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. BBEOEHUE

CMepTHOCTh OT CepAeYHO-COCYAUCTHIX 3aboneBaHuil B Poccum sBusercs ogHOW u3
HanOosiee BBICOKMX B MHpe u coctaBisieT 1462 cmeprerr Ha 100.000 B rox [1]. OcHOBHBIMU
MEXaHU3MaMHU JIPAMAaTUYECKUX HCXOIO0B CEPACYHO-COCYIUCTHIX 3a00JIEBaHUM SBISIFOTCS CMEPTh

OT IPOTrpEeCCUPOBAHUA XpOHH‘I@CKOﬁ cepnequﬁ HEAOCTAaTOYHOCTHU (OKOJ'IO IIOJIOBMHBI BCECX



CJIy4yaeB) W BHE3aIHasi cepiedyHas cMepTh (apyras nojoBuHa). COrliacHO pacyeTHBIM JIaHHBIM B
Poccun ot BHe3anHo# cepaeunoit cmeptu (BCC) exerogno ymupaet 200.000-250.000 yenosex
[2].

I[Ipo6iiema BCC sBnsieTcss OAHOW W3 aKTyalbHBIX NPOOJIEM OTEYSCTBEHHOTO
3apaBooxpaHeHus. IHTepec k 1ol Teme oOycnoBieH TeM ¢aktoM, yto BCC nMeeT TeHIeHLINIO
K pocty. O4eBHIHO TaK K€ U TO, YTO CYIIECTBYET BO3ZMOXKHOCTH HMCIIOJIb30BaHUS dPPEKTUBHBIX

HpO(l)I/IJ'IaKTI/I‘-IeCKI/IX MCP, HAlIPpaBJICHHBIX HA U3BMCHCHHC HEraTUBHOM CUTyaluu.

B mnpencraBieHHBIX pPEKOMEHJALUAX, pa3pabOTaHHBIX HAa OCHOBE COBPEMEHHBIX
JNOCTHKCHUN OTEYECTBEHHBIX W 3apyOEKHBIX CIICIHAIMCTOB, PACCMATPHBAIOTCS BOMPOCHI
IIPOrHO3MPOBaHMsl pucka U npenorspamienns BCC y pa3nnyHbIx KaTeropuil NalMeHTOB U TPYIIT
HaceneHus. JlaHHble pEeKOMEHJAlMU I[O3BOJAT LIMPOKOMY Kpyry Bpadeill (TepaneBToB,
KapJIMOJIOTOB, KapAMOXUPYpProOB, PEHTIEHXUPYPIOB, PEAHMMATOJIOTOB) B IOBCEJHEBHOMN
KJIMHUYECKOH MpaKTHKe BBIABIATH (akTopsl pucka BCC u pa3zpaborars Haubosee onTUMaIbHYIO

mporpamMmmy I10 €€ HpO(bI/IJ'IaKTI/IKC B KaXX/1I0OM KOHKPETHOM KIIMHUYCCKOM ClIy4dac.

Hacrosmue PexoMeHnanuuu SBISIOTCS OJHHMM M3 JTAaloOB CO3JaHMUS M pealu3aluud B
Kparuaiimme cpoku 3¢(GeKTUBHOM nporpaMmbl NPOGUIAKTUKN BHE3AITHOW CEpIEUHOI cMepTH B

HAaIlIeH CTpaHe.

B OCHOBY HaCTOAIUX pCKOMCHIIaI_II/Iﬁ JCTJIIO HOpEACTAaBJICHUC 00 OCHOBHBIX H

BTOpOCTEIEHHBIX (akTopax pucka BCC.

BrrsiBiieHre OCHOBHBIX (DaKTOPOB pUCKA MPEATIONAraeT BIOOP B MOJIB3Y O0Jiee arpecCUBHBIX
metonoB mnpodwmiaktukn BCC (mpoBefeHHEe HHTEPBEHIMOHHOTO W/WIM XUPYPTUYECKOTO

JICUCHHS).

Hannuue BropoctenenHsix ¢aktopoB pucka BCC mpenmonaraer HcIojib30BaHuE Oolee
CIEp)KaHHOW TaKTHUKH, KOTOpas 3aKiovaercs B MoIuUKaluu (PAKTOpPOB pPUCKA Pa3BUTHA
OCHOBHOTO 3a00JICBaHUSI Y KOHKPETHOTO OOJBHOTO (Hampumep, OTKa3 OT KYpEHUs, CHIKCHUE

MacCChbl Tena) n OIITUMHU3AIIUHK €0 MCAUKAMCHTO3HOI'O JICHCHHU .

Uwurarenssm npanekuMm ot mpobinembl BCC, sxenarommm Oonee TIIyOOKO MOTPY3UTHCS B

JTAHHYIO TeMY, Mbl pEKOMEHIYeM:
ITepBoe, - o3HakomuThes ¢ [-VI nmaBamuy;

BTOpOC, - IIpu pa60Te C MaguCHTOM C MCJIbHO ONPCACIICHUA PUCKA W OCYHICCTBICHUA



npodunaktukn BCC criemyer ompenenuThCs C OCHOBHBIM JIMAarHO30M W HAIWYUEM H/WITA
OTCYTCTBHEM OCHOBHBIX (akTopoB pucka BCC. Ilocrne 3Toro 03HakOMHUTBCS C pPyOpHKOMH
crparudukanuu pucka u npodunaktuku BCC npu cooTBeTcTBylOneM 3a00/ieBaHUU B TJIaBe

VII;

TpeTLC, - PCKOMCHAANUHN, IPCACTABICHHBIC B COOTBCTCTBYIOLICM Pa3aciiC IJIaBbl VH,

npeaiiaraéM C4HuTarb pyKOBOJACTBOM K ﬂGfICTBHI-O.

Il. MEXAHU3MbI U NPUYUHBLI PA3BUTUA BCC.
OMNPEOENEHNA U TEPMUHDbI

Omnpenenceane BCC. Ilom BHe3amuo#t cepuaeunoir cmepthio (BCC) moHummaroT

HCHACWJILCTBCHHYIO CMCPTh, PA3BUBIIYIOCSA MOMCHTAJIBHO HWJIM HACTYIIMBIIYIO B TCHCHHEC Haca C

MOMCHTA BO3HUKHOBCHUA OCTPBIX HW3MEHEHHUH B KIMHUYECKOM CTaTyCC MalucHTa [3-5]

Crnenyer pas3iuuaTh 6HE3aNHYIO CEPOCUHYI0 cMepmb WU @HezanHyro cmepmb. Kpurepun



JUarHoCTHKHU HOCJ'ICI[HGﬁ CXOJHBI C ONPCACICHUEM BCC, C TEM OTIMYHUCM, YTO BHC3aIlHasa
CMCPTb PA3BUBACTCA B PC3YJIbTATC HCKAPAHWAJIBHBIX IPUYHUH, B YaCTHOCTU TAKHUX KAK MaCCHBHAas

TpOM603M6OHI/I5[ JIETOYHOM apTCpuu, pa3pbiB aHEBPU3MBI COCYI0B I'OJIOBHOI'O MO3TIa v T. 1.

Mexanuzmbl BCC. ComiacHO JaHHBIM, INOdydeHHBIM Ipu mnpoeaeHnn XM-OKI' y

MAIMEHTOB, YMEPIIUX BHE3aIHO, YCTAaHOBJIEHO, YTO B MOJABIISIONIEM OOJBIIMHCTBE CIyyacB
Mexanusmamu pa3Butusi BCC SBASIOTCS JKETyJOYKOBBIE TAaXMAPUTMHHU — JKEITyJ0YKOBas
taxukapauss (OKT) u ¢ubpumnsmuus xemynoukoB (DXK) — 85% c mocnemyronmm pazBUTHEM
acuctonmuu. Octapmuecs 15% npuxonsaTcs Ha oo OpaauapuTMuil U acucronuu [6-8] (puc. L.
1). PazBuTHE OCTPOIA JIEBOXKETYTOUYKOBOM HETOCTATOYHOCTH Ha ()OHE aPUTMHUU COTPOBOXKIACTCS
HapyILIEHUSAMH, KaK CUCTEMHOW T'€MOJIMHAMUKHU, TaK U PETMOHAPHOM, MPEX/I€ BCETO CO CTOPOHBI
[MHC. CnexactBueM 4ero sIBISI€TCS BEPOSTHOE BO3HMKHOBEHHME HEOOPATHMBIX H3MEHEHHUH CO
CTOPOHBI KU3HECHHOBAXKHBIX OPTaHOB M Pa3BUTHE JICTAIHHOTO UCXO/a. B 3TOM CBS3M KIIFOUEBBIM
3HAYeHUEM Ui KIMHUYECKOW WHTEPIIPEeTAllMH 3JI0KAau€CTBEHHOTO TEUYECHUS TO0O0W apUTMHH,
OTpe/IeNICHUs] €€ >KU3HEYTPOKAIOIIErO XapakTepa CIeQyeT CUMTaTh: OOMOPOK, MPeroOMOpOK,
TOJIOBOKPYXKEHHUE, THUIOTEH3UI0, MPOTPECCUI0 TMPOSABICHUN CEPACYHON HEIO0CTAaTOYHOCTH,
creHokapauio. Hannuue unu oTCyTCTBUE NMPEACYIIECTBYIONIEH CTPYKTYPHOM MATOJIOTUU CepALa
MOXKET HMMETh OIpeensionlee 3HaYeHUue [JIs aJanTalliOHHBIX HM3MEHEHHI MapaMeTpoB

CEepJIEYHOTr0 BBIOpOCaA, a 3HAYUT JUIs XapaKTepa KIMHUYECKOTO TeUEHUsI apUTMUU.

VY nanueHToB C OTCYTCTBHMEM BBIPAKEHHOW CTPYyKTypHO# maroioruu cepaua BCC, kak
MIPaBWIIO, BO3HHUKAET BeiencTBue pasButus momuMopdHor XT wmm KT no tuny torsades de
pointes [3]. B To BpeMsi Kak y NalMEHTOB C HaJWYUEM CTPYKTYpHOM MaTOJIOTMHU Cepila, B
yactHocTH ¢ MBC, xemyloukoBble apUTMHHM BO3HUKAIOT JIMOO BCIIEIACTBHE PAa3BUTHUSL OCTPOU
UIIEMHH MHOKapnaa, b0 B pe3yiaprare peanu3alii MeXaHHW3Ma pe-eHTPH B 00JacTh
NOCTHH(APKTHOTO pyOIra (B 3TOM ciydyae, HapylIeHUS KOPOHAPHOTO KPOBOTOKA HE SIBISIOTCS
npuarHO aputmuM) [3-5, 9]. Uto kacaeTcs OpaauCUCTOIUYECKUX MEXaHHU3MOB, TO CIICHAPHH,
CBSI3aHHBIN C MX BO3HHMKHOBEHHEM, XapaKTEPEH ISl MAIMEHTOB C TEPMUHAIBHBIMU CTaIUSMU

pa3BUTHS CTPYKTYPHOU MATOJIOIMH CEPALIa U OTHOCUTEIBHO penokK (nocturaer 15%) [3-8].

[TyckoBbIMU (akTOpaMu pa3BUTHS (ATATBHBIX APUTMUNA MOTYT SIBIATHCS W3MEHEHUS
TOHyCa BEreTaTMBHON HEPBHOW CHCTEMBbl (TIOBBIIICHHE CHUMIIATHYECKOTO WM TOHW)KEHUE
napacuMIIaTUYeCcKoro), (usmueckas Harpys3ka, HpUEM HEKOTOPBIX JIEKAPCTBEHHBIX CPENCTB,

SJICKTPOJIMTHBIC HAPYIICHUSA, TOKCUYCCKHC BO3I[€I>'ICTBI/I$I, THUITOKCHA.



Pucynok II.1. Mexanmsmbl pasputusi BCC. IlpencraBnena pmarpaMma, oTOOpakaromias BKIaJ
pa3IMuYHBIX BUJOB HapyIIEHUs pUTMa U MIPOBOJUMOCTH cepAuna B MexaHu3Mbl pazsutus BCC. bpanu -
Jnoas OpaZuMCUCTONMYECKHX HapymeHWd mnpuBoaammx K passutuio BCC, ®X - ¢ubpumianus
sermynodxoB 1 KT - skenymoukoBas Taxukapaus.

[Ipuunnel BCC. BeposatHocts pazutus BCC y Ml ¢ HamuyueM CTPYKTYpHOM

MaToJIOTUH Cepjilla B TEYEHHWE OJHOTO roja B 7,5 BhINIE, YeM y MAIMEHTOB 0€3 CTPYyKTYpHOU
natojoruu cepana [10, 11]. Cpenu 3aboneBanuii cepana ocHoBHou nmpuuanHod BCC sBusercs
UBC, na nomto xoropor mpuxonutcs 1o 80% Bcex ciyuaeB [3-8]. Kpome UBC, BCC kak
JIpaMaTUYEeCKUN HCXON TeYeHHs 3a0O0NieBaHUS BCTpPEUAETCs Yy MAIMEHTOB C JAUIATallMOHHOU
(AKMII) [3-8] um runeprpoduueckoit kapauomuonarusmu (I'KMII) [3-8], aputmoreHHoi
nucrazuei npasoro skenynouka (AIDK) [3-8], npu cunapomax bpyraga u yaimHEHHOTO
untepBana QT, aHomManusxX pa3BUTHS KOPOHAPHBIX apTepuil M JAPYTUX MATOIOTUYECKHUX

COCTOSIHHSIX, TIEPEUYCHb KOTOPBIX IpeacTarieH B Tabmuie 11.1.

Tab6auua I1.1. [IpuunHbl BHe3anHOM cepaeyHoii cMepTH (aganTupoBaHo u3 J. Ruskin, 1998)

NbBC
JWIIaTallMOHHAs KapAMOMHOIIATH
runepTpodus JIeBOro KemyouKa
runeprpoduyeckast KapAuOMHUONATHS
pUOOpETEHHBIE TOPOKHU Cepaa
BPOX/ICHHBIE IOPOKU Cep/Lia
OCTpPBI MUOKApAUT
apUTMOTEHHAas AMCILIa3Us IPABOIo JKEIy10uKa
AQHOMAaJIMM Pa3BUTHUsI KOPOHAPHBIX apTEepHil
CapKoOUI03
aMHUJION103
OILyXOJIU CepAaLa
JUBEPTUKYJIBI JIEBOTO XKETyA0UKa
cuapom WPW
CUHJIPOM yaJMHeHHOro uHrepBana QT

cunzpom bpyrana



KaTeXOJaMHUHYYBCTBUTENIbHAS TOTUMOpP(dHAs KeTyT0uKOBas
TaXUKapIHs
CUHJPOM KOpOTKOro uurepnaia QT
JIeKapCTBEHHAS TPOAPUTMHUS
KOKaMHOBAsi MHTOKCUKAITUS
BBIPAKECHHBIN 3JIEKTPOIUTHBIN TucOananc

HANUOIAaTHYCCKad KEITyA0UKOBasd TaxXuKapaus

OHp_GI[eJIeHI/ISI U _TCPMHUHBI. Ham MNpEaACTaBIACTCA L[CJICCOO6pa3HbIM B JAaHHBIX

Pexomenpanusax nathb OMpCACIICHUC OCHOBHBIM TCpPMHHAM, KOTOPBIC B ITOCIICAYIOIICM 6y,Z[YT

BCTpeYarhes najnee mo Tekery (tadmuma I1.2).
Ta6auna I1.2. CioBapb TepMuHOB (110 ajndaBuTy)

Kenyooukosan maxuxapous oeynanpaenennasa — XT c anprepHanuend 3IEKTPUYECKON OCH
ceplua BO ppOHTAIBHOM TNIOCKOCTH; €€ Pa3BUTHE YacTO CBSI3aHO C MHTOKCHKAIIMEH cepAedHbIMU
[TUKO3UAMHU.

Kenyoouxosas maxukapous monomopguana — XT, umeromas HEM3MEHHYIO MOP(HOIOTHIO
komruiekca QRS B 12 orBenenusax nosepxuoctuoi JKI.

Kenyooukosasa maxuxapous neycmoiiuuean (HKT) — XXT, cocrosimas Kak MUHUMYM U3 4-X
JKEIYTOYKOBBIX KOMILJICKCOB, MAaKCUMAaJbHOW MPOAOIDKUTEIBHOCTRI0 He Oonee 30 c, koTopas
MPEKpaIaeTcsi CaMOCTOSITEIBHO.

Kenyooukosas maxuxkapous no muny torsades de pointes — )XT, xotopasi 0OBI9HO
accouunpyercs ¢ ymmmHenueM uHTepBaioB QT unu QTc. KT Bo BpeMsa apurmuun
XapaKTepU3yeTcsa «CKpPyUYUBAHUEM) HANPABIEHHOCTH KoMIuiekcoB QRS oTHOcHuTEnbHO

M303JIEKTPUYECKON JTUHUH.

Kenyooukosaa maxukapoua nonumopgnas — XT, Bo BpeMs koTopoil B 12 oTBeneHMsIX
noBepxHocTHOH OKI' m3mensiercss koHpurypauus komriekca QRS. Yacrtora akTuBanmu
xemynoukoB Ha Gone KT naxonurcs B auanazone ot 100 go 250 B MUHYTY.

Kenyooukoeaa maxukapous c uyupKyrayuei umnyivca no Hoxckam nyuka luca no
mexanuzmy pe-ewmpu (bundle-branch re-entrant tachycardia) — pa3BuBaeTcsi BCIEICTBHUE
peanuzan MexaHu3ma pe-eHTpu B cucrteme [uca-Ilypkunbe. OObIYHO, HA TOBEPXHOCTHOM
OKT perucrpupyercst KT ¢ konpurypanueit kommiaexkca QRS mo tumy Grokasl J1eBOH HOXKKH
nyuka [mca (BJIHIII); BpickouacTtoTHast (okono 200 ymapoB B MHUHYTY); 9acTO BO3HHUKAET Y
maruedToB ¢ JJKMIL.

Kenyooukosas maxukapous ycmouuusan (YKT) — 310 XT nponomkurenbHocThiO 607ee 30 ¢,



3a44CTYI0 HC KYIIUPYOIasaCs CIIOHTAHHO.

Kenyoouxoswvie napywenua pumma zcemoounamuyecku Hnecmadunvnole — DX, TXK,
yctoiluuBasi/HeycroiuuBas KT u/unm KenynodkoBas HKCTPACUCTONHUS, KOTOpPHIE
CONPOBOXKAAIOTCS BBIPAXEHHBIMU T'E€MOJMHAMUYECKHM 3HAYUMBIMU KIWHHUYECKHUMU
NPOSIBICHUSIMU  (TOJIOBOKPYKEHUE, TNPECUHKOIE, CHUHKOIE, TUIOTEH3Us, NPOrpecCupoBaHHE
IPOSIBIICHUH CepJIeYHON HEJOCTaTOUHOCTH, CTEHOKAP U ).

Kenyooukoevie Hapywienus pumma 2eMOOUHAMUYECKU CMAOUIbHbIE — YCTOWUYMBas/
HeycroiuuBas KT w/wnu >xemymoukoBast skcrpacucronus (XKD), KoTopbie COMPOBOXKIAIOTCS
MUHHUMAJIbHBIMUA KJIMHUYECKHU MPOSBICHUSIMU (HampuUMep, JETKOe TOJIOBOKPYKEHHE, OIIYIIEHUE

cepaneOueHus!, TCHICHIIUS K TUIIOTOHHH ).

Ocmanoeka Kpoeooopauienusa (0cmanoeéxka cepoya) — TPEKPAIIECHUE CEPIACYHO-COCYIUCTON
JESITEIIbBHOCTH

OmHuouieHue WmaHcoe — ME€pa BLEIPAXKCHHOCTU CBA3U MCEXKIY COCTOAHUCM HIIN BOSI[GﬁCTBHCM n
3a00JIEBAHUEM HJIH HCXOO0M. IIlaHC BO3HMKHOBEHHS COOBLITHS SIBISIETCSI OTHOILIEHHEM MCKAY
BCPOATHOCTBIO CIro IMOABJIICHUSA KW BCPOATHOCTHBIO €TI0 HCIIOSABJICHUA. OTHoIIEHHE IIAHCOB
BBIUUCIIACTCSA B PE3YJbTAaTe ACJIICHHUA BCPOATHOCTH ITOABICHUSA COORITHS B 0I[HOI>1 T'pynime Ha

BEPOSATHOCTH €T0 MOSABIECHUS B APYTOH

Henempaumuocmb — HNOIMYIAIUOHHOC IMMOHATHUE, O3HAYACT AOJH0 MHAWBU/I0B, Y KOTOPBIX
HMCIOTC ITPOSABIICHHA KaKoro-inbo IIpU3HAKa (3360J’ICBaHI/IH), cpeau BCCX JIMII, 06J'Ia,I[aIOH_II/IX
MYTaHHCf/'I B 3aMHTCPCCOBAHHOM T'CHE;

Ilpobano — niepBblil WIEH CEMbH, KOTOPBIII/IIO MOBOY KOTOPOTO MPOBOIUTCSI MEAUKO-

FCHCTUYCCKOC KOHCYJIbTUPOBAHUC,

Ilpogpunaxkmuxa énezannoii cepoeunoil cmepmu — 3TO KOMIIJIEKC MEPOIPUATUH, IPOBOAUMBIX Y
JIVIL, TIEPEKUBIINX CEPACYHBIN apecT (BTOpUYHAs MPOQHIAKTHKA) WK Y TAIIUEHTOB 0e3
AMU30/I0B CEPJCYHOTO apecTa B aHaMHe3€e, MMEIONNX BhICOKUI puck pa3zButus BCC (nepBuunHas

npoUIaAKTHKA).

Pacnpocmpauennocmb 3abonesanus — A0JIA JIMI B IIOITYJIAOWH, KMCHOIIUX JaHHOC 3a00yIeBaHNE

B JIAHHBIN nepruoa BpCMCHU

Puck omnocumenvubiii — OTHOILICHHE YaCTOTHI BOSHUKHOBCHHUS COOBITHS B PICCJ'ICI[yCMOﬁ

IpyMnIe K 4aCTOTE BO3HUKHOBEHMSI COOBITUS B KOHTPOJIBHOM TpyIIIe

Cepoeunwiit apecm — 3TO IPEKPALICHUE CEPAECUHO-COCYIUCTOMN NEATEIbHOCTH BCIIEICTBUE
KEIYTOYKOBOW TaXUKaAPIUHU W/WIH (GUOPHILISAIINH KETYIOYKOB, TOKYMEHTHPOBAHHBIX

aneKTpokapauorpapudeckum cnocodom (6e3 DK -Bepudukammm He CyecTByeT neGuHUINN).

Tpenemanue scenyoouKkog — OpraHN30BaHHas (KOJI€OAHUs JJIMHBI LIMKJIA He IpeBblmatoT 30 Mc)
KEITYJI0YKOBasi apUTMHUS C YACTOTOM aKTUBALMHU KeTy104K0oB 0koj10 300 B MUHYTY (JUIMHA LUK
—200 mc), xapakTepu3syromasics MOHOMOpQHOH KoHpurypamuen kommiekcoB QRS Ha



HOBerHOCTHOf/'I OKI'n OTCYTCTBHUEM U303JICKTPHUICCKOTO UHTCPBAJIda MCIKAY COCCAHNUMU

JKCITYAJOYKOBBIMU KOMITJICKCAMMU.

Dakmopwi pucka — 3TO KIMHUYECKHE IPU3HAKHY, YKa3bIBAIOIIKE HA BEPOSITHOCTD pa3Butust BCC

Y KOHKPCTHOTI'O MalveHTa B TCKYIIECM KAaJICHAAPHOM T'OdY.

QDuopunnayun xcenyooukoe — BBICOKOUACTOTHBIHN, 00brdHO O0siee 300 ynapoB B MUHYTY (IJTMHA
nukia cocrapiseT 180 Mc 1 MeHee) HeperylspHbIN KeTyT0UYKOBBIH PUTM C BbIpaKCHHON

BapHaleIbHOCTHIO UTMHBI UK, MOP(HOIOTUH U aMIUTUTYABI KoMIuiekcoB QRS.

Yacmoma ecmpeuaemocmu (UHYUOEHMHOCMY) 3a001€6aHuA — N0JIA JIWL B IOMYJISLUH, Y

KOTOPBIX 3a00JIeBaHUEC BOZHUKAET B TCUCHUE OMPCACIICHHOI'O ITPOMCIKYTKAa BPCMCHU.

3KCI’lp€CCM6HOCMb — CTEIEHb KOJIMUECTBEHHOM BBIPAXKCHHOCTHU KaKoro-inbo IMpU3HAKa

(3aboneBanus).

Dppexm apummozennwtit — IPIMON pe3ylnbTaT HEMPEICKAZYEMOTO IEKTPODU3HOTOTHUECKOTO
IICfICTBPISI AHTHAPUTMHUYCCKOTO IIpCIiapaTa Ha KJICTKU HpOBOIISIHICﬁ CUCTCMBI CCpAlia U MUOKap/aa,

00yCITaBIIUBAOIINI TIOSBIICHUE HOBBIX apUTMHUN

Ippexm npoapummuueckuii — yTsxeeHne KIMHUYECKOTO BapuaHTa TEUSHUSI U/UITU
YXYALIEHUE XapaKTePUCTUK MPECYIECTBYIOLIEH apUTMUU, BCICACTBHE HAa3HAYCHUS
AHTHAPUTMUYECKON Tepanuu

lll. Knaccbl pekoMeHaaumMm M ypoBHU AOKa3aTesIbHOCTHU

[Tonoxkenuss Hacrosmux PexomeHpauuii 0a3upyroTCs Ha COBPEMEHHBIX MPUHIUIAX
JIOKA3aTeNIbHOW MEIUIUHBI U TIPEICTABICHBI B BHJE KJIACCOB IMOKA3aHWA C TeM WJIM HHBIM
YPOBHEM J10Ka3aTeIbHOCTH KakK JUIsl METOJOB JIUAarHOCTUKH, IPUMEHAEMBIX MIPU CTpaTU(UKALINH
pucka BCC, tak u metosioB ee npoduinaktuku (tabmuna II1.1).

Taomauna I11.1. Kiiaccesl mokasanuii

Kitace nokazanuit KommenTapun
YcnoBus, IS KOTOPBIX MMEIOTCS TOKa3aTelbCTBA H/WIIH
Kiacc I efUHONymue o moiab3e U 3PPEeKTUBHOCTH
JIMarHOCTUYECKOM MPOIEAYPhl UM METOJA JICUEHUS
VYcnoBus, 1 KOTOPBIX HMEKTCS TMPOTHBOPECUHUBHIC
CBUJACTCIbCTBA I/I/I/IJII/I pacxoncneHHe MHeHI/Iﬁ

Kunacc II
OTHOCHUTEIBHO TONB3Bl M dPPEKTUBHOCTH
JIUATHOCTUYECKON MPOIEIYPhI HIIM METO/IA JICUCHUS
[IpeobnagaroT AOKa3arenbcTBa WM MHEHHUS B TOJIb3Y
Kuacc Ila

JIMArHOCTUYECKOM MPOUEAYPHI U METO/A JICUEHUS

[Tonb3a 1 3¢ (HEeKTUBHOCTh AUATHOCTUYECKOM MPOLIEAYPHI
Kimacc IIb AW MeEToma JIedyeHUusd MeHee 00O0CHOBAaHBEI

JI0Ka3aTeIbCTBAMU U MHEHHEM 3KCIIEPTOB



YcnoBusi, 71 KOTOPBIX MMEIOTCS JT0Ka3aTelbCTBa W/HIIN
€AUHOAYIINE O TOM, 4YTO JaHHas JHMArHOCTUYECKAs

Kunacc III MPOUEAYPA WU METOJ JICUEHUS HE SIBISETCS MOJE3HBIM U
3¢ pexTUBHBIM, a B HEKOTOPHIX CIydasiX MOXKET
MIPUHOCUTH BPEJ

YPOBGHL JOKa3aTCJIbHOCTHU TOI'O WKW MHOTO ITOJIOKCHHA CHUTACTCA:

HauevlCUUUM (KJ'IaCC A) - IIpyU HAJIMYWH JaHHBbIX OOJIBIIIOrO KOJIUYECTBA PaHAOMU3UPOBAHHBIX
KJIMHHUYECKHUX MCCIIEAOBaHUM W/WIIH JaHHBIX MCTa-aHaJInu3a.

cpeoHum (knacc B) - mpu HaMMYUU OrPaHUYEHHOTO KOJMUYECTBA PAHIOMHU3UPOBAHHOTO (OIHOTO)

U/WIIN HEPaHIOMU3UPOBAHHBIX UCCIICTOBAHHMA.

HU3UWUM (KJ'IaCC C) - €CJIM OCHOBAaHHWEM JIs1 €T0 BBCACHUA NOCIIYKUIIO ONMHCAHHUC OTACIIbHBIX

KIIMHUYCCKHUX CJIy4acB 1/WJIA MHEHUE OKCIICPTOB.

IV. 3nnaemuonorna BCC

Januple opuUUHANBHBIX cTaTucTUUecKuX oTuyeToB B P® (llenTpanpHas 06a3za
CTaTUCTUYCCKUX AaHHBIX DenepaabHON CIyKObl TOCYIapCTBEHHON CTaTHCTHKH, WWW.gKs.ru/
dbscripts/Cbsd) nHe comepkatr uHpopmammu otHocuTenbHO BCC B CTpyKType CMEpTHOCTH
HaceneHus Poccun. PacueTHble JaHHBIE, COCTABICHHBIE C Y4ETOM KOA((OUIIMEHTOB, MOTyUYEeHHBIX
B xoze snuaemuosiornyeckux ucciuenoBanuii B CIIIA u crpan EBporbl, CBUIAETEIBCTBYIOT O
LIMPOKOM Auara3oHe Bo3MoxHoi yactoTsl BCC B Poccuu B rog — ot 141 Thicsiu yenosek 10 460
Teicsiu (Tabmuna IV.1). Onnako Gonee pealbHbIMH TNpeacTaBisioTcs 3HaueHust 200-250 Toicsy
YeJloBeK B rox [12].

Ta6auna IV.1. Yucaennocts (2009 r.) u cmepTHOCThb (2010 1) Hacenenust B Poccuu

IToxa3aremnnb OOmiee yncio, n Homs, %
1 141 909 244

YHCIeHHOCTh TOCTOSTHHOTO HACEIICHHS

o) 2 028516 100,0
OO0riee 9yMCI0 yMEpIIUX JINI]

1711528 84,4
Yuciio yMepuiux OT €CTeCTBEHHBIX MPUYHH
Yucno ymepmux oT OoJie3HEH CHCTEMBI 1151917 56,8
2

KpoBOOOparieHus

141 909 — 460 766

3
Pacuetnoe unciio ymepmux jmi no mexanuzmy BCC

1 . .
— lenTtpanbHas 6a3a cTaTucTHYeCKUX AaHHBIX DenepanbHON CIyk OBl TOCYIapCTBEHHOM
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craructukn, 2009 rox (www.gks.ru/dbscripts/Cbsd)
2

— IlenTpanpHas 0a3a CTaTUCTHYCCKUX MaHHBIX DemepaiabHON CayKObl TOCYIapCTBCHHOM
craructukn, 2010 rox (www.gks.ru/dbscripts/Cbsd)

— pacueTHbIe JaHHble (MUHMUMAJILHOMY YHCIIy COOTBETCTBYET 1% OT 4MCIEHHOCTH HaceleHus,
MakcuMasibHOMY — 40% OT ymnciia ymepimux ot 0oJjie3Hel KpOBOOOpaIlleHHUS).

[TepBrie snuaemuonoruueckue uccienoBanuss BCC nHa tepputopun ObiBiiero CCCP
Obutn BBIMONHEHBI B 70-X rojax MpONUIOro CToNeTHs B pamkax mporpammsl BO3 «Peructp
octporo MM» [13]. Ha 100 000 naceneHus r. MOCKBBI aBTOpamMH 3aperUCTPUPOBAHO 78
BHE3ANHbIX cMepTell y MyX4uuH U 37 — y xkeHIUH. YyTh MO3KE CXOAHbIE NaHHbIE ObLIN
nosiyyeHsl U B I. HoBocubupcke [14] u r. Bonorme [15]. DTu uccienoBaHusi BBISIBUIU Psi
AMHUAEMUOJIOTUYECKUX OCOOCHHOCTEH, B YACTHOCTH OHU YCTAaHOBWJIM OTUETIIMBYIO aCCOLUAIUIO
BCC c¢ pacnpoctpaneHHOCTBIO HWH(pApKTa MHOKapJa, a TakKe YCTAaHOBWIM OTYETIHNBOC
npeobnananne BCC y MyX4WH 1O CpaBHEHHIO C >keHIMHAMU. COOTHOIIEHUE BHE3AITHO
YMEPIIUX MY>KUUH K KEHIIMHAM cocTaBuio 2,1-6,6:1.

HenaBno 3akoHumBIIEecs KpynHoe oTedecTBeHHOoe wuccienoanne PE3OHAHC,
MpPOBEJCHHOE B Tpex poccuiickux roponax (Ps3anb, Boponex, Xautsi-Mancuiick) u
BKJIIOYMBIIee monynsanuio OoiapHbIX ¢ MBC uyucnenHocteio 285 736 yenoBek, ObLIO
CILNTAaHMPOBAHO C LENbI0 yTouHEeHUs pacnpocTtpaneHHocTH BCC, a Takke KauecTBa IMarHOCTUKH
u craructuyeckoro yuyera BCC B meaunuHckux yupexaeHusx [16]. CormacHo auarnosam,
3aperuCTPUPOBAHHBIM B MEAMIIMHCKUX CBUIETENhCTBAX 0 cMepTH, yactoTra BCC na done UBC
cocTaBujia B MYKCKoW momyisiiud - 69 ciyyaeB Ha 100 000 my>KCKOro HaceyleHus B Trojl, B
xeHckod — 26 ma 100 000 sxenckoro Hacenenus B roa. OnnHako Oojee JeTaidbHBIN
JIOTIOJTHUTEIbHBIM aHaIN3 MEIULUMUHCKOM JOKYMEHTAl[MU, ONpOCca POJCTBEHHUKOB, CBUIECTENEH
CMEpPTH, a TAKXKe JIeUallliX Bpauel u Bpadel u3 Opuraj CKOpoil MEIUITMHCKON TTOMOIITH TTPUBET K
BbIBOJY, 4TO yTouHeHHas yactota BCC B 2,3 y MyxuuH u B 2,8 pa3za y KCHIIMH BBIIIE
3apEruCTPUPOBAHHOTO O(PUIIMATHHOTO YPOBHS M COCTABISET COOTBETCTBEHHO 156 u 72 cnmyuas
Ha 100 000 wnacenenuss B roa. Takum oOpa3oM B OTEYECTBEHHOM MPaKTHYECKOM
31paBOOXPAHEHUU HE BbIABISETCS Kaxabiil Bropoi ciaydail BCC y 6onbHbix MBC Mysxckoro
nona, u 2/3 — y 6onpHbIx UBC XeHckoro moja, 4To MPHUBOAMUT K HEAOOIIEHKE BEPOSTHOCTU
pazsutus BCC B nomynsiun. OcHOBHBIME npudyrHaMu Takoro Hegoydera BCC y 6onbabix UBC
IIPU3HAHbl HEJOCTATOYHO AKTHUBHO MPOBEAECHHBIM AMATHOCTMUYECKUM NOUCK IPHU YCTAHOBIIEHUU
OpUYUHBI cMepTH (45,4%) 1 omnbKu odopMIIeHUs] MEAULIMHCKON ToKkyMeHTauuu (55,6%).

[lo nanHBIM npyroro poccuiickoro wuccnenoBanus [17], mpoBeneHHoro B o00miei
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nomynsiuMu . MOCKBBI, Cpelud BCEX IPUYMH CMEpPTH, HACTYNHBIIEH BHE MEAMIIMHCKHX
yupexnaenui, noias BCC nocruraer 39,4% u coorBerctByeT 92,5 ciyuasm Ha 100.000 xurteneit
B IO/l

B CHIA exeroansiii nokaszarens BCC cocrasusier ot 1 10 2 cinyyaeB Ha 1000 Hacenenus,
yro B abcomoTHbIX ymcnax coorBerctByer 200 000 - 450 000 uenoBek [18, 19]. Takue
KoJIeOaHUs, B OCHOBHOM, OOYCIIOBJICHBI Pa3IMUYUsSMU HCIOJIBb3YEMBIX KPUTEPHEB BKIIOYCHUS, B
NIEPBYIO OYepElb, CBA3AHHBIX C Pa3HBIMU BpeMEeHHbIMU pamkaMu cuHzapoMa BCC (ot 24 yacos,
npumensBiuxcs B 1980-1990 rr., 1o 1 yaca — B COBpEMEHHBIX PEKOMEHJAIMX). YCPEIHEHHBIE
snuaemuonornueckue mnokasarenu B CIIIA cBuaerenbcTBytor o TOoM, uto moisi BCC (mpu
yCIIOBUHU | 4acOBOT0 KpUTEpHUs BKIIOUEHHUS) B CTPYKTYpe OOLIEH CMEPTHOCTH COCTABIISAET OKOJIO
13%, a B cmepTHOCTH OT OoNe3Hel cucTeMbl KpoBooOparieHus — okono 40% [19]. B to ke
BpeMSl pe3yJibTaThl TOJUIAHJICKOTO KCCIEAOBaHUsA, B KOTOPOM HCHOIb30BAJICA 24-4yacoBoi
KpUTEpUl JAMAarHOCTUKH, Moka3aiu, yro yactota BCC cocrtaBuna 18,5% cpenu Bcex cmepreit
[20]. B ynmomunaBmemcs: poccuiickom uccienoanuua PESOHAHC [16] B kadecTBe BepXHETo
BpeMeHnHoro kputepuss BCC Obut mpusnan 12 4, a pacuetrnas noiss BCC B cTpykrype oOmiei
CMEpTHOCTH cocTaBuia 16,3%.

B EBpone uwacrora BCC B nenom conocraBuma ¢ takoBoid B CIIA, BMecTe ¢ TeM, OHa
3HAYUTENIbHO KOJIEOJeTCsl B pPa3MUYHBIX EBPOMEHCKHUX CTpaHaX B 3aBUCHUMOCTH OT
PKOHOMHYECKOTO W Treorpaduyeckoro monoxkenus [21]. Kpome Toro, mpocnexuBaercs
OTUETINBAs B3aUMOCBA3b Mexay yactotod BCC u Bo3pacTom, OJIOM M pacipOCTPAHEHHOCTHIO
UBC [12, 22]. Ilopasnstomee OonpmuHCTBO ciiydaeB (80-85%) BCC accouuuposano ¢ UBC,
npudeM Oojiee TOJIOBUHBI M3 HHUX CBS3aHO C OCTPHIM HapymIeHHEM KOPOHAapHOTO
KpoBooOpamienust [23]. AOcomioTHoe konmuuecTBo ciyyaeB BCC Oonblie y MyX4YMH H
YBEJIMYUBAETCS IPOMOPIUOHAILHO C BO3pacToM B nomynsuuu, ogHako noisi BCC B crpykrype
o011eli CMEpTHOCTH MakcuMalbHa y JUIl B Bo3pacte 35-44 net [23]. B sTom ke uccnenoBanuu
ObUT0 MOKa3zaHo, 4To B 80% ciydyaeB cMepTh HACTyHaeT B IOMAIIHUX YCIOBUSX, eme B 15% - Ha
yaulle Wiu B MyOnuyHoM MecTe. boree yem B TpeTu ciiyuyaeB CMEpTh HACTyIaeT 0e3 CBUIETENEH.

Takum 00pa3oMm, JUIIb HE3HAYUTENIBHOE YWCIO NAlMEHTOB YMUPAIOT B NPUCYTCTBUU
MEIULIMHCKUX PaOOTHUKOB M TEOPETHUYECKHM HUMEIOT OOoJbllle I[IaHCOB Ha YCIEIIHbIe
peaHNUMAaIMOHHBIE MEPOIPUSATHS U, COOTBETCTBEHHO, BbDKMBAHHE. OTH JaHHbIE MPUBOIAT K
BBIBOJY, YTO OCHOBHBIC MEPONPHUATHS TOJDKHBI OBITh CKOHIIGHTPUPOBAHBI HA BBISBICHUU TPYIIII
nosbIeHHoro pucka BCC u npoBeaeHnu NpopUIaKTUYECKUX MEPOIPUATHA.

