YTO Yy
OOJBIIMHCTBA 3a00JIeBaHNE WMEET HaCIIeICTBEH-
HBIN XapakTep, 00s13aTeNbHBIM CTAHOBUTCS 00CIIe-
JIOBaHUE BCEX OJTM3KUX POJCTBEHHUKOB MpoOaHa.
BrisiBiieHo yxe 9 TeHOB, 00yCIIOBIMBAIONIINX BO3-
HUKHOBeHHE Oone3Hu. [Ipemmomnaraercs, 4to my-
Talusl 2 T€HOB, KOAUPYIOMIUX TpomoHWH T u TH-
JKENYI0 TeTh b-MHO3WHA, COMPOBOXAAETCS HaW-
oomee BeIicOkUM pruckoM BCC [11]. OcHOBHBIMHE

MPEeTUKTOpaMH BHE3aITHOW CMEpTH TIPH THIep-
Tpo(hraecKoi KapANOMHIOTIATHH CYATAIOT:

— MOJIOJION BO3pACT MAIlUEHTA;

— CIly4ad BHE3aITHOW CMepTH y OIMKalImmx
POJICTBEHHHUKOB;

— HaJIW4¥e TapOKCU3MOB XKeITyT09KOBO Ta-
XUKapauu (B TOM YHCJIE KOPOTKHE «IIPOOESKKI)
KEITyTOYKOBON TaxMKapauH), BBISIBIIEMBIX MpH
XOJITEPOBCKOM MoHUTOpHUpoBaHNHU DKI';

— CHHKOTIaJbHBIE COCTOSHHS, 0COOEHHO TIOo-
BTOPHO BO3HHKAIOIITHE;

— TOJIIIMHA MEXKeIyT09YKOBOI IMeperopo/i-
KU 3 ¢M u 0oJee;

— CHIDKEHHE apTepHaTbHOTO JaBIICHNUS I He-
aJIeKBaTHOE €ro MoBbIIeHre (MeHee 20 MM PT. CT.) B
OTBET Ha HAarpy3Ky B BEPTHKAITEHOM ITOJIOKEHHH;

— HaJIM4Me JAPYrol BPOXKIEHHOM MaTOJIOTUU
cepana (MBIIIEYHbIE «MOCTUKA» HaJl KOPOHAPHBI-
MU apTepusiMH, AOMOJHUTEIbHBIE ITyTH MPOBEIE-
HUS AIMITYJIECOB BO3OYKICHHS).

Hawnbomee HeOMarompusaTHBIM MPOTHO3 ClIe-
IyeT 0KHIaTh y TMAaIMeHTOB, IMEIOINX 2 1 Ooiee
13 MIEPEYUCIIEHHBIX (PaKTOPOB.

UzBecTtHO, 4TO THIIEPTpOdHS JEBOTO XKeEIy-
mouka (I'JDK) sBaseTcss BaKHBIM HE3aBUCUMBIM
(hakTOpOM pHCKA PA3BUTHS CEPACTHBIX COOBITHIA U
obmeit cmeptHOCTH. MeTta-ananu3 20 uccienoBa-
Huit (48 545 ydacTHUKOB pa3HOTO BO3pacTa) Io-
Ka3all TPSMYI0 B3aWMOCBSI3b MEXAY CTENEHBIO
TUIEPTPOPUN W HEOIArONPHUATHBEIM HCXOIOM 3a-
OoneBaHnsa. PHCK cCMEpTHOCTH acCONMHUPOBAaH CO
CTETIEHBIO THIIEPTPOPUH U Kosrebercs ot 1,5 1o 8
(otHOMIEHME pUCKOB — 2,5). I'mmepTpodus neso-
TO JKeIyJlouKa SBIAETCS CyOCTpaToM pa3BHTHS
JKEITyJOYKOBBIX apuTMHM. JlMTenbHas mpomaod-
KUTETHHOCTh MOTEHIINANA JACUCTBUS HE3aBHUCHMO
OT TIPUYHMH pa3BuTHs Tuneprpodun [12] moxer
MpUBECTH K BO3HUKHOBEHHWIO (pEHOMEHa paHHEH
MOCTAETIONSPU3AN U TPUTTEPHOW aKTHBHOCTH,
KOTOpasi, B CBOIO OUYEpe[lb, MOMAEPKIUBACT KEIy-
JIOYKOBYIO TaXUKAPIHMIO THIIA «ITHPYIT» («torsades
de pointesy) [13]. KpoMe Toro, HaOIt01aeMBIH TIPH
TUIEPTPOGUN MHUOKApAWATLHBINA (UOPO3 W MHO-
(mOpMIIbHOE «pa300IICHUE» TPEAPACTIOaraT K
MIPEPHIBAHAIO TIPOBENICHUS HWMITYJIbCa B CBA3H C
pa3pyIiieHreM MEXKIETOYHOTO CIeruieHnsa. Takoe
peMozenupoBanue wuHTepctuimyma npu [JDK
TaKKe JCHCTBYET Ha CBOHCTBA BO30YKICHUS HMOH-
HBIX KaHAJIOB, UX BOCCTAHOBJICHHWE, MIPUBOIAIICE K
HETOMOTEHHOCTH HMHHEPBAIllMM  CHUMITaTHYECKON
HEPBHOW CHCTEMBI, H U3MEHSET €€ MEXaHUUECKHe U
aNeKTpUIecKue cBoiicTsa [14, 15, 16].