AKTyaJIbHOCTb 3TOTO IMOJOKEHHUS HaIIAIHO JeMoHcTpupyeT pucyHok IV.1. Yacrora



pa3sutus BCC muHuMasibHa B 00II€H NOMYJSAIUHN , OJJHAKO, UMEHHO CPEAU JIUL STOW KaTeropuu
peructpupyercs HauOojblliee YHUCIO Takux cmepreil. M, HaoOopor, B rpynme Haubomee
Bbicokoro pucka BCC, nHanpumep, y JHUI, MEpEeHECHIMX OCTAHOBKY Cepila, W/Wiu HH(apKT
MHUOKapJia ¥ HUMEIOIIMX KeNyJo4YKoBble HapyuieHuss purma, noiasi BCC makcumanbHa, HO B

a0COIFOTHBIX LII/I(I)an OHAa 3HAYUTEIHLHO MEHBIIIE TAKOBOI B O6Hlef/'l MOITYJIALINH.

Puc. IV.1. Yacrora pa3seutusa u adcosmorHoe yncio BCC B o0meii monyissuum u crnenupuyecKux
rpynnax nauueHToB (agantupoBaHo u3 R.J. Myerburg u coaBr., 1992). K oOmeli nomyraunu
OTHOCHTCS HECEJIEKTHBHAs IPYIIa MalMeHTOB cTapiie 35 JeT, MOATrpyNIbl BEICOKOTO PHCKa COCTABISIOT
MAIMEHTHl C MHOXKECTBOM (PaKTOPOB PUCKa Pa3BUTHS IMIEPBOTO KOPOHAPHOro coObiTus. YacToTa pa3BUTHs
BCC muHuManbsHa B OOILIEH MOMYJSILMU JIML, B KOTOPOW PETUCTPUPYETCS HauOONBIIEE YMCIO TaKHX
cmepreil. B rpymmax pucka nonst BCC nambGonbiuasi, HO B aOCONMIOTHRIX HU(Pax OHA 3HAYUTEIHHO
MEHBIIIe TAKOBOH B OOIIEH MOMYIISALNY.

OTn [aHHBIE, BIEPBBIE IPOJEMOHCTPUpPOBaHHBbIE mouTH 20 JEeT Hazaj, COXPaHSIOT
aKTyaJIbHOCTh U B HacTtosmee BpeMsi. OHU CBUAETENbCTBYIOT, C OJHOW CTOPOHBI, O TOM, YTO
apdexTuBHOCTh B npenynpexaeann BCC 3a 3To Bpemst U3MEHHUIIACh SIBHO HEAOCTAaTOYHO, a C
JIpyrod — O TOM, YTO KpailHe BakK€H IOMCK HOBBIX KPUTEPUEB, KOTOpPbHIE MO3BOJIMIN OBl

UIECHTU(OUIIMPOBATH TPYIITY MOBBIIICHHOTO PUCKA B 00IIEH monysiuu jJronei [ 12].
V. ®akTopbl pucka un ctpatucdumkauma pucka BCC B
KIMTMHUYECKOU NpaKkTuke

Yacrora paszputus BCC MuHMManpHa B OOIICH MOMYNIAINU, B KOTOPOH PErHCTPUPYETCS
HauOombIee Yuciio Takux cmepteit. [Ipu Hamuuum dakropoB pucka BCC gacrora ee pa3BuUTHS
BBIIIIC, HO B a0COFOTHBIX IU(pax OHA 3HAYMTEIHLHO MEHbIIIE, YeM B 00mIeH momymsuuu. B aToi
CBSI3M BOIIPOC O MPOTHOCTUYECKOW 3HAYMMOCTH TOTO WJIM MHOTO (haKTopa U UX COUETaHUsS B

oTHomeHuu pucka pazsutusi BCC sBisieTcs ype3BbIYaiiHO aKTyaJIbHbIM.

OHpCI[CHeHI/IC pUCKa pa3BUTHA BCC CKJIaAbIBACTCA U3 BBIABIICHUA OTACIIBHBIX (I)aKTOpOB
U OINPEACTICHUA HMX 3HAYMMOCTH Yy KaXJO0ro KOHKPETHOI'O IIalMCHTA. Hannumne HeECKONIBKUX
q)aKTOpOB PpUCKa IMO3BOJIKICT OTHCCTHU MAlMCHTA K ONPCACIICHHBIM KIMHHUYCCKUM IMOATpPYIIIaM,
ONPCACIIUTL PUCK PA3BUTHUA BCC Bo BPEMCHHU U, B KOHCUHOM HUTOTC, OIPCACIIACT OIITUMAJIbBHYIO

TaKTUKY IPOPUIAKTHUECKUX MEPOIPUITUH.

daxrops! pucka BCC.

Ha mam B3ITIAA, HGJ’IGCOO6p33HO BBIACIIATE OCHOBHble U 6MOPOCHENnEeHHble q)aKTOpI)I

pucka BCC. K ocrosnbim dakTopaM pricka OTHOCSTCS dMH30]] CEPJCUHOTO apecTa B aHaMHe3e 1/



WM TeMOJWHAMHUYECKH 3HaumMmas ycrtonumBas JKT, ykazaHwe B aHamMHE3€ Ha MEPEHECECHHBIN
uHpapkT Muokapaa (MM), smu3o0abl CHHKOIE, BBISIBICHHAs NPU HHCTPYMEHTAJIHHOM
o0clieoBaHUU CHUCTONIMYECcKas IUCQYHKIUSA, COMPOBOXKIAIOIIASCA CHIDKEHHEM (Qpakuuu
BbIOpOca sieBoro xemynouka (OB JIK) menee 40%, KD n/wnm smm3onst HeyctoiunBoit XKT. [Tpu
HQJIMYMU Yy KOHKPETHOTO OOJBHOTO OCHO6HLIX (DPAKTOPOB pHCKA CYLIECTBYET BBICOKAs WM
yMepeHHasi BEpPOATHOCTh peluIuBUpoBaHUs 3j10kauecTBeHHbIX JKHP ¢ pasButuem ocrtpoii
CeplleuHoll HenocTaToyHOCTH, U B KoHeuHoM utore — BCC. K smopocmenennwviv daxkropam
pucka OTHOCSATCA: runeprpodus Muokapaa ieBoro sxkenynouka (IJIXK), aprepuanpHas
runepren3us (Al), runepaunuaemus, caxapubeii aumader (CJl), kypeHue, HM30BITOYHBIN Bec,
YBEJIMYEHHUE YacTOThl cepiaeuHblx cokpamenuit (UCC), runepcUMNaTUKOTOHHUS U Jp.

o0cyKIaemMble HIKE TPU3HAKY.
OcHosnvie ¢hakmopwl pucka

Ion ocrosnbimu hakropamu pucka NoApazyMeBarOTCs KIMHUYECKUE IPU3HAKU, HAINYHE
KOTOPBIX IpENIoiaraéT OTHECEHUE OOJBHOIO K KaT€rOpHM JIUL[ C BBICOKUM WM YMEPEHHBIM
puckom BCC B TeueHue KajneHAAapHOTO roja (BEpOSITHOCTHBIM puck MoxeT pocturars 20-50%

win 5-15% COOTBETCTBEHHO).

JNHU301 CepAeYyHOro apecra B aHaMHe3e HW/MJIM TeMOIMHAMHYECKHM 3HAYMMAs
ycroiiunBasi JKT. Haubonee ceppe3nbim dakropom pucka pasputuss BCC sBisieTcss Haaudue
’mM301a cepaeyHoro apecta B aHamuese. [lo manneiMm JT Bigger puck passutus BCC y atoit
KaTeropuu TMalHUeHTOB B TedueHHe roma coctaBisieT 30-50% [24]. OTu naHHble OBLTH
MOJTBEP>KICHBI B KOHIIE ITPOIIOTO BeKa B HCCIIEIOBAHUSX, TOCBAIICHHBIX UcToNb30BaHui0 UK/
B 1essix BropuuHoil npogunaktuku BCC (AVID, CASH, CIDS) y nanHo# kareropuy naiueHToB

[25-27].

Yka3anus B aHaMHe3e HA NepeHeceHHbIl HHpapKT MuoKapaa. JlaHHbIe, 10JyYEHHbIE
B uccinenoBanusx no ouenke AAIl y nmanumentos, neperecmiux OMM (EMIAT, CAMIAT u
DIAMOND-MI), aputmMudeckas JIeTalbHOCTb B pe3ynbrare pa3putus KT u @X B TeueHue rona

cocraniseTr 5%, a B reuenue 2 met — 9% [28-30].

Cucroamnyeckass aucpyHkumsi JjeBoro sxeaynouka. CHwkenHas OB JDK saBnsercs
HE3aBUCUMBIM IPEIUKTOPOM  OOILEH, CEepAeUYHO-COCYIUCTOM U apUTMHUYECKOM CMEpPTHOCTH.

I[aHHOC MOJIOYKEHHUE OBLIO NOATBCPKACHO KaK pe3yjibTaTaMU 3IMMUACMUOJIOTMYCCKUX JAHHBIX (B



T.4. DIIOXA), TaKk U pe3yIbTaTaMu UCCIeI0BaHUH, MOCBSIEHHBIX oneHke dddexruBHOCTH NK]]
B OTHOIIEHUH MEPBUYHON U BropuyHOU npodminaktuku BCC, BoO MHOTHX U3 KOTOPBIX OJHHM U3

KPUTEPHUEB BKIIOUCHHMS SBJISUIACH CUCTONMYecKas quchynkmms [20, 25-27, 31-34].

CunkonanbHblie coctosinusi. Pruck BCC y manueHToB ¢ CHHKOIIE MOXET OBbITh CBSI3aH
KaK C HaJIWYUEM CTPYKTYPHOW IMAaTOJOTHH Cepilla, TaK U C MEXaHU3MOM Pa3BUTHS 0OMOPOKOB.
®paMuHTeHMCKOE HCCIEIOBAaHUE MPOIEMOHCTPUPOBAIO, YTO CMEpPTHOCTh MAIMEHTOB C
KapIUOTeHHBIMH OOMOPOKAMH B T€UEHHE KAJICHIAPHOTO ToJla 3HAYUTEIbHO BbIMIe (10 33%), ueM
y OOJBHBIX C HEKapAUaJbHBIMU NpuurHaMu (10 12 %) nnm oOMopokamMu HesicHOTo reHesa (1o 6
%) [35, 36]. IIpu oOMopokax pedaeKTOPHOTO MPOUCXOKIACHHSI, KOTOPBIE Yallle Pa3BUBAIOTCS Y
MOJIOJBIX JIFONIEH 0€3 CTPYKTYPHBIX 3a00JI€BaHUI Cep/Iia WIN ANEKTPUIECKOW HEeCTaOMIbHOCTH
MHOKapjaa, nporHo3 OmaronpustHeid [35]. Tem He MeHee, uUMEIOTCsS HaOIIOICHHUS,
CBUJICTEILCTBYIOIINE O BOBMOXKHOM CBsi3H pedraexTopHbix 00MopokoB 1 BCC [37]. ¥V Momoasix
CIIOPTCMEHOB, CKJIOHHBIX K Ba30BarajibHBIM OOMOpOKaM, HE HCKJIIOUYAETCs YydacTue
pedUIEeKTOPHBIX MEXaHM3MOB U B OOMOpOKaX, MHAYLUUPYEMbIX (U3NYECKOW HArpy3kol — X
pe3yJIbTaTOM MHOTJA SIBJSIIach CMEpTh B pesynbrare acuctonuu [38]. Mccnenoanne EGSYS-2
CTaBWJIO CBOEH IIEJIbIO OMpPE/ENICHnEe PUCKa paHHel (B TeueHue 1 mMecsma) u mo3aHei (B TeueHue
2 JeT) CMEpPTHOCTU TMalKeHTOB ¢ oOMopokamu. [Ipu3HakamMu «IIJI0XOT0» KpaTKOCPOYHOTO
nporro3a Obutn m3menenus Ha DKI, oxpimika, remMatokput <30%, cucronmdeckoe AJl <90 mm
pT. CT., aHaMHe3 3acToiHol cepaeuHoil HenoctarouHocTH (The San Francisco Syncope Rule).
Puck cmepru cpeau ManUMEHTOB BBICOKOTO pHCKa OKa3alicd MaKCUMalbHBIM B TEUYEHHE
HECKOJIBKHX JHEH, CIIEAYIONHX 32 00MOPOKOM. YeThIpe U3 MATH CMEPTEil MPOMU30ILIH B TCUCHHE
48 4 mocJe MOCTYIJICHUS B OTJEICHUE HEOTIOKHON MOMOIIH CBsi3u ¢ 0oMopokoM (STePS study)

[39].

HeycroiiuuBas KT u yacrasa 2KJ. B 70-x rogax npouuioro Bexa mosiBUINCh pabOTHI, B
KOTOPBIX OBLIO MOKa3aHO, YTO y MAllMEHTOB C yKa3aHUSIMH B aHaAMHe3€ Ha nepeHeceHHblid UM u
gactyio XD w/mim smm3oner HeyctoumBoi KT wmmeercss moswimeHHBbIH puck BCC.
OcHoBbriBasgch Ha pesynbrarax uccienoanuii MADIT I u MUSST, nocBsleHHBIX OLIEHKE
apdextuBHoctn MK]l y mamuentoB ¢ XKD u HeyctonuuBoi KT, MOXXKHO yTBEp)KIaTh, 4TO
ycroitunBocTh 3TuX aputMuid kK AAII IA knmacca n ux tpanchopmanus B ycroituusyto JXXT B xoze

npoBeneHus sHn0IDPU sBasercs pakropom pucka BCC [31].

Bmopocmenennvie pakmopul pucka



[lon emopocmenennvimu GaxTopamMu prcka MOAPA3yMEBAIOTCS KIMHUYECKHE MPU3HAKH,

HAJIMYHUEC KOTOPBIX MOKET ONPCACIIATL PUCK BCC Bpimie OGH.IGHOHyJI}II_II/IOHHOFO YPOBH:.

ApTepuanbHasi TUNEPTEH3Us] M TUNepTpodus JeBoro :xeayrouka. Al sBisercs
xopoio u3BecTHbIM (akTopoMm pucka MBC, xora nanHele o ToM, urto Hamuuue Al sBisercs
dakropom pucka pazutus BCC ocrarorcs mnporuBopeuuBbiMu [40, 41]. TJDK sBasercs
MopdorormueckuM cyocTpartom, Oaromapst koropomy Al mpenpacronaraeT K BBICOKOMY PUCKY
passutus BCC BcneactBue KA. K daxropam, crnocobcrByromum paszututo [JDK otHOcsT
BO3pPACT, U30BITOYHBIN BEC, HAPYLICHUs TOJIEPAHTHOCTH K IVIFOKO3€, T€HETUYECKHE HM3MEHEHUs
[42]. UsBectHO, uro Hamumuue OKI-npusnakoB I[JDK (yBennuenue Bonbraxka 3yO6noB R u
HapylIeHui penoispuzanun) accouunpyercs ¢ 33%-oit u 21%-0li N€TaJIBHOCTBIO B TEUEHHE 5

JIET y MY>KYMH M JKCHIIIMH COOTBETCTBEHHO [42].

Puck paszsutua BCC npu ycnoBum Hammuus OKI'-npusnakoB [JDK conocraBum c
takoBbiM y manueHtoB ¢ MbC u XCH. B psge ucciemoBaHuii ObUIO YCTAHOBJICHO, YTO
yBenuuyeHue macchl Muokapaa JIK, BeisiBiasiemoe npu npoeaennn IXO-KI, xapakrepusyercs
puckom BCC. ITo nanubsiMm @pamMuHreiMcKoro uccienoBanus oTHoueHne puckos (OP) pa3Butus
BCC o6buto 1,45 (95%-A1 1,10-1.92, P=0,008) misa xaxasix S0 /M2 yBenudeHus macchl JDK
NIPY yCJIOBHUU Ham4us Apyrux (akropos pucka [43]. Bepudunuposannas va IKI' nim 9XO-KI'
[JDK, sBisiercs HE3aBUCHUMBIM (PAKTOPOM PHCKA PAa3BUTUS CEPIEYHO-COCYAUCTHIX COOBITHH. A
Hamuure kak DKI, Tak u 9XO-KI-npusnakos [JIK emie B Oonplieid CTENEHN YBETUIMBAET STOT
puck. Pe3ynbrarhl, nogyyeHHbIE B PaHIOMHU3UPOBAHHBIX KOHTPOJIMPYEMBIX HUCCIEIOBaHUSIX, HE
JIAI0T UCYEPIIBIBAIOIIETO OTBETA HAa BONPOC, Kak BiauseT cHxkeHue AJl Ha puck passutus BCC.
N3BecTHO, 4TO y MOXWIBIX MYXYMH C H30JUPOBAHHOM CHCTOJIMYECKOW TUIIEPTEH3UEH PHUCK
passutust BCC Beime, yem y xenuuH [41]. JlaHHbIH (akT KOCBEHHBIM 00pa3oM COITIACyeTcsl C
JaHHBIMM pE3yJIbTATOB HCCIENOBAHUNW IO JIEUEHUIO H30JUPOBAHHOW CHUCTOJIMYECKOU
TUIEPTEH3UEH Y MOXKWIBIX JIUI[, B KOTOPBIX OTMEYAaeTCs] YMEHBIIEHHE OOIIell CMEpTHOCTU Ha
17% wn cmepraoctn ot OUM, Bkmouass BCC na 25% Ha done xoppexuuu Al [44]. [lanHbIe
METa-aHaJIn3a Pe3ybTaTOB PaHIOMU3UPOBAHHBIX UCCIEA0BAaHUH N0 CHIKEHNIO A/l y manueHToB
CpeIHEro Bo3pacTa ¢ MperuMylIecTBEHHO nuactonuueckoit Al [45] cBuaerenscTBytoT 0 14% (95

JAN 4-22%, P<0,01) camxenun cmeprHocTr oT MBC nmn Hedartansnoro OVM.

.JII/IIII/II[I)I. XOpOH_IO HU3BCCTHA 3aBUCUMOCTb MEXAY BBICOKHMM YPOBHEM XOJICCTEpHHA M

puckom pazsutus UBC, Bxitouast BCC [46—48]. B kIMHUYECKUX UCCIETOBAHUSIX, TTOCBSIIIEHHBIX



OLICHKE BJIMSHHSI CHHKEHMsI YPOBHS JIMIUAOB B Iensix nepBuuyHod npoduiaktuku UBC, puck
passutus BCC crenuanbHO HE ONPENENSICS U CTaTUCTHUECKH JAOCTOBEPHBIE JAHHBIE HA 3TOT
cueT OTCyTCTBYIOT. Ecim mpeamnonoxutb, uto cHikeHue pucka BCC Oymer mpoucxoauTtsb
napauiensHo co cHikeHuem cmeptHoctd oT MBC u OMM, To Ha3Haue€HHE CTAaTUHOB MOXKET
MMETh 3HA4Y€HHUE Ul yMeHblIeHusa oTHocurenbHoro pucka BCC na 30-40% [49, 50]. MHorue
AMUIEMHOJIIOTHYECKHE HCCIEIOBAHUS CBUIETEIbCTBYIOT O TOM, YTO BBICOKUH PHCK DPa3BUTHSA
HBC (BepositHo u BCC), accouuupyercst ¢ AUETOM, BKIIOYAONIEH MOBBIIIEHHOE COAEPKAHNE
HACBHIIIEHHBIX XUPHBIX KHUCJOT, U HU3KOH INpeICTaBICHHOCTHIO MOJIMHEHAChImeHHbIX [51]. Ha
CerOJHSIIHUM JIeHb OTCYTCTBYIOT JaHHbIE O TOM, 4YTO JMETa C BBICOKUM COJEp’KaHHEM
HACBIIIEHHBIX JKUPHBIX KHCIOT YyBenuuuBaeT puck pas3Butus BCC. Tem He wMeHee, B
uccnenoBanuu US Physicians Study, B koTopom npunumMaio yyactue 20551 MyX4uH B Bo3pacTte
or 40 no 84 ner panee He mnepeHocuBmux OWM, ObUIO yCTaHOBIICHO, YTO E€XEHEACIBHOE
ynoTpeOIeHHH phIObI CHIKAET OTHOCUTENbHBIN puck pa3sutus BCC B 2 paza (95% AU 0,24—
0,96; P=0,04). Dtor »ddexT He 3aBHcen OT HaIMuus Jpyrux ¢GakTopoB pucka [52].
HUcnonw3oBanue B pammoHe MOpPEnpoaAyKTOB ¢ BbicOkMM coaepxkanuem [IHXKK rtakxke

acCcoOIMUPOBANIOCH ¢ yMeHbIeHueM prcka BCC.

dusznyeckasi aKTUBHOCTb. CyIlleCTBYET B3aUMOCBS3b MEXIY HHTEHCUBHOU (PU3HUUYECKOM
Harpy3koi u pazsutuem BCC. Tem He MeHee, MEXaHU3M €€ Pa3BUTHS OCTAETCs HEACHBIM. B
OONBIIMHCTBE CIy4yaeB JIMIA, YMEpIINe BHE3aHO BO BpeMsl (DU3MUECKONl Harpy3ku, paHee
peryimsipuo He TpeHupoBanuch [53]. Takum oOpaszom, puck pazsutus BCC wmmm OUM
MOBBIIIAECTCS Y HETPEHUPOBAHHBIX JIMI[, BO BpPEeMs HHTCHCHUBHOW (QuU3MUECKOM Harpy3ku. B
MOMYJISIIIMOHHOM HMCCIIEIOBAaHUH OBLIIO YCTAHOBJICHO, YTO TMociie Moaudukanuu (HakTopoB pucKa
NBC otHocutensHbIi puck pazsutus BCC npu ymepeHHO# pu3nyeckoil akTUBHOCTH (paboTa B
caJ1y, MelIve MPOTYIKH) WIM MHTEHCHUBHBIX PETYISAPHBIX TPEHUPOBKax (O6osee 60 MUHYT/HENEINIO)
HAXOMUTCS B Juama3oHe B 3-4 pa3a HIDKE, YeM Yy JIMI, y KOTOPBIX OTCYTCTBYeT MOJ00Has
¢busnueckas akTUBHOCTH [54]. Pe3ynmprarhl 3TOro uccieqOBaHUSA MOKa3alld, YTO OTCYTCTBHUE
(bu3HYECKOM aKTUBHOCTH SIBIISICTCS TMPUYUHON Pa3BUTHS KOPOHAPHBIX COOBITHU (CTEHOKapIus,
OKC, OMM) B 43% (95% AN 26—60), naxe npu ycnoBuH 3pGEeKTUBHON MOIUPUKAIIMHM TaKUX

(bakTOopoB puCKa Kak KypeHue, 3pdekTuBHbIN KOHTposib AJl 1 ynoTpeOneHue aaKorois.

Ynorpedienue ankoroisi. HeoqHo3HAYHBI JaHHBIE O B3aUMOCBS3U yHOTPEOICHUS
ankorosigs 1 BCC. M30bITOuHOE yrOTpeOieHHue KPENKUX aJKOTOJNbHBIX HAMTKOB YBEIMYHUBAET

puck passutusi BCC [47, 55]. Oror akt MoxeT oObsICHATHCS yBenumueHueM uHTepBana QT,



KOTOPO€ HEPEIKO BCTpPEUaeTCs y aJKOroiMkoB [56]. C apyrodl CTOpOHBI, UMEIOTCS JIaHHbBIC
UCCJIEIOBAHUN O MPOTEKTUBHOM JEHCTBUU HEOONBIINX J03 aJKOTOJSI B OTHOIICHUH Pa3BUTHUS
KU3HEYTPOXKAIOIINX JKEITyJOYKOBBIX apuTMuii [S7]. B mpocnexktuBHOM wuccienoBanuu British
Regional Heart Survey ObulO TOKa3aHO, 4YTO YNOTPEOJCHHE ANKOTOJBHBIX HAIUTKOB B
HEOOJIBIIIOM KOJIMYECTBE ACCOLMHPYETCS CO CHIDKEHHEM pHCKa (aTaJbHOTO HCXOoAa IMpH

pPa3BUTHU TIEpBOTO 00JBIIOT0 KopoHapHoro coobitust (OP 0,61, P<0,05)[47].

YCC u BapuabesbHOCTH puTMa cepana. Yeenuuenue YCC sBiseTcss HE3aBUCUMBIM
dakropom pucka BCC [46, 47]. BzaumocBsazp Beicokoii UCC u pucka passutus BCC
OTMEUaeTCs KaK y JIMII C JUAarHOCTUPOBAHHBIM paHee 3a00JeBaHUEM Cep/lla, Tak U 0€3 Hero, BHE
3aBHCHMOCTH OT MHJEKCa MacChl Tela U ypoBHS ¢u3nyeckoil aktuBHOCTH [46]. [IpuunHa »ToM
B3aMMOCBSI3U JI0 KOHIIAa Heu3BecTHAa. OJTHUM U3 OObSICHEHUH SIBIIETCS YMEHBIICHUE aKTUBHOCTHU
MapacUMIATHIYCCKOW HEPBHOW cucTeMbl. lMcciemoBaHus BapuaOEIbHOCTH PHUTMA CepIlia
CBUJIETENHCTBYIOT O TOM, YTO B MY>KCKOW MOMYJISIIIUA OTHOCUTENBHBIN PUCK 00IIeH CMEPTHOCTH
y MalMeHTOB CPEHEr0 BO3pacTa B TeueHUe S5 jeT HabmoneHus Obut Boiie B 2,1 paza (95% AU
1,4-3,0) B ciywasx, korma mokazareqb SDNN Obm1 mMeHee 20 MC, B CpaBHEHUHW C JIMIIAMHU

COIMOCTAaBUMBIMHU 10 BO3pacTy, y KOTopbIX BennunHa SDNN cocrasisna 20-39 mc [58].

Kypenne. B mnonynsuMOHHBIX HCCIIEOBaHUSAX OBLIO YCTAHOBJIEHO, UYTO KypEHHE
ABJIsIeTC He3aBUCUMBIM (akTopoM pucka kak BCC, tak u OUM [47, 48]. D10 nonoxeHue
OTHOCUTCS B T.4. M K JulaM, y kKotopbix HeT npusHakoB UBC [59, 60]. Kypenue sBisiercs
Ba)XHBIM JIOJITOCPOYHBIM (akTopoMm pucka pazButusi BCC [46]. Takxke W3BECTHO, YTO KypeHHE
ABJII€TCS MOIIHBIM IpenukropoM pas3sutus umeHHo BCC, a e BCC or UBC [47]. Onnako B
psze McclaeOBaHUN JaHHbIE O HENPONOPLHMOHAIBHOM BiIUsSHUM KypeHus Ha BCC He Obuin
nonteepxacHbl [47]. TlponomkeHne KypeHUs: TOCHE MEPEKUTOr0 BHE JICUEOHOTO YUPEKICHUS
CEpJIEYHOI0 apecTa SIBIAETCA HE3aBUCHUMBIM MPEAUKTOPOM pa3BUTHsI MOBTOpHOro 3nu3ona BCC

[60].

Caxapublii 1uadet. SBnsieTcs 1M HapyUIEHUE TOJIEPAHTHOCTH K TIIIOKO3€ HE3aBHUCHUMBIM
npeauktopom BCC HemsBectHo. Tak B uccnenoBanuu Honolulu Heart Program B Teuenme 23
netr HaOmopanuch 8006 mnaunueHTOB. bbUIO ycTaHOBIEHO, 4YTO y JHUI C HapyLIEHUEM
TOJIEPAHTHOCTH K TIIOKO3€ M CaXapHBIM IUA0ETOM BEIMYMHA OTHOCUTEILHOTO PUCKA Pa3BUTHUSA
BCC cocraBuna 2,22 u 2,76 (P=0,05) coorBercTBeHHO [61]. Cxokue naHHbIE OBUIN MOTYYEHBI B

Asctpuu (OIllI=4,2, 95% AU 1,39-12,81) [47]. Bo ®panuuu peTpoCHEKTUBHBIN aHaIU3 Oosee



18000 BCC moxkazan, uro CJI smusercst akropom pucka BCC Tompko y mun ¢ MBC [62].
[TpocniekTUBHBIE UCCIIEOBaHNUs, TPOBeACHHbIE B OUHISHINU U BennkoOpuTaHuu, TOATBEPAIN

nosoxenue o Tom, uro CJI He sBisieTca He3aBucumbiM npeaukropom BCC [47, 62].

N3menenuss na JKI. Jlenpeccuss cermenta ST u u3sMeHeHus: T-BOJIHBI SBISIOTCS
nndopmaruBabiMEu B nmuarHoctuke MBC u IJDK. CymecTByeT B3aUMOCBSI3b MEKIY JICTIPECCUei
cermeHTa ST M mM3MeHeHusMU BOJIHBI T M BBICOKMM PHUCKOM Pa3BUTHUS CEPAECYHO-COCYIUCTON
cmeptu. B yactHOCTH, B benbrum ananus OKI" 9117 MyuMH 1 KEHIIUH y KOTOPBIX B aHAMHE3E
He OBLIO yKa3aHWW Ha DSNH30Ibl CTCHOKapauu Wi mepeHeceHHsldn OMM, mnokasam, d9TO
unemuyeckre n3Menenuss Ha DKI' Obin BoIsiBIeHB! Y 8,4% MyxunH U 10,6% >xenuus. [Tocne
NPOBEIEHUS] MEpONPHUATUH B OTHOIIEHHUH KOPPEKIUH JAPYrHX (AKTOPOB pPHCKA CEpAEUHO-
COCYIIUCTBIX 3a00JIeBaHUI OTHOCUTENBHBIN PUCK Pa3BUTHUS CEPACYHO-COCYIUCTON CMEPTHOCTHU Y
My>xuuH coctaBuia 2,45 (95% 1AW 1,70-3,53) u 2,16 (95% AU 1,30-3,58) y xenuun [63]. O1u
JaHHBIE TAaK)Ke OBLTH MOATBEPKICHBI PAIOM JIPYTHX HUcciaenoBanuii [64]. st mporHo3upoBaHus
pasButusi BCC umMmeer 3HaueHHE yBeIWYEHUE BeIWYMHbI MHTepBasia QT unm ero nucnepcus.
AHanu3 JaHHBIX MOMYJSALMOHHBIX HMCCIIEIOBAaHUN IOKa3zaj, 4To yBenndeHue uHTepBana QT
MOJKET OBITh TaKXKe CBSI3aHO CO CTPYKTypHOU naronorueit cepaua (IJDK). Benuunna nntepBana
QT> 420 ms sBmsercs npeaukropom BCC [65, 66]. YOeauTenbHBIX TaHHBIX O TOM, YTO

mucriepcus uatepBana QT sBisercs npenukropom BCC nonydeno He 66110 [66-68].

B 1984 r. J.T. Bigger Bbiieaui pakTopbl, ONpeeNoNe BEpOSTHOCTHBIN PUCK Pa3BUTHUS
BCC B Teuenne kanenmapHoro romga (tab. V.1). B Hammx pexoMeHmanusx 3TH (aKTOPbI
paccMaTpuBarOTCs Kak ocHogHble. OHM HUCIONB30BAIMCH KaK KPUTEPUU BKIIOYEHUS B
UCCIeN0BaHUS MO OLeHKe 3((PEeKTUBHOCTH HMIUIAHTUPYEMBIX KapIUOBEPTEPOB-

nedudpumstropo (MK) mns npodunakruku BCC [24-26, 30-34].

Taoauuna V.1. Puck pazsurusa BCC (nmo Bigger JT, 1984)

Puck passutusa BCC B
TeKyLuem rogy

I'pynma ymepeHHOT0 pucka

OUM B anamuese i OB "Hike 40% 5%
OUM+®B amxe 40% nmn OUM + gactas JKO i OB mHmke 40% + 10%
XKD



OUM + ®B Huxe 40% + KD 15%

I'pynna BBICOKOIo pucka

30-50%
nauueHTsl, nepexusiine BCC

30-50%
KT + cunkone

20-30%

KT + MUHUMANTbHBIC KIMHIUYECKUE MTPOSIBICHUS
Ipumeuanue: OUM — ocmpoui ungpapkm muoxapoa;, @B — paxyus svldpoca negozo ncenyoouxa;, K3 —
acenyoouxosas sxcmpacucmonus; BCC — euesannas cepoeunas cmepmo, KT — dcenyoouxosas
MaxuKapous

Peamuzanus BCC mnpoucxonuT 1O apUTMHYECKOMY MEXaHHU3MY, M CIIEA0BaTENbHO,
BBISIBICHHE TOTO WJM HMHOTO BHJA HApyIIEHUH pUTMa M NPOBOJUMOCTH CEpAlla y KaxJI0ro
KOHKPETHOro marueHta Oyner TpeboBaTh WX MPOrHOCTUYECKOW OLEHKH B OTHOIIEHWU pHUCKa
pasButusg BCC. B 3T0i1 cBsi3u 3aciy>xuBaeT BHUMaHue crpatudukanus pucka pazsutus BCC y
NAlMEeHTOB C HAPYLIEHUSMHU PUTMA U NIPOBOJUMOCTH CEp/lla BHE 3aBUCUMOCTH OT HaJIMYUS WIH
OTCYTCTBHS CTPYKTYpHOM MaToOJIOTHU cepina, npemioxeHHas R. Fogoros [69] (Tab. V.2). Orta
Ki1accuuKanus, Ha Hall B3TISAN, BHOCHUT OINPENEICHHOCTh B INpPEACTaBICHHUE O
KM3HEYTPOXKAIOLINX HapyLIIEHUSIX pUTMa cepua. Takum o0pa3oMm, MpeICTaBIseTCs] BO3MOKHBIM
ONpEACIUTHCS CO 3JIOKAUECTBEHHBIM TEUYEHHWEM  apUTMUU HE TOJIBKO Ha OCHOBAaHUU €€
BBIPAaXXEHHOW reMOJMHAMHUYECKOW 3HAYUMOCTH, HO U 0Oa3zupysch Ha ece

ANeKTpoKapArorpaduueckoM MopTpere.

Tabauua V.2. Puck BHe3alHOM cepieyHoil CMEPTH Yy NANMEHTOB C HAPYLICHUSMH PUTMA U
nposoaumoctu cepaua (mo R.Fogoros, 2006)



Boicoknid
1. DOubpuLIALUS KEeTyT0UKOB
2. XKenymouxkoBasi TaxuKapaus
3. AB-06nokana Il cT. ¢ HU3KO# YacTOTON 3aMeNIArOIIEr0 pUTMa

4. Cunagpom WPW c anTeporpaanbsiM nposeaeaneM o JJABC Ha pone Gubprisiimn
npencepauii

Cpennuii
1. XenymoukoBas 3kTonus Ha (JOHE CTPYKTYPHOM MATOJOTHH CepIlia
2. AB-0Onokama Il ct.
3. AB-6nokana III cT. ¢ amekBaTHOH YacTOTOMH 3aMEMIAIOIIETO PUTMA
4. OubpwiAys npencepauit
Hu3knii
1. TIlpencepanast SKTOnuUs
2. XenymoukoBas SKTOMUs 0€3 CTPYKTYPHOM MaTOJIOTHH Cepiia
3. CympaBeHTPUKYISIPHBIC TaXUKAPIUU
4. AB-6mokanal ct.
Ipumeuanue: JIABC — 0obasounoe ampuosenmpuxyisaproe coedunenue; WPW — Bonvgh-Ilapokuncon-

Yaiim, AB - ampuogenmpuxynapras

MeTo/pl HCCIIETOBAHMS, HeOOXOMUMBbIe s cTpaTudukanyu prcka BCC

Onpenenenue pucka paszputusd BCC ocHOBaHO Ha KIMHUYECKOM OIEHKE TMallMeHTAa,
BKITIOYAOIICH B ceOsl TaHHBIC aHaMHe3a, (PU3MKAIBHOTO OCMOTpA M PE3yJbTaThl, MPOBEICHHBIX
HHCTPYMEHTAJIbHBIX HccienoBanuii. B Tabmune V.3 mnpeacTaBileH mMepedyeHb OCHOBHBIX
HHCTPYMEHTAIBHBIX M JIAOOPATOPHBIX HMCCIICOBAHUHN, BBIMIOJHEHUE KOTOPHIX HEOOXOIUMO IS
onpeneneHus: pucka passutus BCC, a Takke Ki1acchl MOKa3aHUNW K UX MPOBEACHUIO M YPOBHU

JA0Ka3aTrCJIIbHOCTH.

Ta6auna V.3. UHcTpyMeHTAJbHbIE UCCJIEI0BAHUSA, IPOBEeHNE KOTOPBIX MOXKeT ObITh
HeoOxoauMo 1J1s cTrpatudukannu pucka BCC.

HccnenoBanue Kommenrtapun Knacc YpoBeHGS
MOKa3aHUM  JI0Ka3aTeJbHOCTH
Onekrpokapanorpadus:



12 omeedenuii
nogepxnocmuoti IKI’

Xonmeposckoe
monumopuposanue IKI™

Haepyzounvie npobui

HUmnnanmupyemoie
3anucovealowue
ycmpoucmea

Oxokapauorpadus

MO3BOJISIET BBISIBUTH BPOXKICHHBIE I
AQHOMAJIMH, CBSI3aHHBIE C BBICOKHM
puckoMm pazsutus BCC (Hampumep,
CUH/IPOM YIJMHEHHOTO WHTEpBaja
QT, cuHAPOM YKOPOUYEHHOTO
untepBana QT, cunapom bpyrana,
AJIITK), a Takxe OnpeaennTs HHbIE
OKT'-xkpurtepuu (Hanmpumep,
MIPU3HAKH IEKTPOTUTHBIX
PacCTpOMCTB, HAPyLIEHUS
IIPOBOAMMOCTH B cucteMe I'mca—
ITypxunbe, npuznaku [TDK).

MOKa3aHO NalUEeHTaM C I
APUTMUYECKOM CUMIITOMATUKOM,

YTOOBI OIPE/ICIIUTh, BBI3BAHA JIM OHA
APUTMHUSIMU TTOTEHIIUATIBHO

YIPOXKAOIKUMU )KU3HH MAllUEHTA

(cm. Tabm. V.2)

I0KAa3aHO NALUEHTaM ¢ HATMYHEM I
K9 na OKI' B OTCYTCTBUM KaKUX-

MO0 MHBIX CHMIITOMOB
PEKOMEHIOBAHBl B3POCIBIM I
MalnueHTaM, HMEKIHUM (HaKTOPbI
pucka pasButusis UBC u
CHMIITOMATHUKY, KOTOpasi, BO3MOXKHO,

CBsI3aHa C APUTMUSAMU

MMOKa3aHbl HaIMeHTaM C I
BepU(MUIIUPOBAHHBIMU PaHEE WITH
npeanonaraeMbiMu KA,

BO3HHKAIOMIMMH Ha PoHe

(hM3UIeCKON HATPy3KH, BKITFOUAsT
Karexojamunzapucumyto KT, aist
VUIPEKICHUS TUATHO3a U

OmnpeesIeHUs] KITMHUYECKOU

3HAYUMOCTH TaXUKAPIUH JIIS

MaryeHTa

MOKa3aHbl AIMEHTaM CPEIHEro 1 IIb
crapiiero Bo3pacra ¢ Hainuuuem KO

Ha OKI' B oTcyTCcTBHE KaKHX-THOO

HHBIX CUMIITOMOB.

UMMIUIAaHTALUs IOKa3aHa NaueHTaM I
co c1abo0 BBIPAKECHHOUN

CHUMIITOMATUKOM, KOTOPAsl,

BO3MOXKHO, CBSI3aHA C apUTMUSIMU,

HaIpuMep, B Cllydae 0OMOPOYHBIX

cocrostamii (OC), ecu IpH MOMOTIH
00bpryHOrO muarsoctuyeckoro DKI -
UCCJEeI0BaHUSI HEBO3MOXKHO

YCTaHOBUTh NPUYUHHO-

CJIEICTBEHHYIO B3aUMOCBSI3b MEKIY
HapylLIeHUEM pUTMa cepaLa u

Pa3BUTHEM CUMIOTOMAaTHKHU

MoKa3z3aHa MalLHUEHTaM C I
MOJ03PEHUEM Ha CTPYKTYPHYIO
MATOJOTHUIO CepaLia



MOKa3aHa NAaIeHTaM C BBICOKUM
puckoMm paszButus BCC u
kapauomuonarusmu (AKMII,
'KMII, AJITX), noctuHapKTHEIM
KapJIMOCKJIEPO30M U POACTBEHHUKAM
MalMeHTOB C HacJIeACTBEHHBIMU
3a0o0n1eBaHUIMHU,
ACCOIMUPOBAHHBIMU C PHCKOM
passutus BCC.