Ilpasooscenyooukosas apummozenHas Kap-
ouomuonamus SBISETCS OJHON W3 Hamboiee Jac-
1eiIX TipuanH BCC y nwm monoxe 35 ner, B TOM
yucie u y jerei. Ee pacnpocTpaHeHHOCTb B TO-
myssimun - coctaBisier 0,01-0,1 %, HO BBISBIISC-
MOCTb TOKa O4eHb Hu3Kas. [lo maHHBIM nmTepa-
TYPHBIX UCTOYHHUKOB, cpean 60 % roHOmIEH MpH-
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3BIBHOTO BO3PACTa, Y KOTOPBIX MPU CyTOYHOM MO-
autopupoBanun OKI' Obplma 3apermcrpupoBaHa
OUYeHb YacTasl KelyJ04KOBas JIKCTPACHUCTONHS U
(M) KOpPOTKHE MApOKCHU3MBI KEITyI0YKOBOH Ta-
xuKapauu, moutn y 10 % Oputa nuarHoCTHpOBaHA
C MTOMOIMIBI0 MAarHUTHO-PE30HAHCHON TOMOTpaduu
Mamasg ¢opMa TMPaBOKEITYAOYKOBONH apUTMOTEH-
HO# Kapauomuonatwuu [17]. JlanHOE 3a00ieBaHme
TaKKe SIBIIIETCS HACIEICTBEHHBIM, HO y OOIb-
IIMHCTBA HOCUTENIEH TaTOJOTHYECKOTO TeHa OT-
CYTCTBYIOT KJIMHWYECKHE TPOSBIEHUS OO0JIe3HN.
ITo-Bugmmomy, 0oJIe3Hh (OPMHUPYETCS IO BIIHS-
HUEM JpyruX (akTopoB (MH(PEKITHOHHBIX, TOKCH-
geckux). ['pymmy moBseimenHoro pucka BCC co-
CTaBJIIOT TMAIMEHTHI, UMerone nuddy3Hoe IIo-
pakeHHE TPaBOTo JKeIymouka (0COOCHHO B code-
TaHUH C BOBJICYCHHEM JIEBOTO KETyI0YKa) U OTA-
TOIICHHBI CeMeWHBId aHamHe3. 3aboseBaHHe
JUTATETPHOE BpeMs TIPOTEKaeT OECCHMIITOMHO.
Manndectrpyer Ha BTOPOM ACCATUIECTAN JKU3HH,
KOTJIa BHE3AITHO TTOSBIISIIOTCS YKAJIOObI Ha cepre-
OmeHme, SMU30/I6I TIOTEPH CO3HAHWS TIpH (Pu3mde-
CKOH ¥ (WJIM) SMOITMOHAILHOW Harpy3Ke, HEMOTH-
BHPOBAaHHOE YYBCTBO HEXBATKH BO3AyXa, OJBIII-
Ky. XapakTepHbIM, HO He CHenH(pUIECKUM MpH-
3HAKOM apUTMOTEHHOW MAWCIUIa3MH TPaBOTO Ke-
JyJ0o4YKa SIBIIAETCS HEPEryJIApHbIA cepAeqHbIN
PUTM B MEXTIPUCTYITHBIN mTepuon [17].

Bpoxaennbie  3j1eKTpodU3NO0JI0rHYECKHUE
aHOMAJINU

3a0oeBaHus, XapaKTePU3YIOMUECsS MePBUI-
HBIMH 3JIEKTPOPU3NOIOTHISCKUMH HapyIICHHS-
MU, Ha3bIBAIOT KaHaJomaTusMu. K TepBUYHBIM
KaHAJIOMATHsIM OTHOCAT CHHAPOM VIJIUHEHHOTO
uatepBaa Q-T (LQTS), ykopodeHHOTO HHTEpBa-
ma Q-T (SQTS), cunnpomsr bpyraga m JleBa —
Jlenerpa, cemeitapie dhopmbl cuHIpomMa Bombha —
ITapkuHcona — YaiiTa, HAMONATHYECKYIO U KaTe-
XOJIJAMHHEPTUYECKYI0 JKEIYAOYKOBBIE TaxHKap-
Iid, ceMelHble (GopMBI GUOPHILIIINKN TIpeacep-
Ui ¥ CHHIIpOMa cIabOCTH CHHYCHOTO Y374, CHH-
JIPOM JIETCKOW BHE3aIMHOU CMEPTH.

Cunopom yonunennoeo unmepsana QT. B mo-
CIIeTHUE TOABI B KIIMHIYECKON KapAHOIIOTHHU TIPO-
Oomema ymmHeHHs uHTepBaia Q-T mpwuBiekaet
MIPHUCTANbHOE BHUMAaHHWE OTEYECTBEHHBIX U 3apy-
OCXKHBIX HCCIIEIOBATENICH Kak (akTop, MPUBOJISI-
Ui K BHe3amHOU cMepTH [ 18]. YcraroBieHo, 9To
KaK BPOXKICHHBIE, TaK M MPHOOPETCHHBIE (POPMBI
yanuHeHns uHTepBasia Q-T ABISIOTCS MPETUKTO-
pamu (aTanapHBIX HAPYIIEHUH pHUTMa, KOTOpPHIE, B
CBOIO OYepeqb, MPUBOMAT K BHE3AMHONH CMEpPTH
oompHBIX. CHHIOpOM ymmuHeHHs uHTepBama Q-T
MIPEICTABISIET COOOW COYETaHWE YATUHEHHOTO
uHaTepBaia crapmaptHoi OKIT u yrpoxarontux
JKU3HU TIOTUMOPQHBIX JKETyJOYKOBBIX TaxXUKap-
maii «torsades de pointes». ITapokcu3mbl xemy-
JIOYKOBBIX TaxXWKapAWW THTA «ITHPYIT» KIMHUYE-
CKU TIPOSIBIISTIOTCS SMTU30/IaMU TTOTEPU CO3HAHUS U

HEpPENAKO 3aKaHUYMBAIOTCSA (GHOPHILIAIINEH KEly-
JIOUYKOB, SIBJISIIOIIECHCS] HETIOCPEICTBEHHON MPpUYH-
HO# BHe3amHo# cMepTh. CyIecTBYIOT 1Ba HanOo-
Jiee W3Y4YEHHBIX IMaTOTEHETHYECKMX MEeXaHH3Ma
apUTMUI TIPH CHHIPOME YATWHEHHOTO MHTEpBaja
Q-T. IlepBerii MexaHWU3M — BHYTPHUCEPICUHBIC
HapYIICHUS PENoIIpU3aud MHUOKapAa, a UMEHHO
MOBBIIIICHHAsT YyBCTBUTEIBHOCTH MHOKapaa K
apuTMOreHHOMY 3¢ (deKTy KaTexoJaMHHOB. Bto-
po#t maTopU3NOIIOTHIECKI MEXaHU3M — JHucOa-
JAHC CHUMIIATHYECKOW WHHEpBAalUWU (CHIKEHHE
MPaBOCTOPOHHEN CHUMIIATUYECKOM HHHEpPBAIUU
BCJIEICTBHE CIa0OCTH WIIM HEJOPA3BUTHS MIPABOTO
3BE39YATOr0 TaHMIHs). B mocnemane roasl 6071h-
o€ BHAUMAaHWE YIENAeTCs He TONBKO YUIMHEHUIO
naTepBania Q-T, HO U M3YUCHUIO BapHaOEITLHOCTH
(mucmiepcun) BenwauHEI nHTEpBasa Q-T — Hero-
MOTE€HHOCTH TIPOILIECCOB  PETOJISIPU3AIlUN, HYTO
TaKk)ke MPHUBOIAUT K Pa3BUTHIO (paTanbHBIX apUT-
muii. [Ipuansel ymumuHerns wHTepBana Q-T yc-
JIOBHO JIENAT Ha 2 TPYNIbI: BPOKACHHBIE U NPH-
obperennsie [19]. BpoxkneHHabie GpopMbl CHHAPO-
Ma ymmHeHus uHTepBaia Q-T sSBIAIOTCS OIHOM
W3 IpUYHH cMepTH aeTeil. CMepTHOCTD TpH Hele-
YeHBIX BPOXKIECHHBIX (hOpMax JAHHOTO CHHApPOMa
nocruraetr 75 %, mpu atom 20 % nmereit ymupaior
B T€UECHHE T'0Jja TIOCIIe IEPBOW MMOTEPH CO3HAHUS U
okxoio 50 % — B mepBoe necsaTmieTHe Xu3zHU. K
BPOXKACHHBIM (OpMaM CHHAPOMA yATUHEHEHUS
naTepBaia Q-T ortHOCcaT cmHApoM Gervell u
Lange Nielsen u cuagpom Romano Ward. Cun-
npoMm Gervell u Lange Nielsen — penkoe 3a6oie-
BaHWE, UMEET ayTOCOMHO-PEIIECCUBHBIA THI Ha-
CIIEIOBaHMS, TIPEJICTABISIET COOOH COUYETaHUE BPOXK-
JICHHOW TIYXOHEMOTHI C Y/UIMHEHHEM HWHTepBaa
Q-T nma OKI', srim3omamMu IOTepH CO3HAHUS M HE-
pEIKO 3aKaHYMBAETCSl BHE3AIHOW CMEPTHIO JeTei
B nepBoe aecaruiierne xku3Hu. Cunapom Romano
Ward nmMeer ayToCOMHO-TOMHHAHTHBIA THII Hacje-
JIOBaHMsI ¢ MOIMYJIAIMOHHON yactoToit ot 1:15 000
mo 1:10000 u menerpantHOcThIO TeHa 0,9. On
MMEeT CXOAHYI0 KIMHHUYECKYI0 KapTHHY: Hapy-
IIeHNs] pUTMa CepJIlia, B pAlle cITydaeB ¢ moTepei
co3HaHM, Ha (hoHEe yTHHEHHOTO HHTepBana Q-T
y nmerel Oe3 HapylmIeHHUS ciayxa u peud. s mu-
arHOCTUKH BPOXAEHHBIX (OpM CHHApOMA YIIIH-
HeHnus wmHTepBaia Q-T B ciydyae morpaHMYHOTO
yIUTMHEHUS W (MJIH) OTCYTCTBHS CHMIITOMOB
MpeIoKeH Habop MHarHOCTUYECKUX KPUTEPHUEB.
«bompmmey kKpuTepun — 3TO YAJIIMHEHNWE HHTEP-
Bana Q-T Oonee 0,44 Mc, HaauYMe B aHAMHE3€
SMHU30JI0B TIOTEPU CO3HAHWS M HAIWYWE CHHIPO-
Ma yanuHeHus naTepBaia Q-T y dieHOB ceMbH.
«Marnple» KpUTEPUU — 3TO BPOXKJEHHAsT HEUpo-
CEHCOpHAasi TYTrOYXOCTh, 3MHU30Jbl ANbTEPHAIIUU
T-BOJH, MEIUICHHBIA CEepACUHBIH pUTM (y HeTeil)
M TaTOJIOTHYECKas JKeIyJAOYKOBas penoiispu3a-
nusa. HauOompmiee amarHocTHYeckoe 3HAYEHHE
MMEIOT IOCTOBEepHOE yanuHeHue natepsana Q-T,
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MAPOKCU3MBI JKEITyT0YKOBOW TaxXUKAPIAUH H DIIH-
3016l CHHKOIIE. BceM manuenTam ¢ yIIMHEHHBIM
uaTepBasioM QT m wieHaM uX ceMed 0e3 yim-
HeHust QT (BO3MOXXHBIE HOCHUTENTH TATOJIOTHYE-
CKOTO T€Ha) peKoMeHAyeTcs u3beratb NpreMa
npenapatoB, yaumHsomux QT, cHmkaromux co-
Jep)kaHde Kaiaush B KPOBH, a TakkKe 3aHATHH
crioptom [19, 20].