Harpy3o4yHoe TEeCTHPOBaHHE C
BO3BMOXHOCThIO OXx0-KI'-
BU3yallM3allMHd JAJS BBIIBICHUS
06e30omeBoil GOpPMBI HIIEMUU
MHOKapaa pPEeKOMEHIOBaHBI
narenraM ¢ KA, ¢ yMmMepeHHBIM
puckom paszButua UBC,
NONYyYaUOUM CE€pAEUYHBIE
ruKo3uabl; mamumentam ¢ [JIK;
MalKeHTaM C JIepeccuell cerMeHTa
ST B mokoe 6osee 1 MM, manueHTam
¢ cuggpomoM WPW wunm npu
Hanuuuy npusHaxkoB BJIHIIT.
9x0-KI' ¢ dapmakomorudaeckon
HAarpy3Ko# peKOMEeHIyeTcs s
BBISABIICHUS 0e3001eBON (PopMBI
WIIEMAN MHOKapJa y TAIleHTOB C
yMepeHHbIM puckoM pa3zputus UBC,
KOTOpBIe (DM3UYECKH HE CIOCOOHBI
BBITIOIHATE HATrPy304HYIO MPOOY.



Menuko-TeHeTUYECKOE HaNpaBICHO Ha BBISBICHUE W/WIH

KOHCYJIbTHPOBAaHHE U YTOYHECHHUEC aMarHo3sa

reHEeTHYECKO e HACICICTBEHHOTO 3a00JICBaHHSI.

tectupoBanue (JHK-

JMArHOCTHKA). Bxnwouaer oOcyxneHue c
NAlMEHTOM HW/HIM YJIEHaMH €ro
ceMbu HUHOGOpPpMAOHUHU O
HaclIeACTBEHHON mpupone
3a00eBaHysl, TUINE HacJeJOBaHUS,
OLEHKE pHCKa MOBTOPHOTO
poxieHus: peOeHKa ¢ 3a00JeBaHHEM
WIN pHUCKa mepegadn 3aboieBaHus
notoMkaM. [lpemocTaBieHue
MHQOpMAlUU O E€CTECTBEHHOM
TedyeHUU 3a0o0dTeBaHHUA,
cnennduyecknx (akTopax pHCKa,
BO3MOXKHBIX Mepax MpOQHIAKTHKH,
JICYCHUS] W/WIAM TOAJEPKUBAOLIEH
Tepaluu, a TakKXke O BHIOOpE
BO3MOXHBIX PENpPONYKTHBHBIX
cTpareruil.

Pexomennyercs BceM OOJIBHBIM U UX
PONCTBEHHUKAM C CEMEHHBIMU
3a007€eBaHUIMU, U JOJIKHO
BKIIYaTh OOCyXIOeHUE
BO3MOXHOCTEN MNpOBEAECHUS
KIMHUYECKOoro oOcienoBaHus,
OPEUMYyIIEeCTB HU. PUCKOB
TEHETHYECKOTO TECTUPOBAHHUS
MarauTHo-pe30HaHCHAast noka3ana naruesTam ¢ JKA B Tex IIa B
tomorpadus (MPT), ciyqasx, korna 9xoKI e
KOMIbIOTEDPHOH MO03BOIIECT TOYHO OLEHUTh (PYyHKIHIO
tomorpaduu (KT) cepama | JOK u [DK w/unum BeISBUTE 11X
CTPYKTYpHBIE H3MEHEHUSI.
Koponaporpagus nokasaHa nanuentam ¢ UbC u I C
YIpOXKAOIMUMHU KU3HH KA
(BeICOKMT 1 cpemumit puck BCC, cm.
Tab1. V.2), a Tarxoke TUIaM
NEPEKUBIINM CEpIEUHBIN apecT

OHaokapauanbHOe IOHI0OODU c ucnonpzoBaHuEeM Kiacchl mokazanuit u ypoBHU
ANMEKTPOPU3UO0IOTHYECKOe = (HapMAKOJIOTUYECKUX CPEACTB MOXKET = JIOKa3aTeIbHOCTH
uccienosanue (QHI0ODIM) = OBITH UCIIOIB30BAHO IS OLICHKH ONPENCIIAIOTCA B KaXKJ0M
KJIIMHUYECKOW 3HAYMMOCTH aPUTMUM  KOHKPETHOM KIMHUYECKOM
u crparuduxanun pucka BCC. CIIy4ae ¥ peraMeHTUPYOTCS
Oun0DDU Takke ucnonszyercs ans | HarmmoHansHbEIMEU
uHAyKOuK ¥ Bepudukanym XT, Pexomennanmsamu BHOA 2011
KOHTpOJIS 9QHEKTHBHOCTH r. [70].

HazHaueHHOW A AT, mpoBeaeHHOM

KaTeTepHOU aOJIsIlIuU, ONIPEICIICHUS

pucka passutus KT nnmu BCC, B

JTMarHOCTHKE 0OMOPOKOB, JUIS

ONpENENICHNs TOKa3aHUH K

umrutadTanuu MK/
Hpumeuanue: A/JIDK — apummocennas oucninazus npasoeo xceryoouxa, I'JDK — eunepmpogus nesoco
acenyoouka;, KD — owcenyooukosas sxcmpacucmonus, KA — owcenyoouxoeas apummus; JKMIT —
ounamayuonnas xkapouomuonamus, I'KMII — eunepmpoguueckas xapouomuonamus,; BJIHIII — broxada
nesou Hooicku nyuxka luca;, MK/ — umniaumupyemolii xapouosepmep-oeuopunisimop, IxoKIT —
axokapouoepagpus; BHOA — Bcepoccutickoe HayuHoe 06uecmao apummono2os.



VL. MIPO®PUNAKTUKA BCC

I[Ipopunaktuka BCC — 3TO KOMIUIEKC MEpPONPHUITHH, TPOBOAUMBIX C IIEJIBIO
MPEAYNPEKACHHUS WIM YMEHbIIEHUs BepossTHOCTH pa3BuTusi BCC, KOTOpHI OCYIECTBIAETCS Y
JUI TIEPEXKUBIINX CEPACUYHBIN apecT (émopuynas npogurakmuxa) WIA y TAIUEHTOB 0e3
AMU30/I0B CEPIEUYHOTO apecTa B aHaMHE3e, HO WMewmux ¢aktopsl pucka passutus BCC
(nepsuynas npoguraxmuxa). Ilpodpunaktuka pucka BCC nomkHa BKIHOYaTh B ce0s
MonuduKannoo (GakTOpoB pUCKA Pa3BUTHUS 3a00JEBaHHM, a Takke MPOBEACHHE aeKBATHOTO
MEJIMKAMEHTO3HOTO JICUEHHSI OCHOBHOW M COMyTCTBYHomeld mnaronoruu. CoBpeMeHHas
s dexruBHas npodriakrnka BCC ocHOBaHAa Ha KOMILJICKCHOM IOJXOJIE, BKITIOYAIOIIEM B CeOs
MPUMEHEHNE MEIUKAMEHTO3HbBIX, UHTEPBEHIIMOHHBIX U XUPYPrUUY€CKUX METOIOB MPODUIAKTHKH
BCC. OO6bemM mnpoBOAUMBIX TPOGUIAKTHUECKUX MEPONPHUATUN OyHeT ONpenensiThbCsi B

3aBHCUMOCTH OT TOTO K KaKOW Kareropuu Oy/IeT OTHECEH Ka)KIblii KOHKPETHBIN MAIUEHT.

MenruKkaMeHTO3HbIE METOTbI

Hcnonb3oBaHue pa3iMuHbIX TPYNI MEAUKAMEHTO3HBIX CPEACTB C LIEJIbI0 EPBUYHON WU
BTopu4yHON mnpodunaktukn BCC wumeeT pa3audyHBIA KJIacC TOKa3aHUHW W YPOBEHbB
JIOKA3aTeIIbHOCTH M OTPEICIIIeTCs HO30JI0THIecKoi (hopMoit ocHoBHOTO 3aboneBanus, ®K XCH,
COCTOSIHMEM cHUCTOoNHYeckord ¢yHKuuu Muokapaa JDK, kiauHHYecKOW CHMITOMATHUKOH,
XapakTepoM HapymieHud putma. C STOHW IENbI0 MOTYT MCIIOJNB30BAaThCS Kak Iperaparsl,
OTHOCAIIMECSA K CpeIcTBaM JIEYeHUST OCHOBHOIro 3abojeBaHUs, TaK, COOCTBEHHO,

aHTHapuTMU4eckue npenaparsl (AAIT).

Bera-0i10katopsl. [lonoxuTtensHoe BausiHUE 0eTa-0I0KaTOpOB M MX pa3HOOOpa3Hbie 3(h(HeKThI
XOpOIIIO M3YYEHbI B AKCIIEPUMEHTaX U B KIMHHMKE. AHTHapuTMHU4yecKuil 3¢ dext bb cBs3biBaror
KaK C UX aHTUUIIEMHYECKHM JEHCTBUEM, TaK U CO CHIKEHHEM CHMIIaTHYECKON aKTHUBHOCTH.
Mera-aHanu3 25 wuccieqoBaHMM, KacalooIMXCSd OLEHKU BIMSHUS JAaHHBIX IIpenapaToB Ha
BBDKMBAEMOCTh Y MMOCTUH(APKTHBIX OONBHBIX, BKIIOUaBIIUN 1MouTH 25000 OOMBHBIX, BBISBUIL,
yTo Ha3HaueHue bb compoBoxmaercsa yBenuueHHEM BBDKMBAEMOCTH, CHIKEHHEM O0OIed u
CepACYHO-COCYIUCTON JIETAIbHOCTH, a TaKXe yMEHbIIeHHeM uactoThl pas3Butusi BCC [71].
[Tonoxurensusie 3¢dextsr bb B orHomennn XXKA u BCC Ttakxke mokazaHbl U A OOJNBHBIX C
XCH umemunyeckoit u Henmemudeckoil nmpupoasl (JAKMII, TKMII, cuaapoMoM ymIMHEHHOTO
QT, xarexonmamunepruueckoin nomumopduoit XT, AIIDK, aopranbHbIM cTeHO30M) [72-75].

HpeI/IMYH_[CCTBO bb 3akirodaercs Takxke B TOM, 4YTO HUX MOXHO COY€TAThb C APYTHMU AAH, B



YaCTHOCTH, - C aMHUOAapoHOM. [76]. Ciieqyetr oTMeTUTh, yTo HEe Bce bb okazanuch oamHakoBO
b dekTUBHBIME B OTHOIIeHUU cHbkeHuss pucka BCC. I[lpenmouteHue B HacTosIee BpeMs
ormaercs  JTUNOQWIBHBIM  TIpenaparaM, B TEpeYHE KOTOPBIX: METONpOJIoia CYKIIMHAT,
OHMCOTPOJIOINI, KapBEIWION, HEOWBOJION (y TMOXKWIBIX MarueHToB) [76]. Takum oOpazom, Bb
ABISIOTCST 0€30macHbIMU U A(PPEKTUBHBIMH CPEICTBAMH, OHU HMEIOT CaMyl OOJBIIYIO
JIOKa3aTeNIbHYI0 0a3y W B HACTOAIIEE BPEMsl JIOJDKHBI pacCMaTpUBAThCS B KAUECTBE MPEIapaToB

NePBO JIMHUM JJIs1 TIPOBEICHUS MIEpBUYHOM 1 BropuuHoii npodmraktuku BCC (I, A) [4, 12].

Nurudutopsl AII® u 0JOKATOPbI AHTHOTEH3MHOBBLIX peuenTopoB. [lomoxuTeabHbIC
apdexrsr naTHONTOPOB AIID Ha Teuenne MBC xopomo m3BecTHO. DTa rpymma mpenapaToB
BJIMSIET HA ANEKTPOPUZNOIOTUYECKHE TTPOLIECCH B MUOKape, BO3AEHCTBYS Ha ¢yHKuui0 K- u
Ca-kaHalloB, a TakKXe YyBEIMYHBAIOT pePpaKkTEpHOCTh M PEHOJIApU3ALUI0 MHUOKapAa
HKEITyJ0YKOB, MIpeyNnpexaas pa3BUTHE apUTMHI 0 MEXaHU3MY pe-eHTpH, Y 6oabHBIX ¢ XCH n
OX wumemuyeckoro rene3a. AHTHapuTMuueckoe naerictBue MAIID Takxke OOBACHAETCS UX
YrHETAIOUMM JEHCTBUEM Ha CHMIIATUYECKYI0 HEpBHYIO cuctemy. OHU HHTUOUPYIOT
HUPKYJIUPYIOIINE KATEXOJIAMUHBI U aHTMOTEH3WH-2, TIOBBIIIAIOT YPOBEHb Kaius B KpoBH. B
HECKOJILKUX paborTax OblI0 moka3aHo, 4To HAIID moBHIIAIT YYyBCTBHTEIHHOCTH
Gapopednekca u ymyumaroT nokasarenu BCP. Hakonen, antuapurmudeckuii d3¢pdext nAlld
MOXKET OOBSICHATHCS MPOTHBOBOCHATUTEIIBHBIMA CBOMCTBAMH U YMEHBIIICHUEM BBIPAKEHHOCTH

mponeccoB HOCTI/IH(I)apKTHOFO peMOACINPOBaHNA MUOKAp/Ja Ha (pOHC HUX IPUMCHCHHA.

JlokazaTenbCcTBa MOJIOKUTENbHOTO BiusHUSA HAIID Ha BbDKMBaeMOCTb OOJIBHBIX,
nepeneciux OMM, a Takxke Ha OONBHBIX C CEPACYHON HEAOCTATOYHOCTHIO KaK MIIEMHUYECKOM,
TaKk ¥ HEULIIEeMUYECKOW MpHUPOJAbl IMOJyudeHbl B OOJBIIOM KOJIUYECTBE KIMHHYECKHUX
UCCIIEI0BAHN, noka3aBmux, 4To HMAII® nocToBepHO CHMXKAIOT OOLIYI0 M CEpPAECYHO-
COCYAMCTYIO JIETAJIbHOCTh Y JAHHOW Kareropuu mnauueHtoB [77-82]. OpHako, B OTIMYUE OT
0eTa-010KaTOpoB B OONBIIMHCTBE ATUX KIMHHYECKUX ucnbiTanuid, BCC B kauecTBe KOHEUHOMH
TOYKH HE paccMarpuBaiach. VckiaroueHuem SBISETCS paHAOMHU3UPOBAHHOE HCCIIEJOBAHUE
TRACE, B xotopoMm wusydanoch BiusHue TpaHnonanpuwia Ha BCC, rae Obln 1qokasaH
MOJIOKUTENbHBIN pe3ynbrar [82]. CrneayeT 3aMeTUTh, UYTO BepU(pUKAIUS MEXaHH3Ma CMEPTH,
ocobenno npu BCC, mpencraBnsieT W3BECTHBbIE TPYJHOCTH, OCOOCHHO — B KIMHMYECKUX
MCCJIEIOBAHUSX, KOTJIAa ClIydal CMEpPTH, KaK MPaBUIIO, OLEHUBAIOTCS pETPOCIEKTUBHO. BmecTe ¢

TE€M, HE BBI3BIBAET COMHEHUI TOT (hakT, yTo moyTH nojosuHa OonbHbIX UBC, B ocobeHHOCTH



mva nepenecmme OMM, norubarot BHe3amHo. OUeBUIHO, MBI UMEEM TPABO SKCTPATIOIHPOBATH
MONyYeHHbIC YOAUTENbHBIC PE3YIbTAThl O CHIKEHUU ¢ TToMoInbio HATID cepaedHo-cocyaucToi
neranpHOCTH U Ha BCC. IloaTBepkaeHneM BBIIIECKA3aHHOMY SBIISIETCS KPYIHBIA METa-aHaIIN3
[80], nenbro koToporo Obuia oneHka BiausiHUsS HAIID Ha puck pa3sutust BCC. Pesynprarsl 3T0T0
aHanu3a, BKJIo4aBmiero Aanuble 15104 manueHToB, npuHUMaBImuX ydyactue B 30 ucciaea0BaHUsIX
(u3 HUX 15 ObUIM ciemble, PaHAOMH3UPOBAHHBIEC IUIAaIE00-KOHTPOIUPYEMbIE), MOKa3adu, YTO
HazHaueHue MAII® manuenram, nepenecmium MM, conmpoBokmaeTcsi yMEHbIIEHUEM OOIIeH u
CEpIIEYHO-COCYANCTON CMEPTHOCTH, IpHU 3ToM 4Yactora pa3Butus BCC cHmxkaercas Ha 20%
(2356 cmywyaeB cMepTH, U3 HUX BHe3anmHOW - 900). B cBA3m ¢ 3THM mONOXKEHHE 00
spdexruBHOCTH HATID 115t podmnaktuku BCC y GonbHBIX, neperecmnx UM 1 manueHToB ¢
XCH (cuctonuueckoii auc(hyHKIHEH) MPUCYTCTBYET BO BCEX COBPEMEHHBIX OTEUECTBEHHBIX U
3apyOexHbIX pekoMeHmanusx o mnpodwiaktuke BCC m mMmeeT camblii BBICOKHI YpOBEHB

nokazarenbHocTH (I, A).

Uro kacaetcs ganHbIx 00 ddpdexruBHOoCcTH HATID s npenynpexaerus BCC y 60abHBIX
C COXpaHHOW (YHKIMEH JIEBOTO >KEIyJo4Ka, TO HH(GOpPMAIMK HA 3Ty TEMY CYIIECTBEHHO
MmeHbIne. Mmerorcs pesynsratel Heckonbkux uccienoBanuit (HOPE, EUROPA), nokazaBmmx
NpEUMYIIECTBA TAKUX IpernaparoB, KaK paMUOPUI U NEPUHAONPUI B OTHOLIEHUHU
npenorBpamieHuss BCC y OONBbHBIX € BBICOKMM PHCKOM DAa3BUTHSL CEPIEUYHO-COCYAUCTHIX
ocnoxHeHui [78, 79]. Cnenyer oTMeTUTSh, 4TO B 3TUX HccaenoBanusx BCC He paccmarpuBaiach
B KaueCTBE CaMOCTOATEJIbHOM KOHEYHOM Touku. Tem He MeHee, Ha3HaueHue HAIID
pexomennaytorcss OonmpHBIM XCH ¢ coxpaHHOW (QyHKIMEH JEeBOro IKelydodKa, TaK Kak

npenynpexnaer passutue u nporpeccuposanne XCH (Ila, B) .

Takum o6pazom, HAII® Taxke BXOIAT B TPYyIIy I[penapaTroB HEOOXOAMMBIX IJis
npodunaktuku BCC, npexe Bcero, y nocTUH(GApKTHRIX OOJBHBIX U MAIlMEHTOB C CEPIEYHOM

HEOOCTAaTOYHOCTHIO.

Uro kacaercs OJIOKAaTOPOB AHTHOTEH3MHOBBIX PELENTOPOB, TO B IUIAHE  CHIDKEHMSA
cmeprHoctu npu XCH wux pgokaszarenbHas 0a3a meHbme udem y HWAIID. H3BecTHBI
MIOJIOKUTENIbHBIE PE3YJIBTAThl O CHUKEHUU PUCKA CEPAECYHO-COCYIUCTON CMEPTHOCTH Y OOJIBHBIX
¢ XCH, nomyuaBmux BajcapTaH W jo3apraH. B uccnenosanun CHARM [83] npencraButens
ATOM Tpynmbl NpenaparoB — KaHjaecapTaH y maiueHToB ¢ XCH v CHMKEHHOM CHUCTOJIMYECKOM

¢yukumeit muokapna JDK mokaszanm BeIpakeHHYIO 3()(EKTHBHOCTh B CHW)KEHUH IOKa3aresen



CMEPTHOCTH OT CEPJCUHO-COCYAUCTHIX IPUUMH U XapaKTEPUCTUK BHE3aMHON cmepTHOCTH (15% -
cHmxkeHue pucka, p=0,036). [lorToMy, Mo-BUIUMOMY, B HACTOSAIIEE BPEMSI KaHJIECApPTaH MOXKET
ucnonb3oBarbes s npodunaktuka BCC y 6onbabix  XCH u camwkennont @B JDK, HapaBae ¢
UAII®. B ornomenun mnpenynpexaeaus BCC ¢ nomMomipio 0J0KaTopoB aHTMOTEH3MHOBBIX
peuentopoB y OonmpHBIX C coxpaHHOM ¢yHkimei JDK B HacTosimiee BpeMs OTCYTCTBYIOT

yOenuTeIbHbIC TaHHBIE.

AHTAaroHMCTBHI AJBJOCTEPOHA. PerpocnexTuBHBIM aHanu3 wuccienosanus SOLVD (6797
0onbHBIX, 424 ciydas cMepTH) NPOJEMOHCTPUPOBAN B3aUMOCBA3b MEXKAY NPUMEHEHUEM
muypetukoB pu XCH u puckom BCC. Ilpuyem, npu HCIOIB30BaHUM KalukcOeperaronmx
JUYPETHKOB, KaK OTAEIbHO, TaK M B KOMOMHAIlMM C JPYTMMH MOYETOHHBIMM, TaKas
B3aUMOCBA3b He TpociexuBanack. Mccnenqoanue RALES (1663 60mbHBIX) OBLIO MPEKpaIieHo
JIOCPOYHO, TaK Kak y OoibHBIX ¢ BblpakeHHOM XCH, mpuHuUMaBIIMX CIHUPOHOJAKTOH, II0
CPaBHEHHIO C OOJBHBIMH, MCIIOJIB30BABIIUMHU METIEBbIE AUYPETHKH, Yepe3 2 roja HaOmoaeHus
OBLIM JIOCTOBEPHO HIDKE IMOKazaTenu obueit neranbsHocT (35% npotus 46%) u BCC (10%
npotuB 13%). [Ipu 3TOM CyIIECTBEHHOTO YMEHBIIEHHUS YaCTOTHl BBISABICHUS >KEIYJOYKOBBIX
aputMuil He OblT0 oTMeueHo [84]. [Toka3aHo, YTO NIEKTPONUTHBIE HAPYIICHUS, BO3HUKAIOIINE
Ipy Ha3HAUCHUU HEKaluhcOeperaronmx IUypeTUKOB, MOTYT CHOCOOCTBOBATH Pa3BUTHIO
daranbHBIX apUTMHUH, TOrJa KaK aHTAaroHUCTHl aJbJOCTEPOHA, BEPOSITHO, WUIPAIOT
NPOTEKTUBHYIO pojib. B nanpHeiimem OblI0 MOKa3aHO, YTO aHTHAPUTMUYECKUN A3PPEKT JTaHHBIX
npenaparoB Ooiniee cioxkeH. biokana anbJOCTEpOHOBBIX PELENTOPOB MOMHMO COXPaHEHHS
KaJgusl U MarHusi TPUBOJUT K YCTPAHEHHIO CHUCTEMHOM Ba30OKOHCTPHUKIMH, MPETYNpPEexKIaeT
CTUMYJISILIMIO 00pa30BaHus KoJjlareHa U pa3BuTHe (puOpo3a B MUOKAp/e, a TaKKe OKa3bIBAaeT
BIIMSIHUE HA AaBTOHOMHYIO HEpPBHYIO CHUCTEMY, SBISIOIIYIOCS AKTUBHBIM yYaCTHHUKOM
apUTMOTeHe3a, yiydiras nmoka3arean BCP u MOBBIIIast 9yBCTBUTEIBHOCTEL Oapopediiekca [85,
86]. B mocimeaHue ronapl CTajau JOCTYIHBI PE3YJbTaTbl NPUMEHEHUS HOBOTO AHTAaroHUCTa
aJbJOCTEPOHA — DIUIEPEHOHA, KOTOPBhIE MOATBEPKIAAIOT 3(PPEKTUBHOCTH OSTOM T'PYIIIILI
npenapatoB B cHmwkeHnu pucka BCC. CrnenoBarensno, as npenynpexaeans BCC y 60impHBIX
¢ XCH B cxemy Tepanuy peKOMEHAYETCS BKIIIOYATh aHTarOHUCTHI anpaoctepona (I, A), npuuem

HE TOJILKO MPH 3aCTOMHOM cepAieuHo HepocTaTouHOCTH, HO U Tipu XCH II ®K [87] .

ANlleTHJCAIMIHJIOBAA KHCJIOTA. Y6CI[I/ITCJ'ILHO AJOKa3aHO, 4YTO HAa3HAYCHHC
aHGTHHcaHHHHHOBOﬁ KHUCJIOTbI HMECT IIO3UTHBHOC 3HAYCHHEC KaK JId nepBHquﬁ, Tak H

BTOPUYHON MPOQMIAKTUKNA KOPOHAPHBIX cOObITHH. [IoMUMO N1e3arrperaHTHBIX CBOWCTB MMEET



3HAQUYE€HHE MPOTHUBOBOCHIAIUTEIIHHOE JNeCTBUE Tpemnapara, YTO YMEHBIIAET IIPOIIECCHI
PEMOJIETUPOBAHMS B 3I0POBBIX TKaHAX. PETpOCNEKTUBHBIA aHAINU3 PE3YIbTATOB HUCCIEAOBAHMS
SOLVD noxka3an, uto y 60omapHbIX ¢ XCH Ha3HaueHue aleTHICAIMIIMIOBON KUCIOTH Ha 24%
cHmkano yacrory passutus BCC [88]. ComracHO CyIIECTBYIOIIMM pEKOMEHIAlMIM, Kak
OTE€YECTBEHHBIM, TaK W 3apyO0eXHBIM, JaHHBIM MpemapaT BXOIUT B CTaHAAPTHI
PO UITAKTHIECKOTO JICYCHUSI KaK y OonbHBIX mepeHecmux OWM, Tak W y TalMEHTOB CO

CTAOMJIbHOM CTEHOKapJueil 1 OCTPhIM KOpOHapHbIM cuHIpoMoM (I, A).

Crarunbl. O030p JaHHBIX JIMTEPATypbl, KACAIOIIUNUCA HCIOJIB30BAHMS CTAaTHHOB y OOJBHBIX
NBC, cBUAETENBCTBYET O CYIIECTBEHHOM CHM)KEHUU CEPACYHO-COCYIUCTON CMEPTHOCTH MPHU UX
UCTIOJIb30BaHNH. B OoJbIIMHCTBE M3 TNMPOBEACHHBIX KiMHMUYeckux ucnbiTannii  BCC, kak
KOHEYHasi TOUYKa, TaK)Ke HE OleHMBajach. leM He MeHee, B uccieaoBaHuu 4S ObUIO
MPOAEMOHCTPUPOBAHO 3HAUUTEIBHOE CHW)KEHHME, KaK KapJIWajJbHOM JETaJbHOCTH, TaK U
xapaktepuctuk BCC mnpu Ha3HaueHUH CUMBAcTaTuHA. AHAJIOTUYHBIE pPE3YNbTaThl ObUIH
MOJIy4YeHBI Takke B oTHomeHuu npaactaruaa (LIPID). B ximmandeckom uccnenoanuu IDEAL
(2005) y ©OompHBIX co crabmipHOM BapuanTtoM TeueHus BC mpu cpaBHeHnu s3¢dexkruBHOCTH
cumBactaruHa (20mr) u aropBacratuHa (80MT) OBUT MOMYYEH MOJOKHUTENbHBIN 3 deKkT odonx
[IPernaparoB B OTHOILIEHUHU TaKOW MPOMEKYTOUHOM TOUKH, Kak cepAeuHbli apect. KpynHblit meta-
aHanu3, BriarouaBmuii 90 000 manueHTOB, NPUHUMABIIMX y4acThe B 14 paHIOMH3MPOBAHHBIX
UCCIIeIOBaHUAX, npoBeneHHbI B 2005 rony, yoeaurenbHo qokaszan 3((eKTHBHOCTh CTaTUHOB
s ipodunaktuku BCC y 6ompHBIX UBC [89]. [ToaTOMY B CyIIECTBYIOIIMX PEKOMEHAAIMAX 10
npodmraktuke BCC ucnonbszoBanue cratnHoB y OonbHBIX UBC sBisieTcst neooxonumbiM (I, A)
[4, 12, 90]. dns npoduIaKTUKU Pa3BUTUS CEPIAEYHO-COCYAUCTBHIX OCIOKHEHUH Ha3HaueHUe
CTaTMHOB PEKOMEHJYeTCs] BCEM OOJIbHBIM, OTHOCSIIUMCS K TpYyMIe BBICOKOTO CEpIEYHO-
cocyamcToro prucka. Uto kacaercs Ha3HAYeHHUs cTaTHHOB uisl podmnaktukn BCC y manueHToB
¢ XCH neumemMuueckoi 3THOJOTHH, TO JOKa3aTeabHOM 0a3bl Ui 3TOM KaTreropuu OOJBHBIX B

HACTOAIICC BpEMs HE CYHICCTBYCT.

®3 -nonuHeHacbleHHbIe :kupHble kucaoTrbl (ITHXKK). IlepBbie cooOmienuss o0
s dextuBroctu [THXKK mis npodunaktukn BCC Ovimu momydensl B uccienoBanuu DART,
KOTOpPOE€ TPOJEMOHCTPUPOBANIO, YTO Y JIMI, YHOTPEONSBIIMX [Ba pa3a B Hememo U Oonee
XKHUPHYIO pbIOY, Habmonanock 30%-e CHMKEHHE YaCTOThI CEPJEYHO-COCYAUCTOMN JIETATbHOCTH,

MIPEUMYIIECTBEHHO 3a CUeT yMeHblIeHus ciydyaeB DXK.



B npanpheiimem rumore3a Oblla IpOBEpeHA B HSKCHEPUMEHTAaX HA JKUBOTHBIX, U B
YaCTHOCTH, ObLI0 MoKa3aHo, uto w3- [THXK, ocHOBHBIE KHpPHBIE KUCIIOTHI, IPUCYTCTBYIOIINE B
JKUPHOW pBIOE, OKa3bIBAIOT MPOTEKTHBHOE JeicTBue B oTHomeHuH DXK. beuin wu3ydeHb
MEXaHU3Mbl aHTHapuTMuueckoro nerctus w3- ITHXKK, xoroprie 3akiarodaroTcss B TOM, YTO
MOCJEAHUE B YCIOBHUSIX HIIEMUU WU aJPEHEPTHUYECKON CTUMYISIIUU CTaOUIU3UPYIOT
MeMOpaHy KapIMOMHOIIUTOB, BIUsisA Ha pabOTy HATPUEBBIX, KAJIMEBBIX U KaJIbIIMEBBIX HOHHBIX
KaHajoB, jaedcTBys momooHo AAIl  Ib kmacca (MEKCWICTHH-TIONOOHOE JEWCTBHE), HO HE
obnmamas mpuU ITOM NpoOapUTMUUYECKUM MU apuUTMOTeHHBIM dpdexkramu. C
ANEKTPOPHU3NOIOTMIECKOM TOYKH 3pEHHUs 3allMTHOE nelcTBHe OT HazaHueHus w3- [THXK
3aKJII0YaeTCs B TOM, 4YTO Ha (¢OHE HUX MPUMEHEHHUs HeoOxomuma OoJbInas aMIUIUTyda
AIIEKTPUUECKOTO HKCTpPACTUMYyJa I MHIYKIUHU «aPUTMHUYECKOTO» MOTEHIMana JEeUCTBHS, a
TaK)kKe OTMEYaeTCs YBEJIWYEeHHE UIMTEeNbHOCTU 3(pdexkTuBHOrO pedpakrepHoro mnepuoaa

KapIMOMHOIIUTOB, YTO TPEAYIPEXKIACT 3aMycK (paTaibHbIX apuT™MUi, B ToM uncie u @K [91].

[Tomumo cypporaTHoro ciaaOOBBIPa)KEHHOTO AaHTHAPUTMHUUYECKOTO JEHCTBUSA OTH
npenaparbl 001aJal0T NPOTHUBOBOCHAJIUTENbHBIM JEHCTBUEM, CHHUXAIOT oOpa3oBaHUE
KHCJIOPOJHBIX PAJMKAIOB M YMEHBIIAIOT penepdy3HOHHbIE OCIIOKHEHHUS, MOBBIIMIAIOT CHHTE3
SHEPrud B MUTOXOHJAPUSAX, YIYULIalOT SHIOTEIHANIbHYI (YHKIMIO, CHI)KAIOT YpPOBEHb
TpoMOOKcaHa u arperamuio TpoMmOoruToB. B psge pabor mnokazano, uro w3- TITHXK
yBenuuuBatoT napamerpsl @B JDK u ynyumaror nokasarenu BCP, oka3biBasi, TakuM 00pa3oM,

MonuQUITUpYIOIee BIUSHUS Ha OCHOBHBIE M BTOpOCTeneHHbIe GakTopbl pucka BCC [92].

Y6enurenbHas fokazareiabHas 6a3a B orHomeHun m3-ITHXKK Opina momyueHa B AByX
KpynHBIX uccaenoBanusx. B uccnenoanuu GISSI-prevenzione y 6ompabix ¢ OMMM npumenenue
oMakopa B J03¢ | T/CyT COMpOBOXTANOCH MOCTOBEpHBIM cHIkeHHeM pucka BCC nHa 45 %,
CepleuHo- cocyaucToil cmeptHocTd Ha 30% U ymeHblleHHeM pucka obmei cmeptu Ha 20%
[93]. PesynbpTaThl MHOTOIIEHTPOBOTO JBOWHOTO CJIENMOTO ILIAE00-KOHTPOIUPYEMOTO
uccnenosanus GISSI-HF, ony6nukoBanusie B 2008 rogy nmokasanu, 4To Ha3HaYeHHE OMAKOpa B
noze 1 r/cyr y OompHbix ¢ XCH Ha ¢doHe onTuManabHOH MeIUKaMEHTO3HOM Tepanmuu
COMPOBOXK/IAETCA CHUKEHHEM pHcKa o0meld cmeptd Ha 9% U yMeHbIIEHUE KOJIMYeCTBa
TOCMHUTAJIN3aUN [0 MPUYMHE JKEITYyJOYKOBBIX HapylleHud putma. I[Ipu 3TOM KOnmmuecTBO

no6o4HbIX 3 dexroB B rpymnme gedenus w3- [THXK He ommmyanocs ot rpynmsl koHTposs [94].

CymiecTByIOT psi MyOnuKaiuii, B KOTOPBIX TMOKAa3aHO BIIMSHHE OMakopa Ha



BBIPOKEHHOCTh JKETYAOYKOBBIX HApyIICHUW puTMa. B OmHON W3 HHX, yXe 4epe3 MecsI] OT
Hauana Tepanuu, no6asnenue -3 IIHXK  mamumentam co crabmibnoit MBC mpuBeno x
CTaTUCTUYECKH JOCTOBEPHOMY YMEHBIIECHHIO 4YHucia 3mu3070B HeyctonunBod JXT wu umcia

MapHBIX KEITYJOYKOBBIX IKCTpacucrtoi [95].

Takum oOpa3oM, K HacTOsIIEMy BpEMEHH YOEIUTEIbHO MPOAEMOHCTPUPOBAH
npopunaktuaeckuii apdext w3-ITHXKK y 6ombHbIX, nepeHecinx OVIM B oTHOIIEHMHM pHCKa
pasButus BCC. CornacHO CyIIECTBYIOIIMM pPEKOMEHAALUsAM, OONbHBIM, nepenecmmM KM,
ciaenyeT ynotpednsaTs B AeHb 1 rpamm w3- I[THXK, a umenHo - omakop, a Takke yCTpawBarh
«pb10oHBIe THUY (0KOJ0 200 T >KMpPHOM PHIOBI), IO MEHBIIEH Mepe, ABaXAbl B Heaemo [96, 97].
JlaHHBIX 0 BO3MOXKHOCTHU Hcnonb3oBanus omera-3 ITHXK mis Bropuunoit mpodunaktuku BCC
y OOJIbHBIX, MEPEKUBIINX OCTAHOBKY KPOBOOOpAIIEHUS, B HACTOSIIEE BpeMsi HEAOCTAaTOYHO,
HO  HCCJEIOBaHMsS Ha ATy TEMY, B yacTHOCTH y OonbHbIX ¢ K], — nponomxaroTcs.

Hutparpl. Ilockonbky omauMm u3 MexanusmMoB BCC MoryT ObITh HIIEMHYECKHE COOBITHA,
BEpOsATHO, ofHUM U3 myTei mpodunaktuku BCC y 3Tux OONBHBIX  MOTYT OBITh HUTPATHI.
JlonroCcpouHbIX paHIOMHU3UPOBAHHBIX MCCIIEAOBAHUHN, OLIEHUBABIINX 3()(EKT aHTUAHTMHAIBLHON
tepanuu Ha JKHP, He npoBoAMIOCE M OHU HE BKIIIOYEHBI B MEXIyHApOIHBIE U OTEUECTBEHHBIE
PEKOMEHJIAllMM 10 MX JICYEHHIO. TeM He MeHee, MMEIOTCS JIaHHbIE, CBUJIETEIbCTBYIOIIUE O
MOJIOKUTEJIbHOM BIIMSIHUU TEPAllUU HUTPAaTaMH Ha JKEJIYyJOYKOBYIO SKTOMUYECKYI0 aKTUBHOCTb, U

UX Ha3HaYeHHE MOXKET 00Cyxaarhes npu JeueHnn umemuueckux JKHP [98].

AAIl IC kaacca. Ilpumenenue AAIl mns npodpmmaktukn BCC wmmeer 3HAYHMTENBbHBIE
OTpaHUYEHUs, a B pAJIE CIy4yaeB, COMIACHO JaHHBIM MHOTOLEHTPOBBIX PAHIOMU3UPOBAHHBIX
UCCJIEI0BAHUM, MOXXET NPHUBECTH K YBEIWYCHUIO PHUCKA CEPbE3HBIX HEXKeIaTeIbHbIX
nocienctsuii. B wactHoctn, comtacHo gaHHbIM uccaemoBanuii CAST n CAST-1I nasnauenue
npenaparoB IC knacca nauuentam ¢ JKHP u ykazanusiMu B aHaMHe3€ Ha MEPEHECEHHBIN paHee
ONM comnpoBokaaeTcs AOCTOBEpHbIM yBennueHrueM xapakrepuctuk BCC [99, 100]. Tem nHe

MEHee, CyIIECTBYET Psiji CUTYyalluH, IPpU KOTOPbIX HazHaueHue AAT MoxeT ObITh ONpaBIaHo.

IIpexxge Bcero, 3TO MauMEHTHl C HMMIUIAHTUPOBAHHBIMU KapIHOBEpPTEpaMHU-
nepedpmwmstopamu  (MK/[) m dacteiMu 00OCHOBAaHHBIMH Cpa0aThHIBAHUSMHU 110 TOBOIY
peunausupytomeit XKT/®XK. Takas curyauus B CBOMX KpaWHUX NpPOSBICHHUSIX Ha3bIBaeTCA
APUTMHUYECKUM IITOPMOM M OOYyCIIOBIMBAET HEOOXOAMMOCTb JOINOJHHUTEIBHOTO Ha3HaYCHUs

AAT nns tepanuu KT u ymeHbleHus KonnyecTBa 3nu3040B Tepanuu UK/



AMHOIAPOH M coTajoa. AHTHaputmMudeckuid 3gdexr npemaparoB III kmacca, Takux, Kak
aMHUOIAPOH M COTAJION CBA3aH C YMJIMHEHHEM TMOTEHUUala JCHCTBUA U YBEIUYECHUEM
JUTUTEIBHOCTH pedpaKTepHOro NEpHoja, UYTO CIOCOOCTBYET MPEPhIBAHUIO LHUPKYISALIUU
ANIEKTPUYECKOTO UMIIYJIbCa B NETIE PE-EHTPH, a TAKXKE MOJABISET apUTMUU, BO3HUKAIOLIUE TI0
TpUrrepHoMy mexaHusmy. [lojoxuTenbHOE BIUSHUE aMHOJApOHAa M COTAJIONA IPH apUTMHUSIX
CBA3aHO, B TOM YHUCJIE€ C HUX AaHTUHIIEMUYECKUM JeiictBueMm, yMmeHbuieHueM YCC,
HEHPOMOIYIUPYIOMIUMH BO3ICHCTBUSIMU M BIUSHUEM Ha COKPATUTEIBbHYIO (YHKIHIO JICBOTO
xenynouka [101]. Bompoc o BiMAHMM ~ AAaHHBIX IIpPENAapaToB Ha BBDKMBAEMOCTh INPU HUX
JIOJIFOCPOYHOM HA3HAYEHUU OCTAETCS OTKPBITHIM. P KIIMHWYECKUX UCHBITAHWM U OIWH MeETa-
aHaJu3, BKJIIOYABIIMN HECKOJBKUX KPYIMHBIX HUCCIEAOBAHHM, MPOIEMOHCTPUPOBAIA CHIDKEHUE
gactrorel BCC mnpu Ha3HaueHWHM amMuojapoHa y mainueHtoB c auchynkuueir JDK mocne
nepeHecenHoro OMIM u menmemuueckord JIKMIT [102]. OgHako O0NBIIMHCTBO OONBHBIX B ATHX
KJIMHAYECKUX MCCIIEJOBaHUI HapsAy ¢ aMHOJapOHOM TPUHUMAIH U Oeta-0mokaropsl. KpymHoe,
xopomo crniaaHupoBaHHoe ucciaenoBanue SCD-HeFT, B kxoTopoM olneHuBaliachk
npodunaktTudeckas 3PpQPEeKTUBHOCTh aMHOAAapOHa B OTHomIeHuH mpenorpameHuss BCC npu

XCH, He BBIIBWIO €T0 IPEUMYIIECTB 110 CpaBHEHHUIO ¢ Tu1anebo y 6onbHbix ¢ [V @K XCH [103].

Bwmecre ¢ Tem, ciiemyeT OTMETUTh, YTO COTAJION, KaK M aMUOJIapPOH, SIBIIIOTCS HamOojee
3¢ deKkTUBHBIMU cpeacTBamMu Tipu JiedeHnn JKA. VX Ha3zHaueHWE NPUBOAUT K YJIMHEHHUIO

HHTCpBAJIa QT 1 MOXCET OKa3bIBaTh, TAKUM o6pa30M, MpoapuTMHUYCCKOC JIelcTBHE.

B nHacrosiee BpeMsi HeT yOemWTENbHBIX JAHHBIX 00 YIy4IIEHHWH BBDKHBACMOCTH TPU
ucnonb3oBanuu AAII III knacca y GonbHBIX ¢ KapAauaiabHO# natonorueit u JKHP. Mx naznauenue
MOXeT ObITh omnpaBiaHo y mnanueHtoB ¢ JKA B coderanuun c Oera-agpeHoOiokaropamu (Ui
amuonapona - Ila, B; nns coranona - Ila, C) mpu TImareapHOM KOHTPOJIE 32 BO3MOXKHBIMU
n00OYHBIMH AP PeKTaMu OT UX Ha3HAYCHHUs, a TAKXKE aPUTMOTCHHBIMH U MPOAPUTMUYECKUMHU

apdexTamu.

Takum o0Opa3oM, camblii BBICOKHII YpPOBEHb JI0Ka3aTelIbHOM ©a3bl B OTHOLICHUH
npopunaktuku BCC wumeercs y 06era-010kaTOpOB, KOTOpbIE CcleAyeT Ha3HadaTh (IpU
OTCYTCTBUHM TPOTHBOIOKA3aHWI) C 1enbio nepBudHoi npoduimaktukn BCC BceM OOIBHBIM,
nepeHeciuM  OMIM, a Taxke mnmanueHTam ¢ cucronuuyeckod muchynkuuen JDK, kax
UIIEMUYECKOr0, TAK U HEUIIEMUYECKOIO T€HEe3a BHE 3aBUCUMOCTU OT apPUTMUYECKOTO aHAMHE3a

[1,4, 12, 104-106].



C Toii xe menpio y OonbHBIX, mepeHecmmx MM, nasHagarorcs MAIID/APA, craruHsl,
acrmupuH, 03-TTHXK [107-109]. ¥V Gonpubix ¢ XCH HeumeMuyeckoro reHesa o0s13aTeNbHO
HazHaueHue MAIID/APA, antaronuctoB anpaoctepona, m3- [THXKK [87].

WHTEpBEHIIMOHHELIC METOEI.

B atom mogpasaene o0CcyknarTcss COBpEMEHHBIE BOSMOKHOCTH MTPUMEHEHHUST PA3TUYHBIX
MHTEPBEHLIMOHHBIX MeToZioB B mpoduiaktuke BCC. Hcnonp30BaHue KakJ0oro U3 HUX HMEEeT
pa3IMyYHbIM Kjacc MOKa3aHWM M YPOBEHb JI0KA3aTEJbHOCTU U OMNPEIENAETCS HO30JIOTMYECKOU
dbopmoii ocHoBHOTO 3aboneBanusi, ®K cepaedHoil HEJOCTATOYHOCTHU, COCTOSTHUEM
cucronuyeckoit pynkimuu muokapaa JOK, KTMHUYecKol CHMITTOMATHKOW, HATMIMEM HapyIIeHUH

puT™Ma.

UK

CoBpeMeHHBII UMIUTaHTHpPYeMBbIid KapauoBeprep-aepudpumusatop (MK) npencrasuser
co0Oif  cHCTEMY, COCTOSIIYI0 M3 yCTPOHCTBA, KOTOPOE 3aKJIIOUEHO B HEOOJBIION THTaHOBBIH
KOPITyC, KOTOpPBIM pa3Meriaercss MOJAKOKHO MM MoAdacuualbHO B JICBOW IMOJKIFOUMYHON
00JIaCTH U OJHOTO MU O0JIee 2IEKTPOOB, YCTAaHOBICHHBIX B Kamepax cepaua. Ha cerogusmnmii
JI€Hb TPHUMEHSIOTCS OJHO-, JBYX- M TpexKkaMepHble (OMBEHTpPUKYISpHBbIE) CUCTeMBl. B
OOJIBIIIMHCTBE aIapaToB CaMoO YCTPOMCTBO, 3aKJIIOYEHHOE B TUTAHOBYIO KOPOOKY, SIBJISETCS

4acThiO TenH pa3psaaa nepuopuiaropa [110] (puc. VI.1).

Pucynox VI.1 Cxema coBpemennbix MKJI. YctpoiictBo cocroutr u3 THTaHoBoro kopmyca (1) u
BHyTpHcenedHoro snekrpona (2). Llems paspsga UK]] 3akmiodeHa MexOay KOPIIyCOM YCTPOWCTBA H
Katymkoil (3), HaxomsmieWcs Ha osnekTpone. C MOMOINBIO TUCTAJIBHOTO KOHYMKA 3iekTpona (4)
OCYIIECTBISIETCS JETEKUUsI apUTMHUYECKUX COOBITUH W TpOBEIEHWE AaHTUTaXH- W aHTUOpaIu-
ANEKTPOKAPIUOCTUMYJISIIHH.

B ocHoBe nmerekuuu apuTMHMH JEKUT aHaiIu3 UMHTEpBaja R-R, ¢opmbl xkenyqodkoBOro
curtana, crabunpHocTd RR-mHTEpBama, COOTHOLIEHUS XapaKTEPUCTUK MpelcepAHOd Hu
KEJyZIOUKOBOM aKTUBHOCTH (B JIByXKaMEpHbIX CHUCTeMax). Bxonsdmuii cursans mpoxXomuT
¢bunpTpanuoo, B pe3yabTaTe KOTOPOW >SIMMHUHHUPYIOTCS U HE IMOABEPrarloTcs IeTEeKIUU
HHM3KO4acTOTHBIE (00yciioBieHHBIe T-BOJMHOW) MW BBHICOKOYACTOTHBIE KOMIIOHEHTHI

(00ycCIIOBIEHHBIE AKTUBHOCTBIO CKEJIETHOU MYCKYJIATyphl).

B nedubpumnaTopax CymIECTBYIOT pa3lWYHbIE 30HBI JETEKIMM YaCTOThl CEepACUHBIX
cokpamieHuii. Hampumep, ecium dyactora apUTMUM IONaJaeT B T.H. 30HY (UOpWILISAIMU
JKEJTYJOUYKOB (TI€ 4acTOTa COKpAIlleHUH kelTyqouKoB npeBbimaeT 200 B MUHYTY), TO IPOUCXOAUT

paspan nepudpmuisiropa i Tepanuu XK unu BeicokouactotHoi KT (puc. VI.2). B T.H. 30He



KT BO3MOXHO NpPOBEICHUE PA3JIUYHBIX BHUJOB AHTUTAXUKAPIAMUYECKOM IKEITYTOYKOBOU
CTUMYJISIIMM IS TIOZIaBIEHUs. apuTMHUHA. Tak, reMogMHAMHUYECKH HE3HauMMasl, OTHOCHUTEIbHO
mennenHas KT, peructpupyemas B HU3KOYACTOTHOW 30HE JETEKLMU, MOXET OBbITh YCHEIIHO
KyIUpOBaHa aHTUTaxukapauTuuecko ctumynsuuend. KT MoxeT ObITh KymUpOBaHA B PEKHUME
BURST (ctumynsauusi KOpOTKMMHU IaYKaMU MMITYJIbCOB ¢ 4acToToil, Ha 10-30% mnpespimaronieit
4acToTy Taxukapauu), RAMP (cTumynsuuss UMITyJIbCaMU C IOCTENEHHO YyBEJIMYMBaroLIeics
YaCTOTOM, MPU KOTOPOW KaKIBIM MOCIEAYIOMMN UMITYJIbC YKOPAYMBACT LIUKJI CTUMYJISALUU IO
CPaBHEHHUIO ¢ MpenpaymuM) unu RAMP+ (CTUMYNAIUS OAMHOYHBIM CKAaHUPYIOIIUM
JKCTPACTUMYJIOM, KOTOPBIM HAHOCHUTCSA B 3aBUCHUMOCTH OT [JJIMHBI LHUKJIA TaXUKapIUU
YCTaHOBJIIEHHBIM HHTepBajoM cuemieHus). [Ipu ux HesIpPEeKTUBHOCTH BBINOJIHSIETCA
kapauoBepcus (puc. VI.3). B T.H. Hopmocucronnueckoit 30He (HCC HaxomuTcs B auana3oHe
40-150 ynapoB B munyty) MK]] nerekrupyer putm™m, a B Opagucucronndeckoit 3oue (HCC Humxke
40 ymapoB B MHUHYTY) ammnapaT OCYHIECTBISET JJICKTPOKAPAHUOCTHUMYJISIUIO B

3alporpaMMHUpPOBAHHOM BPAa4OM PCIKUMCE.

Pucynox VI.2. 3onubl nerexkuuu B UKJI. IlpencraBnena cxema, oroOpakaroiias 30HbI JACTEKIIUU B
coBpeMeHHbix HMKJ[, B 3aBUCUMOCTH OT 4YacCTOThl XEJIYJOYKOBBIX COKpameHuu. B T. H.
opamucucronmyeckoit 3oHe (UCC Hmxe 40 B MuHYyTYy) nmpoBoautcs oObraHas DKC B ycTaHOBIEHHOM
pexxume; B T.H. HopMocuctonndekoil 3oHe (UCC 40-150 B MMHYTY) ammapar OCYIIECTBISET JIHILIb
JETEKINI0 COOBITUN M 3JEKTPOKapAHOTEpanusl HE MPOBOAUTCS; B T.H. 30HE KEIyTOUYKOBON TaxXxHKapAUU
(UCC 150-200 B MunyTy) MoxeT npoBoautcsa anturaxukapandeckas IKC (ATC) unmm kapauosepcus; B
30He pubprLsIIIH Kexynouko (pu UCC 200 B MUHYTY | BBILIE) HCIIONb3YeTCs AepuOpHILIsIInSI.

[TapameTpsl TeTEKIIMHA W ATOPUTMBI TEPANTUU TS KaXKIOW 30HBI YCTAHABIMBAIOTCS BO
BpEeMSs TECTHPOBAHHSI YCTPONCTBA C MOMOIIBIO TporpaMMaTopa. B 3aBUCUMOCTH OT KIIMHUYECKON
CUTyallud, MPOBOJMMOIl MEIMKAMEHTO3HON Tepamuu 3TH 3HA4YE€HUs, B JajbHEHIleM, MOTYT
KoppurupoBatbcs. Jns mpemoTBpameHWss HEOMpPaBIaHHBIX pa3psgoB BO BpeMs
CYNPaBEHTPUKYISAPHBIX APUTMHMI, CHHYCOBOW TaXWKapAWH MPUMEHSIOTCS (DyHKIIMU aHamm3a
crabminpHOCTH RR mHTepBana (mpu taxucucronmueckord dopme GUOPWILIAIUUA TPEacepauil),
Mopdosorun HAOTPahUISCKOTO HKETYITOUYKOBOTO CHUTHAJA, PETHCTPUPYEMOTO >KEITYIOYKOBBIM
anekTpooM. CyIIecTBYeT BO3MOXKHOCTH OILIEHHUTh BHE3aTHOCTh Hauajga TaxXxHapuTMuu  (mpu
Bo3HMKHOBeHUU KT mmu @X BenmumHa mHTepBaia RR BHe3anmHO ymeHbIAeTcs), a Takke
3apETHCTPUPOBATH YHIOTPAPUICCKUE CUTHAIBI B TIPEACEPAMIX | Kemymnoukax. [Tombop Tepammu
UK]l ompenenseTrcs BpauoM Ha OCHOBAaHUU TEPEHOCUMOCTH OOJBHBIM KIHMHUYECKOU

Taxukapauu. Tak npu remoguHamMudecku 3HauuMoi ObicTpoir JXXT mnm @)K nepBeiM marom B



Tepanuu sBuseTca AebuOpunmasnus MomHOcThio Ha 10 J[>)k mpeBslmaromei
MHTPAOIIEPALMOHHBINA MOPOT 1ePUOPMILIAINM C TOCIEIYIONUM aBTOMAaTHUYECKUM HapacTaHUEM
MOIITHOCTH pa3ps/ioB 10 MaKCUMaJIbHBIX 3HaueHui (40 1), a Takke U3MEHEHHEM IOJISIPHOCTH B

nenu pepubprnsiy ot kopiryca MK/l k BHyTpucepaeuHOMY 3JeKTpoay U HaoOoport [110].

Ianenv A

Ianenv b

Iawnenv B

Pucynok VI.3. Buabl aHTUTAXMKAPAMTHYECKOH cTuMyassuuu. Ha nanene A cxemMaTuyHO NMpeACTaBlIeH
Burst pexxum ATC. [Inmmaa mukina KT (uaTepBanm R-R)  cocraemser 400 mc. ATC mpoBomutcs ¢
(ukcupoBaHHON mAnMHOHN 1HKiIa (MHTEpBa Vp-Vp) 320 Mc, cocrapnstommii 80% ot mmmHbl nukiaa JKT.
Ha nanmene b cxemarmuno mpencraBien Ramp pexum ATC. Jlnmra nwmkna KT (uaTepBanm R-R)
coctabisieT 400 mc. IIpoBoauTCs CTUMYMISIUS UMIIYJIbCAMH C MMOCTENEHHO YBEIMUYMBAIOIIECHCS YaCTOTOU
MIPH KOTOPOM KaXKABIN UMITYJIBC YKOPAUYUBAET LUKI CTUMYJISLMY 10 CPAaBHEHMIO C IpeaplrymuM Ha 10 Mc.
Ha nmanene B cxemarnuno mpenctaBien Ramp+ wnu ckanupyromuit pexxum ATC. Hnuna uuxmna KT
(uarepBan RVT-RVT)  cocraBnser 400 mc. IlpoBoauTcs CTUMYNSIIHMS OAMHOYHBIM CKAHHUPYHOIUM
sKcTpacTumysoM (Vp), KOTOPbIi HAHOCUTCS B 3aBUCHUMOCTH OT [UIMHBI LIMKJA Taxukapauu. B manHOM
npruMepe CKaHUPYIOLINHA 3KcTpacTUMY npepbiBaet JKT.

O¢pdexruHocts UK/ B otHOmEeHnu npodunaktuku BCC Obl1a 10ka3zaHa B HECKOIBKHX
KPYNHBIX KIMHUYECKHX HccienoBaHusx (Ttab. VI.1) auzaiiH KOTOpBIX mpeArnonaranl OLEHKY
BBDKMBAEMOCTH Y TMAIlMEHTOB C HAJIMYUEM OcHo6Hbix (dakTopoB pucka BCC, Boimenennbix JT
Bigger eme B 1984 r [24]. Pe3ynbTarhl, MONTy4YeHHBIE B 3TUX HCCIEAOBAHUSAX, JIETIU B OCHOBY
CYIIECTBYIOIINX CETOAHS AMEPUKAHCKHUX U EBpONENCKUX PEKOMEHIAMM MO0 UMIUIAHTALIMHN 3TUX
ycTpoiicTB U PekoMeHmanuii 1o JIeUCHHIO KETYJOYKOBBIX apUTMHUH C IENbI0 NMPO(UIAKTUKH
BCC [4].

Tabauua VI.1. Uccaenoanust mo ouenke UK/ B oTHOmIeHMH NMEPBHUYHON U BTOPUYHOM

npoduiaakrtuxku BCC

HccnenoBanue, ean ucciaenoBanus KoJsimuectBo Ilepuon Pe3yabrarsl
roa NAlUEeHTOB, Ha0I01eHHs
nyoIuKanuu

pe3yJbTaToOB



AVID 1997 [25]

CASH 2000 [27]

CIDS 2000 [26]

MADIT 1996
[31]

GABG-Patch
1997

[111]

MUSTT 1999

[33]

Bropuunas npopuiakruka BCC
Cpasuenne AAT u UK/ y 1016
JIUII TTEPEKUBIINX
CEpIEUYHBIN apecT

13 mecsres

Cpasuenue AAT u UK/ y 288
JIUII TEPEKUBIINX
CEpIEUYHBIN apecT

57 mecs1eB

CpaBuenne AAT 659
amuogoponom u UKJI y nung
NEPEXXUBIINX CEPACYHBIH

apect

3 roma

IlepBuyHas npoguiIaKkTHKa
Cpasuenue UK/ u AAT y 196
nanuentos ¢ OVM B
anamHese, B menee 35%,
HXXT u unayurpoBaHHOM
ycT. KT B xone 310201
CpaBuenne UKJ+AKIII u 900
AAT+AKIII y manineHToB ¢
OB Huxe 35% B
OTHOILIEHUH BIUSHUS Ha
001110 JIETaIbHOCTD
Cpasuenne UK/], AAT u 659
6azoBoii Tepanuu UBC y
namuesToB ¢ OUM B
anamue3se, ®B menee 40%,
HOKT u unayuupoBaHHON
ycroitunBoii JKT B xoze
a0 DU

27 Mecs1eB

32 Mecsia

5 et

CHmxeHue oo1ei
JIETaIbHOCTH B
TIOATPYIITIS
nauuenToB ¢ K]
Ha 29%

B rpynme
mareraToB ¢ K]
oOrmas
JIETAIbHOCTH ObLIa
Ha 23% HuxKe,
apuTMHYCCKas
JICTAJIbHOCTh
YMEHBIINITACh Ha
61%

B rpynme
nauueHToB ¢ UKJ]
oOmasa
JIETAJIbHOCTH ObLIa
Ha 20% HIKe,
apUTMHYECKas
JIETAIbHOCTh
YMEHBIITUIACHh HA

31%

CHikeHue oOIei
JIETaJIbHOCTH B
MO PyIITe
mareraToB ¢ K]
Ha 54%
ITokazarenu
o0rmreit
JIETaJTLHOCTH HE
OTJIHYAIIUCH
MEXIy TpyHmaMu
CHmxeHue oo1ei
JIETaIbHOCTH B
MOATPYIIE
nanueHToB ¢ MKJ]
Ha 31% u 24% B
CPaBHEHUHU C
rpymmoit AAT u
0a30Boii Tepanuu
HUBC
COOTBETCTBEHHO



MADIT 112002 = Cpauenue UK]] u 6azoBoit
tepanuu MBC y nanmeHnTos

[32] ¢ OUM B anamuese, ®B
menee 30%

CAT 2002 CpaBHeHne 6a30BOi
tepanuu XCH u ee
coueranus ¢ UK/ y
nanuenTos ¢ JJKMII, ®B
menee 30%

[112]

AMIOVIRT Cpasuenue UK/ u

2003 aMHOJIapOHa Yy TIAlIUEHTOB C
JAKMII, ®B menee 35% u

[113] HXXT

DEFINITE 2004 = CpaBuenue 6a30Boit
tepanuu XCH u ee
couetanus ¢ UK] y
nanueHTos ¢ JJKMII, ®B
menee 36%, HXKT u XKD

[114]

DINAMIT 2004 = CpaBuenue 6a30BOit
tepanuu OVIM u ee
COUETaHMs C UMILIaHTaIuen
UK]] B mogoctpom (ot 6 110
40 mueit) nepuone OUM

[115]

COMPANION CpaBuenne tepanuu K] B

2004 [116] COUETaHUU C
KapANOPECUHXPOHU3UPYFOII]
et Tepanueit (CRT) ¢
HU30JIMPOBAHHOM
KapJIMOPECUHXPOHU3ZUPYIOII]
eli Tepanmelt nim 0a30BoH

tepanueit XCH
SCD-HeFT 2005 = Cpasrenue UK/,
[34] aMUOJIapOHa U T1anedo y

nanueHToB ¢ XCH II-1II o
NYHA, ®B menee 35%,
(atnomorusi: UbC — 55%,
JIKMII — 45%)

1232

104

103

468

674

1520

2521

20 Mecs1eB

66 MecsIieB

24 mecsma

29 Mecs1eB

30 mecsreB

12 mecsieB

45 MmecsaueB

CHxeHHne
a0COJIFOTHOTO
pucka oommei
JIETaJbHOCTH B
MOTPyTITIE
nauueHToB ¢ UKJ{
Ha 56 %
CHmkeHue
a0COIIOTHOTO
pucka oomen
JIETAIBHOCTH B
MOATPYIIe
nanueHToB ¢ MKJ]
Ha 55 %
CHkeHHue
a0COITFOTHOTO
pucka oorei
JIETAIBHOCTH B
MO PyIITe
mareraToB ¢ K]
Ha 17 %
CHxeHHne
a0COJIFOTHOTO
pucka oommei
JIETaIbHOCTH B
MOATPyTITIE
nauueHToB ¢ UKJ]
Ha 52 %
Wmroranranus
UK B momoctpom
nepuone OVIM e
YMEHBIIIAeT
0011y10, HO
CHIDKAET
APUTMHUYECKYIO
JIETAIbHOCTh
CHxeHHne
a0COIIOTHOTO
pHcka obmeit
JIETaJbHOCTH B
TTOATPYIITIS
manuenToB ¢ MK/I-
CRT Ha 36 %

CHixenue oomnei
JIETaJbHOCTH B
MOATPyTITIE
nauueHToB ¢ UKJ]
Ha 23%

Ipumeuanue: UBC — uwmemuueckas 6onesnv cepoya, K3 — ogwcenyooukosas sxcmpacucmonus, KT —
arcenyooukosas maxuxapous; JKMII — ounamayuonnas xapouomuonamus, @B — ¢gpaxyus evibpoca;



BJIHIII — 6nokada nesou Hoocku nyuka luca;, UK/ — umniauwmupyemulii Kapouosepmep-
degubpunnamop, OxoKI' — sxoxapouocpagus, HYIKT — neycmoiiuueas siceny0ouKkosas maxuxapous,
OUM — ocmputii ungpapxm muoxkapoa; XCH - xponuueckas cepoeunas neoocmamounocmo; UK/-CRT -
UMNIGHUPYeMblll Kapouosepmep-0euopuiLisamop @ covemanuu ¢ QyuKyueli KapouopecunxpoHu3ayuu.

Takum o0Opa3oMm, HOBBIE MOAXOJABI K MpOBeAEHUIO NepBUYHOM mnpodunaktuku BCC
TpeOyIOT BO3MOKHOCTH OCYILECTBIIATh NPOPUIAKTHUECKYIO 1e(UOPMIIALMIO Y 3HAYUTEIBHOIO
yycia nauueHToB. C MpaKTUYECKOW TOYKM 3PEHHUs 3Ta CUTyalusl MOJAPa3syMEBAeT BO3MOXKHOE
HaHECEHUE OJIHOTO pa3psijia y OIHOro OOJBHOTO 32 OTHOCHUTENIBHO MPOJIODKUTENBHBIA MEePHO
BPEMEHM, HAIIPUMEP COCTABIIAIOIINN HECKOJIBKO JIET. B 3TOM CBA3M KIMHUYECKOE MCIIOIb30BAHNE
HOBbIX MK/I-TexHonoruii, B pa3pabOTKe KOTOPBIX MPUHAIM Yy4acTHE, B TOM 4YHUCIE U

OTEUECTBEHHBII yUeHHbIE, IPHOOpETaeT BaXkKHOE KIIMHIUecKoe 3HaueHue [117-119].

PYA

Karerepnas PYA sBnsercss OIHOW W3 HMHTEPBEHIHMOHHBIX METOAHMK, CIOCOOHOM
3¢ GEeKTUBHO YCTPAaHUTh WK MOAU(UIIMPOBATH CYOCTPAT OJHOTO U3 TNIaBHBIX (PaKTOPOB PUCKA, a
umenHo KT w/mmm @XK. IlenecooOpasHOCTh €€ NPUMEHEHUS OIPENeseTCs 3THOJOTHUEH
apUTMHUYECKOTO CUHIpPOMA, BapuaHToM ero teueHus. [Iposenenne PYA onpapnaHo y nanueHTOB
C YacThIMU IIOKOBbIMU pazpsiiamMu UKJ] npu pa3BUTHH T.H. «3JIEKTPHUECKOTo mTopMay (6omnee 3
onpaBlaHHbIX IIOKOBbIX pa3psnoB MKJ] B teuenue 24 4yacoB), 00yCIOBIEHHOIO yCTOHYMBOM
pemauBupyromein KT, pedpakreprnoit k MHokecTBeHHOW AAT [120-122]. Tem He MmeHee, HA
CETOAHAIIHUIN JieHb, naHHble 00 3ddexkruBHOCTH PUA B oTHOmeHuu npodumakrukun BCC
OTpaHUYEHBI, BO MHOTOM H3-3a TOTO, YTO rpyrrmna manueHToB ¢ KT siBisercs HEOTHOPOIAHON U
MPOBEICHUE PAHIOMM3AIMHU Y 3TON KaTErOpHUH MAIIMEHTOB 3aTPyIHEHO.

B cBs3M ¢ BbIIECKAa3aHHBIM 3acCilyKMBAalOT BHUMAHHUS JaHHbIE MeTa-aHaiau3za S
uccienopanuii o oneHku 3ddexruBHOCTH PUA KT, omyOnukoBanueie B 2012 T., B KOTOpOM
aHAJTM3UPOBAIUCH JaHHbIE 0 457 MalKUeHTaxX cOo CTPYKTYpPHOHM maroyiorueil cepaua (B OCHOBHOM
uwemuveckoeo TeHesa) [67]. B uccrmeqoBaHuM MPOBOIWIICS CPaBHUTEIBHBIN aHAIU3 BIUSHUS
PUA u AAT Ha TedyeHHE apUTMHUYECKOTO CHHAPOMA M CMEpPTHOCTh (0e3 yTOuYHEHHUs ee
MEXaHu3Ma), OLEHMBAJIACh YacTOTa pa3BUTUA OCIOXKHEHUM mnpu nposeneHun PUYA KA.
Pesynbrarel MerTa-ananuza nokazanu, 4yto PYA JKA 10CTOBEpHO NPUBOAUT K CHUKEHHUIO
konuuectBa smm3on0B KT, kommdectBa smm3onoB cpabareiBanmst WK/, Tem He wMeHee,
npoBenenrne PUA He conmpoBOXKIAeTCsl YMEHBLIEHUEM CMEPTHOCTH (B T.4. U BHe3amHou). [lpu
00CYXKJICHHH TMOJMYyYEHHBIX pE3yJIbTaTOB aBTOPhl OTAAIOT cebe OT4YeT B TOM, YTO MHOTHE
myOJIMKaluy, BOIICANIAE B JTOT METa-aHAIW3,  WMEJW OMHUCATENIbHBIA XapakTep, a Io0Js

pPaHIOMU3MPOBAHHBIX UCCIIEIOBaHUH Obl1a orpanuueHa [123].



Hecmotps Ha TOT (akT, 4TO NyOJMKAIMKM, IOCBIMIEHHBIE pe3ynbratam PUA
neuwemuyeckux JXHP B T.u. y mauuentos ¢ A/IDK, JKMII, kananonaTusiMu CBUAETENbCTBYIOT
O IOJIOXKUTEJIbHOM BIIMSIHUM WHTEPBEHLIMOHHOIO BMEIIATEIbCTBA HA TEUEHHUE ApPUTMHYECKOIO
CHHJIpOMa, OHO3HAYHO CynuTh 0 poiau PYA B npodunakruke BCC ceronust He mpeacTaBiseTcs
BO3MOKHBIM. YHCIIO MAIlMEHTOB, MIPUHUMABIIUX YYaCTUE B ATUX HUCCIEAOBAHUIX OTHOCUTEIBHO
HEBEJIHKO, a MEPHOAbl KIMHUYECKOT0 HAOMI0OACHNS 32 HUMU ObUTH HEMIPOAOKUTEIbHBIMHU.

Takum obOpazom, cerogus PUA sBisiercss HanOonee 3(pGEKTHBHBIM METOIOM JICUYCHHS Y
nauveHToB ¢ JXKHP u oTcyrcTBHEM CTpyKTypHOM mnarojoruu cepaua [4]. VYinyumeHue
reMOJMHAMUYECKUX IapaMeTpoB, BO3HUKawllee mnocie nposeneHus PUA  umamonarnueckoi
KD, MoxeT paccMaTpuBaTbCs Kak BakHAs TMO3WTHBHAs MOTUQHKAIMSA Takoro (akropa pucka
BCC kak cuctonmuueckas nuchynkius [124]. Tem He MeHee, B ATOXY J0Ka3aTeIbHOW METUITIHBI
JUISL TIOITBEPXACHUS STOTO0 MPEIINOJIOKEHHUs] HEO0OXOIUMbl [aHHbIE PaHAOMU3HPOBAHHBIX
WCCJIEJOBAHUM C JJIUTENIbHBIM IIEPUOJOM HAOIIOEHUS 32 ITON KaTeropuei nalunueHToB.

Xupypruveckoe JiedueHue apuTMui

MeTroauku npsiMOro XHpPYpru4ecKoro MCCEUEHHs WIH PE3€KIHMH APUTMOTIEHHOIO Odara
MO-IIPEKHEMY MCIOIB3YIOTCA B BEAYUHUX XUPYPTUYECKHX LEHTpPaxXx y IMAalUMEHTOB C
peumauBupyromeit XA, pedpakrepHoit kK MHOkecTBeHHOH AAT; y mamuentoB ¢ UKJl wu
YacTHIMH IIOKOBBIMH Da3psiAaMu; y OONBHBIX ¢ HEd(PPEKTHBHOCTHIO OT mpoBeneHHOH PUYA.
Xupypruueckoe JieueHHe OOYCIOBIUBAeT HEOOXOAMMOCTh TINATEIBHON IpeaorepaluoOHHON
IIOATOTOBKM M MHTPAONEPALMOHHOIO ONPEIEICHNUs MCTOYHUKA WM HCTOYHUKOB TaXWUKAPIHH.
JIns >nMMAHANMKY ApUTMOT€HHBIX YYaCTKOB B PSZE LIEHTPOB HCIONB3YIOT IOAXO0MA, OCHOBAaHHBIN
Ha pe3eKUuu pyOLOBBIX Mmosiell B Muokapzae. IloCkoibKy Takue BMeEMIAaTeNbCTBA JOBOJBHO
TPaBMAaTHU4YHBI, TO HCIOJb3yEMBI€ CErOJHs B KIMHHYECKON INPAKTUKE ONEpanuu
OHJIOKApAUAIBHON pPE3eKUHH MOCTUH(PAPKTHOrO pyOla, KpyroBoWd SHAOKApIAHATBHOU
BCHTPUKYJIOTOMUM U DHIOBEHTPUKYJIOIUIACTUKHM, KaK IPaBUIO, COYETAKTCSA C aopTo-
KOPOHApHBIM IIYHTUPOBaHHWEM. B0 BpeMs XUPYypru4ecKOro BMEILATENIBCTBA TAaKXKE MOTYT

HCIIOJIB30BaThCs dHAOKapAuanbHas PYA, KpuoaeCcTpyKIus 04aroB apuTMUH.

Takum o6pazom, npu peunnusupytomei KT na done tepanuu K], pedpakreproit k
MeAMKaMEHTO3HOM Tepanuu U KarerepHoit PYA, Bo3moxHa xupypruyeckas pezekuust ouara JKT

wiu ero npsiMast PYA unu KpuoaecTpyKIus.

VY mnauuMeHToB C BpOXKACHHBIM CHHApoMOM yuinHeHHoro uHtepBana QT (LQTS)



BBITIOJIHEHHE JIEBOW IICWHO-TPYAHOM CUMIIATUYECKOM TaHMIMO3KTOMUU UCIOIB3YETCS Kak
JOTOJIHUTEIbHBIM METOJ JIedeHUs NpH dYacThix snu3onax tepanuu MK uau npu

HeIMepeHOCUMOCTH OeTa-01okaropoB [126].
PeBackynspusanus MHOKapAa € LebI0 JIeYeHU apUTMUI

Pa3Butne XA nHanpsimyio cBsizaHo ¢ octpoil miu xpoHuueckoit UBC. B atoii cBsizu
XHpYypruueckasi WM WHTEPBEHIIMOHHASI PEeBACKYISpHU3AIis THOSPHUPYIOIIET0 MUOKApAa MOXKET
VAYUYIIUTh ANEKTPUYECKYI0 CTAaOWUIBHOCTh U CHU3UTH BEPOSATHOCTH PA3BUTHUS JKEIYJOYKOBBIX
aputMuid. Takum 00pa3oM, CKpUHMHIOBas JUArHOCTUKA U JIEYEHHE WIIEMHM CEpALa TOJKHbI
ObITh TIEPBBIMU dTanamMu crparudukanuu pucka u npodmiaktukn BCC, mMoCKonbKy mocie
peBacKysIpU3alus JKU3HECIOCOOHOTO MHUOKapAa MOXET MOAU(UIMPOBATH TaKOW OCHOBHOU
¢dakrop pucka BCC kak cokparutensHas muchyskus JOK [127]. V psga noctuH(DApKTHRIX
nanueHToB xu3Heyrpoxatoiue JKHP mMoryt ObITh yCTpaHEHBI peBacKyisipu3alueld MHOKap/a,
HO TOJILKO B TOM Cjlydae, €cClid OHU mpoBolupyrorcs uiemueid. CHuznth yactoty KT/DXK B
OCTpBI TepuoJ WH(papKTa MHOKapAa MO3BOISET W PAaHHSAS PEBACKYJSpU3ALMs MHOKapaa B

COYCTaHUH C HaA3HAYCHUEM 6CTa-6J'IOKaTOpOB.

Tem He MeHee, y 3HAYUTEIHHOTO YHCIA OOJNBHBIX, HECMOTPS Ha MPOBEACHHYIO
peBacKyisipu3annio Muokapzaa, puck passurug BCC B teuenue roga cocrasnser 13% [128].
Crenyer moHUMaTh, 4TO y OOJIBHBIX C OONBIION TUIomanasio pyona Boccranosienne @B JDK
MeHee BeposTHO, U nMiutantauus MKJI Moxer noTpeboBaThCcsl y:ke BCKOpPE IOCIE MPOBEIECHUS
pEBaCKyIISIpU3ALIHN.

O0630p uccienoBaHUi, MOCBAIIEHHBIX TaHHON MpoOieMe, CBUAETENIBLCTBYET O TOM, YTO
peBacKyisIpyU3alys MHUOKAap/Aa MPUBOIUT K YBEIMUYEHUIO BBKMBAEMOCTH M CHM)KEHHUIO YaCTOTHI
passutus BCC B ortnanenHom nepuone Habmoaenus [129]. Ecnu teuenne MBC ocnoxusiercs
pasButHeM KA, 0cOOEHHO y MAlMEHTOB C MOPAXKEHUEM CTBOJIA JIEBOM KOPOHAPHOM apTepuu M
IIPOKCHMAJIbHBIX OTJEJOB NEpEeIHEN MEeXOKETyJI0uYKOBOM BETBH, TO CYLIECTBYET BBICOKAs
BEPOSATHOCTh TOT0, YTO PEBACKYJISpPU3ALA MUOKapJa IMO3BOJIUT CHU3UTHh YAaCTOTY Pa3BUTUSA U
YMEHBIINUTD TSHKECTh TEYEHUSI apUTMHUYECKOIO CHHAPOMA, a Y HEKOTOPBIX ITALIUEHTOB ITOJIHOCTHIO
€ro YyCTPaHUT.

Ha Ham B3rasx OTAENBHOIO BHUMAHHUS 3aCIyXHBAaeT BONPOC NPOBEIECHUA
pEeBaCKyJISIpU3aIliy y TAIMEHTOB C uIeMu4eckoi 3tuonorueii XCH 0e3 KIuHUYECKH BeAyIIUX

NPOSIBJICHUI CTEHOKapAMM C LEJIbl0 MepBUYHOM U BropmuyHOW mnpodunaktuku BCC. B



OTHOLIEHUMU HTOM KaTeropuum OOJBHBIX KpailHE OrpaHUYEHbl JaHHBIE O BIHUSHUU
peBacKyspu3aluyu He TosbKo Ha yacToTy BCC, HO M Takke Ha OOIIyI0 BBIKMBAEMOCTb.

B »TOoM KkoHTekcTe amarHoctuueckoe obcnenoBanue 0oibHBIX ¢ XCH umemuueckoro
reHe3a  JIOJDKHO BKIIOYaTh M OIGHKY JKM3HECIIOCOOHOCTH MHOKapaa. Tak B IIETIOM psijie
IIPOCIIEKTUBHBIX U PETPOCHEKTUBHBIX UCCIIEZIOBAaHUN, a TaKXKe MeTa-aHalu30B ObLIO
MIPOJAEMOHCTPUPOBAHO, YTO y OOJBHBIX C HMIIEMU3UPOBAHHBIM, HO BCE €llle >KM3HECHOCOOHBIM
MHUOKapJIOM, IOCJIE€ MPOBEACHUS PEBACKYJISPU3ALUU OTMEYAETCS YIydIlIEHUE COKPaTUTEIbHON
¢yukuun JOK u xapakrepuctuk BbDKHBaeMocTH [127]. HampoTtuB, y OonbHBIX 0e3
KHU3HECIIOCOOHOTO0 MHOKapjAa peBacKyisipuzanus Hedh(deKTHBHA, a 3HAYUT, CleayeT u3berarb
BBITIOJIHEHUSI KpaifHe puCKOBaHHOU orepanuu. CTaHIapTHOW METOIMKOM NJisi OIICHKA aHATOMUU
MHOKap/la, €r0 PerHoOHaJIbHOW M OO0IIel COKpaTuTeNbHOU (DYHKIMH, )KU3HECIOCOOHOCTH U, YTO
ele BaJkHee, pa3MepoB MH(APKTa U MPOLIEHTa TPAHCMYPAIBHOTO MOPaXKEHUs (OIPEEIIEMOro ¢
MIO3/IHUM T'aJI0JINHUEBBIM YCUJIEHUEM) SIBIISIETCS S,IEPHO-MarHuTHBIN pezoHanc [ 130].