Cunopom yxopouennozo unmepsara QT. CuH-
npom ObLT OTKpBIT Gussak u coaBTopamu B 2000 T.
OTo TeHeTmueckoe 3a0olieBaHUE, TepearoIieecs
ayTOCOMHO-ZIOMUHAHTHBIM TIyTeM. XapakKTepu3y-
eTcsl OTIPENeTIEHHBIM CHMIITOMOKOMILIEKCOM, BKJIFO-
garomuM ykopodenne uHTepBaia QT (< 300 mc),
U BBICOKHMH M 3a0CTPEHHBIMHU 3yOmamu T. AHa-
TOMHYECKasl CTPYKTypa MHOKap/a Py 3TOM OCTa-
erca HopMayibHOU. [IposiBisieTcs B paHHEM JIETCKOM
BO3pacTe SMHU30/IaMH TTaPOKCH3MAIBHOMN Tpezcep-
HOU (GUOPWILIIIMN. YBEIMUCH PUCK Pa3BUTHS BHE-
3aIMHOW CMEPTH BCIICACTBUE (GUOPWILIAIINN TIpeI-
cepamii [21-23].

WPW-cunopom. AHaTOMHYECKHMM CyOCTpPaTOM
WPW-cunpoma SBISIOTCS TOTIOJIHUTEIbHBIE TIPE/I-
CEPIHO-KEITyTOYKOBBIE MTyTH NMPOBEACHUS (TIyUIKH
Kenra, nnu Tak Ha3pIBa€MbIe «MBIIICYHBIE MOCTH-
KH»), CYIIECTBYIOIIHE TOMHMO CIIEIHATU3HPO-
BaHHOW 00JIACTH TIPECEePIHO-KETYIOYKOBOTO CO-
eIMHEHUSI — aTPUOBEHTPUKYIApHOTO y3ma. [Ipu-
MepHO B 50 % ciyuaeB mpu WPW-cuaapome BO3-
HUKaeT Taxuaputmus. PacnpocrpaneHHoctr WPW-
CHUHZpOMa cpenu neTeit cocrapisieT okono 0,1 %.
OH 00BIYHO HE aCCOIMUPYETCS CO CTPYKTYPHBIMH
3a00eBaHUSAME cep/la, HO WHOTIa HabmomaeTcs
B COBOKYITHOCTH C BPOX/ICHHBIMH MTOPOKaMH CEpIria
(aHomarmeli DOmITeliHa, KOPPUTHPOBAHHOM TpaHC-
TIO3WIIENl MAarucCTPaibHBIX COCYIOB, IPYTHMH
BIIC). V¥ nmammenToB ¢ WPW-cuanpomMoM nMeer-
Csl pUCK BHE3aITHOW CMEpTH, KOTOpas MOXKET Ha-
CTYIIUTH B pe3yibTaTre ObICTPOTO MPOBENACHUS HM-
MyJIbCa 10 JOTOTHHUTEIHHBIM ITyTSAM C Pa3BUTHEM
GUOPHILIATIAN TIPEICSPANHA HITH JKEITy T0IKOB [24].