Bri6op Mexay OCHOBHBIMM MeTogaMu mpsMoi peBackyispuzauun (AKII wunun
WHTEPBEHIIMOHHAS aHTHOIUIACTUKOM) JOJKEH OCHOBBIBATHCS HA TIATEILHOM OLIEHKE aHATOMUU
KOPOHAPHBIX MOPAKEHUM, 0KUAAEMON «IIOJHOTBDY PEBACKYJISpU3ALMM, XapaKTepa COUYETaHHBIX
3a00eBaHUIl M HAMM4YMsl ~ WIM OTCYTCTBHS COIYTCTBYIOIIETO BBIPQXKEHHOTO KIIAIIAHHOTO
MOPAKEHUS CepaLa.

Tem He MeHee, MPOBEICHHE YCIEIIHOW peBacKkymspuzanun y OonbHBIX WBC ¢
CUCTONTMYECKOW IHC]YHKIMEH, HEe CHUMAeT C IOBECTKH AaKTyaJbHOCTh MEpONPHUITHHA O
npodmraktuke BCC u ummnanranuu UK/ [4, 12].

B Tabn. VI.2 u VI.3 nmpuBogstcs pexomenmanuu s 6oapHBIX XCH ¢ cuctonmmueckoit
muchynkiueit JOK (PB<35%) u npeobnaianreM CUMITOMOB OO cTeHokapanu, 11ubo XCH.
Taoa. VI.2. Pekomenaauuu 1Jis1 00JIbHBIX ¢ XPOHHUYECKOH CepPIeYHOl HEeJOCTATOYHOCTHIO U

cucrtonunveckoil auchpynkuuein JIK (PB <35%), ¢ npeobdiagaHueM CHMIOTOMOB

CTEHOKAPINHU
K a a ¢ ¢ J[loka3areiabHOCTH
NnoKa3aHMuii

Brimmonuenne YKB BO3MOXKHO mOpH TOAXOIAIIEH IIb C

aHaToOMMM U IIpU HAJIW4YUH YKM3HECII0COOHOI0

MHOKapaa.



Taba. VI.3 Pexomenaauuu Ajs 00JbHBIX ¢ XPOHHYECKON cepevyHOoil HeJOCTATOYHOCTHIO U
cucroanyeckoi nuchynkuueii JIZK (OB <35%), ¢ npeodi1aganneM CUMITOMOB CepAe4HOM
HeI0CTATOYHOCTH (cTeHOKapaAuu Ha ypoBHe I-II kiacca uiam ee orcyrcTBHE)

K a1 a ¢ ¢ J/loka3zareJbHOCTH

NOKAa3aHui
Bemonnenne YKB BO3MOXHO NpH NOAXOAALIEH ITb C
aHATOMHHU W TMPHU HAJUYUU SKU3HECTIOCOOHOTO
MHOKapaa.
B oTcyTcTBHE NOKa3aHHOTO HAaJIU4YUA I B

KU3HECIIOCOOHOTO MHOKap/a peBacKyJIspHU3aiys

HE PCKOMCHAOYCTCH.

VII. CTPATUDUKALINA PUCKA U NMPODPUNTAKTUKA BCC NPU
OTAENBbHbIX HO30ONOMYECKUX ®OPMAX

VIL.1. Crparugukanus pucka u npouiaakruka BCC y nanuentos ¢ UBC

VIIL.1.A. Crparuduranusa pucka u npopuiakruka BCC y nauueHToB ¢ NOCTUHH(APKTHBIM
KApAHOCKJIEPO30M M cucToIn4Yeckoi nuchynkuueit JIZK

Crparndukanus pucka

s onpenenenus pucka pa3utuss BCC u BbiOopa Mep ee NMpOPHIAKTUKH Y JTaHHOU
KaTeropuu IalUEeHTOB, IPEXKIE BCEro, HEOOXOIMMO COCTaBUTh IIPEICTABICHUE O BapHaHTE

kiMHuYeckoro teueHust MbC B ka10M KOHKPETHOM ciydae (CTaOMIbHbIH-HECTaOMIbHBIN).

VY nanueHToB ¢ yKa3aHMSMHM B aHaMHE3€ Ha IEpEeHECEHHbI paHee (He MeHee 40 1HEN)
uHpapKT MuoOKapaa anroput™ crparudukanum pucka BCC mnpencraBnen B Tab. VILI.I.
[TocnenoBarenpHas peanu3anys aNroOpuUTMa y JAHHOW KAaTeTOPUM MAIMEHTOB IPENIOonaraeT
BBISIBIICHUE, MPEXKJE BCEro, ocHosHuix (pakTtopoB pucka BCC, uro B KOHEUHOM wurore, OyaeTr
OTpeNeNIATh MepPeUeHb MEPONPUATHH, HEOOXOAMMBIX AJS NMPOBEACHUS MEPBUYHON/BTOPUUHON
npodunaktuku BCC B kax10M KOHKPETHOM KJIMHHUYECKOM CITy4ae.

Taonuna VIIL.1.1. Crparudpukanus pucka BCC y nauneHToOB ¢ NOCTHHGAPKTHBIM
KAPAMOCKJIEPO30M U CUCTOIHYeCKON nuchynkumein JIZK

1. EcTb Jiu Bepu(pruupoBaHHBIH 3NIM30] cepAedYHOro apecta Beaeacreue OXK//KT?



oa Hem

cM. nyHKm 2

2. EcTb /11 cTeHOKapAus W/ WK NPU3HAKHU AecTadnansanun® teuenust UbC?

oa Hem
Koponapocpagus, oocyscoamp CM. pazoen pekoMeHOayuu no npopuiaKmuxe
603MONCHOCMb PEBACKYNAPUIAUUU BCC

3. EcTh JIM 3aperucTpMpOBaHHbIE HEYCTONYUBBIE KeJTYI0UYKOBbIE HAPYIIEHUS] pUTMa**?

oa Hem
XM-OKT, obcyscoams nposeoenue KAI, cM. nyHKkm 4
9HO0 D DU
4. EcThb 1M KJIMHUKO-HHCTPYMEHTAJIbHbIe MPU3HAKH XPOHHUYECKOH aHEeBPU3MbI JIEBOTO
JKesrynouka?
oa Hem
06cydHcoamv Kapouoxupypauyeckoe iedeHue CM. nyHKm 5
5. ®B JIK menee 40%
oa Hem
cm. pazoen npogunrakmuxka BCC CM. pazoen cmpamugurayusi pucka u

memoovl npogpunaxkmuxu BCC y nayuenmos ¢
xponuueckoti UBC u coxpanmoii

cucmonuueckou Qyukyueti JIK

* - noo mepmunom Oecmabunuzayus medenus HBC nonumaiom HecmadUuibHyio
cmenoxapouto (coenacuo onpedenenuio Hayuonanvnoix pekomenoayuii no nevenuio OKC 6e3
cmotixoeo noovema ST na IKI') cmenoxapouro I1I-1V @K npu omcymcemeuu 3¢pgexma om
A0EKBAMHO NPOBOOUMOU AHMUAHSUHATILHOU MEPAnuu, CMeHOKaApOUuio GO3HUKULYIO NOCLe

npoBedeHUss MEPONPUAMULL NO pesacKyaapuzayuu muoxkapoa (cmenmuposanue, AKIII).

** - noo mepmunom neycmotiuugvie JKHP nonumaromes neycmounueas KT (HXKT) u KD.

[TocnenoBarenbHas pealn3anys NPEACTABICHHOIO alropuTMa y JAaHHOW KaTeropuu
NaIMeHTOB, MpeJoiaraeT Npex/Ie BCero NCKIIUeHHe HecTabupHoro BapuanTa teueHust UbC,
a TaKXKe BbIBIEHUE ocHogublx (pakTopoB pucka BCC, 4yTo B KOHEUHOM uTOre, OyAeT OnpenesTh
nepedeHb MEPONPUATHIA, HEOOXOIUMBIX JIJISl IPOBEICHHSI TIEPBUYHOM/BTOPUIHON MPOYUITAKTHKH

BCC B kaxka10M KOHKPETHOM KJIMHUYECKOM CIIy4ae.
Pexomennannu no npopuiaakruxke BCC
B coorBeTcTBUM C IMpUHIUITIaMHA IIOKa?;aTeJII)HOﬁ MCIUIIMHBI HHXKC mpeacTaBJICH

MEPpCUCHb MepOHpHHTHﬁ, KOTOpPBIC HeO6XO,[lI/IMO OCYHICCTBJIATE JIA IIPOBCACHUS HpO(I)I/IJ'IaKTI/IKI/I

BCC y nanueHToB, UMEIOIMNX YKa3aHUs B aHAMHE3€ Ha MePEeHEeCCHHBIM HHPAPKT MUOKap/Ia.



Knacc I:

1. Aoexsammnoe meouxamenmosnoe nedenue MBC u XCH, sxawouaiowee obOsa3amenvHoe
HasHaveHue (npu omcymcmeuu npomueonoKa3aHull U NOOOYHbIX dPeKmos) credyiouux

2pYnn npenapamos:
*  Oema-onoxamopwl (A)
* uAlld (A)
* ayemuncanuyunosas kucioma, (A)
* cmamunsl (A)
* [IH)XK (B)

2. Boccmanosnenue KOPOHAPHO2O KpOBOMOKA XupypcudecKkum uiu uHmepeeHyuoOrHbIM

Memooamu npu 803moxHcHocmu nposedenusi smotu koppekyuu (C).

3. B yensax emopuunou npoghuraxmuku BCC UKJ/]-mepanusa pexomeHOosana nayuenmam,
svlorcusuum nocie OXK unu eemoounamuuecku necmaobunvrot KT (ocnosHvie pakmopbi
pUcKa), komopwvie He ObLIU CEA3AHbL C 0OPAMUMBIMU NPULUHAMU U KOMOpble NONYYAIOm
NOCMOSAHHYI0 ONMUMANLHYIO MeOUKAMEHMO3HYI0 mMepanuro, umerm Xopoulutl
@DyHKYUOHANbHBII cmamyc™ u O1a2onpUAMHbBIL NPOSHO3 BbIHCUBAHUS 6 MeyeHue 200a U
bonee (A).

4. B yenax nepsuunou npogurakmuku BCC UK]/[-mepanus pekomenoosana nayuenmam c
Haiuduem maxoeo o0cHoeHo2o ¢Gaxkmopa pucka BCC xax oucgyuxyus JDK,
obycnoenennas npeowecmayiouwum UM (ne menee uem 40 omeu nocre UM), ¢ @B JDK
Hudce 40%, ¢ XCH I—III ®K no kraccugpuxayuu NYHA, ¢ xopowum @yHKYuOHAIbHBIM
Cmamycom, Noay4aroWuM NOCMOSHHYIO ONMUMALLHYIO MEOUKAMEHMO3HYI0 MePanuio u
umeruum O11a2oNPUSMHBLL NPOSHO3 BLIJICUBAHUS 8 meueHue 200a u boaee (A).

5. B yenax nepsuunoi npogunaxmuxu BCC UK/]-mepanus pekomenoosarna nayuenmam c ¢
Hanuyuem maxux ocHosHvlx ghakmopos pucka BCC kak oucynxyus JDK, obycrosnennas
npeduwecmeyiowjum UM (ne menee uem 40 oueil nocne UM), ¢ @B JDK nuoxce 40%, c
XCH I—III @K no xknaccugpuxayuu NYHA, ¢ neycmoiiuusoti KT (no oannvim IKI, XM-
IOKT) u yemouuueou KT u/unu @K (unoyyuposanmnoii 6 xooe 31009DPHU), ¢ xopouwium
DYHKYUOHANIbHBIM CMAMYCOM, NONYUAOUWUM NOCMOAHHYIO ONMUMALbHYIO
MEOUKAMEHMO3HYI0 Mepanuro U umeowum O01a2onpusimHuoulil. NPOSHO3 BbIJCUBAHUS 8

meueHue 200a u bonee (A).

Knacce Ila:

1. AMUO@GPOH 6 couemdaHuu c 6ema-6ﬂ01<am0pajwu ¥y nayueHmoe C Haiuduem makozco

ocHosHo2o paxkmopa pucka BCC xax cumnmomamuunvie JKHP npu omcymcmeuu



aghpexma om uzonuposanro2o npuema bema-610kamopos (B).

2. Comanon y nayuenmoe ¢ JKHP (ocnosnoii ¢pakmop pucxka BCC) npu omcymcmeuu

agpgpexma om npuema b6ema-oroxamopog (C).
3. [Ilposedenue xupypeuueckoeo neuwerus XxpoHuyeckoul anegpusmol cepoya (C).

4. PYA KT y nayuenmos c¢ UKJ] u AAT npu uacmoix (6onee 2 paz 6 200) snu3odax
onpasoannou mepanuu UK/ (C).

Knacc IIb:

1. PY4 y nayuenmos c ecemoounamuuecku cmaounvnot KT (ocnosnoti ¢paxmop pucka
BCC) u @B 6onee 40% (B).

2. Amuooapor y nayueumos c¢ T (ocnoenou ¢paxkmop pucka BCC), komopwie He

nepernocam u/unu omkaszvigaromes noryyame mepanuio UK/ (C).

Knacce I11:

1. Hasnauenue AAT ne sensemcs o053amenvHbiM Y NAYUEHMO8 ¢ ACUMNMOMHbIMU JKD unu
neycmotuuusou KT (ocnoenoii hakmop pucka BCC) (B).

2. AAT IC knacca npomusonokasatul (4).

3. Hasunauyenue amuooapona e pekomenoyemcs nayuenmam ¢ mupeomokcuxosom (C).

*-0 MCTOJUKAX IMPOBEACHHA OLICHKHU (i)YHKHI/IOHaJ'H)HOFO cTaryca Bbl MOXCETC IMPOYUTATH HA

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VIL.1.b. Crparudukanuss pucka m meroabl npopmiaaktuku BCC y nanmeHTOB C

xpounyeckoit UbC u coxpanHnoii cucronuveckoi pynkuueii JIXK
Crparudgukanusi pucka

Crnenyer moHuWMarh, 4TO JIIOOOW MAIMEHT C BepUPHUIMPOBAaHHBIM auarHozom MBC
HNOTEHIMAJIbHO OTHOCUTCS K rpymnmne pucka BCC, a OONBIIMHCTBO BHE3alHBIX CMepTed B
a0COJIIOTHBIX 3HAYEHMAX HPUXOTUTCS HAa KaTeropuio JUI 0e3 BBIPaXKEHHOM CHCTOINYECKOU

nucyHkuu muokapaa JOK [9-12, 19].

Y oToll rpynme NAaUKWEeHTOB KIIOYEBOE 3HaueHUE MpuodOpeTaeT BepUUKALUS U
nocnenyroomas Moaudukanus emopocmenenuvix (pakropo pucka BCC, kotopeie, Mo CyTH,
aBisitoTcs U paktopamu pucka MBC. Takum o0pa3om, MpoBeAeHUE TUATHOCTUYECKUX TECTOB U

Ha3Ha4YeHUE MEJIMKaMEHTO3HOW Tepanuu (BTopuuHas npodunaktuka MBC),



pernaMmeHTHupoBaHHoe HanuoHanbHbIMH PekoMeHZanusMH IO JUArHOCTUKE U JICUEHUIO
xpornyeckor WBC, mo cytu, SBISIOTCS MEpPONPUATHSAMH 1O CTpaTU(UKALUU pPHUCKA H

npodunaktuke BCC [131].

[losiBnenne pasznuusbix BapuaHToB JKA y mamueHTtoB ¢ XxpoHuueckod MBC 3auactyro

MOJXKET OBITh CBsI3aHO C jaecTadmm3anueit Teuennst MbC n/wmm nporpeccupoBanuem XCH.

B GonpmmucTBe ciydaeB npobexxku HXKT y manmenTtoB ¢ xponuueckoir gpopmoit UbC
O0eccuMnTOMHBI. J[0 HACTOAIIErO BPEMEHH HE CYIIECTBYET OOLIEPUHSATHIX JAHHBIX O TOM, 4TO €€
IIOJIaBJICHNE JOCTOBEPHO YBEINYMBAET BBLKMBAEMOCTh. Jleduenue ycroiunson KT y manueHToB
¢ xponunueckoit popmoit UBC onpenensiercs ee KIMHUYECKUMHU NPOSIBICHUSIMA U YacTOTOM ee
BO3HUKHOBEHHUS. Y IALMEHTOB, C YKa3aHWsIMHM B aHaMHE3€ Ha JIM30[ CEPACYHOrO apecra
Beiencteue DK/ KT, koropsiid pa3suiics mociie 48 4 ot Hadaima OVIM, umeeTcst BBRICOKUI PUCK

BO3HMKHOBEHHUS MOBTOpHOTO 3nu3oaa OXK [132-134].

Hns ompenenenust pucka pazputusi BCC u BbIOOpa TaKTUKU JICYEHUS y JTAHHOM
KaTeropuu TMAalHeHTOB HEOOXOAMMO YUYUTHIBATh KIMHHYECKYI0 KapTHHY 3a0olieBaHHs U
BepUpUIIMPOBaTh BO3MOXKHbIE MpuuuHbl pa3Butus JXHP. Anroputm crparuduxanuu pucka y
OonbHBIX, iepeHecmuit OVIM, nipencrasien B Tabmuie VIILL1.2.

Ta6auna VIL.1.2. Crparuduxanus pucka BCC y naunentos ¢ xpouundeckoit UbC u
COXpaHHO# cucroanyeckoi pynkuueit JIZK

1.EcTb JIn npexoasiiasi WM NOCTOSIHHAS MIIIeMUs MHOKAPAa W/WJIM NOBTOPHbIE OCTPhIe
KOPOHapHbIe NN301b17

aa HET
Koponapocpagus c uenvio evibopa memooa cM. nyHKm 2
pesackynapusauyuu

2. EcTtb JuM 3aperucTpuMpoBaHHbIe YCTOWYMBBLIE/HeyCTOHYHMBBIE :KeJYI0YKOBbIE
HapyuieHus1 purma?
Aa HET
Koponapozpagus c yensvio evioopa memooa Cum. pekomeHOayuu no OudacHocmuke u
pesackynapuzayuu neuenuto xponuveckou UBC[131]

Pexomennannu no npodpuiaakruxke BCC

Knacc I:



1. Aodexsammnoe medukamenmosnoe neuenue MBC u XCH, exnouaiowee obsizamenvHoe
HazHaueHue (npu Omcymcmeuy nPOmuBonoOKaA3aHuUll U noOOUHbIX 3P Gexmos) ciedyruux
2PYnn npenapamos:

* bema-obnoxamopwi (A)

* uAlld (A4)

* ayemuncanuyunosas kucioma, (A)
* cmamunsl (A)

* [IH)XXK (B)

2. B yenax emopuunou npogunakmuxu BCC nayuenmam, eviocuswium nocie @K uiu
cemoounamuyecku Hecmaobunvrou KT (ocnosHble @axmopwvl pucka), npu HaAIUduu
NOKA3AHUL PEKOMEHO08AHO 80CCMAHOBIEHUE NPOXOOUMOCMU KOPOHAPHbIX apmepuil, max
KaK ocmpas uuiemust Muokapoa, kax npasuno, nposoyupyem KT (B).

3. B yenax emopuunot npoghunaxmuxu BCC UK/[-mepanusi pekomeHO08aHA NAyUeHmMaM,
svlorcusuwium nocie OXK unu eemoounamuuecku necmabunvrol KT (ocnosHvie pakmopbi
pucka), npu omcymcmeuu 603MONCHOCMU B60CCMAHOBNEHUS KOPOHAPHO2O KPOBOMOKA,
KOmopbvle Noay4arom NOCMOSHHYI0 ONMUMANbHYI0 MEOUKAMEHMO3HYI0 Mepanuio, Umerom
Xopowiutl YyHKYUOHANbHBIN cmamyc™ u O1a2onpusmmublii NPOSHO3 BbIHCUBAHUSL 8 MedeHUe
200a u bonee (A).

* - 0 METOAMKaX MPOBEACHUS OLIEHKH (PYyHKIIMOHAIBLHOTO CTaTyca Bbl MOXETE IMPOYUTATh Ha

caiite http://www.chcr.brown.edu/pcoc/functi.htm

Knacc Ila

1. Tepanus amuodaponom 6 couemanuu c [-adpenobrokamopamu yenecoobpasHa O
VMEHbULEHUSL  BbIPANCEHHOCU CUMNIMOMO8, 00YCI08IEeHHLIMU MAKUMU OCHOBHBIMU
¢daxmopamu pucxa BCC kax peyuousupyrowas cemoounamudecku cmaounvnas KT y
nayuenmos ¢ oucpyuxkyueu JIK, obycnosenennou nepernecennvim OUM, xomopwvim He
Modcem 6vimob umnaanmuposan UK/ unu onu omkazvleéaromces om npogeodenus onepayuu
umnranmayuu (C).

2. B yenax nepsuunoti npogunakmuxku BCC eoccmaHnosnenue KOpoHaApHO20 KPOB8OMOKA
Xupypeuseckum u/uiu UHMep8eHYUOHHbIM MemMOOOM NPU 803MONCHOCIU €20 NPOBEOeHUs
nokasano nayueHmam c xpouuyecxou UBC u nanuuuem 2emMoOUHAMUYECKU 3HAYUMBIX
cmeno0306 koporapuvix apmepuii (C).

3. Umnnammayua UK]J] yenecoobpasna npu nevenuu peyuousupyroweti ycmouyugou KT y



nayuenmos c¢ nepenecennvim panee OUM (ocnosnvie ¢haxmopwr pucka BCC) c¢
HOPMANbHOU UlU  OIU3KOU K HOPMATbHOU CUCMOTUYECKOU (YHKYUEL IHCeryOOUKOs,
NONYUAIOWUX NOCMOSHHYIO ONMUMATbHYIO JIeKAPCMBEHHYI0 MePanuro U  UMerUWUxX
O1a2ONPUAMHBILL NPOSHO3 OISl BbIHCUBAHUS C XOPOWUM QYHKYUOHATLHBIM COCTOSAHUEM 8
meuenue 2ooa u bonee (C).

Knacc I1b

1. Paououacmommnas kamemepnas abaayus uiu HA3HA4eHue amuooapoHd Modicem
paccmampusamuvcsi Kak anomeprHamuea yemanoske UK/ y nayuenmos ¢ ymepeHHOU
oucgyuxyuen JDK (@B 6onee 40%) u nanuuuem maxkoco OCHOBHO2O (hakmopa pucka
BCC xak peyuousupyrowas cemoounamuyecku cmadunvnasn KT (B).

Knacce 111

1. He pexomenoyemcsa nasnavenue AAT 6 npogunakmuueckux yenax Onsi CHUINCEHUS.
CMepmHOCIMU V NaAyueHmo8 ¢ Heycmouuusvimu oeccumnmomuvivu KA (ocnoenotu
¢axmop pucxa BCC) (B).

VIIL.2. Crparudukanus pucka u npoguiaakruka BCC y nanueHTos ¢

XPOHHYECKOI cepaeuyHoii HETOCTATOYHOCTBLIO

CepaeuyHasi HEJOCTAaTOYHOCTh — MATOJOTUYECKOE COCTOSIHME, MPU KOTOPOM CEpICUHBIN
BBIOPOC HE COOTBETCTBYET MOTPEOHOCTH OpraHU3Ma BCIIEACTBUE CHUKEHUS HACOCHOM (PYyHKIIMH
cepana. B kiIMHMYECKON IpaKkTHKe pa3M4yaloT OCTPYIO M XPOHUYECKYHO CEpAECUHYIO
HezocTaTouHoCTh. CepieuHast HeI0CTaTOYHOCTh HE SIBJISIETCS CAMOCTOATEIbHBIM 3a00I€BAHUEM.

Kak IMpaBUJIO, OHA - OCJIOXKHCHUC UJIK PE3YJIbTAT PA3JIMIHBIX 3a00JIeBaHUI U COCTOSHHIM.

Y nanMeHToB € XPOHHUYECKOM CEPAECYHOW HEIO0CTAaTOYHOCTHIO, COMPOBOXKIAOIIEHCS
CHIDKEHHEM CHCTONMYECKON (yHKuuHU, dacto Bcrpevarorcs KA m mosbimeH puck BCC.
Ortuonoruss XCH BeposTHO OKa3blBa€T BIMSHHE Ha pa3iMYHble MeXaHM3Mbl M BHIbI KA.
HononuurtensasiMu npeauktopamu BCC y 6onpHbix XCH sBnsitOTCSA BbIpaK€HHAs] MUTpaJIbHAs
peryprutanus, CHI>KEHUE ypoBHs remorniobuHa u comyrtcrBytomias XIIH, ¢ mporpeccuBHbIM
yBenmuuenueM pucka BCC Ha cragun xponudeckoro auanusa [135-138]. 13 nHCTpyMEHTaIBHBIX
nokazaTeniel HauOoOJbIIeH MPOrHOCTUYECKOM INeHHOCThI0 y OonbHbIX XCH obmagator OB,
JUTTETTbHOCTh KoMmIuiekca QRS, nHamuuwme Onokanasl JeBOM HOXKKHM Tydka [uca, curHani-
ycpensnenHas OKI, BapuabelbHOCTh pUTMA CEpAlla, MATOJOTHYECKHE H3MEHEHUS

Oapopeduiekca, anprepHanus 3yona T, gucnepcus uatepBaita QT, TypOyJlIeHTHOCTh CEpAECYHOTO



putMma [139].

Crparudukanus pucka

Jnst onpenenenust pucka passutuss BCC u BeiOOpa mMep ee MpO(MIAKTUKHA Yy JTaHHON
KaTeropuu IMalMeHTOB HEOOXOAMMO COCTaBUThH IpenacraBieHue o reHeze XCH B kaxaom

KOHKPCTHOM KIIMHUYCCKOM CJIyvac.

B ta6. VIL.2.1. npeacrasien anroputm crparudukanun pucka BCC y nammmentos ¢ XCH.
ITocnenoBarenbHas peanu3anuss JaHHOTO AJITOPUTMa IO3BOJUT OIPEAECIUTH IEPEUYEHb
MEpONPUATHI, HEOOXOIUMBIX ISl TIPOBENCHUs TIepBUYHOWM/ BropuuHO# npodunaktukn BCC B

KaXaAO0M KOHKPETHOM KJIIMHHUYECKOM CJIy4dac.

Tabauua VIL2.1. Crpatndpukanus pucka BCC y nannentos ¢ XCH

1. Umerorcs j1u nanHble 00 MiemMuyeckom renese XCH?
oa Hem
Koponapozpagus, oocyscoamep cm. nyHkm 2
803MONCHOCHb PEBACKYNAPUIAUUU
2. EcTb J1u yKa3aHusi B aHAMHe3e Ha dMHU30]] cepIevyHoro apecra?
oa Hem
(cm. pekomenoayuu no npogurakmuxe BCC —  Mepwvl npogunaxmuxu 6y0ym onpeoensimvcsi:

xknacc 1, nynkm 1) e  ®K XCH no NYHA

*  gemuuunou OB JUK,

* Hanuyuem /omcymcmeuem KA

*  Hanuuuem /omcymcmeuem NpU3HaKos8
0eCUHXPOHUZAYUU JHCETYOOUKO8

(cm. pexomenoayuu no npogunaxkmuxe BCC)
HNmeroTcst 3aperucTpupoBaHHbIe YCTONYHBbIE/HEYCTOMYNBbBIE JKeJTY109KOBbIE
HApyLIeHus1 putMma?
oa Hem

XM-IKT, obcysrcoams nposederue sn002PHU  cm. pexomenoayuu no npoghunaxmuxe BCC

Pexomennanuu no npodunakruke BCC
Knace 1

1. Aoexsammnoe meoukamenmosnoe nevenue XCH coenacno mexywum HayuonanvHoim
Pexomenoayuam no neuenuro XCH [83], sxnrouarowee obsazamenvroe Haznauenue (npu

omcymcmaeuu npomusoNnOKA3aHULl U noOOUHbLIX 3¢hpexmos) bema-b1okamopos (4),



uAIll® unu 6noxkamopos peyenmopos AI'2 (4), moueconnvix (C), cnupononraxmonos (A),
ITH)KK (B)

2. B yenax emopuunot npoghunaxmuxu BCC UK/[-mepanusi pekomeHO08aHaA NAyueHmam,
svlorcusuwum nocie OXK unu eemoounamuuecku necmabunvrou KT (ocnosnvie pakmopbi
pUcKa), Komopule He OblIU C6A3aHbL C 0OPAMUMBIMU NPUHUHAMU U KOMOPbLE NOLYYAIOm
NOCMOAHHYI0 ONMUMANLHYI0 MEeOUKAMEHMO3HYI0 mepanuro, umerm Xopoulutl
@yHKyuonanvHulll cmamyc™ u O1a2onpuUAmMHbIL NPOSHO3 BbIHCUBAHUS 6 MeyeHuUe 200d U
bonee (A).

3. B yenax nepsuunou npopurakmuxku BCC UK][-mepanus pekomernoosana nayuenmam c
Hanuduem mako2co OCHOBHO20 akmopa pucka Kax oucyuxyus JDK, obycroenennas
npedwecmeyiouwum UM (ne menee uem 40 ouetl nocne UM), ¢ @B JIK nuoce 40%, c
XCH [—IIl @K no xknaccugpuxayuu NYHA, ¢ xopowum @ynkyuorarvuvim cmamycom™,
NONYYAIOWUM NOCMOAHHYIO ONMUMATLHYI0 MEOUKAMEHMO3HYIO MEPanuro U umeroujum
O1a2ONPUAMHBLIL NPOSHO3 BLINCUBAHUSL 8 MeueHUue 200a U bonee (A).

4. B yenax nepsuunou npopurakmuxku BCC UK][-mepanus pekomernoosana nayuenmam c
Heuwemuyeckumu 3abonesanuamu cepoya, umetowum OB JDK menee 35%, XCH I1—III
@K no xnaccugpukayuu NYHA (ocnosnou ¢paxmop pucka), nonyuarouum noCmosHHYIO
ONMUMATLHYIO JIeKAPCMBEEHHYI0 Mepanuio, ¢ XOpouwum QyHKYUOHANbHLIM CIamycom™ u
umerwum 61a20NPUSIMHLLIL NPOSHO3 BbIJHCUBAHUS 8 meveHue 200a u boaee (A).

5. Conymcmeyrowas mepanusi amuoOapoOHOM, COMANONIOM 8 Guoe MOHOMEPanuu uiu 6
couemanuu ¢ B-adpenobrokamopamu ¢ yeavto ymeuvuenus cumnmomos KT (kax
ycmouuugou, maxk U HeyCcmoudugoiu) pekomenooeaHa nayueHmam c
umniaanmupogannvimu UK/, nonyuarowum mepanuto no nosooy XCH (C).

6. Amuooapon nokasam nayuenmam c yeuvio JeueHus 2emoouHamuyecku 3nauumolx KT u
HIKT 6 cnyuae, eciu kapouogepcus u/unu KOppeKyus npuduH 603HUKHOBEHUS APUMMUU
He cCMOo2NU YCMpPaHumy Uiy npedomsepamums ee paHtuil peyuous (B).

Knacc Ila

1. B yenax nepsuunou npogunakmuxku BCC UK]/[-mepanus, xombunuposamnas c
ousenmpuxynapuou IKC, noxkazana nayuenmam ¢ XCH [II—IV DK no knaccugpuxayuu
NYHA (ocnoenou ¢hakmop pucka), nonyuyarowum ONMUMATLHYIO JIeKAPCMEEHHYI0
mepanuio, y KOmopulx onumenvhocms komniekca QRS na ¢hone cumycosozo pumma

npesviaem 120 mc, Komopvle umerom Xopowul @OYHKYUOHANbHBIL cmamyc® u



On1a2onpusmHblil NPOSHO3 BLINCUBAHUS 8 meyeHUe 200a u bonee (B).

2. UK][-mepanus nokazana nayueHmam c peyuousupyroujei 2emoouHamuyecku
cmaobunvrou KT (ochoenoil pakmop pucka), HOpmarbHOU Uiu nowmu HopmaieHou DB
JDK, nonyuarowum onmumanvnoe newenue XCH ¢ xopowum @QyHKYUOHAIbHBIM
cmamycom™ u umerowum O1a20NPUAMHbBIL NPOSHO3 BbIHCUBAHUS 8 MeyeHue 200a U DoJlee
(C).

3. busenmpuxynapuas IKC 6e3 ¢hynkyuu UKJ] yenecoobpasna ons npedomepawenus BCC
v nayueumos ¢ XCH IV ®K no NYHA, ®B JDK menee 35% (ocnosnvie pakmopul
pucka), onumenvHocmoto komniekcoe QRS 160 mc (uru no menvweti mepe 120 mc npu
Hamuyuy Opy2ux HNPUSHAKOS ACUHXPOHHO20 COKPAUJEHUSI JHCeTyOOUKO8), NONYUAIOUIUX
NOCMOSHHYIO ONMUMAILHYIO J1eKAPCMEEHHYI0 Mepanuro, ¢ XOpOouwuUM GYHKYUOHATbHBIM
cmamycom u umerwux O1a2onpusimHulil NPOSHO3 BbINCUBAHUS 6 MedeHue 200a U Oojee
(B).

Knacc ITh

1. Amuooapon, comanon u/unu [-adperobrokamopvl mocym Obimb HA3HAYEHbI NAYUESHMAM
C OCHOBHLIMU U 6mopocmeneHHbiMu Gakmopamu pucka BCC, nonyuarowum
onmumanvroe neyerue no noeody XCH, komopuvim HesozmodcHo umnianmuposams UK/].
2. B yensx nepsuunou npoguraxmuxu BCC HUK]J[-mepanusi moxcem o06cysxcoamocs y
nayueHmos ¢ HeuweMudeckumu 3abonesanuamu cepoya, umerowux @B JDK om 30 oo
35% (ocnoenoii ¢pakmop pucka), XCH I @K no knraccugurxayuu NYHA, nonyuarowux
NOCMOSIHHYIO ONMUMATILHYIO JIEKAPCMBEHHYI0 Mepanuio, ¢ XOpOouum @QYHKYUOHATbHBIM
cmamycom™ u umerowux 61a2oNPUSMHBII NPOSHO3 BLIHCUBAHUA 8 MedeHue 200d U Doee

(B).

Knacce 11T

1. Hasnauenue npenapamos IC knacca ons neuenust KA (ocnoenou pakmop pucka BCC) ne
pexomendyemces y nayuenmos ¢ XCH (A).

2. UKJ[-mepanus He noxazana nayuenmam c pegpaxkmepnou XCH, y xomopwvix He
npeononazaemcs O0CMUICEHUe KOMNEHCaAyuu ee NposieieHutl U On1a2onpusmHozo
npoenosa (A)

* - 0 METOAMKAaX MPOBEACHUS OICHKH (PYHKIIMOHAILHOTO CTaTyca Bbl MOXKETE MPOYUTATh Ha

catite http://www.chcr.brown.edu/pcoc/functi.htm



Taxk xak Ha nomo BCC mpuxomutcs okxomo 50% cmepreit y 6onpHbix ¢ XCH, TO
Ype3BbIUYAHO BaXKHBIM BOIIPOCOM sBIsieTcs nepBuuHas npoduinaktiuka BCC. UnbiMu cnoBamu
Bpad JOJDKEH YETKO IMPEJICTaBIATh HAa KaKOM JTare TE4EHUs 3a00JeBaHUS MALUEHTY HY>KHO
pexomenaoBark umimantanuio MK/, B tabmune VIL.2.2. mpencraBieHbl KIacChl MOKa3aHUS K
ummantauun UK/ B nensx nepBuuHOM npoduimakTuku B 3aBUCUMOCTH OT reneza XCH, ®K
XCH, Bemmumnnsl OB JIK u mannmaus KA.

Taoauua VIL2.2. llpumenenue UK/ nas nepsuunoit npopunaktukn BCC y nanueHToB ¢
XCH

3nauenune ®B JIK, %

Menee 30 31-35 36-40
I'enes XCH
®K no  Hwemuveckuii | Hewweyuveckuii | Huenmuneckuii | Hewwenuneckuii | Huwewuve | Heuwemuec
cxuii Kui
NYHA
NYH I ( He panee b I (HXT +) IIb [ (HXT I
Al 40 nuen +)
nocie
OlM)
NYH | I( He panee I I ( He panee I I (HXT I
ATl 40 guen 40 guen +)
nocie nocine
OlM) OUM)
NYH I ( He panee I I ( e panee I I (HXT I
AIIl 40 guen 40 muen +)
mocie nocie
OlM) OUM)
NYH I I I I I I
ATV

IHpumeuanue: Pumckumu yuppamu 6 mabnuye noxazau xknacc noxazanui Kk umniaumayuu UKJ[. @B JDK
— ¢paxyus evibpoca negozo xnceryoouxa, XCH — xponuueckas cepoeunas nedocmamounocme, HIKT —
Heycmouuugas wceryoouxosas maxukapous, OHUM — ocmpuoiii ungpapkm muoxapoa, PK —
DYHKYUOHAbHBIL KILACC.

VIL3. Crparupukanus pucka u npounakrnka BCC y nanueHToB ¢
OpPaJMCHCTOJMYCCKMX HAPYLICHUAX PUTMA U IIPOBOAMMOCTH

[Ton tepmuHOM OpaguapUTMUK TOHUMAIOT IIMPOKUHN CIEKTp 3a00jieBaHUM, MaToreHes
Pa3BUTHS KOTOPBIX MPEAINOaraeT, B TOM YHUCIIE, CHKEHHUE CHCTEMHOTrO BBIOpOCA B pe3ylbrare
ymenblieHnss YCC BereAcTBHE HapylIEHUsT MMITYJIbCOOOPa30BaHMUsS B CHHYCOBOM Yy3J€ H/MIIH

pacripocTpaHeHuss (poHTA ACTONSPU3ANMHA TIO0 CTPYKTypaM TMPOBOMAIICH CHCTEMBI Ceplia.



Peanmzamuss BCC mo OpaaumapuTMUYECKOMY CIICHApHUIO MpoucxomauT B 15% ciydaeB  [6-8].
Baxxno moHumMarh, 4to (hakt HaIU4YUsS OpaguapuTMuid, 0COOEHHO B COUYETAHUU C CHCTOIUYECKON
muchynkmueit JOK, mpeamornaraer, TeM He MeHee, BBICOKHMH W YMEPEHHBIH PHUCK pPa3BUTHS

JKCITYAJOYKOBBIX TaXI/IapI/ITMI/II\/JI Y OAHOI'O M TOT'O K€ IMalMCHTA.

VIL.3.A. Crparudgukanus pucka u npopuiakruka BCC y naumenToB ¢ nuchyHkuueit
CHHOATPHAJIBLHOIO y3J1a (CAY)

Ha momio manmenTtoB ¢ cuuApomoM ciaboctu cuHycoBoro ysna (CCCY) mpuxoautcs
OKOJIO TOJIOBHHBI OT 0011ero uncia Bcex umrutantanuii OKC [140].

B otnomenun BCC y naHHOW Kareropuu MalMeHTOB MPOTHO3 OyAeT OMpenessiThCs
BBIPKEHHOCTHIO KIIMHUYECKUX MPOSIBICHUN U MPUPOAONH OCHOBHOTO 3a0oieBanus. Cumraercs,
yTo mpoBeaeHue mnocTtossHHOW OKC ynydmaer KIMHUYECKYHO CHMIITOMAaTHKY, HO He
momuduupyer mporHo3 y manueHtoB ¢ CCCY. OpHako 3TH JaHHBIC OBLIH TIOTYYCHBI
JIOCTaTOYHO JABHO IPH MPOBEIECHUU HEOONBIINX, HEPAHOMU3HUPOBAHHBIX U HEMPOCIEKTUBHBIX
uccinenoBannii [141]. U3BecTtHo, yto orcyrctBUe mnoctosiHHONM OKC y mamumentoB ¢ CCCY
COIPOBOXK/IACTCS YXYAIICHHEM Ka4eCTBa KU3HU, MOBHIIICHUEM 3a00JI€BACMOCTH U CMEPTHOCTH.
Uro kacaercsa BCC, To cucremarnyeckasi OlleHKa €€ BKJIa/a B JIOJIO JIETAIbHBIX UCXOJO0B Y 3TUX

MalMeHTOB He npoBoawiack [142].