HenmaBHo ommcanHbli cunopom Brugada Xa-
paKTepu3yeTcsl CHHKOMATBHBIMH COCTOSHUSMH U
SMU307]aMU BHE3AITHONW CMEPTH y MalleHTOB 0e3
OpraHMYecKUX HM3MEHEHHH B cepaue. Jluarxmos
yCTaHaBJIMBAETCS HA OCHOBAHWHM HAJIWYHS B Ce-
Mbe cirydaeB BCC, 6110kanpl MpaBoil HOKKH ITyY-
ka ['mca (BKIIOYash NPEeXOIAMIyI0 OJOKamy) o
nogseMa cermedTa ST B V1-V3 cBomuaTtoit nnu
CeIUTOBUIHON (HOpMBI. 3aperucTpUpPOBAHBI CITy-
gan BCC mpenMyIecTBEHHO Cpead JUIl MYXK-
CKOTO T0JIa B BO3pacTte OT 6 MecsiieB. I eHeTnue-
CKH€ WCCIIEOBAaHUS BBISBIIIM y TaKUX OOJIBHBIX
Hannuue myrtanun reHa (LQT3), perymupyromre-
o TPaHCIIOPT MOHOB HATPHs Yepe3 KIETOUYHYIO
MemOpany (SCNSA) [25].

Kamexonamunzasucumasn nonumopgnas dnce-
JIYyO00uK08as maxukapous, Kak TMoKa3axu MOocle-
HUE WCCIIeOBAaHMS, TaKke oOycCJOBIeHa Haju-

gueMm myTanuu reHa (hRyR2). Apurmust nposs-
JseTCsl Y MHOTHX B JE€TCKOM BO3pacTe. XapakTe-
pu3yeTcss BO3HHKHOBEHHEM JBYHAIPaBICHHOW
WA TOMUMOP(GHON JKEITyIOYKOBON TaxWUKapIHH
MIpH KaTeXOJIAMUHEPTHIECCKON cTuMyIsiuu ((pu-
3UYecKasl Harpy3ka ® (WIH) DSMOIMOHATHHBIHN
ctpecc). ['pynmy mossimenroro pucka BCC co-
CTaBJISIOT MAIMEHTHI C OTATOIIEHHBIM CEMEHHBIM
aHaMHe30M, 0OMOpOKaMH B aHAMHE3€, 0COOCHHO
B CIly4ae WX BO3HHKHOBEHHUS B paHHEM IETCKOM
Bo3pacTe [26].

BHe3annas kapauaiabHasi CMepTh B CIIOPTe

Ot 10 mo 25 % cimydaeB CKOPOIIOCTHIKHOU
CMEpTH Cpely HaCEeIEHHUs B IIEJIOM CBS3aHHI ¢ (pu-
3WYECKUM HampshDkeHneM. boipime (usmueckne
Harpy3Ky YBEIMYUBAIOT PUCK BHE3AITHON CMEpTH
B 7-10 pa3. Exxeromno B crpanax CHI' mpowucxo-
auT oT 10 10 25 cBsI3aHHBIX € 3aHATHSMH CIIOPTOM
CMEpPTENTFHBIX CITy4aeB OT CEpACYHBIX NPHYHH, U Y
5 MononpIx cioprecMeHoB 13 100 ThIC. UMeErOTCS Tpe/l-
pacnionaratorye ¢GakTopbel. ExxeromHpIii mokazaTens
CKOPOIIOCTHKHOM cMepTH cocTapisieT 1 Ha 250 ThIC.
cpeau HeoOCTIeTIOBAaHHBIX MOJIOJIBIX OCTYHOB.

Ecim MCKIFOUNTh W3 PAacCMOTPEHHUS CIIydan
BHE3AMHOM CMEpPTH, CBSI3aHHBIE CO CIOPTHUBHOMU
TpaBMOM, TO MOXHO BBIICTIUTH JIBE€ TPYIIIBI MPH-
4yuH, ee BbI3bIBaOIUX. K mepBoil oTHOCATCS He-
pacrto3HaHHOE WM HEJOOIIEHEHHOE BPadoM I1aTo-
JIOTHYECKOE COCTOSTHHE, MMEBIIIee MECTO J0 Hada-
Jla 3aHATUH CIOPTOM. 3/IeCh B MEPBYIO OYepe/b
clieyeT Ha3BaTh aHOMAJHMH W TIOPOKH cepina U
COCY/IOB, KapJUOMHOIIATHH, CHHAPOM yIJIHMHEH-
voro QT. Ko BTOpO# Tpymme MpUIuH OTHOCSITCS
CIIy4ad OCTPBIX MAaTOJIOTUYECKUX COCTOSTHUHN, BO3-
HUKAIONMNX Y 3J0POBBIX JIOACH IO BIMSTHHEM
Ype3MepHBIX (U3NIECKUX HArpy3ok. B oty rpym-
Iy BXOIAT CIy4aW CMEPTH OT OCTPOTO IepeHa-
MPSDKEHUST 37I0POBOTO CEpAIa, TPOSBISTFOIIErOCs
OCTpO¥#t nucTpodueii MrUOKapa.