Crparudgukanust pucka

Huchynkius CAY, npuBoisias K BBIPAKEHHOW OpaJAMKapIuu WM Tay3aM, MOXKET
MPOSIBIATHCST OOMOPOKOM, MPeToOMOPOKOM, TOJIOBOKPYKEHHEM, THUIOTEH3UeH, Mporpeccuen
MPOSIBJIEHUI cepeyHOl HepocTaTtouHocTH, cTeHokapaueid. BCC y mamuentoB ¢ CCCY 6onee
BEpOsATHA NpPU HAJIMYUM NPU3HAKOB CHUCTOJIMUYECKOW nuchyHKuuu muokapaa JIK.
[TaTou3nonornueckuM MeXaHU3MOM IOJ0OHOTO CIieHapusl SBIseTCS JJMTEIbHAs May3a
acucronuu 0Oe3 3amemniaromero purMa wu/min KA, pasBUBamOIIUEecs B pe3ylbTare Iay3o-
3aBHUCUMBIX HapyLIEHUH penojspu3anuu, MaHU(ecTalus KOTOPbIX, COMPOBOXKIAETCA
HapyIICHUSAMU KaK CUCTEMHOM, TaK M PErMOHApHON reMOJMHAMUKH, MPEX]IE BCETO CO CTOPOHBI
HC. CneactBueM dYero SIBISIETCS BEPOSTHOE BO3HUKHOBEHHE HEOOPATHMMBIX W3MEHEHHM CO
CTOPOHBI KH3HEHHOBAKHBIX OPTaHOB U pa3BUTHE JIETAILHOTO Mcxoaa. Hannuue uiam oTcyTcTBHE
MPEICYLIECTBYIONMIEH CTPYKTYPHOI MATOJIOTMU Cepilla MOXET UMETh ONpeAesIoee 3HaYeHNe
JUIS aJanTallMOHHBIX M3MEHEHHWH IapaMeTpoOB CEPASYHOrO BBIOpOCA, a 3HAYMT JUI XapakTrepa
KJIMHUYECKOTO TedeHUs apuTMuu. K coxalleHHIo, Ha CETOAHSIIHUN JIeHb OOIIEHpPUHATHIX

¢dakropos pucka pazsutus BCC y naruentoB ¢ CCCY Het. Tem He MeHee, yKa3aHUs B aHAMHE3¢



Ha Takue (PAKTOPHl PUCKA KaK JMH307bl CUHKOIC, HAJUYHE CTPYKTYPHOH MATOJIOTHH CEpJIa,
JUTUTENIbHbIE CUMIITOMAaTHuYHbIE Nay3bl acucToinuu npu nposeneHnn XM-OKI' kopemntupyroT
HEOIaronpusATHBIM MIPOrHO30M, B ToM uncie u B otHomeHuu BCC. [Ipu sToMm crienyer uMeTs B
BHJY, YTO KJIIOYEBOE 3HAYEHUE HMMEET CHUMIITOMATHYECKas 3HAYMMOCTh May3bl, a HE €€

JUTUTETLHOCTH (CM. Tabnuity V.2).

IIpodunaxkruxka BCC

[IpoBenenune mocTossHHOW TpeacepaHo u/unu aByxkamepHoit DKC B COOTBETCTBUM C
Haunonansubimu Pekomenpanusimu no nposeaennto DKC [70] y manuentoB ¢ CCCY yny4iaer
CHMIITOMaTUKy M KayeCTBO JKM3HU, YMEHbIIaeT 3a00J€BaeMOCTh MU YACTOTYy pPa3BUTHUSA
¢ubpwiauun npeacepauil. OtnaneHHble pe3ynbTaTbl npuMeHeHust noctosiHHod OKC u ee

BJIMSAHUC HA BBDKMBACMOCTDb U Ha YaCTOTY PA3BUTHUA BCC, Ha CGI‘OILH}ILHHI/II\/'I JCHb, HCU3BCCTHHEI.

VIL.3.b. Crparudpuxkauus pucka u npopuminakrtuka BCC y nanueHToB ¢ HApylIeHUsIMHU
AB- ¥ BHYTPHKeJIY104KOBOMH IIPOBOAUMOCTH

Teuenue 3a0osieBaHUI, CONpPOBOXAAMUUXCA HapymeHusMu AB- u
BHYTPHKEITYJOYKOBON IPOBOJUMOCTH, OLEHUBAJIOCh B HECKOJIBKMX HEPaHIOMHU3UPOBAaHHBIX U
o0cepBalMOHHBIX HccaenoBanusx [143, 144], B KOTOphIX OBLIO YCTaHOBIICHO, YTO JIaHHBIC
COCTOSIHUSI 4acTO aCCOLMHUPYIOTCS ¢ cuHKone u npecuHkone u penko — ¢ BCC. Ilpoenenue
nocrosHHo DKC mpuBOIUT K yIydIIEHHIO KauecTBa JKM3HHU, a uTo Kacaercs BCC, To Obun

MMOJIY4YCHbI HCOOHO3HAYHBIC JJTaHHBIC.

Hapywenus AB-nposedenus

bnaronpusaTHbI MPOrHO3 XapakTepeH uis manueHToB ¢ AB-6Gmokanoii I crenmenn u 11
crenean (Mobur 1), Torma kak mpu AB-6nokame Il cremenun (MoOuil 2), mpu pa3BUTHU
MHTPAarucUaJbHON WM MHparucuaibHON OJI0KaJ OTMEYaeTcs MpOorpeccUpoBaHUe HapyIIeHUN
npoBoguMocT B AB-Omokamy III cremenm (cM. Tabmuiyy V.2), 4uro TpeOyeT NpOBEACHHS
nocrostHHo DKC [110].

AB-6nokaga III cremenu wame Bcero Bcrpeuaercss npu MBC unm nereHepaTWBHBIX
3a00eBaHUsAX cepiaua. B HECKONbKHX HEOONBIIMX HEpaHIOMU3MPOBAHHBIX HCCIEIOBAHUSIX
ObUTO MOKa3aHo, yTo nocTtosiHHasgs DKC yBenuunBaeT XapakTEpUCTUKU BBDKUBAEMOCTH y 3THX

mamueHToB [110].

Jleyx- u mpexnyuxoswvie 610kaovl



JlaHHbIE, MOJNy4YEHHbIE B MPOCIEKTUBHBIX HCCIEIOBAHUAX y aCHUMITOMAaTHYHBIX
NAIMEeHTOB C XPOHUYECKOH JIBYXITYYKOBOW OJIOKAaqOW, CBHIETENBCTBYIOT 00 OTHOCHUTEIBHO
MEJUICHHOM TIporpeccupoBanuu 3aboneBanus B AB-6mokany III crenenn [110]. Tem He menee,
y 3TOH KaTreropuu NalleHTOB OTMEYAEeTCsl OTHOCUTENbHO yacToe pazsutue BCC, cBsi3aHHOE ¢
BO3HUKHOBEHUEM 3JI0KAaYECTBEHHBIX JKEIIyJOUYKOBBIX Taxuaputmuil. ®akropamu pucka BCC
spisiroTcst - UBC, XCH w/unm npekonHsii Bo3pact [145]. U3BecTHO, 4TO y MAIMEHTOB C JABYX-
U TPEXIIy4YKOBOM OJIOKaZ0M, y KOTOPBIX UMEIOTCS yKa3aHUsl B aHAMHE3€ Ha 3MM307bl CUHKOIE, a
TaKXe y MalueHTOB ¢ MHTepMuTHpytomeil AB-6mokanoit 111 crenenu yame passusaercs BCC.
[IpoBenenne nocrosnHo DKC HE3HAYUTENBHO YMEHBIIIAET YaCTOTY €€ BO3HMKHOBEHUs [146].
Cy1iecTBYIOT IPOTUBOPEYUBBIE IaHHBIE O MPOTHOCTUYECKOM 3HAYEHUH YIJIMHEHHOTO MHTEpBaja
HV B otHomenun pucka pazsutuss BCC BcaencrBue Opaamaputmuii. Tak, B 4YacCTHOCTH,
Bepudukanuu uHTepBaga HV>75 Mc sBnsercs cnaOblM MPOTHOCTHYECKUM MPU3HAKOM, a €r0
yBenuueHnue Oomee 100 MC CBHAETENBCTBYET O HAJIWYMM KpaifHE BBICOKOTO PHCKAa U Tpedyer
He3aMeMJIUTEIbHOT0 Havasa nposeaeHus nocrostuHo KC [147-149].

Ponp Onokan HOxek cuctembl [wuca-Ilypkuabe kak HezaBucumoro mnpeaukropa BCC
TaKke HeofHO3HauHa. [Ipenmonraercs, 4Tto mpucOeAUHEHHE OJOKaAbl OJHOM M3 HOXKEK ITydKa
['mca nmpupaBHMBAETCsl K BOSHUKHOBEHUIO JTOTIOJHUTEIBHOIO MPOrHOCTHYECKOTO (hakTopa pHucKa
BCC.

VY mamueHToB 0e3 BBIPAXCHHOW CTPYKTYpHOW MATOJOTMH cepiana (GakT HaIW4HS WIN
NOSIBJICHUS OJIOKaIbl OJTHOM U3 HOXKEK IMyuka ['mca He accouuupyercs ¢ yXyaleHHeM MPorHo3a B
otHomienun BCC. C npyroi CTOpoHBI, JJis TanueHToB, mepeHecmiux OWM, kortopsim
IIPOBOJMIACH TPOMOOIMTHYECKAs Tepamus, HaJIUuue WM IMPUCOEAUHEHHE OJOKaJl HOXKEK B
cucreMe [uca-Ilypkunbe sBIseTCS IONMOTHUTENBHBIM (PAKTOPOM, OOYCIaBIMBAIOIIUM PUCK

pazButus BCC [150-152].

Bpoowcoennas AB-broxada

B psge uccnemoBanmii ObuTo Mmokazano, uto uMiniadtamus DKC MOXET yaydliuTh
BBDKMBAEMOCTD Y TMAIIUEHTOB C BPOXKJICHHOMW IMOJHOW morepedHon Onokamon [153-155]. BCC
MOXKET ObITh NEepBOM MaHH(ecTauueil BpPOXKIEHHOM IMOJHOM monepeyHoil Onokaasl y paHee
ACHUMIITOMHBIX TTallMEHTOB O€3 CTPYKTYpHbIX 3a0oneBanuil cepauna. Mexanusmamu BCC y
JAHHOW KaTeTOpHH MAalMEHTOB MOTYT SIBISATHCS KaK SMU30/IbI MOJHOW MOMEpPEuHO OMOKaabl ¢
OTCYTCTBHEM KaKOro-JMOO 3aMelaloniero puTMa, Tak U Opajau3aBUCUMBIE 3JI0KaYECTBEHHbBIE

JKCIIYAOYKOBBIC TaXUAPUTMHUH.



VY J1aHHOM Kareropuu NAUEHTOB YyBenuueHue wuHTepBana QT, Hamuuue paHHUX
MNOCTACTIONApPU3ALMNA U JHCIepcuss pePpakTEpHOCTH MHUOKAapAa >KENyIOYKOB CIIOCOOCTBYIOT
BO3HMKHOBeHHIO (atanbHbix JKHP, peanuzyembix mo mexanusmy long—short * [156, 157]. ¥V
MAlMEeHTOB C BPOXKJIEHHOMN MATOJOTHEN MPOBOIAIICH CUCTEMBI cepana K ¢gakropam pucka BCC
otHocsatcs: Hamuuue YCC wmenee 50 B wmuHYTy, yanuHeHue wuHTepBana QT, Hammuue
CTPYKTYPHOM maTtojoruu cepamna [5].

* - JJIMHHASA-KOPOTKaA MOCJICA0BATCIIbHOCTD

AB-6noxaoa nocne PU-abnayuu unu PY-moougpuxayuu AB-coedunenus

[Ipo6nema BCC sBnsieTcst akTyaabHOU y manueHToB, nepenecmux PUA AB-coenunenus,
B TOM uyucie B Bapuante PU-momudukanum AB-coenuHeHHs, Tak Kak Yy 3TOW KaTeropuu
OoonbHbIX 370KauecTBeHHble JKHP BoszHumkaror B 2-3% cinydaeB, OCOOEHHO y IHIl C
BbIpakeHHbIMU TiposiBieHus MU XCH [5, 159]. Mexanusm 03J10Kau€CTBICHUS apUTMHUYECKOTO
CHUHApPOMa B 3TOW KOTropTe MalMeHTOB OCTAETCA /A0 KOHIA HEesCHbIM. CuMTaeTrcs, YTO HMEET
3HaueHHe OpaJn3aBHUCUMOE YBEIIMUEHUE BPEMEHH PETIOIAPU3ALINHI JKEITYJOUKOB U XapaKTePUCTUK
UX pePpakTepHOCTH B IMEPBbIE CYTKU IOCIE MPOBEACHHUS PaJWOYaCTOTHOW aOIsIluu WU
moaudukanuu AB-coenmuHeHns, 1 0COOEHHO B TeX CITydasX, KOT/a HapYIICHUS PEHOISpU3AIIH
umenuch ucxoaHo [160]. [Ipopunakruka BCC B 3Tux ciayvasx 3akiatouaercs B nposeaeHun JKC
C OTHOCHUTEIBHO BbICOKOM wyactotoi u OKI'-moHuTOpupoBaHus mnepBble 24 yaca mocie
IIPOBEJECHMSI TAaHHOTO HHTEPBEHIIMOHHOTO BMEIIATENbCTBA.

ITo manubiM Zehender et al. mocne ummmantanuu OKC 12-31% mnanueHTOB yMUPAIOT
BHE3aITHO B TEUEHHUE MOCIICAYIONIETo Nepuoa Habmonenus [161]. ABTOpBI Takke OTMETHIIN TOT
¢axt, 4To B TeueHue nepsoro roga nocie umiuiantauuu OKC gacrora pazsutust BCC Oblna B
TPHU pasa BBIIIE, YEM B IOCIEAYIOIINE TOJbl. DTO COINIACYETCSI C OTEUECTBEHHBIMHU JIAHHBIMH,
ceueTenbcTByOmMMUMU 0 10%-i dyactore Bo3zHukHOBeHUss BCC mocine ummnantamuu OKC u
npoBeneHust PUA AB-coeauHeHHs] y MAIIEHTOB C XPOHHYECKOH (opMoil (ubpmmsim
npencepauit [110, 202]. Ilpeanonaraercs, 4To HapylIEHHUs YyBCTBUTEIBHOCTH YCTPONCTBA WU
MIPOBEJCHUE CTUMYJISILIMU B ACHHXPOHHOM PEXHME CIIOCOOCTBYEeT MHUIIMALIUU 3JI0Ka4€CTBEHHBIX
JKHP [110].

OtnenbHyto TpyHIy pHCKa IMpEACTaBIsAOT OonbHble ¢ AB-y37m0BOH penunpoxHON
taxukapauet (ABYPT) na ¢one mnpencymectByromeit AB-6mokaner | cremenu. PY-

momudukanus AB-coennHeHns, nMeronias 1ebio muMuHanui0 ABYPT, B 9THX ciydasx MOxkeT



ObITh CBs3aHA C PUCKOM YycyryoOnenusi HapymeHuid AB-npoBeaenus, u Bo3MoxkHo, BCC.
Meronuka PU-momuduxannun AB-coeauneHus, pa3paboTaHHas OTEUECTBEHHBIMH AaBTOpPaMH,

MO3BOJISIET UCKIIFOUUTH ATOT pUCK [158].

Pexomennannu no npopuiaakruxke BCC

Ilpogedenue nocmosinuou osyxxameprou IKC 6 coomeemcmeuu c¢ Hayuonanvuwvimu
pexomenoayuimu no nposedenuro IKC [70] y nayuenmos ¢ uapyuwenusmu AB-nposederus
Vayyuiaem CUuMRMOMAMUKY U Kadecmeo MHCU3HU, YMeHbuiaem 3abonesaemocms. JlanHvle o
enuanuu nocmosaunot OKC 6 omodanennom nepuode HAONOOEHUS HA BbIHCUBAEMOCb U

seposmuocmo pazsumus BCC, na cecoOnsawnull 0etb, Npomueopeyusyl.

VI1.4. BCC npu kapauoMHONIaTHsIX

VIL4.A. Ctparuduxanus pucka u npopmiaktuka BCC y nannenton ¢ JKMIT

JKMII — nexoponaporeHHoe auddy3Hoe 3aboneBaHHE MHUOKapAa HEWU3BECTHOM WIIH
HESICHOH DTHOJIOTHH, XapaKTepU3yIOIIeecs AUIaTalluel ¥ CHCTOIMYECKON TUCYHKIHEH JIEBOTO
Wi 00ouX Kemyqo4koB [162, 163]. OcHOBHBIM MpOsIBIIEHHWEM 3a00JIeBaHUsl SBISETCS CUHIPOM
XpoHHuueckol cepaeunoit HenocrarouHoctu (XCH), kotopast y 90% GonpHBIX B caMOM Hadale
UMeeT XapakTep OMBEHTPHUKYIISIPHOH, HEYKIOHHO MPOTPECCUPYIOLICH, MPEAONpeaesss B 1eI0oM

IIJIOXOU MPOTHO3.

[TaTHneTHsas BBDKUBAEMOCTb cpenn eBponeouanoi pacel npu JIKMII cocrasnser 31,4%
[164]. CmepTHOCTH OT JaHHOM marosnoruu ysenuuusaercs ot 0,10 mo 1,16 na 10 000 cpenu
MY>K4uH B Bo3pacte oT 35-39 no 55 — 57 ner [165]. IIpu atom Ha nomro BCC npuxonurcs 20%

ciayyaeB cMmeptu [166, 167].

BCC 10BOJBHO peKo CIIYKUT TIEPBBIM MPOSIBIICHUEM 3a00JIEBaHUS, Yallle BCTPEYACTCS y
NAlMEHTOB C MpU3HAKaMU MpOrpeccupyromero TedyeHus 3aboseBanus [168, 169]. B

6onpuIHCTBE ciyyaeB k anu3onam BCC npuonsat xusHeyrpoxaronue KA [170].

Crparuduxanusi pucka

[onxomp! k crparudukanuu pucka BCC y maumentoB ¢ JAKMII He omimuarorcs ot
TaKOBBIX, KOTOpPBIC HCMOJB3YIOTCS MpHu cTpaTudukanuu pucka y mnanueHToB ¢ XCH
HeumieMuyeckoro resesa (cm. tad. VIL.2.1). B nononHeHuwe mnpeacraBisercs ONpaBIaHHBIM

MPOBCACHUC I'CHCTUYCCKOTO aHaJIM3a y IallUCHTOB C I[KMH " UX POACTBCHHUKOB.



I'enemuyeckuil ananus

LenecoobpazHo o0OcnenoBaTh POACTBEHHUKOB IEPBONM JMHUM POACTBA, OCOOEHHO B
ciaydae 3nokadecTBeHHoro teueHus JIKMII um npu Hanmuumu mnarojoruveckoro (eHorwuma,
MO3BOJISIONIETO 3aM0I03pUTh reHeTndecKyto MyTaiuio [171]. Ha ocHOBe MMEIOMIMXCS JaHHBIX
TEHETUYECKUN aHalu3 Ha BblABIeHHME MyTanuu B reHe LMNA Moxer urpare poib B
crparudukanmu pucka BCC mpu JAKMII [172, 173]. Onnako B OOJNBIIUHCTBE CIydaes,
MYTAllMOHHBIA CKPUHUHT MpoOaHga obnamaer Hu3koi s¢dexTuBHOCTHIO (MeHee 20% mpu
uzonupoBanHoii JIKMII 6e3 comyTCTBYIOIIETO MOpaKEHHsI CKENEeTHON Myckymatypsi) [171].
CranaapTHbI HA0Op METOAMK MPU 0OCIIEOBAaHNHN BKIIIOYAeT CEMEMHbBIN aHaMHE3 He MEHee Tpex
nokosieHuit (¢ ouenkoi cimydaeB XCH, JIKMII, tpancruianrauun cepaua, BCC, napymenuit
CEepeYHOr0 pHUTMa U MPOBOAMMOCTH, HHCYJIbTAa HIM JAPYrUX TpoMO0IMOOIMYECKHUX
OCJIO)KHEHHUM), a Takke QusukaibHblii ocmoTp, OKI, Oxo0-KI, XM-OKI' (B cmyuae BCC
npoOaHja).

Pexomennannu no npodpuiaakruxke BCC
Knacc 1

1. Aoexseamnoe meouxkamenmosnoe neuenue XCH coenacno mexkywum Hayuonanouvim
Pexomenoayusm no neuenuro XCH [87], sxarouaiowee obs3amenvHoe HazHayenue (npu
omcymcmeuu npomueoOnoKa3anuti U nobounsvlx sggexmos) oGema-610kamopos (A),
UAIl® unu 6noxamopos peyenmopos AI'2 (A), moueconunvix (C), cnupononakmornos (A),
ITH>KK (B).

2. B yenax emopuunoii npogunrakmuxu BCC UKJ/]-mepanusa pexomenoosana nayuenmam,
svlorcusuwum nocie OXK unu eemoounamuuecku necmabunvrol KT (ocnosnvie pakmopwi
PpUcCKa), komopvie He ObLIU CEA3AHBL C 0OPAMUMBIMU NPUYUHAMYU U KOMOPble NOIYYAIOm
NOCMOSAHHYI0 ONMUMANLHYIO MEeOUKAMEHMO3HYI0 mepanuro, umerm Xopoulutl
@yHKyuoHanbHLIL cmamyc™ u 61a20npUSMHLBLL NPOSHO3 BLIHCUBAHUS 8 MeueHUue 2004 U
bonee (A).

3. B yenax nepeuunou npogunakmuxu BCC UKJ/[-mepanus pexomenoosana nayuenmam c
Heuwemuyeckumu 3abonesanuamu cepoya, umerouum OB JDK menee 35% (ocnoemoii
gaxmop pucka), XCH II—III @K no kraccugpurayuu NYHA, nonyuarowum nocmosHHyro
ONMUMATLHYIO JIeKAPCMBEEHHYI0 Mepanuio, ¢ XOpowum QyHKYUOHANbHLIM CIamycom™ u
umeruum O1a2oNPUIMHLLL NPOSHO3 BLINCUBAHUS 8 MeueHUe 200a u boee (A).

4. 'V nayuenmos c KT (ocho6notll (hakmop pucka) no mexanusmy re-entry no HOJNCKAM NyuKd



Tuca (bundle branch reentry), eepugpuyuposannoti 6 xode >31009DPHU nokazano
npogederue xkamemepuotu aonayuu [ITHIIT (C).

5. Conymcmeyrowas mepanus amuo0apoHOM, COMALOIOM 6 6ude MOHOMepanuu uiu 8
couemanuu ¢ P-adpenobnokamopamu ¢ yeavto ymeuvuienus cumnmomos KT (kax
yemouuusou, max U Heycmoudugoil) peKkomMenoo8aHa nAyueHmam cC
umnianmuposanuvimu UK/, nonyuarowum mepanuro no nosody JIKMII (C).

6. Amuooapon nokazan nayuenmam ¢ yeuvio nedenus cemoounamuyecku nadumvix KT u
HOKT (ocnosuvie pakmopwr pucka BCC) 6 cryuae, ecau kapouosepcust u/uiu Koppekyus
NPUYUH  8O3HUKHOBEHUS APUMMUU He CMO2IU YCMPAHUMb UIU NPeOOmepamums ee
panHull peyuous (B).

Knacc Ila

1. B yenax nepeuunou npoguraxmuku BCC HUKJ/[-mepanus, rxombunuposannas c
oueenmpuxynapuou IKC, nokaszana nayuenmam c¢ AKMII u XCH 11—V @K no NYHA
(ocHogHOU ¢hakmop pucka), nomy4AOWUM ONMUMATILHYIO JIeKAPCIMEEHHYI0 Mepanuro, y
Komopwix onumenvHocmos komniexca QRS na gone cunycosoeo pumma npesviwaem 120
Mc, KOmopble umerom Xopouiuil GyHKYUOHANbHbII cmamyc™® u 6nazonpusimusiii NPOeHO3
BbLICUBAHUS 8 MeyeHUe 200a U bonee (B).

2. UKJ/[-mepanus nokazana nayueHmam ¢ peyuousupyroujei 2emoouHamuyecku
cmabunvrou KT (ocnoenoti ¢hakmop pucka), HopmanvHou uiu noumu HopmaioHot OB
JDK, nonyuarmwum onmumanrvrHoe nederHue no nogoody JKMII ¢ xopowum
DYHKYUOHATLHBIM  CIAMYCOM U UMEIOWUM OIA2ONPUAMHBII NPOSHO3 BbINCUBAHUS 8
meuenue 2ooa u bonee (C).

3. busenmpuxynapnas IKC 6e3 ¢pynkyuu UKJ] yerecoobpaszna ons npeoomepaujenus BCC
v nayuenmos ¢ JJKMII u XCH III—IV ®K no xnaccugpuxayuu NYHA, @B JDK menee
35% (ocHosHol pakmop pucka), OnumenbHocmblo Komniekcoe QRS 160 mc (umu no
meHvwen mepe 120 mc npu Hanuyuu Opyeux HPUSHAKOS ACUHXPOHHO20 COKDAU|eHUs.
JHCENYO0UKO8), NOIYUAIOWUX NOCMOSAHHYIO ONMUMATbHYIO J1eKAPCMEEHHYI0 Mepanuio, ¢
XOpowiumM QYHKYUOHAIbHLIM CMAMYCOM U UMEIOWUX O1a20NPUAMHbIL NPOSHO3
BbLICUBAHUS 8 MeyeHUe 200a U bonee (B).

Knacce IIb

1. Amuooapon, comanon u/unu B-adpenobrokamopol mo2ym Obimb HA3HAYEHbL NAYUCHMAM

C OCHOBHLIMU U 6mopocmeneHHbiMu Gakmopamu pucka BCC, nonyuarowum



onmumanvroe nedenue no nosody XCH, komopuvim Hegozmodcho umnianmuposams UKJ].

2. B yenax nepsuunot npoguraxmuxu BCC HUK]/[-mepanus modcem o6cyxcoamvcs y
nayuenmos ¢ JJKMII, umerowux @B JDK om 30 0o 35% (ocnosnotl pakmop pucka BCC),
XCH I ®K no xnaccuguxayuu NYHA, nonyuarowux noCmosHHYIO ONMUMAILHYIO
JIeKapCMBEHHYI0 Mepanuio, ¢ XOpOUwlUM @QYHKYUOHANbHbIM CIMAMYCOM U UMEIOUWUX
O1a2oNPUAMHBILL NPOSHO3 BLINCUBAHUS 8 meyeHUe 200a u bonee (B).

Knacce 1T

1. UK]/[-mepanus ne nokazana nayuewmam c pegpaxmepuoti XCH, y xomopwix
MAN0BEPOSMHO OOCMUNCEHUE KOMNEHCAYUU U ONA2ONPUSMHO20 NPOCHO3A (A).
* - 0 METOAMKaX MPOBENCHUS OIEHKU (PYHKIIMOHAIBHOTO CTaTyca Bbl MOXKETE IMPOUNTaTh Ha

catite http://www.chcr.brown.edu/pcoc/functi.htm

VII.4.b. Crparudukanus pucka u npopunakruka BCC y manumeHToB ¢

TUNepTpoPuIecKOr KapaAHOMHUONIATHEH

l'uneprpoduueckas kapauomuonarus (I'KMII) — sto 3aboneBanue, xapakrepusymoueecs
YTOJNIIEHUEM CTEHOK JieBoro xenmynouka (JIXK) Oonee wiu paBHoe 15 MM (uist aeteid 6onee wim
paBHOE 2 CTaHJAPTHBIM OTKJIOHEHHSM) TMPH YCIOBUU OTCYTCTBHUS IPYTUX MPUYHMH, KOTOPHIC
MOTCHIUAJIbHO MOTYT BbI3BAaTh F_H)K, KOTOPOE€ HE COIIPOBOXAACTCA PAa3BUTUEM JUJIaTAllUU KaMEp
cepaua [174]. CymectBennoe 3HaueHue B nuarHoctuke ['KMII umeer nanmume odaroBoi
runepTpopun MUOKapJa ¥ U3MEHEHUH NPOCTPAHCTBEHHON OpUEHTAIMH KapIuOMUOIIUTOB

(xaoTMYHOCTH UX pacrnonoxenus) [175].

Benymniyro poinb B BO3HMKHOBEHHM HAclleACTBEHHbIX U cropaandeckux ¢opm ['KMII
UTpalOT MHOXECTBEHHbIE TeHHble JedekThl, B ocobeHHocTu DD-nmonumopdusm rena
aHTHOTeH3WHNIpeBpariaronero Gepmenra, myranuu reHoB Arg403Gln u Len908Val, xotopsie
IOPUBOIAT K KAYeCTBEHHBIM HapyIIEHHSM CTPYKTYpbl COKpAaTUTENbHBIX OEJKOB MHOKapja

(Muo3uHa Tsxenon nenu (14 xpomocoma) — B 30-40% ciyuaes, TponionnHa T (1 xpomocoma) — B

10-20% cnydaeB, a-TponomuosuHa (15 xpomocoma) — B 5% cilydaeB, MMO3UHCBSI3bIBAIOLIETO
oenka C — B 15 % cmywyaeB, muo3uwHa Jerko menu — B 1 % ciywaeB), a Takxke

MUTOXOHJIpHaILHOTO reHoMa [ 174].

Oxono 0,2% mwnacenenust miaaHeTsl crpagatoT ['KMII, mpu sTomM 3HauuTENBHAS OIS



MPUXOJIUTCS HA MAIMEHTOB TPYAOCTOCOOHOTO Bo3pacTa [174].

Cam ¢axr muarnoza 'KMII mo3BosisieT OTHOCHUTD 3Ty KaTETOPUIO IMAIIMEHTOB K TPYyIIE
Boicokoro pucka BCC, xotopas peanmsyercs B pe3ysibTaTe Pa3BUTHS KEITYTOUYKOBBIX apUTMHM,
BO3HUKAIOIIMX Ha (hoHE HUIIeMUN MUOKap/a, OOCTPYKIIMU BBIXOJAHOTO TPAaKTa JIEBOTO JKEITYI0YKa

(BTJDXK) w/wnm Taxucuctonuu npy GUOPHILIALMKA UK TPETICTaHUHU TIPEICEPIAMi.
Crparudpukanus pucka BCC

OTHOCUTENBPHO HH3Kasl 4YacToTa 3a00JE€BaHUSA CO3[AET TPYIHOCTH B CTpaTHU(UKAILNHI
pucka BCC y OOJBHBIX 3TOW KaTeropuu, MOCKOJNBKY CYIIECTBYEeT OMNACHOCTh TOTO, YTO
JIO)KHOTIOJIOKUTEIILHBIE PE3YJIbTaThl I JIF000T0 (hakTopa cTpaTU(UKAIMK MOTYT BO300Ja1aTh
HaJl ICTHHHO TOJIOKUTEILHBIMU pe3ynbrataMu. B omnom u3 uccnegoBanuit 23 u3z 480 G0IbHBIX
yYMEpJIH BHE3AITHO, XOTS KIIMHUYeCKHUe HAOMIONeHNs MPEATNoiaraiy, 4YTo OHU MPOXKUBYT eie 6,5
roga. Puck BCC 0Opl1 HEMOCpencTBEHHO cBsi3aH ¢ TonmuHoi cteHku JDK. YcraHosneHo, 4ro B
tedeHue 20 ner nmanuentsl ¢ I'KMII ¢ Tonmunuoit crenku JDK menee 20 MM mpakTU4ecKu He
yMHpad, TorJa Kak y manueHTtoB ¢ TommuHoi ctenku JDK 30 MM wiu Goiee cMEpTHOCTH
cocraBuia noutu 40% 3a 3TOT ke mepuoa BpeMeHH. B psje uccienoBaHuil OTMEYEH Kak
ocnognoti (hakrop pucka BCC Ttakoit mpu3Hak kak cooTHomenue tommuasl MXKIT u 3anneit

crenku JOK paBuoe 1:1. [174, 176, 177].

ACC u ESC ynopspounnu mno kareropusiMm usBecTHble (akropel pucka BCC kak
«OCHOBHBIE» M «BO3MOXHBIE» (B HACTOSIIMX PEKOMEHIAUUSAX KAaK OCHOBHble H
emopocmenerHuvle) s oTaeabHBIX Tpynn OonpHBIX ['KMII (Tabm. VIIL.4.1). Pekomenmyercs
MPOBOANTH KIMHUYECKYIO OneHKy manueHToB ¢ ' KMII mis crparudukanum pucka BCC kaxibie

12-24 mecsma (ITA, C) [174, 178-181].

Tadnuna VII.4.1. ®akropsl pucka BCC y 6oapabix 'KMII

«boabmme» (PaKTOPbI PUCKA Pa3BUTHA Pazpurne BCC BO3MOXKHO Yy OTAEIbHBIX

BCC NMalnueHToB



- Cepneunslii apect - GubpuIIALNA NIpencepanit

- CrioHTaHHAas YCTOﬁqHBaﬂ KEITYyAOYKOBas - Mmemus MHUOKapaa

TaxXuKapAaus
- Hanuuue BBICOKO PUCKOBBIX MyTallUii T€HOB

- Cemeitnblit anamue3 ciydaes BCC
- lnTencuBHas (copeBHOBATEIbHAS)

- HeoObsicHuMbIe CHHKOTIE bu3udecKas Harpy3Ka

- YTOoJneHue CTeHOK JIEBOro kemyaouka > 30
MM

- HeycroiiunBasi CliOHTaHHAA KEITyJ0YKOBAs
TaxXuKapaus

Ponpb renernueckoro TectupoBanus y nauneHToB ¢ 'KMII B oTHOIIEHNH cTpaTUpHUKALIUN
pucka BCC B Hacrosiiee Bpemsi ocTaeTcs 10 KOHIA He M3y4deHHOU (kiacc mokazanuit IIb, B).
I'enetnueckoe TtectupoBanne Ha I['KMII PEKOMEHYETC y IAalHUEeHTOB C HETUIIMYHOU
knuHndeckor kaptunoit [KMII (I, B). CemMeliHbIil CKPUHUHT JOJDKEH BKJIIOYATh MPOBEACHUE
peructpannu OKI, sxokapauorpaduio M KIMHUYECKYIO OIICHKY 4Yepe3 OmpeAceHHbBIC
IIPOMEXKYTKH BpeMeHH (0T 12 10 18 mecsueB y neTeil 1 noJpoCTKOB U MPUMEPHO KaXK/ble 5 JIeT
U y B3pocibix). IIpoBeneHre TeHeTUYeCKOro TECTUPOBAHUSI PEKOMEHIOBAHO Y POJICTBEHHUKOB

6oxsHOTO 'KMII mepgoii crenenn poactsa (I, B) [174, 182-185].

IIposenenne XM-OKI' pexkomeH10BaHO IIPU Ha4albHOW oueHKe pucka passutus BCC y
nanuentoB ¢ 'KMII (I, B), B mocaenyromem - kaxaple 1-2 roga nmpu OTCYTCTBUHM yKa3aHHUM B

anamuese Ha snu30.b1 KT (Ila, C) [174, 179, 186].

Crpecc-tect ¢ koHTposeM AJl m OKI' sBnsercs s>kemaTenbHBIM JJIs CTpaTU(UKAINI
pucka BCC y nanmentoB ¢ 'KMII (IIa, B). [latonoruueckuit otBer AJl Bo Bpemsi Tecta
(onpenensiercs 1100 Kak HecmocoOHOCTh K yBenuueHuto AJl Gonee yem Ha 20 MM pT. CT. WK
nagenue AJl 6omee yem Ha 20 MM PT. CT. BO BpeMsl TeCTa) MpeajiaracTcsi pacCMaTpuBaTh Kak

ocHogHot dakTop, odyciapnuBatonuii puck pazsutus BCC [187-189].

Hexoropsie aBTopbl mpemnaratoT paccMmarpuBartb MPT cepama ¢ ragoauHuem Kak
JIOTIOJTHUTENBbHYI0 METOJUKY, IOMOTAIOIIYI0 KIMHULHUCTY B CTpaTU(PUKAIMK pPUCKA U NPUHIATUU
taktuueckoro pemenus (Ila, C) y maumeHToB ¢ ycraHoBieHHbIM jauarHozoM ['KMII mpu
HEBO3MOXXHOCTH cTpatudukanuu pucka BCC Ha ocHOBaHMM 001IeU3BECTHHIX (pakTopoB [174,

190].



Pexomennanum no npodunakruke BCC

Knacce 1

1. UK]/[-mepanuto credyem npogooums nayuenmam c¢ [ KMII u maxumu ocHOBHbIMU
gaxmopamu pucka BCC kax ycmouuusas KT uw DK, xomopwie nonyuaiom
ONMUMATBLHYIO JIeKAPCMBEEHHYI0 Mepanuio 0CHOBHO20 3A00JIe8aHUS U  UMEIOM XOPOWLULL

@DYHKYUOHANbHBLL cmamycom U O1a2ONPUAMHBIL NPOSHO3 BbIHCUBAHUS 8 MeUeHUe 200a U

bonee (B).

2. Bema-6nokamopwi pexomenOyromcs 051 AeYeHus CUMAIMOMAMUYHBIX B3DOCIbLX
nayuenmos ¢ oocmpykmugHou unu Heoocmpykmugnou gopmoi I'KMII, no ux credyem
UCNONL306AMb € OCMOPONCHOCMbIO V NAYUEHMO8 ¢ CUHYCO8OU Opadukapoueli uiu

Hapywenusimu AB-nposooumocmu (B).

3. Cenmanvnas muomomus OJA JeYeHUs nayuermoe C miAoscenivbimu pe@pakmeprlMu K

KoHcepsamusHo mepanuu cumnmomamu™® u oocmpykyuei BTJDK (C)** .

* - KamHuyeckue CHUMOTOMBI BKIouaroT cTeHokapauioo III — IV ®OK, obmopoku,
peaoOMOpPOUHBIE COCTOSHUS, TOJIOBOKPYKEHNE, THIIOTEH3HI0, KOTOPBIE COXPAHSIOTCS, HECMOTPS
Ha ONTHUMaJbHYI0 MEAUKAMEHTO3HYIO Tepanuto. ['panuent masinenus B BTIDK B coctosHumn

IMOKOS UJIU IMPU BBIITOJHCHUU (bI/I3I/IOJ'IOF HYECKOM Harpys3kKu JOJIKCH IPCBLIIIATH 50 mMm PT. CT.

** Onepaum{ AO0JIDKHA BBITIOJIHATHECS TOJIBKO OIIBITHBIMU OI€paTopaMunu (BI:IHOJIHPIBHIPIMI/I HE
meHee 20 npouecayp uin pa6OTaIOIJ_II/IMI/I B LOCHTPEC, IIC BBIMMOJHACTCA HEC MCHCC 50 napoueayp B

TO).

Knacc Ila

1. UK]/[-mepanus nokazana 011 nepeuunou u emopuunou npogurakmuku BCC y
nayuenmos ¢ I’ KMII, umerowux Kax MUHUMYM OOUH U3 OCHOBHBIX (DAKMOPO8 pucka (cm.
mao6n. VIL4.1) — cepoeunviti apecm, cnonmannas ycmouuusas KT, cemetinvlii anamues
BCC, cunxonanvuvie cocmosnus nescnou smuonocuu, moauwurna cmenxu JDK 6onee 30
MM, namonoeuveckue usmenenus AJ]l npu Haecpyzounou npobe, CHOHMAHHAS
neycmouuusas KT, komopvle nonyuarom HOCMOAHHYIO JIeKAPCMBEHHYI0 MEpPanuro, ¢
XOPOWUM PYHKYUOHATLHOIM CIAMYCOM U UMEIOm O1a20NPUAMHbLI NPOZHO3 GbIHCUBAHUS

6 meuerue 2ooa u 6onee (C).



2. Cnupmosas smbonruzayusi nokazana e3pocivim ooaronvim I'KMIIT ¢ oocmpyrkyuen BTJDK
(ocHogHOU @akmop pucka y OaHHOU Kame2opuu NAYueHmos) npu yciouu
peppakmepHocmu CUMNMOMOE K MEOUKAMEHMO3HOU mepanuu U HAIUYUU
NPOMUBONOKA3ZAHUU K NPOBEOEHUN) MUOMOMUU /MUOIKMOMUU, 00YCI08]EHHbIX

cepbesHbIMU CONYMCMBYIOUWUMU 3A00]1e8AHUAMU U/UNU NPEKTOHHBIM 803pacmom (B).

3. Amuooapon modxcem 6vimb npenapamom evibopa 0as nevenus nayuenmos ¢ I'KMII co
cmotixoul KT u/ unu @)K 6 anamuesze (ocHogHbie hakmopsl pucka), npu He803IMONCHOCU

umnranmayuu UKJ[ (C).

4. Ilposedenue pacuiupeHHOU MUOIKMOMUU MONCEM 00CYHCOambcs Yy NAYUeHmMos ¢

oocmpykmusHoti popmoti I'KMII u pesucmenmHocmovio K MeOUKAMEHMO3HOU mepanuu

(C).
Knacc I1b

1. Ilpumenenue amuooapora modcem ObIMb ONPABOAHO Ol NPOBEOeHUs NePEUUHOU
npoghunaxmuxu BCC y nayuenmos ¢ I'KMII, umerowux ooun unu 6oiee OCHOBHbIX

gaxmopos pucka BCC, eciu neso3zmodicro svinornums umniaumayuro UK/ (C).

2. ITlocmosmunas osyxkamepuas OKC ¢ ykopouennoti AB-3adepoickoil modicem Ovimb
nokasana 6oavHLIM obcmpykmueno gopmon I'KMII ¢ evipasricennvimu cumnmomamu
3aboneeanusi peppakmepHuiMu K J1eKAPCMBEHHOU Mepanuu u He ABAAIOUWUXCS
Kanouoamamu Ol npoyeodypvl CenmdaibHOU peoyKyuu nNpu YCA08UU CHUIICEHUS
cucmonuueckozo epaouenma BTJDK na 25% u 6onee npu npoonoii ogyxxkameprnoi IKC ¢

onmumanvuvim 3navenuem AB-3adepoicku (B).

3. Onwvim ucnonvzosanus comanona oeparuder y nayuenmos c¢ [I'KMII, no eco
UCNONIbL308AHUE BO3MOJNCHO 6 OMOENbHbIX KIUHUYECKUX CUMYAyUusx, OCOOEHHO Y

nayuenmos ¢ UKJ[ (C).
Knace 111

1. Umnnanmayus UK]] ne pexomenoyemcs ooavnvim I'KMII ¢ omcymcmeuem 0CHOBHBIX

¢axmopos pucka BCC (C).

2. Umnnammayua UK/ ne pexomenoyemcs 6oavnvim I'KMII ¢ nonoscumenvhvim

2eHOMUNoOM (803MOJCHBIU (HAKMOp pucka) u Oomcymcmeuem KIUHUYEeCKOU



cumnmomamuxu (C).

3. Cnupmosasi smbonusayus He OONIHCHA BLINOIHAMBCA Y OONbHLIX C  BbIPANCEHHOU
eunepmpodghueic. MIKII (6onee 30 mm) 6 cei13u ¢ HeonpedelenHou 3PEHeKmusHOCmbIo

npoyedypul y dannot kamezopuu nayuenmos (C).

4. Cl’lumeGCL‘l 3M60]ll/l3al4u}l He OONINCHA BbINOJIHAMCS y OeccuMnmomMHbIX nayuesmoes, y
OONIbHBIX ¢  MeOUKAMEHMO3HO KOEmMpoJiiupyemvimMu cumnmomamu, y nayuenmoe c
npe()nOﬂazaeMbmu onepamueHbiMU emewamenbCmeamu Ha cep()b;e, K020a MUOIKMOMUSL

Mooicem Obimb GbINOIHEHA, Kak yacmy unu sman onepayuu (C).

5. Hasunauenue wnumpamos, HugeounuHa u BbvlCOKUX 003 OUYPEemuKkos A61iemcs

NOMEHYUANbHO ONACHBIM ) nayuenmos ¢ oocmpykmusnou I KMII (C).

6. Hasnauenue cepOeunvix 2nuxosuooé npu omcymcmeuu DII asnsemcs nomeHyuanrbHO

onacnwvim y 6oronvix I'KMII (B).

VI1.4.1.B. Crpatudpuxanust pucka u npopuiaktuka BCC y naunenton ¢ AAITIK

ApuTMOreHHass KapIuOMHUOMATHs/quciia3ust mnpaBoro skenymgouka (AHAIDK) — ato
NpeUMYHICCTBCHHO TCHCTHYCCKU JACTCPMHHHUPOBAHHAA IAaTOJOTWUA MbBIIIOBI CcepAla,
naToMOpQOIOTHYECKU XapakTepusyromascs (uOpo3HO-)KHUPOBBIM 3aMEIIEHUEM MHOKap/a
NPaBOTO JKEIYJOYKa M MPEUMYIIECTBEHHO MPOSBISIONIASCS JKEITYJOYKOBBIMU HAPYIICHUSIMH

putMma [191-193].

[To maHHBIM SIUAEMHUOIOTHUECKUX HCccleqoBaHuil BcTpedaeMocth AJ[IDK B oOmieit
nomynsauuu coctasiger ot 1:1000 no 1:5000, cooTHOLIEHNE MY KUYUH U KEHIIUH Cpean OOJIbHBIX
¢ AIIDXK cocrasnser 3:1 [194-197]. AAIDK — oxgna u3 Hambosee 4acThIX MPUUYMH BHE3AMHON
cepaeunoii cmeptu (BCC) y mum momoke 35 neT B pa3BUTHIX cTpaHax mupa [196, 197].
Poccuiickue anueMuonorndeckre JaHHble cOOTBETCTBYIOT MupoBbIM: AJIIDK siBnsieTcst BTopoi
no 3Hauumoctu npuunHo BCC y mun < 35 ner (14,1%) mocne anxoromsHoi KMII ¢
pacrmpeneneHieM yMepmux OoJbHBIX 1Mo moiy B cooTHomeHnn M:K 3:1 [197]. Cemeiinbie
¢opmer AITDK cocraBnsitor kak MUHUMYM 50% OT BcexX ciydaeB C IPEUMYIIECTBEHHO
ayTOCOMHO-JIOMHUHAHTHBIM THIIOM HacjenoBaHus (MIeHTH(GULIUPOBaHO 12 reHOB, KOTUPYIOIIUX
pa3ianyHble KOMIOHEHThl MHUOKApAMAIBHBIX JECMOCOM) M BapHaOeabHON MEHEeTPAHTHOCTHIO [4,

191, 359].



Huarno3 AIITXK ycranaBiuBaeTcsi HA OCHOBAaHUU COBOKYITHOCTH «OOJBIITUX» U «MaJTBIX)
JMAarHOCTUYECKUX KpuTepueB cortacHo MexayHaponusiM Kputepusim uarnoctuku AJITDK

1994 rona B monudukarum 2010 roga [191, 198].
Crpatudgukanusi pucka

[TaTorHOMOHUYHBIMU KIuHUYecKUMU nposiBaeHusMu AJIDK sasusiores KA,
Bappupymomue ot oguHouHou K3 1o ycroiunsoil XKT u @XK, npusonsiein k BCC. Ilocnennss,
B CBOIO OY€pe/lb, MOXKET OBITh MEPBHIM M E€IUHCTBEHHBIM KIMHHUYECKUM MPOSBICHHUEM 3TOTO
3aboneBanust [191]. HaumbGonee wyacto Bcrpewaromumucs cumnromamu AJIIDK sBustoTces
TaXUKapaus W/Wim olryuieHus cepaneduenus, cuakone u BCC, kotopsie HaOmonatorcs B 27, 26
u 23% ciyyaeB coorBeTcTBeHHO [191-194]. @K sBnsercs mexanuzmom mMraHoeHHor BCC y
Monoabix OombHBIX ¢ AJIIDK, xoTtopbie A0 3TOTO SIBISUIMCH ACUMITOMHBIMU. Y OOJBHBIX C
mmtenbHbIM aHamHe3oM AJIIIDK OGonee BeposiTHA BO3MOXKHOCTH PETUCTPAIIMHM yCTOWUMBBHIX
MOHOMOpPGHBIX reMonuHamudecku ctaduiabHbIX KT [193]. IlporpeccupoBanue 3abosieBaHUs
MOXKET TPOSABIATHCA KIMHUYECKHUMH CHUMITOMaMH OUBEHTPUKYJISIPHOU CEpACYHOU

HEJOCTAaTOYHOCTH.

KA ¢ mopdomorueri komruiekcoB QRS mo tumy BJIHIID sBISFOTCS OTIMYHTEIHHOM
ocobenHocThio AJIIDK 1 yka3piBaeT Ha MPaBOKETYIOUYKOBBINA XapaKTep apUTMHMA. Y MaIMeHTOB

¢ mupdy3apimu popmamu AJIITDK Moxxer HaOmOnaThCs HECKOIBLKO MOP(HOIOTHYECKUX KIIACCOB

WA [191-194].

BCC saBnsercs OCHOBHOM NpUYMHOM cMepTH npu JgaHHoM mnaronoruud u 0,08-9,0%
6onbHbIX ¢ AJITDK B ron ymuparor BHesanHo [191, 194, 199-201]. OtHocutensHo yacto BCC y
6onbHbIx ¢ AJIIDK pa3BuBaercs npu ¢usnueckoil Harpyske, 1 yactora Bcrpedaemoctu AZTDK

Cpeny BHE3AIHO YMEPILIUX CIIOPTCMEHOB Aocturaer 25% [191].

PerpocniekTUBHBINH KIMHUYECKUNA W TATOMOPQOIOTUYECKUN aHaIu3 CBHUACTEIbCTBYET,
9TO KpoMme OCHOBHBIX (hakTopoB pucka BCC (ykazaHume B aHaMHE3€ Ha 3IH30]] CEPIACYHOTO
apecTa, HaJIMY1ue CUHKOMAIBHBIX COCTOSIHUH, 3MN301bl ycTounBo# JKT) KIMHUYECKOe 3HAUYCHUE
B JIAaHHOM Kareropuu OONBHBIX MOTYT WMETh: MOJOAON BO3PACT, OTSTOIIEHHBIA CEMEHHBIN
aHaMHe3, 3aHATHS NPO(ECCHOHATBHBIM CIIOPTOM, COKpaTHTENbHAas AUCHYHKIHS IPABOTO
JKEJIyJ0YKa, BOBJICUEHHE B IMATOJIOTMYECKUU MPOUECC JIEBOTO IXKEIyAouKa, AUCIEPCUS

JmTenbHocTH KoMmIiuiekca QRS>40 mc, HapylieHus penonspu3aluu B I'PYAHBIX OTBEICHHSX



OKI' [199, 200]. Ognako, MpOTHOCTUYECKAsT 3HAYMMOCTh Ka)JIOTO W3 BBIIETIEPEUNCICHHBIX
(bakTopoB 1 UX KOMOMHaLUs YETKO He ompeneneHa. B 2011 rogy Ha ocHoBaHMU pe3ynbratoB 10-
JIETHETO HaONIONEHUs 3a Tpynmnou, cocrosmiet uz 96 6onpubix AJIIDK, Obuto MoOka3aHO, YTO
npucoenuaenue auchynkunn JOK k npencymectsyromeit nuchynkuuu [DK spnsutocs Hanbosee

HEeOIaronpusATHBIM MPOTHOCTUYECKUM (DaKTOPOM B OTHOILIEHUH X BbDKHMBaemocTH [191].
I'enemuyeckuil ananus

JlaHHBIE TEHETHYECKOTO TUMHpOBaHusa y OonbHBIX ¢ AJ[IIDK B Hacrosimiee Bpemsi O4YCHb
OrpaHHuYEHBbl. DTO HE NO3BOJSET JENaTb BBIBOABI O POJM T€HETUYECKOIO TUIUPOBAHUS B
ctpatudukanuu pucka BCC u onpenenenun neue6Hoi crpareruu y 6onbHbix ¢ AJIDK. Huxe
HIEPEYUCIIEHB] YCIOBHSL, IIPU KOTOPBIX LI€I€CO00pa3HO IPOBOAUTE F€HETHUECKOE TECTUPOBAHUS Y

JIAHHOM KaTeropuu mamnueHTos [191].

1. Komniexkchoe ceHemuueckoe mecmupo8aHue Ha 2eHbvl, Kooupyrwuue OeiKu
muoxapouanvrvlx oecmocom (DSC2, DSG2, DSP, JUP, PKP2, TMEM43) uyenecooopaszno
y nayueumog c ouacHosom AJIDK, ycmanosiennvim 6 coomeemcmeuu c
Meorcoynapoonvimu Kpumepusimu ¢ moouguxayuu 2010 2ooa.

2. Tenemuueckoe mecmupoganiue Moxcem Oblmb PEKOMEHO08AHO NAYUEHMAM C 6bICOKOU
sepoamuocmoio Haauyus AHIDK coenacno Mescoynapoonvim Kpumepusm 6
mooughuxayuu 2010 200a, m.e. npu Haruyuu 1-20 OOALWLO2O UTU 2-X MATLIX KpUmMepues
AJITDK.

3. T'enemuueckoe mecmuposanue He ROKA3AHO NAYUEHMAM NPU HATUYUU MObKO 1 Manoeo
kpumepus AIDK coenacno Meacoynapoonvim Kpumepusim 6 moouguxayuu 2010 2ooa.

4. Vsxonanpasnemnoe mymayus-cneyugpuunoe eeHemuueckoe mecmuposanue HOKA3AHO
YjleHam cembu U OMUNCAUUUM POOCNEEHHUKAM OONbHBIX ¢ OOKA3AHHOU 2eHemu4ecKu
Oemepmenuposannou popmoui AJJIDK nocne onpedenenusn y 60161020 0eghekmuozo 2ena,

omeemcmeeHH020 3a pazeumue 3abonesanus (index-case).

TeM He MeHee, UMEIOTCA J10Ka3aTelbCTBA TOTO, YTO 3J0POBbIE HOCHUTENN Je(EKTHBIX
TCHOB HE TPeOYIOT CHEU(PHIECKOro MpoPMIAKTHIECKOTO JICUSHHsI. JTa KaTeropus JIUI OyJer
HYX/aTbCsl B PETYIAPHOM CKPUHHUHIOBOM OOCJIEJOBaHUM C IENbI0 paHHEH JMarHOCTUKH
acuMnToMHbIX JKA, BKiItouaromeM B ceOs TLIaTeNbHbIM cOOp aHaMHe3a M IeHealorM4eCcKHi
aHaIM3 NpU TeHEeTHYeCKH AeTepMUHHpoBaHHbIX (opmax AJIIDK, perucrpaumio craHmapTHON

OKI' B 12 orBegenusix, nposenenne XM-OKI, aHanuza mo3gHUX MOTEHIIMAJIOB KETYIOYKOB,



poObI ¢ pu3nyeckol Harpy3koi u TpancropakaibHoi 9XO-KI' [191, 200].
Pexomennanuu no npopuiaakruke BCC
Knacc 1

1. HUmnnanmayus UK/ noxazana ons npoghunakmuxu BCC nayuenmam ¢ ycmanoeienHuiM
ouaenozom AJIDK, npu uanuuuu ooxazannou ycmouuusou KT umu snuszodoa @K
(ocHoBHblE (haKmMoOpvl pucka), uUMerwum Xopouiutl QYHKYUOHANbHBIUL cmamyc®, npu

VCI08UU 0XHCUOAEMOU NPOOOANCUMENbHOCU HcU3HU Donee | 200a (B).
Knacc Ila

1. HUmnnanmayus UK/ moosicem 6vims 3¢pgpexmusna ona npogunraxmuxu BCC y nayuenmos
¢ maxcénvimu gopmamu AJIDK, umerowum maxue ¢paxmopvl pucka Kaxk 8osieueHue 6
namonocuyeckuul npoyecc JUK, cemeunviii anammnez BCC y 00Ho20 u bonee unenos cemvu
(unu Hanuyue y YieHo8 cemMblU INU0008 CUHKONE HESACHOU IMUOL02UU, 8 CYUAAX, K020d
KT unu DK He OblLiu UCKIIOUEHbI KAK NPUYUHA CUHKONE), UMEIOWUX XOpouiuil
DYHKYUOHATbHBIIL CMAmMyc, APU YCIOBUU O0HCUOAEMOU NPOOOIHCUMENbHOCU  HCUSHU

bonee I 200a (C).

2. Amuooapon unu comanon moxcem ovimv 3¢pghexmusen 0ns neuenus yemouuueou KT uiu
@K (ocnoenvie paxmopvl pucka) y nayuenmos ¢ AHIDK npu Hegozmodcnocmu unu

Heyenecoodopaznocmu umnianmayuu UKJ[ (C).

3. Paduouacmomnas kamemepHas abiayus yeiecoobpasHa 8 Kavecmee OONOIHUMENbHO2O
memoda neuenuss nayuenmos ¢ AJ[IDK, y xomopvix umeromcs peyuougvl yCmoudusou

KT, necmomps na nposooumyro AAT (C).
Knacc ITh

1. Omnookapouanvnoe ODU moocem nposooumvCs y nayueHmos ¢ YCMAHOGIEeHHbIM
ouacrnozom AHIDK ons cmpamuguxayuu pucxka BCC, a makoce 011 oyeHku

aghgpexmusrnocmu AAT (C).

*-0 MCTOAUKAX MPOBCACHHUA OLICHKU q)YHKI_II/IOHaJ'ILHOFO CTarycCa Bbl MOXKCTC IMMPOUYUTATH HaA

catite http://www.chcr.brown.edu/pcoc/functi.htm



VIIL.S. BCC npu cunapome WPW

Cungpom WPW — 310 couetanune DKI'-eHOMEHA, HILTFOCTPUPYIOLIETO MPEIBO30YKICHUE
KEJTYyJOYKOB cepAla IO JAOMOJHUTEIbHOMY (aHOMaJbHOMY) aTPUOBEHTPUKYISAPHOMY
coenuHenuto (JABC) u mapokcu3ManbHOM aTpUOBEHTPUKYISPHOM PELUNPOKHON (pe-eHTpH)
taxukapauu (ABPT), Bo3HuKaromiell B pe3ynbTare pealu3aldl MeXaHH3Ma IMOBTOPHOTO BXOZa
ANEKTPUYECKOTO BO3OYKICHHSI CTPYKTYPHBIMH COCTABJISIOIIMMHM KOMIIOHEHTAMH, KOTOPOTO
ABJISAIOTCS BPOXKIAEHHOE J00ABOYHOE AaTPUOBEHTPUKYISIPHOE COEIMHEHHE, HOPMAJIbHOE

aTpUOBEHTpPUKYIsIpHOE coenuHenue (ABC), Mmuokapa npencepauii u sxenyaouxon [202-204].

O penomene WPW roBopsT B TOM ciyyae, eciii y HalleHTa Ha (JOHEe CUHYCOBOTO pUTMa
Ha noBepxHocTHON OKI' mMeroTcs NMpu3Haku aHTEpPOrpagHOro (0T MpencepaAns K KelyaouKam)
nposeneaust o JJABC (mpeaBo30ykaeHHE >KETyJOYKOB), HO B aHaMHE3€¢ HET YKa3aHWW Ha

KJIMHUYecKue nposiBiieHus: win ¢akt Bepudukanun ABPT na OKI [202, 203].

Tepmun cungpom WPW OTHOCHTCS M K TalMEHTaM, Y KOTOPBIX MPEABO30YKICHHE
JKETYIOYKOB COYETAeTCSl C WHOW CHMIITOMAaTMYECKOW Taxukapauei, omimmunod ot ABPT,

Hanpumep — GUOpHLIALKEH UK TpereTanueM npeacepauii [202-204].

[lo nmaHHBIM pa3IMYHBIX aBTOPOB PaclpOCTpaHEHHOCTh cuHapomMa WPW B o61mieit

nonyssanuu cocrasisier 0,1-0,3% [202-205].

Cpenu mnamuentoB ¢ cunapomom WPW puck pazsutus BCC B Teuenue 3-10 jer
coctasisger ot 0,15 mo 0,39%, uro Beime obmenonymsmuonHoro pucka BCC [202-204, 211,

212]. Hepenko cepaeuHblid apecT sIBISETCS NEPBbIM KIMHUYECKUM CUMIITOMOM cuHIpomMa WPW.

K ocnosnvim dakropam pucka BCC y mammentoB ¢ curapomom/ ¢peHomeHom WPW (B
MOPSAIKE YMEHBIICHUS HX 3HAUUMOCTH) OTHOCATCS: 3Mu30A (GUOPWIUISIIMM Tpeacepauil ¢
BennuuHOM mHTepBasia RR 260 mc u Menee Ha ¢one anteporpagHoro nposenenus no JABC,
HaJU4Yhe CHUHKOMAJIBbHBIX COCTOSHHI B aHaMHE3€, CTPYKTypHasl MATOJOTUsl Cep/la, CEMEHHBIN
anamue3 cuaapoma WPW u BCC, BenmumnHa anTeporpamnoro pedpakrepHoro nepuona JJABC

Mmenbie 270 mc [204, 207, 208, 211-213].
Crparudukanus pucka

Anroputm crpatudukanuu pucka BCC npencrasnen B tab. VILS5.1. O ocHoBaH Ha

BBISIBJICHUH OCHOBHBIX (pakTOopoB prcka Bo3HHkHOBeHUs1 BCC y manueHToB ¢ cuaapomom WPW



[204, 208, 210]. IlocnenoBaTtenbHas peanu3alis JAHHOTO aJrOpUTMa IO3BOJIUT OIPENEIUTDH
nepedyeHb MEPONPUATHIA, HEOOXOIUMBIX JJIsl IPOBEICHHs TIEPBUYHON/BTOPUUHOMN NPOYUIAKTUKH

BCC B kax10M KOHKPETHOM KJIIMHUYECKOM ClIydae.

Tabmuua VILS.1 Crparnduxkanus pucka BCC y nanuentoB ¢ cunapomom WPW

1. EcTb Jiu npu3Haku npenso30yxnenust Ha JKT
Ja Hert
CM. nyHKm 2

2. Ectb M cuMOTOMATHYECKAS TaxuKapaus H/WJIM CHHKONAJIbHbIE COCTOSTHHA B

aHaMHe3e
Ja Her
300 DPH u P4YA JIABC CcM. nyHKm 2
2. EcTb s1n cemelinblii anamHe3 cuHapoma WPW u BCC
Ja Her
IH00D DU u PUYA JIABC cm. nynkm 3
3. EcTb JIN CTPYKTYpHAasi NATOJIOT Sl Cepana
Ja Her
3003 DU u P4A /IABC cm.nynkm 4

4. IlpeaBo30yKaeHHE KeJTYT0YKOB ACUMIITOMHO

Cm. pexomenoayuu no npogpunaxmuxe BCC

IIpu crparuduxanuu pucka BCC y nmaHHO#N KaTeropuu mamueHToB, OCHOBHOW 3a1adeid
SBJISIETCS BBISABICHHE KIMHUYECKUX MPU3HAKOB (OCHOGHBbIX (PAKTOPOB PUCKA U UX COUYETAHUSA),
aCCOLIMMPOBAaHHBIX € BbICOKMM puckoMm pasputus BCC. B koneunom wutore, 3to Oyner

OTIpeNIeNIATh OCIe0BaTeIbHOCTh MeponpusaTuii o npodunaktiuke BCC.

Pexomenpannu no npopuiaakruxke BCC
Knacc 1

1. BonvHvim ¢ npusHakamu npeosozoyiicoenus oceryoouxos Ha OIOKI, nepenmecuium
cepoeuHvlll apecm, HeoObsICHUMble 00MOPOKU (OCHOBHblE (HAKMOPLL PUCKA) UIU

CUMNMOMAMUYHYIO MAXUKaApouro nokazano npogedenue PYA JIABC (B).

2. Illayuenmam c ¢puopunnsyueti npeocepouti (uiu Opyeou npedcepOHOlU maxuxapoueti),
conpogodcoarujelicss 6blCOKOUACMOMHOU aKkmusayuell. MUokapoa xiceiy0ouKkos
(6éenuuunot unmepsana RR 260 mc u menee na goune anmepocpaono2o nposeoeHust no

JABC — ocnosnou paxkmop pucka BCC), noxazano npogeedenue PHYA (B).



3.V nayuenmos ¢ cunopomom WPW, umerowum ocnoeHvle Bakmopwvl pucka u Komopwvle
npeonouumarom MeouKamMeHmo3sHyo mepanuio npogedenuro PUA, cpeocmseamu evioopa

saensiomes AAII I kracca unu amuooapon (C)

4. Ilpeocmasumenam puckogvlx npogheccuii (nuromel camoiemos, ooumenu
00U ecmeeHHo20 MPAHCNOPMA, CROPMCMEHDbL) Y KOMOPbIX OUACHOCMUPYEMCs CUHOPOM/
Gpenomen WPW ene 3aeucumocmu Om HAIUYUA CUMNIMOMOSE U BEIUYUHBL
anmepoepaonozo IPII JIABC noxazano npogedenue PUYA J[ABC oadice npu omcymcemeuu

ocHosHbix (hakmopos pucka BCC (B).

5. IHayuenmwi ¢ pernomenom WPW, y komopwvix anmepocpaousiii IPII JJABC menee 270 mc
noxazaro nposederue P4A J[ABC (ocnosnoti pakmop pucka) (B).

Knacc Ila

1. Ilayuenmam c npusHakamu npeogo3oyxcoenus xicenyooukoe Ha IKI, omcymcmeuem
OCHOBHbLIX (haKmopoe pucka (YKa3amus 6 aHamHese Ha CUMAIMOMAMUYHYIO MAXUKapouro,
cunxone, cemetinwlii anamuez BCC, nanuuue cmpykmypHot namonocuu cepoya, 8enudurd
anmepozepaonozo IPIl JIABC o6onee 270 mc) nokazanHo OunHamuueckoe HaOI0OeHue

kapouonozom (C).

2. Illayuenmam c¢ npusnaxamu npedgo3oyacoenus xenyooukos na IKI, omcymcmeuem 6
anamuese YKA3aHuil HA CUMNIMOMAMUYHYIO MAXUKAPOUIO, CUHKONE, CeMEUHbll aHaMHe3
BCC, nanuuue cmpykmypnoti namonozuu cepoya, y KOmopbix 6eIUYUHa AHMepocPaOH020

IPII J]IABC 6onee 270 mc ne noxazano nasnauenue AAII (C).
Knacc 1Ib

1. 'V nayuenmos ¢ gpenomenom WPW, y komopwix eéenuuuna anmepoepaonoco IPII J[ABC

npesviuwaem 270 mc, 8603moxcro nposedenus P4A (C).
Knacc 111

1. Ilayuenmam c cunopomom/penomenom WPW npomusonokazano HasHayeHue OUOKCUHa,

bema-onoxamopos, eepanamuia u AT® (C).

VI1.6. BCC npu nopokax KJanaHoOB cepaia




VIIL.6.A. BCC npu Bpok/JIeHHBIX MOPOKAX cepaua
Crparudukanus pucka

Bpoxnennsie mopoku cepauna (BIIC) mpencraBnsitoT co0oif MHOTooOpasHBI CHEKTP
AQHATOMHYECKUX M (PU3MOJIOrndecKkux AeGeKTOB € Pa3InYHbIMU BapUaHTAMU KIMHUYECKOTO
TedeHUs 3aboyieBaHUs. PUCK pa3BUTHS apuTMUN Ha MpeA- U TOCICONEPAI[MOHHOM JTamax
XHPYPruUeCcKoil KOppeKInK Mopoka, mpeanonaraetT Bo3MokHOCTh BCC. Oco0eHHOCTh COCTOUT B
ToM, 4TO Oonee 75% mutageHdeckux M nerckux cmepreit ot BIIC mpoucxoaut B cTanuoHape,
OOJIBIIMHCTBO M3 KOTOPBIX — B X0€ ornepanuii. OcTalibHbIE CMEPTH MTPOUCXOIAT BHE CTAIlMOHApA
WM B PEaHUMALIMOHHBIX OTJEJEHUSAX B pe3ylbTare APYTUX BPOXKIACHHBIX aHOMAJUN pa3BUTHUSA
uim cercuca. Y OOJNBHBIX, omepupoBaHHbIX 1o moBoxy BIIC B Bo3pacte crapme 20 iner,
oTMeuaeTcsi mporpeccupytomee ypeauueHue yactoTel BCC u cepaedHo-coCyaucTON

CMEPTHOCTH.

C Boicokum puckoMm BCC B otmanmenHom mnepuonae accoruupytorcs 5 tumno BIIC:
terpana ®anno, D- u L-tpaHcno3unus MaructpailbHbIX apTepUil, CTEHO3 aoOpThl U
(GYHKIMOHANBHO €IUHCTBEHHBIN kemyaouek. Haubosbliee KOIMUECTBO JaHHBIX O YacCTOTE
pazeutusi BCC npu BIIC npuxonmsrcs Ha marueHToB ¢ terpanoit dammo. B obs3arensHoM
MOPSIIKE ONEePUPOBAaHHBIM 00BHBIM ¢ dmm3oAamu BCC B aHaMHe3€ TOMKHBI BHITIOTHITHCS Kak
WHBAa3UBHOE HCCIIEIOBAaHUE TeMOAMHAMUKH, Tak U 3HA0DDU. [lonoxuTenbHble pe3yiabTraThl
sHI0D®DPU, BHE3aBUCUMOCTH OT KIMHHYECKOTO CTAaTyca TaIlMeHTa, ITO3BOJISIOT BBIIBUTH
00bHBIX ¢ BBICOKHM prickoM BCC B OTmajieHHOM MEpHoAe MOCie XUPYPTUYECKONH KOPPEKIUU

MOpOKa.

Haubonee pacnpocTpaHeHHas: BpOXJIE€HHAs aHOMAaJIMA Pa3BUTHUS KOPOHAPHBIX apTEpHid,
cBA3aHHas ¢ BbICOKMM prckoM BCC B M00A0OM BO3pacTte, — 3TO OTXOKJAEHUE JIEBOI KOPOHAPHOU
aprepuu U3 mpaBoro cuHyca BanbcanbBa. [IpeamonaraemsiMu mexanmzmamu BCC sBisitoTcs
au00 ocTpasi aHTyJsIMS YCThsl KOPOHAapHOM apTepuu W Kak CIEACTBHE ee meperud, anbo
KOMIIPECCHS JIEBOM KOPOHAPHOM apTepUH, IPUBOAAILNE K PA3BUTHIO OCTPOI MIIEMUH MUOKapaa
¢ nocnenyromuM pazputueM KT nmn @XK. Jluarno3 ycranasiuBaercs B xone KAID' u ciyxut

MMOKAa3aHUECM K MMPOBCACHUIO XUPYPI HYECKOM PpeBacCKyJsipu3allii MUOKapaa.

CYHICCTByeT OIrpaHNMYCHHOC KOJIHMYCCTBO JKCIICPHUMCHTAJIBHBIX OAaHHBIX, HAa OCHOBAaHHU

KOTOPBIX MOXKHO OBLIO OBI PCKOMCHAOBATH OMPCACIICHHYIO TAKTUKY BCACHUA OOJIBHBIX C YTHMU



3a0oneBaHusIMH. JledeHHE HEOTIOXKHBIX COCTOSHUM, pa3BUBLIMXCA B paMKaX OCHOBHOTO
3a00JeBaHUs, KOTOPOE OTHOCHTCS K OSTOMY pasliely, OCYLIECTBIseTcss 0e3 KaKux-JInOo

crienuuaeckux 0cCoOEHHOCTEH.
Pexomennannu no npopuiaakruxke BCC

Knace 1

1. Umnnanmayusa UK nposooumcs nayuenmam ¢ 8podxcoennvim nopokom cepoya (BIIC),
nepenecuum cepoeunviii apecm (ocrosnou ¢axmop pucka BCC), eciu npuuuna
3a60/1e6aHUSL YCMAHOBIEHA 8 X00e 00C1e008anUsl U ObLIU UCKTIOUeHbl UHble 00pamumbie
npuuunvl. HUmnnanmayus UK/ nposooumcs nayuenmam ¢ Xopouum @GyHKYUOHATbHBIM
cmamycom™, noayyarowum OIUMENIbHYI0 ONMUMALLHYIO JeKAPCMEEHHYI0 Mepanuo u

uMerowuM O1a2ONPUIMHBLI NPOSHO3 BLIXCUBAHUSL 8 MeueHUue 200a U bonee (B).

2. bonvubim ¢ BIIC u cnommannou ycmouiuusou KT (ocnoenou ¢gaxkmop pucka BCC)
NOKA3aHO Npo8edeHuUe UHBAZUBHO20 UCCIe008AHUs NAPAMEMPO8 GHYMPUCEPOEYHOU
cemoounamuxu u 3H009DHU. Pexomenoyemvie mMemoovl mepanuu — KamemepHas aoaayus.
unu  xupypeuueckoe neverue KT Ecau ykazanuvie memoowvl Hed(pdekmusHbl, mo

pexomendyemcs umniaumayus UK/ (C).
Knacc Ila

1. UHeaszuemyro oyeuky napamempos 6HYMpPUCEePOeYHOU 2eMOOUHAMUKU U IHO0D DU
yenecoobpazno npogooums nayuenmam c¢ BIIC, umerowum ocHogHvle (hakmopsl pucka
BCC - ykasanua 6 anamHe3e Ha HeOOBACHUMbIE INU300bl CUHKONE U HapyuleHue

COKpamumenbHol QYHKYUU HCeyO0UKO8.

2. B omcymcmeue onpedeneHHol U NOMEHYUANbHO KOPPUSUPYEMOU NPUYUHBL CEPOEUHO20
apecma (ocnoenotli pakmop pucka) umnianmayusi UKJ] yenecoobpasna nayuenmam c
XOpowum QYHKYUOHATbHBIM CMAMYCcoOM™, nonyyaowum OIUMeNbHyI0 ORMUMATLHYIO
JIeKapCMBEHHYI0 Mepanuio U UMerwWux O1a2onpusmHblil. NPOSHO3 O BbINCUBAHUS 8

meuenue 2o0a u bonee (B).
Knacc ITh

1. Ilposedenue 21003PHU modxcem obcyrcoamvcs y nayuenmos ¢ BIIC u napnvimu

arcenyooukosvimu sxcmpacucmonamu (K3) wuiu HXKT onsa onpedenenus pucka



6o3HuxkHogenus ycmouuueou KT (C).
Knacce 111

1. Hasznauenue npogunaxmuuecxou AAT ne nokazano y 60nvhsix ¢ beccumnmomuvim BIIC
u eounuunvimu K3 (C).
* - 0 METOAMKAX MPOBEACHUS OICHKHU (DYHKIIMOHAIBLHOTO CTaTyca BBl MOXKETE NPOYUTATh Ha

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VIIL.6.b. BCC npu npno0dpeTeHHbIX MOPOKAX cepAla
Crparudukanus pucka

B Hacrosmiee BpEMs OTCYTCTBYIOT JAaHHBIC, CBUACTCIBLCTBYIOINIUEC O TOM, YTO IIJIACTUKA
HIIW IPOTE3UPOBAHHUEC MUTPAJIBHOI'O KilallaHa YMCEHBINAKOT KOJIUYECTBO KA Yy HDanuC€HTOB C
KJIaITaHHBIMH ITIOpOKaMHu cepamna. HO3TOMy OIICHKA KIMHUYCCKOTO COCTOSHMS STOH KaTeropnu
MNalUCHTOB W HUX JICHCHHUC IPOBOAATCA Ha OCHOBAHHU CYHICCTBYROIIUX pCKOMeH,Z[aLII/Iﬁ JJIsA

Ka)JI0T0 U3 3a00JIeBaHU.
Pexomennannu no npopuiaakruxke BCC
Knace 1

1. Kaunuueckas oyenxka cocmosinusi OOIbHbIX C KIANAHHLIMU nopokamu cepoya u KA, a
makce 6bl00p MAKMUKU UX JeYeHUs OOJNHCEeH OCYWeCmenamvpcs HAd OCHOBAHUU
Cywecmeyiouux 8 Hacmosuee 6pems pPeKoMeHOayuu No OUACHOCMUKe U Je4eHUro

NOPOKOG cepOya U BbIs8NICHUL OCHOBHBIX U 6mopocmeneltvlx pakmopos pucka BCC (C).
Knacc IIb

1. IlosumusHoe 3HaueHue NAACMUKU UIU NPOMESUPOBAHUS MUMPATLHO20 KIANAHA Y
nayueHmos ¢ NpoaaANCoOM MUMPANAbHO20 KIANAHA, MANCEIOU MUMPATbHOU
pecypeumayuell, covemarnwenucs ¢ cemMoouHamuidecku 3Havyumvimu XA (ocnosHol

gaxmop pucka) 6 omunowenuu npogpunakmuxu BCC ne sensemcs ookazannvimu (C).

VIIL.7. BCC npu MeTa00JJu4eCKHX M BOCHAJUTEIbHbBIX 32001eBAHUAX




VIL.7.A. CtpaTuduxanus pucka u npopuiaktuka BCC y naumeHToB ¢ MUOKAPAUTOM U

HH(EKIHOHHBIM YHA0KAPAUTOM
Muoxapoum

MuokapIuT — MOpa)XeHHE CEPJCYHON MBIIIIB MPEUMYIIECTBEHHO BOCHAIUTEIHHOTO
XapakTepa, OOYyCIIOBJIEHHOE HEMOCPEACTBEHHBIM WM OINOCPEJOBAHHBIM 4Yepe3 HMMYHHBIC
MEXaHU3MbI BO3JIEHCTBUEM MH(DEKINH, Tapa3sUTapHON WU MPOTO30MHON MHBAa3HH, XUMHUYECKHX
win  (¢u3nueckux (GakTopoB, a TaKKe MOPAKEHHUS, BO3HHUKAIONIME MpPHU aUNIEPTUYECKUX U

ayTOMMMYHHBIX 3a00seBanusx [214].

Haunbonee uacTteiM 3THONOTHYECKUM (HAKTOPOM, OOYCIABIMBAIOIINM pa3BUTHUE
MuokapauTa 6osee yem B 60% ciyuaes, siBiseTcsl BupycHas uHgekuus [215]. B eBponeiickoit
MOMYJISALMN CaMbIM YacThIM BHUPYCHBIM T€HOMOM, OIpPENeSIONIMMCS B OMONTaTaX MHOKapa,
saBIsieTCs napBoBUpyc B-19 u Bupyc repmeca denoseka - 6 [216]. 3 GakTepuanbHBIX areHTOB
HauOOJIbIIIee 3HAYCHUE B TIOCICAHHUE TOABI MPUOOPETAOT BHYTPUKICTOUHBIC BO30OyIHTETH (PO
Chlamidia) [218]. Cpeau apyrux NpUYUH BBIAETSIOT MPSMOE M OMOCPEIOBAaHHOE BO3/IEHCTBUE
TOKCHYECKHX BEUIECTB, B TOM YHCIIE JIEKAPCTB, AIJIEPTUUECKUE U ayTOUMMYHHBIE PEaKIHH Y JIMII
C CHUCTEeMHBIMH 3a00JI€BaHUSAMH (KOJJIar€HO3BI, OIYXOJH, CapKOWI03, HecTenu(uuecKuii

SI3BEHHBIN KonuT) [214, 217, 219].

BcerpedaemMocTs MuOKapAuTa B pa3iMyHBIX CcTpaHax EBpomnbl pasnuuaercss B pasbl U
konebnercst ot 0,12% mo 12% [215, 216]. B kapauonoruyeckux CTalMoOHapax JAMarHo3
MHUOKapJuTa BBICTABIIACTCA MeHee 4eM B 1% citydaes, B TO 5k€ BpeMs 10 JaHHBIM ayTOIICUU €T0

MIPU3HAKYU BBIABISIOTCS B 3-9% [218].

Pesynbrarbl ceKIMM BHE3alTHO YMEPIIMX JIIOJCH OOHAapyXHBalOT MOpdosoruyeckue
Mapkepbsl MuokapauTa B 8,6% ciaydaeB [219], a y aur monoxe 40 jet — B 12% ciyuaes [220].

IIo HCKOTOPBIM HTAaHHBIM, MUOKAPJAUT SAABJIACTCSHA Beﬂymeﬁ HpH‘-IPIHOﬁ BHE3aIIHOM CMCPTHU Y JeTen

8].