l'oBopst 0 BHE3amHOW CeplIeYHON CMEPTH Yy
JleTeld ¥ OAPOCTKOB BO BPEMS 3aHSATUNA CIIOPTOM,
HeNb3s1 He YIOMSIHYTh O TaKOM TOHSTHH, KaK CO-
mpsicenue cepoya (CHHIPOM «commotio cordisy).
OT0 mMaTO(PU3HOIOTHIESCKHI Tporiece, MPU KOTO-
POM B pe3yibTaTe HU3KOMHTEHCHBHOTO, HENIPOHH-
KafoIero BO3JEHCTBHA HA TpEKapIUaNbHYIO 00-
JIACTh YEJIOBEKa pa3BHBACTCS (GUOPHIUIAIMS JKe-
JyTOYKOB W HACTYIAET CMEPTh, P 3TOM OTCYT-
CTBYIOT 3HAuWMasi MpPEIIIeCTBYIOMAs CEepAeIHO-
cocyAncTasl MaToJOTHsI M MOP(OIOTHIECKOE TIO-
BpEeXJEHHE Cep/illa, KOTOPOe MOIIJIO OBI camo O
cebe CIyXUTh TMPUIUHOH cMepTu [27-29]. Hawm-
0oyiee 4acTo TakOW CHHIPOM BO3HHKAET y Talu-
€HTOB C 0c0001 KOH(DHUTYpanuel TPyIHOW KIICTKH,
TO €CTh C Y3KHM TepeqHe3aHUM TUAMETPOM, UTO
MpeipacIonaraeT K dJIeKTPUIECKUM HapyIICHUSM
CO CTOPOHBI CepJIla, KOTOPhIE Pa3BUBAIOTCS JaXKe
IpU HEOOJBIION TpaBMe MpeKapAnalbHON obJac-
Td. Jltoaw, TOJTy4YMBIINE COTpPSACEHHE cepiara —
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MIPEUMYIIECTBEHHO MOJIOJbIE, 3AOPOBBIE MYXKUH-
HBL. Y TIOCTpaaBIIMX OOBIYHO HET B aHAMHE3e 3a-
OoJeBaHM cep/Ila Wi IPYTHX XPOHUYECKHX I1a-
TOJIOTHH. Yaap NMPUXOTUTCS B 001acTh TPyMTHOMH
KIETKH Ha YpOBHE cepila, CKOpPOCTh yaapa —
oObIgHas i criopTcMeHoB. Kak mpaBwito, BO3HH-
KaeT IMoTepsl CO3HAHWS, HO WHOTAa OBIBAIOT MO-
MEHTBHI SICHOCTH, BO BPEMsA KOTOPBIX IOCTPaIaB-
A JKaTyeTcsl Ha TOJOBHYIO Oonb. Hamboiee
YacTO M3HAYAJIHLHO BO3HUKAET (pHOpMILIAINAS Ke-
JyJTOYKOB; OAHAKO OBLIN OTHMCAHBI TOJHASI aTPHO-
BEHTPUKYJISIpHAs OJIOKa/ia, yYaIlleHHBIH HIAOBEH-
TPUKYJISPHBIA PUTM, SJIEKTPOMEXaHWYECKas IFC-
colpanus M acucToius. BCKpHITHE HE BBISBIISET
aHOMalIMK cepja WiIu TPYJHON KIETKH. Y 3THX
MOCTPaaBIINX Hamuboee BEPOATHBIH MEXaHH3M
BHE3AITHOW CMEePTH — (QUOPHIUIAITUS KEITYI0UYKOB
B pe3ysbTaTe yJaapa B «IJEKTPUYECKHA pPaHUMBIH
MEPHOI» cepaedHoro mukia [30-32].

Pacnipoctpanennocts cuaapoma BCC u ma-
Jasi BEPOATHOCTh BBDKUBAHIS, B TOM YHCIE JeTel
3aCTaBISAIOT MCKaTh HOBBIE MOIXOABI IJISI pa3pa-
OOTKH ONTHMAJIBHBIX BHICOKOTEXHOJOTHYHBIX JIH-
ArHOCTHYECKHUX U JIEYeOHBIX METO/IHK.

JuarHocTuka 3a00J1eBaHMii, MMEIOIINX PUCK
pa3BUTHS BHE3ANHOM cepeyHOii cMepTH

BrisBiieHne W AMHAMHYECKHH KOHTPOJb (haK-
TopoB pucka pazeutus BCC y neteit — TpymaHas
KITMHUYECKas 3ajada, pelieHne KOTOpoil Tpedyer
YETKHX IOCIENOBaTEeNbHbIX ICHCTBUI Ha BCEX ITa-
rax, HaYWHasg ¢ aHAMHECTHYECKUX TAHHBIX U 3aKaH-
YHBas MPHIMEHEHHEM COBPEMEHHOTO JabOopaTopHO-
WHCTPYyMEHTAILHOTO HccienoBanus. HemennenHnoe
KapFoJIOTHIECKOe 00CIIeIOBaHNE TIOKa3aHO JIETSIM
WITA MOJIOABIM B3POCIIBIM, HMEIOIIINM:

— Oo0Jtb B TpyIu TIpH (PU3UIECKOM HATIpsIKe-
HUH, HAa KOTOPYIO He BIUSIOT ABIKEHHE, BIOX U
MaNBIAIus, TIPU OTCYTCTBHU SBHBIX HEKapIHOJIO-
THYECKHX TPUYNH, OCOOCHHO €CIH Y IaleHTa
UMeeTcs TaTOJIOTHA CepAlla C BBHICOKHM DPHCKOM
JIETaTFHOTO UCXO/a;

— BHE3AITHYIO CMEPTH B CEMEHHOM aHaMHE3e;

— CBSI3aHHOE C (HYM3WYECKUM HaAIPDKEHHEM
HEesICHOE CHHKOIMe 0e3 MPOIPOMBI MK C TpeIie-
CTBYIOIIIUM YyYallleHHeM CEepPIEYHOTO PUTMA.

[Hommmo TmaTenpHOTO cOOpa aHaMHe3a, KO-
TOPBIM JTOJDKEH BKIIIOYATh JAETalbHBIM ONpOC O
CEMEMHBIX cly4asix BHE3AIMHOW WJI HEOXKUIaHHOU
CMEPTH, Ja0OPaTOPHO-MHCTPYMEHTAIBHYIO THArHO-
CTUKY (OOIEKIMHUYECKUE HCCIICIOBAHMS, OTpe-
JeTeHne  Kapauocnennpuaecknx OnoXuMude-
CKHX MapKepoB, OIIEHKa YPOBHS JJIEKTPOJIMTOB,
TJTFOKO36I KPOBH, TIIMKO3MJINPOBAHHOTO TE€MOTJIIO-
OMHa, TOPMOHOB IIMTOBHUIHOW JKEJE3bl; MOKa3a-
Teled JTUMHUIHOTO TPOoduisd, coiepkanue ¢Guo-
pUHOTEHa, CTaHAApTHAas 3JEKTpoKapauorpadus,
IxoKapauorpadus) ¢ MeNbl0 YCOBEpPIICHCTBOBA-
HUS CTpaTU(HUKAIMN PUCKAa B HACTOSIIEE BpeMs
MIPEAJIOKEH P TOTIOTHUTENBHBIX MPEANKTOPOB,

MPU3BAHHBIX BBISIBUTH BO3MOXKHBI MHOKapAH-
anpHBIN cybcTpar cuaapoma BCC. Dto — 3mek-
TpoKapauorpaduiIeckue mapaMeTphl (aabTepHa-
1us T-BONHEI, 3MeKTpoKapanorpadus BBICOKOTO
paspemieHusi ¢ pacyeToM IO3IHUX JKeTyI09KO-
BBIX TOTEHIIMAJIOB, UIUTEIFHOCTh WU JHUCIIEPCHUS
nHTepBasia Q-T), TeCTHI HA OCHOBE XOJITEPOBCKO-
r0 MOHHTOPHUPOBaHHS (BapHaOEILHOCTH U TYP-
OYJICHTHOCTh CEpICYHOTO pPHUTMa), BHYTpPHCEP-
JI€YHOE DIIEKTPO(UZNOIOTHIECKOE WCCIIeI0Ba-
HUeE, BRICOKOTEXHOJIIOTHYHBIE METOJUKN BU3yallH-
3aIii MUOKapnaa (MarHUTHO-pe30HaHCHAs TOMO-
rpadus, KOMIBIOTEpHAsT TOMOTpadusi, TKAHEBBIH
JOMIUIEp) W pasNudHble HEeHpOTryMOpalbHbBIE
MapKepsl (MapKepsl Ieperpy3Kd MHOKapaa: MO3-
roBOM HaTpuilypeTudyeckui mnentua — B-type
natriuretic peptide (BNP) u ero HeakTHBHBII
aHanior — NT-proBNP, ceiBOpoTOYHBIE MapKepbl
¢ubpo3a: C-TepMHHAIBHBIA MPOIENTHA KOJUIa-
rena tumna 1 (CICP), C-repMHUHAIBHBINA TEIOTICT-
tin komrarena tuma 1 (CITP), marpukcHas me-
Tamnonporennaza 1(MMP-1)).

B mocnenHue nmecsATHIIETHS MOJEKYJISIPHO-
TeHETUYECKHE METOJIBI BCE IIMpE BXOIAT B KIH-
HUYECKYIo TIpakTuKy [33, 34]. [IpoBomsarcs kpym-
HBbIE MHOTOIICHTPOBBIE MCCIIEOBAaHUS, CO3/IAIOTCS
MeXTyHapOJIHBIE PETUCTPHI MAITUEHTOB C HACTe-
CTBEHHBIMH CEpPAECYHO-COCYIUCTHIMU 3a00JIeBaHMS-
MH, COJIepKalllie Pe3yibTaThl KIMHHYECKUX U Te-
HETHYECKUX HWCCIIEZIOBaHUH, OTJAIEHHBIE PEe3yIb-
TaThl Tepanud. B HacTosIIee BpeMst ONMCcaHo OKO-
70 2,5 ThIC. MOHOTEHHBIX HACIEIACTBEHHBIX CHH-
JPOMOB, TIPH KOTOPHIX HaOIIO/IaeTCs] BOBIICUECHUE
B TIATOJIOTHYIECKUN TIPOIeCcC cepamna u (WIH) cocy-
noB. Mccnenosarenun u3 Kapmuddcekoro yauBep-
cuteta (Cardiff University) B Yambce OTKpBUIH
OJIHY W3 MPUYMH BHE3AIMHOW CepJIeYHON CMEPTH Y
neTeil 1 moapocTtkoB. [lo MHEHHWIO OpPUTaHCKUX
yueHsix, K BCC npuBoANT MyTanus KaJbI[MEBBIX
KaHalloOB B cepAie. B pesynprare Mmyranunu KaHa-
JBI TIOTHOCTBIO HE 3aKPBIBAIOTCS, YTO MPUBOIHT
K TIOBBIIIIEHHOMY BBICBOOOXKICHHUIO KaJbIUS W,
KaK CJIEICTBHE, Pa3BUTHIO >KU3HEYTPOKAEMBIX
aputMmuii [33, 34]. Ilo manasiM S. Priory u coaBT.
[35], okono 30 % mamMeHTOB C CHHIPOMOM V-
nuHeHHOTo mHTepBaita Q-T MMerT cKphITOe Te-
YeHue 3a00JIeBaHUM, MPU KOTOPHIX OTCYTCTBYIOT
xapaktepHble n3MeHeHust Ha OKI', HO marueHTh
HMEIOT, TEM HE MEHEe, BBICOKUM PUCK BHE3aITHOU
CMEPTH BO BPEMs NEPBOTO B XU3HHU CHHKOIIAINb-
HoTO 3mm30aa. [loaToMy mpecmMmToMaTH4ecKas
JTUATHOCTHKA B JTOHM TPYMIE MAIEHTOB IT03BO-
nseT chOpMUPOBATh ONTHMAIBHYIO TaKTUKY Ha-
OIfoIeHns IS KaXJIOTO M3 HUX C YYETOM TeHe-
TAYECKHUX, aHAMHECTHYECKUX W IJIEKTPOKApIUO-
rpaduuecKuX TaHHBIX.

3axnwouenue

B nacrosmee Bpems mpo6iema BCC y nereit
Y TIOJJPOCTKOB Jajieka OT CBOEr0 OKOHYATEIHHOTO
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pemIeHus, 9To OOYCIIOBJIEHO MENbIM KOMILIEKCOM
(haKTOpOB TEOPETHYECKOTO, METOAMIECKOTO U TIPaK-
THYECKOro Xapakrtepa. Ha ceromHsinHuii JeHb U3-
BECTHO OOJIBIIIOE KOJIMYECTBO IIOKa3aresei, oOma-
JTATOIIAX TOM FUTH MHOM MPOTHOCTHYECKOHN CITI0CO0-
HOCTBIO OTHOCHUTENTFHO (paTalbHBIX apuTMuid. Hau-
0ojee 3HAUMMBIMH W3 HHUX A0 CHX IOp SBISIOTCS
CHIDKEHHas (pakius BBIOpOca JIEBOTO JKEITyH04-
Ka, THIepTpodus MUOKapAa, YATUHEHHE HITH YKO-
pouenne mHTepBaia QT, HaMM4YMEe MOTOITHUTENb-
HBIX MyTeW NpoBeJeHUs UMITyJibca U ap. UMeHHO
9TH TIapaMeTPHI CIYKaT B HACTOSIIEE BPEMs OCHO-
BaHMEM TS KITMHUYECKHUX PEIISHNH COTIIACHO MEX-
IYHapOIHBIM pEeKOMEHAaIwsM. B Tedenne mocre-
HUX JIET BBIONHEHO MHOXECTBO HCCIIEIOBAHUM,
MIPU3BAaHHBIX OMNPENENUTh 3HAYUMOCTH JJOTIONHU-
TENBHBIX TPETUKTOPOB, CIIOCOOHBIX YIIYUIIUTH CO-
BPEMEHHBIN MOJXO0J K CTpaTH(hUKAIMK PHCKA BHE-
3armHoM cepaedHoi cMepT. OmHAKO «HICaTHHBII
MIPEIVKTOp Bee elme He HaimeH. Heobxoaumo mpo-
Be/ICHHE TPOCIEKTUBHBIX MHOTOIIEHTPOBBIX PaHIO-
MHU3HPOBAHHBIX HCCIIEIOBaHUI, CIIOCOOHBIX IOKa-
3aTh BIMSIHUE PE3YNIFTATOB KAKJOTO U3 TECTOB B OT-
JIETPHOCTH WITH MX KOMOWHAIMX Ha MPOrHO3. Toib-
KO TaKOM TOJXOJT CITOCOOEH MPHOIM3UTE UCIIOIH30-
BaHME JIOTIOJHUTEIBHBIX MapKepOB PHCKA K KIIMHU-
YeCKOH MpaKTHKe, @ UMEHHO OTOOPY MAIlMEeHTOB /IS
UMIUIAHTAIUN  KapJHOBEPTEPOB-AePHOPHITIITOPOB
C TIETBI0 TICPBUYHONW TPOQIIIAKTHKY BHE3AITHOMH
CepJIeYHON CMEPTH.
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