Henocpencteennpiv Mexannu3MoM BCC y OONbHBIX MHOKApIUTOM SIBISIOTCS CTOWKHE
HApyIIeHUs pPUTMa W/WIM MPOBOJUMOCTH, KOTOPbIE IO JaHHBIM AIHJIEMHOIOTHYECKOTO
uccnenosanusd ESETCID, nposenennoro B EBporne, peructpupytores B 18% ciyuaes [221]. Tlpu
3TOM MPOCIEKHUBAETCSA CBSI3b MEXKIYy YacTOTOW M TSHDKECTBIO PAa3BUTHUS HApyIIEHUH pUTMa U

MOp(i)OJ'IOl"I/ILIeCKI/IM BapHaHTOM MHUOKaApJnuTa, B YaCTHOCTH HanOoJIbIIAs BBIPA)KCHHOCTH



apUTMHUYECKOTO CHHJpOMAa XapakTepHa JJsi TUTaHTOKJIETOYHOro Muokapauta. [lo maHHBIM
npyroro uccienoBanus [222, 223], okono 5% ciaydaeB MHOKapauTa JEOIOTHPYIOT pa3BUTHEM

)KCJ'Iy,I[O‘IKOBOﬁ TaxXUuKapanuu.

BMmecre ¢ Tem, MporHocTHuYeckask pojib Pa3IUYHBIX APUTMUN, KaK M JPYTUX KIMHHUKO-
MHCTPYMEHTAJIbHBIX JIaHHBIX, B YaCTHOCTU HU3koi ®PB, B MaHM]ecTHOM Nepuoae MHUOKapIuTa
JI0 HACTOSIILIETO BPEMEHHU HE yCTaHOBJIEHAa. Bo MHOrux ciydasx Ha QOHE aJeKBaTHOW Tepanuu

HACTYTIAET MOJTHOE MCUE3HOBEHUE TOA00HBIX CUMIITOMOB [218].

B cBsi3u ¢ aTuM pexomenaanuu o npodunaktike BCC y 60IbHBIX MUOKAPIUTOM HMEIOT
KpaifHe OrpaHWYEHHBIA XapakTep, B OCHOBHOM OTHOCATCS K OCTPOMY MEpHOAY 3a00sieBaHMUSL.
JUie MeOUMKaMEeHTO3HOM TepanMuM JKeNIyJOYKOBBIX TaxHapUTMHUHA 3((EKTHUBHO Ha3HaueHUE
amuonapoHa [224]. YcranoBka BpemeHHoro DKC B ocTpoif (aze mMuokapawuTa Moka3aHa IMpH
BO3HMKHOBEHUU T'€MOJMHAMUYECKH 3HAYUMBIX OpaJWapuTMHii, TOoraa Kak BOIpoc 00
ummantauuu UK/ B 3T0T nepuon He paccMmarpuBaetcs. Bmecre ¢ Tem, B 0ojee 1o31HUE CPOKH,
korga Ha (oHe anexkBaTHOH AAT COXpaHSIOTCS yCTOWYHMBBIE T'€MOIWHAMHYECKH 3HAYMMBIC
JKEYI0OYKOBbIE HApyIIEHUs pUTMa CEeplla, a MPOrHO3 JUIf KU3HM MAIMeHTa OJaronpusTeH B

TEYCHHE KaK MUHUMYM KaJIeHIapHOro rofa, uMmrutantanus MK/ Moxer ObITh peKOMEH/I0BaHa.
Unghexyuonmwiii s3nooxkapoum

WNudexmmonnsiii s3am0kapant (D) — BocnanuTenbHOE MOpaKeHNE KITATaHHBIX CTPYKTYD,
MPUCTEHOYHOTO 3HJI0KApAA, SHJIOTENINUS B 30HE BPOXKJIEHHOTO NMOPOKAa MAaruCTpaabHBIX COCYIOB,
00yCIOBIIEHHOE MPSIMBIM BHEAPEHHEM BO3OYIUTENS W IMPOTEKAoIllee Yalle BCEro MO THILY
cercuca OCTPO WM TOMOCTPO C UUPKYIALMEH BO3OYIUTENs] B KPOBH, TPOMOOIMOOIUSAMH,

MMMYHONIATOJIOTHYECKUMH U3MEHEHUSMH U OCIIO)KHEHUSIMU [225].

OcHoBHbIMU BO30ynutensiMu D B mociemaHue OECATHIICTUS SBISIOTCS CTa(UIOKOKK,
CTPENTOKOKK M DHTEPOKOKK, KOTOPHIE BBIIEISIOTCS y MOAABISIONIETO OONBITUHCTBA OONBHBIX C
MOJIOKUTEIIBHOM TeMOKYIbTypoil [226, 227]. IIpocnexxuBaercsi CBSI3b MEXAY STUOJIOTHYECKUM
(dakTopoM W BapuaHTOM TedcHHs 3a0oiieBaHus. Tak, MPU MOAOCTPOM TedeHHH D OCHOBHBIM
BO30yIUTENEM SIBISIOTCS pa3InyHbIe BUIBI Streptococcus, B TO BpeMsl Kak ocTpoe Tedenue MO

HanOoJiee 4yacTo accolmupoBano ¢ uHpekuen Staphylococcus [228].

OCcOo0EHHOCTBIO SIMUACMHUOJIOTNHN 6] HOCICAHUX JICT ABJIACTCA ITOABIICHHUC 0CO0BIX (I)OpMI

ND y HapkoMaHOB ¢ MPEUMYIIECTBEHHBIM MOpaKeHUEM TPEXCTBOpUATOro Kianana, D mpotesa



KJ1ariaHa, %1C) Y NaguEeHTOB C UMINIAHTUPOBAHHBLIM JJICKTPOKAPAUOCTUMYIATOPOM H 6OJ'II)HI)IX,
HaxoAdImuxcsa Ha IMIPOrpaMMHOM I'E€MOIUAJIN3C, us Y PCUHUIIMCHTOB TPAHCIUNIAHTUPOBAHHOTO

oprana [229, 230].

OnHoii n3 BaxkHeWmux npobnem M B HacTosiiee BpeMs ClieAyeT MPU3HATh PACTYIIyIO
PE3UCTEHTHOCTh BO30yAuTENed K Haubojee 4YacTo NPUMEHSEMBbIM AHTUOMOTHKAaM, 4YTO BO
MHOTOM OOYCJIaBJIMBAET BBICOKME ITOKA3aTeId CMEPTHOCTH TpPU JAaHHOM 3a00JIeBaHUH,
JOCTHUTAIOLIUE JJaXKe B TOCHUTANbHbIX ycioBusax 10-26% [231-233]. bonpmMHCTBO cMepTeid,
HACTYMAIOLMX BHE3AIHO, MPOUCXOAAT IO IMPUYMHE OCTPOM CepaeyHOH HEeI0CTaTOYHOCTH
BCJICZICTBHE JCCTPYKIMHU KianaHa Ju00 Ha (OHE MOJHHEHOCHOTO CENTHYECKOrO INOKa, Kak
NPaBUJIO, ACCOLMHPOBAHHOIO € aOCHEeIMpOBaHMEM KIIAAHHOTO KOJIbLIA, OJHAKO IO CBOEMY
MEXaHU3My TOM00HBIC ciydanm HE MoryT ObITh oTHeceHbl Kk BCC [234]. Bmecre ¢ Ttewm,
dbopmupoBanue abcrecca B obinactu MexoxkenygodkoBou mneperopoaku (MXKID) wnmm
pacnpoCTpaHEeHHe THOMHOIO Ipolecca ¢ Kosblla aopragpHoro kiamaHa Ha MOKII moxer
IPUBECTU K Pa3pyLICHHUIO MPOBOJSAIIEH cHUCTeMBbl cepaua W (GOpMHPOBaHUIO NONHOM AB-
onokanel u passutuio BCC [234]. B stoil cBs3u, pazsutue AB-OGnokaasl y mamnuenra ¢ MO

BCCra NJOJIZKHO HACTOPAXKMUBATH HA HAJIMYUEC TAKOTO T'PO3HOI'0 OCJIOKHCHUSA, KaK 3.6CI.ICCC.

Jleuenue OonbHBIX MDD HOJXKHO OBITH JIUTEIBHBIM, KOMIIJICKCHBIM H
MHOTOKOMIIOHEHTHBIM. BO Bcex ciydasix IOMKHa MPOBOAUTHCS AHTUMUKPOOHAs Tepamus ¢
Y4E€TOM 3THUOJIOTUYECKOro (akTopa, B OOJIBIIMHCTBE CIy4yaeB C NMPUMEHEHHEM KOMOWHALIUU
anTubakTepuaidbHbIX cpencts [231-234]. OCHOBHBIMH HAIpPaBICHUSMU JICUYEHHUS, TTOMHUMO
AHTHUOAKTEPUANBHON Tepanuu, SIBISIOTCS TAaKXKe XUPYPTrUYECKOe JICYCHHE M 3aMeCTHTENbHas

UMMYHHasi Tepamusl.
Pexomennannu no npopuiaakruxke BCC

Knace 1

1. Ilposedenue smuomponHoll, namoceHemuuyeckou U CUMNMOMAMUYECKOU mepanuu 6

ocmpoti gpaze muoxkapouma (C).

2. Xupypeuueckas KoppeKkyusi 0Cmpou He0OCMAamo4HOCMU aAOpPMaAlIbHO20 KIANAHd,

accoyuuposannou ¢ KT, npu omcymemeuu npomusonoxazanuii (C).

3. Xupypeuueckoe neueHue ocmpo2o 3HO0KapOUma, OClLOHCHEHHO20 abCyeccom aopmul Uil



KAANAHHO20 KObYd, aAcCCOyuuposanHvlx ¢ AB-6nokaodou, npu omcymcmeuu

npomusonoxazarutil (C).
Knacc Ila

1. Umnnaumayus HUKJ mooxcem Ovimb d¢hpekmusnoiu y nayueHmos c
arcuzneyepoxcarouwumu KA (ocnosnoul haxkmop pucka) éne ocmpotl ¢hazvl muoxapouma,
NONYUAIOWUX NOCMOSHHYIO ONMUMANBHYIO JIeKAPCMBEHHYI0 MepPanuio U UMeruux

Onazonpusmuulil nPocHo3 0Jis 8bldicuearus 6 meuenue 1 2cooa u bonee (C).

2. AAT yenecoobpasua y nayuenmos ¢ Heycmouuusou u ycmouuusou KT 6 ocmpotl ¢aze

muoxapouma (C).
Knacce I
1. Umnnanmayuu UKJ/[ ne noxkazana 6 ocmpoti ¢paze muoxkapouma (C).

VIL.7.b. Crparudukanusa pucka u npopunakruka BCC npu meTadoim4ecKkoM CHHApPOME,

O’KUPCHUH, TUETEC U AaHOPEKCHU

MeTabonuyeckuii CHHIPOM TPEACTaBIAeT COOOH COBOKYMHOCTh B3aMMOCBSI3aHHBIX
(bakTOpoB pHCKa BO3ZHUKHOBEHHUS M TPOTPECCHPOBAHHS CEPIACYHOCOCYIUCTHIX 3a00JIEBaHUA,
00yCTIOBIIEHHBIX aTepocKiIepo3oM [235-238]. OCHOBHBIE €ro COCTaBIAIOIINE — abJOMUHATHHOE
oxupeHue, mnoBeilieHHOEe AJl, aTreporeHHas AuciunuaeMus (MOBBILIIEHHE YPOBHSA
TPUIJIMLIEPUIOB U CHIDKEHHE XOJECTEpUHA JIUIONPOTEUZO0B BBICOKOM IUIOTHOCTH B KpPOBH),
PE3UCTEHTHOCTh K WHCYAUHY (KJIMHUYECKU TMPOSIBISACTCS HAPYIICHUEM TOJEPAHTHOCTH K
[JIIOKO3€, TUIEPIIIMKEMUEH HaTolaKk M caxapHbIM auaberom 2 Tuma). [ns merabonuyeckoro
CHHJIpOMA XapaKTEPHBI IMPOTPOMOOTHYECKHE M IPOBOCIAIUTEIbHBIE H3MEHEHHUS CHCTEMBI
reMocTasa, a Takke MHOTOUYHCIICHHBIE METa00IMUeCKIe U SHAOKPUHHBIC HapylneHus [236, 2373,
239]. Kpurepuu AMarHOCTUKH META0OJUYECKOTO CHHApPOMA TMPOAOKAET YTOYHATHCS U
obcyxmarbes. Tak, skcnepTsl Beepoccuiickoro HaygyHOro o01iecTBa KapIuoJOTOB HACTauBaIOT
Ha BEAyIIeW poiu abJIOMHHAIBHOTO OXUPEHHs (M30BITOUHOTO HAKOIUICHUS BUCIEPATBLHOTO
KUpa) B IaroreHe3e MeTaboJIMYeCKOro CHHApPOMAa U BO3PaXKAIOT NPOTUB YpaBHUBAHUS
3HAUUMOCTH 3TOT0 (hakTopa ¢ npyrumMu Kpurepusmu amarHoctuku [240]. IlepecmarpuBaercs
TaKKe JOMYyCTUMAasi OKPYKHOCTb TaJHH, KOTOpas MO CETOIHSAIIHUM MPEICTABICHUSM JOJKHA

COOTBETCTBOBATh ATHUYECKOM MPHUHAJICKHOCTH M CTpaHe MpoxuBaHus mHauBuna [237]. Ilpu



MeTa0OIMYeCKOM CHUHAPOME OINMHUCAH PsJ HW3MEHEHUW, MMOTEHIHAIBHO CIOCOOCTBYOIIHX
BO3HMKHOBeHHIO BCC — yBenuueHue NIUTENbHOCTH W auctiepcun uHtepBana QT [241-245],
W3MEHEHUs BapuabeNbHOCTH pPUTMA CEpJIma, CBHACTEIbCTBYIOIIME O MpeoldsalaHuu
CUMIIATHYECKUX BIUSHUN HA CHHYCOBBIM PHTM W/WJIM CHUKCHHHM BaryCHOW aKTHBHOCTH
[245-255], runeprpodus neBoro kemymgouka [256-258]. Kpome Toro, mpu BbIpaKEHHBIX
MeTa0O0JIMYECKUX PACCTPOMCTBAX, HE MCKJIIOYECHO BBEICHUE JOMOIHUTEIBHBIX (PaKTOPOB PUCKA
BCC: runokammemun [259], TUNOITUKEMUM, CIOCOOCTBYIONICH AaKTHBAIIMH CHMITATHYCCKON
HEPBHOM CHUCTEMBI U HAPYLIECHUIO PEMOJIIpU3alliid MUOKapaa ¢ yaiauHenueM unrepsana QT [260,
261], a Taxke CHHIPOMa OOCTPYKTHUBHOTO COHHOTO aITHO?, COMPSDKEHHOTO C HAIMYHMEM MHOTHX
KOMIIOHEHTOB METa0OJIMYEeCKOr0 CHHIpPOMA, BKIIOYas MpeodiIagaHue CHUMIATHYECKON

aKTUBHOCTH [262-265].

Buipaosicennvie _paccmpoiicmea numanusi, a TakkKe 4pe3MEpHbIE Mepbl 10 UX ObICTpOH

KOppeKUuu MoryT crnocodcrBoBarh Bo3HMKHOBeHHI0O BCC. Puck BCC 0coOGeHHO BBICOK MpH
BBIPKCHHOM OXKUPEHHH, MPEBBINIAs JaHHBIA MMOKa3aTelb B MOMYJIALUU Y JIHUI], COMOCTAaBUMBIX
mo Bo3pacty, B 40-60 pa3 [266, 267]. Ckopee Bcero, 3TO CBSI3aHO C BO3HMKHOBEHHEM
YTPOXKAIOIINX KU3ZHU HKETYITOUKOBBIX apUTMHUHM, OHAKO Y BHE3AITHO YMEPIIUX MOJOABIX JFOICH
BBISIBISIMCh TaK)Ke HM3MEHEHHs TMpoBOIANIeH cucTeMbl cepama [268]. Cpemu ¢akTtopos,
npeapacnonararomux K BCC, y aum ¢ 0XUpEeHHEM OIUCAHBI: YBEIWYCHUE UINTEIHHOCTH H
mucniepcun uHTepBana QT, dopMmupoBaHHMe XapaKTepHBIX CTPYKTYPHBIX H3MEHEHHUH cepama
(xapauomeranusi, AUIaTalus JIEBOTO KEJIyJo4Ka, THnepTpodusi KapAHOMOLIUTOB 0e3 MPU3HAKOB
MHTEpCTULIMANIBHOTO (prlpo3a), a Takke OOCTPYKTHBHOE COHHOE amHod [270-274]. Puck BCC
P O)KUPEHUH MOKHO CYIIECTBEHHO YMEHBIIUTh MIPU CHUKEHUH Macchl Tena. OOpaTuMBbl Takxke
MPOSIBJICHUSI KapAuonaTuu u yuiuHeHue uHTepBasia QT, 0COOEHHO Ha paHHUX CTaAMUIX
3aboneBanus [275-277]. HuskokanopuitHasi aueTa, COCOOCTBYIOIAs CHUIKEHUIO MAacChl Tela,
JOJDKHA OBITH XOpoIno cOamaHcHpoBaHHOW. EcTh cooOmlIeHuss O BO3HUKHOBEHUH APUTMHUI U
ciydyasx BCC npu ucnosib30BaHUM JJIUTEIbHBIX, He cOajlaHCUPOBAHHBIX, OYEHbB
HU3KOKAJIOPUHHBIX UET W JIe4eOHOTO TONOAaHusl (OCOOCHHO THET C NMPUMEHEHHEM >KHUIKUX

npoTenHoB) [278-282].

CMepTHOCTh y JHII C HepsHou anopekcuetl Komedmercst oT 5 mo 20%, a dakrudeckwii

o 1
MOKa3areib, BEPOSTHO, COCTaBIsieT Okojo 6%. [283]. Cumraercs, 4yTo MOYTU /3 JIETAJIbHBIX

HCXOJIOB, B TOM YHCJI€ BO BpeMsl BO30OHOBIICHHUS NIpUeMa IUILHU, TPOUCXOIUT U3-3a 3a00sieBaHU



cepala, OJHAKO TOYHBIE NaHHBIE O TOM, 4em oOyciosieHa BCC, orcyTcTByroT. [lnmutenbHoe
roJI0IaHne MPUBOIUT K aTpo(uu CEepACYHON MBIIIIBI, CHHYCOBOW OpaJuKapAud, yIJIUHEHUIO
unTepBaiga QT, a Takke SJIEKTPOJMTHBIM PACCTPOMCTBAM, YCYTYOJISIFOIITUM STH HapyIICHHUS.
BOJNBIIMHCTBO MATOIOTHYECKUX M3MEHEHHI CO CTOPOHBI CEpIIla MOJHOCTHI0 OOpPaTUMBI MOCIIE
HaJIe)KAIIEro BO30OHOBICHUS TUTaHus [284-286]. OclnoXHEHUS, CBI3aHHBIC C BO30OHOBIEHUEM
NUTAaHHUSA y JJIUTEIBHO TOJIOJAABIINX, BKJIIOYAIOT CEpPIACYHBIC, HEBPOJOTHUYECKHE U
reMaTOJIOTUICCKUE PACCTPONCTBA, OOYCIIOBIICHHBIC BOZHUKHOBEHHEM aHUCOAaHCa KHUIAKOCTH H
ANEeKTpOoNUTOB. CepeyHble OCIOKHEHMSI BO3HUKAIOT, KaK MPHUBUJIO, B MEPBYIO HENENIO MOCIE
Hayajla MpUeMa MUINM W OOBIYHO CBSA3aHBI C BBIPAXKCHHBIM Je()UIUTOM THUTAHHSA,

runodocdareMuel ¥ HCIOIB30BAHUEM TOJBKO TTAPEHTEPaTbHOTO uTaHus [287-290].

Crparudpukanus pucka BCC

Kaxxplii U3 OCHOBHBIX KOMIIOHEHTOB METa0OJMYECKOro CHHApoma (OXKUpeHue,
apTepuaibHas THUIEPTEH3MUs, HapylleHne OOMEHa JHMMHUAOB, CaxapHbId nuader), Oyayuu B
JIOCTATOYHOW CTENEHM BBIPAKEHHBIM, siBisieTcs paktopoM pucka BCC [291, 292]. B Hacrosiee
BpeMs HE SICHO, HeceT JIn OObEIMHEHHUE 3TUX Ipelpachojaralommx (akTopoB B paMKax
METabO0IMYECKOTO CHHJIpPOMA JOIMOJHUTENBHYI0 HMH(OPMAINIO, IMO3BOJISIONYIO YIYYIIUTh

ctpatudukanutio pucka BCC [292].
Pexomennanum no npodpunakruxke BCC

Knace 1

1. Ocobennocmetl npogunakmuxu u nevenus yepoxcarowux sxcusnu KA (ocnoenoti pakmop
pucka) u BCC y 6016HbIX ¢ Memaboaudeckum cuHOpOMOM, OHCUPEHUEM, AHOpeKCcUel Ulu
NPUOEPHCUBAIOUUXCS ONpedeNeHHOl Ouembl Hem. Meponpuamus no npedomepaueHuio
BCC oOondxcnvl 6vimb makumu dce, KAk U npu Opy2ux 3abonesanusx. mo
noopazymesaem, umo cmpamugurayus pucka u npogunakmuxa BCC 'y smoii kamezopuu
NAYUeHmos8 oCyuwecmensiencs Ha OCHOBAHUU 6blA6]1eHUs OCHOGHbIX U 6MOPOCMENneHHbIX
¢axkmopos pucka. Ilpoguraxmuxka BCC 6ydem 3axniouamvca 6 umnianmayuu MKJ]
NAYUEHMam ¢ XOpOulUM QYHKYUOHANbHLIM CIMAmycomM™ u O1a2onpusmubiM npoSHO30M
BbINCUBACMOCU 6 MmedeHue 200a u 6onee, KOmopvle NONYYAIoOm OaUMeENbHYIO

onmumanvuyto rekapcmeennyto mepanuio (C).

Knacc 1la



1. IlpoepammHnoe cHudceHue Mmaccvl mena HNpu oxcupenuu (moouguxayus
emopocmenennozo @gaxkmopa pucka BCC) u muwamenbno KoOHmpoaupyemoe
80300H0GNICHUE NUMAHUS NPU AHOPEKCUU MOodcem 3PHeKmueHo CHUUMb PUCK

6o3nuxknogsenus KA u BCC (C).
Knacce 111

1. J{numenvuvie, HecOanancuposamHvle, O04eHb HUSKOKAIOpULHble Ouembl U JaedebHoe
20/100aHUe He PeKOMEeHOYIOMCS, NOCKONILKY OHU MOo2ym OblmMb ONACHBIMU U NPUBOOUND K

pazeumuro yepoxcarowux sxcusnu KA (C).

*-0 MCTOAUKAX IMPOBEACHHA OLICHKHU (bYHKI_II/IOHaJ'IBHOFO cTraryca Bbl MOXETC IIPOYMTAThL HA

caiite http://www.chcr.brown.edu/pcoc/functi.htm

VIL.7.B. Crparuduxkanus pucka u npopunakruka BCC y nanueHToB ¢ 3HIOKPUHHBIMH

HApYyLIEHUSAMHU
CrpaTudgukanusi pucka

Hapymienuss ropMOHaNbHON PEryisiiiA MOTYT SIBISTBHCS NPSMOM WM OIOCPELOBAaHHOU
npuunHoi BCC B pesynbTare pa3sBUTHS JKU3HEYTPOXKAIOUIMX HApPyUIEHUH pHUTMa U
IIPOBOIMMOCTH. OHAOKPUHOINATUM MOTYT OKa3blBaTh KaK HENOCPEICTBEHHOE BIIMSHHUE Ha
MHOKap]l (Hampumep, (peoxpoMOLUTOMA, THPEOTOKCUKO3, TUIIOTUPEO3), TaK U OBbITh MPUUYUHON
Pa3BUTHS COCTOSIHMM, KOTOpBIE ITOTEHIUAIbHO MOTYT CONPOBOXKIATBCA PUCKOM DPAa3BUTHS
apUTMUH (HarpuMep, MEKTPOIIMTHBIE HAPYIIEHUs, CBA3aHHbIE C JUCPYHKIHEH TOPMOHOB KOPBI
Ha/IOYeYHHUKOB). HeKoTopble S3HIOKpUHHbBIE HAPYLIEHUS CONPOBOXKIAOTCSA Pa3BUTHEM YCIIOBHH,
CIOCOOCTBYIOUINX MOSBICHUIO CTPYKTYPHOW MATOJIOTHUH CEpAla, MPHU KOTOPOH HMMEETCS PUCK
passutuss BCC (manpumep, nuciaunuzaeMus ysenuuumsaeT puck passutus MBC, a BropuuHas
aprepuanbHas TUIEPTEH3Us] SHAOKPHMHHOIO TI€He3a CHOCOOCTBYET pPa3BUTHIO T'HIEpTpodus

muokapaa JIK).
Caxapmnwiii Ouabem

N3BecTHO, 4yTO B MOMyMNSAMK OONBHBIX, epeHecmux MM, nuarHo3 caxapHoro nuabera
yBenuuuBaeT puck pazsutusi BCC [293-295]. [lpeanonaraeMpiMu MeXaHW3MaMH, JIEXKAIUM B

ocHoBe pa3utusg BCC y 310l Kareropuu ManueHTOB, SIBISIOTCS aBTOHOMHAsi HeHpomnaTtus npu



KOTOpoW HaOmomaeTcst yBennueHue mHTepBaia QT; a Taxke Tshkenass aCCUMITOMHAS WIIEMUS

MHOKap/a, criocodctryromas pazsututo KT u OXK.

Hopmanuszanus ypoBHS IIMKEMUU WM YpOBHS INIMKHPOBAaHHOTO remornoonHa HBAIlc
YMEHBIIAET PUCK CEpACYHO-COCYIUCTHIX 3a0oneBaHuid. OfHAKO, JAaHHBIX O TOM, YTO NPH ITOM
IIPOMCXOJUT YMCHBIICHHE KOJIMYECTBA BHE3ANHBIX CcMeprei, HeT. Hamporus, B psane
UCCJIEJOBAHUN ObUIO MPOJAEMOHCTPUPOBAHO, YTO HHTEHCUBHBII KOHTPOJb INIUKEMUHU, OCOOEHHO
[P HAJIM4YUM CHUMIITOMOB aBTOHOMHOH Helpomnatuy, nosslmaeT puck paszsurus BCC, uto
MOXET ObITh CBA3aHO C YBEJIIMYEHUEM PUCKA PA3BUTHUS TUIIOIVIMKEMUYECKUX COCTOSHUM, KOTOphIE
COMpOBOXAa0TC yaauHeHueM wuHrepBasia QT u yMmMeHbIIEHHEM YPOBHS Kallusi CBhIBOPOTKHU

KpPOBH.
Axpomezanus

OCHOBHOW MpPUYMHOH CMEpPTH y OOJIBHBIX C AaKpOMErajuei sBIsSeTCs MOpaXKeHue
CepACYHO-COCYaUCTON cuctemMbl [296].  Ilpu AIUTENHbHO CYIIECTBYIOIIEH W aKTUBHOU (C
COXPaHEHHOM T'MIEpCEKpelel TOpMOHA pOCTa) aKpOMETAJIMM PAa3BUBAETCSA. TaK Ha3blBaeMas
aKpoMerajauyecKkasl KapAHONaTHs, KOTopas XapaKTepu3yeTcsi KOHLIEHTPUUYECKOH runeprpodue
MHUOKap/ia, JWACTOIIMYECKON, a moke W cucroimueckor muchynknuerr JOK ¢ pasButnem
TSOKEJIOW, pedpakTepHOM K MEIMKaMEHTO3HOW Tepamuu, CepJeYHOW HEeI0CTaTOUYHOCTH
XpoHunueckas runepcekpenuss ropmona pocra (I'P) m mucynunonono6Horo ¢akrtopa pocra-1
(UTIDP-1) TaK)X€ COINPOBOXKJAETCS Pa3BUTHEM HHCYIMHOpe3ucTteHTHoctu, CJ] 2 Tumna,
JTUCITUIHUJIEMHH U CIIOCOOCTBYET MOsiBIEHHIO apTepuanbHoil runeprensuu 1 [JDK. YV GonbHBIX
aKpoOMeraJM4yecKol Kapauonarueil yame, 4em B 0OLIel NOmyssaLnuu, 0OHapyKUBAOT Pa3INuHbIe
HapylleHus puTtMa U mpoBoguMoctu cepaua [297]. Yacrtora JKHP KOppEJINpYyET C
JUTUTENbHOCTBIO aHaMHe3a 3a0oJieBaHMsI, a HX TeMOAMHAMHMYEcKas 3HAaUMMOCTb — C
BbIpakeHHOCTBIO [JDK, Hexxenn OMOXMMHYECKMMH IpU3HAKaMHU aKTUBHOCTH 3aboneBanus. Ilo
HEKOTOPBIM JIaHHBIM OKOJIO 75 % OONBHBIX  aKpOMETaUeH CTPagaloT CHUHAPOMOM armHOd/
TUIIONHO? cHa [298], B pamMKax KOTOPOIO HEPEIKO BCTPEYAIOTCS KU3HEONACHBIE HapyIICHHUS
putMa cepama. Y 56% OoNbHBIX AaKTUBHOM akKpoMerajiueid perucTpupyrorcs MO3JHUE
MOTEHUHUANbl JKEJIYJOYKOB, HaJM4YM€ KOTOPBIX HE 3aBHCUT OT BO3pacTa, IMojia OOJIbHBIX,
JUINTENIbHOCTH 3200J1€BaHUs U BBIPAXKEHHOCTH TUIIEPTPOoUH JieBoro xemynouka [299, 300]. Tem
HE MEHee, OKOHYATEJIbHOE CYXKJEHHE O MPOrHOCTUYECKOM 3HAUCHMM MO3JHUX HOTEHIIMAJIOB

JKEIIYJOYKOB B OTHoLIeHUH pucka pazButus BCC y OOnbHBIX akpoMmerajaueil ocTaeTcsi He



yupexaeHHbM.  Hopmamuzanus (unu cHuwxenue) ['P u UIIDOP-1 npuBoguT K yMEHbBILIEHUIO

qacToThI JKD.

Pexomennanuu no npopuiaakruke BCC
Knace 1

1. Taxmuxa mepanuu KA, komopas s61s1emcs 6mopudHol no OMHOULEHUIO K YHOOKPUHHBIM
HapyuleHUusaM, O0NHCHA DbIMb HANPABTIEHA HA KOPPEKYUIO dNEKMPOIUMHO20 OUCOANanca u

JneyeHue ochosHoeo 3abonesanus (C).

2. Ocobennocmetl npoghunakmuxu u redenus yepodicaowux xcuzuu KA (ocnoenoii ghaxmop
pucka) u BCC y 601vHbIX ¢ SHOOKPUHHBIMU 3a00.1e8anusMU Hem. Meponpusimus OOnHCHbL
Oblmb maxumu e, Kak npu Opyaux 3abonresanusx. Omo o3nauaem, Umo
cmpamughuxayus pucka u npogurakmuka BCC y osmoil kamezopuu nayueHmos
ocywecmensaemcs. Ha OCHOBAHUU BblAGNIEHUSl OCHOBHLIX U 8MOPOCMENEeHHbIX (PaKmopos
pucka. Ilposedenue npogunaxmuxu BCC sxnrouaem 6 mom uucie, umnianmayuio MK/ u
OKC nayuenmam, komopwvie NOIYUAIOM ONUMENbHYIO ONMUMATLHYIO JeKAPCMEEHHYIO
mepanuio, ¢ XOpouwium QYHKYUOHATbHLIM CMAmycomM U O1a2ONPUAMHBIM NPOSHO30M
svlocusaemocmu 8 meyenue 200a u oonee (C).

VIL.7.I. Crparuduxanus pucka u npodpuiaakruxka BCC y nanueHToB ¢ TepMHUHAJIBHOM
crajgueil MoYe4yHoi HeJOCTATOYHOCTH

CrpaTudgukanusi pucka

Oxono 40% nanueHToOB ¢ TEPMUHAIBHON CcTagued MOYE€YHON HEAOCTAaTOYHOCTU yYMHUPAIOT OT
CepACYHO-COCYIUCThIX 3a0oneBanuii, B Tom uuciae 20% - BHezamno [301-302]. Ilommmo
KOPOHAPHOTO aTepOCKJIepo3a JOTOTHUTEIbHBIME (DaKTOpaMU pHUCKA Pa3BUTH BHE3AIMTHON
CEepJICYHOM CMEPTH Y TAIMEHTOB XPOHWYECKOW OoJie3HBbI0 TMo4Yek MoryT OwiTh [JIK,
ypeMudecKas KapIuOMHUOMaTws, aHemwus, ymiuHeHue wuHTepBaia QT u yBenwdyeHue ero
TUCTICPCUH, CHIDKCHHE BapHaOENbHOCTH CEpPACYHOTO PUTMA, a TaKXKe OBICTPhIE HM3MEHEHUS
o0beMa UPKYIUPYIOHIEH KPOBU U JIEKTPOIUTOB, HEaJeKBaTHOCTh TUain3a, runepdocdareMus,

runepnaparupeos u jap [302, 303].



Pexomennanum no npodunakruke BCC

Knace 1

1. Jna npogurakmuxu BCC y 001bHbIX MEPMUHATLHOU NOYEYHOU HeOOCMAMOYHOCMbIO
HeoOx00umo 6viaeiames ocHosuvle (KHP, cucmonuueckas ouc@ynkyus, cuukone,
cepOeyHblll apecm 8 anamuese) u MoOupuUYUPo8ams MopocmeneHHvle GaKmopvl pucka
(apmepuanvHas eunepmonuss, OUCIUNUOeMUs], 2unepeiuKeMus), a makdxice haxmopwvl
PUCKA, CBA3AHHBIE C XPOHUYECKOU 0O0Ne3HbI0 NOYeK U OUAnu3om (ledenue HeghpoceHHOl
ameMuu u eunepnapamupeosda, ycmpaueHue Oepuyuma eumamuna D, aodexeammbiil
ouanuz, uzbe2amv npuMeHeHUuss OUATUIHOU HCUOKOCMU C HUSKUM COOePHCaAHUeM Kanus U

kanvyus) (C).

Knacc 1la

1. B yenax emopuunou npoguraxmuku BCC y nayuenmos, HAX00AWUXcsi HaA Ha
NPOCPAMMHOM 2eMOOUANU3Ee UTU NOCTOAHHOM AMOYI1AMOPHOM NEPUMOHEAbHOM OUATU3e

NOKA3aHO HA3HaueHue O1oKkamopos aneuomensuroswvix peyenmopos (C) u AAII 11l kracca
©.

2. B yenax nepsuunoti npogpunrakmuxku BCC y nayuenmos, Haxooauuxcs Ha npocpammHom

cemoouanuze ui NOCMOSIHHOM aM6szam0pHOM nepumoHealbHOM ouanuze NnoKazaHo

naznauenue uAllD (B).

3.V nayuenmos c xponuueckou O6one3Hvio nouex, u ocHo8uvimu axmopamu pucka BCC
(Vepooicarowumu  JCU3HU  apummuaMy U cucmonudeckou ouc@yuxkyuen JDK) HUKJ/-
mepanusi umeem NPeuUMywecmeo Ha0 MeOUKAMEHMO3HOU mepanuell, O0OHAKO Y
OUANU3HBIX NAYUEeHMO8 Oaa2o0Npusmuslil. 3¢phekm 3moco 6uoa JedeHus Ha
sviocugaemMocms He 0okaszaH. Pewenue 06 umnianmayuu UK/ cnedyem npunumamo
UHOUBUOYATILHO C VUEMOM COCMOSHUSL NAYUECHMA U 0XHCUOAEMOLL NPOOOIHCUMETLHOCTIU
acusnu (C). Haxooxcoenue na npoepammHom 2cemoouaiuse uiu noCmosHHOM
amobynamopHoM NepUMOHealbHOM Ouaiusze, mem He MeHee, He OO0JNNHCHO

paccmampusamovCs KAk peuarouwjuti apeymenm 6 noiv3y omkasza om umnianmayuu MK/].

Knacce IIb

1. B yenix nepsuunou npogurakmuxu BCC y nayuenmos ¢ HUBC, naxooswuxcs Ha



npocpammHom eemoouanuze Uil NOCMOoSIHHOM aM6yﬂam0pHOM nepumoHealbHom ouanusze

Modrcem 00CyHcoamvest HasHaveHue celekmusHolx bema-onoxkamopos (C).

2. B yenax nepsuunou npogurakmuxku BCC y nayuenmos npu omcymcmeuu npusHakos
NOPadiCeHUsl KOPOHAPHBIX apmeputi, HaxXoO0AWUxXcsi Ha NPOSPAMMHOM 2eMOOUanu3e uiu
NOCMOAHHOM aMOYIAMOPHOM NEPUMOHEAIbHOM OUANIU3e MONCEm 00CYHCOaAMbCsl

razHauenue Huxopanouna (C).

VIL.8. BCC npu 00Jie3HsX epUKapaa

Pexomennanum no npodunakruxke BCC
Knace 1

1. Cmpamugurayus pucka u npogunakmuxa BCC y nayuenmos c bonesnamu nepukapoa
ocyuecmensaemcs. Ha OCHOBAHUU BblAGNIEHUSl OCHOBHLIX U 8MOPOCMENEeHHbIX (Pakmopos
pucka. IIposedenue npogunaxmuxu noopazymesaem, ¢ mom uucie, umnianmayuio UKJ/{
nayueHmam ¢ ocHoeuviMu pakmopamu pucka BCC, komopwie noayuaiom OaumenbHyro
ONMUMANLHYIO JIeKAPCMBEEHHYI0 MePanuio, ¢ XOpouum QyHKYUOHANbHLIM CIamycom™ u

O1a2onpusmHuIM NPOCHO30M Bblcusaemocmu 8 meyenue 200a u oonee (C)

*-0 MCTOAUKAX IMPOBCACHUA OLCHKH (bYHKI_II/IOHaJ'IBHOFO CTaryCa Bbl MOXKCTC IMPOYUTATL HA

caiite http://www.chcr.brown.edu/pcoc/functi.htm

VIL.9. BCC v nanmenToB ¢ XOBbJI

XpoHuueckass OOCTpyKTHBHas OOJE3Hb JIETKHX (XOBJI) — omHo wu3 Haumbonee
pacrpocTpaHEeHHBIX 3a00JIEBaHUI B3POCIIOrO HACEIIEHHUS BO BCEM MHUPE, KOTOPBIM CTpajgaeT OT 7
1o 18,2 % nun, crapue 40 ner [304-306]. B nocnennue 25 net HabnrogaeTcss HEyKIOHHBIN poOCT
cmeptHOoCcTH 0T XOBJI u o nporunozam skcnieproB Kk 2020 romy maHHas Maroyiorus 3aiMer 3-e

MECTO Cpelr Bcex mpuuuH cMmeptu [307].

XOBJI »T0 XpoHHMYeckoe 3abojieBaHME, XapaKTEPHU3YIOIIEeCs IEPCUCTUPYIONTUM
OTPAaHWYCHUEM BO3JAYIIHOTO TIOTOKAa B JBIXaTEIbHBIX MYTAX, KOTOPOE OOBIYHO HOCHUT
MPOTPECCUPYIONIMI XapaKTep U CBA3aHO C BOCHAJIUTENIbHBIM OTBETOM Ha JJIMTEIbHOE BIbIXaHUE

qacTHUI] WK Ta30B. TsoxecTs TeueHus XObJI Bo MHOTOM ompenensercss 4acTOTOM 000CTPpEHHH U



comyTtcTByromeit naronoruei [308]. Hanbomnee gacToit comyTcTByromel npooiemMoi y 00IbHBIX
XOBJI sBnsitOTCS CepACUHO-COCYAUCThIEe 3a00eBanus, B OonbiinHCTBE cinydaeB UBC, cepaeunas
HEIO0CTAaTOYHOCTh, (GUOPWIUIALMU Tpeacepauil M aprepuanbHas runeproHus. [lo gaHHBIM
KpyITHOTO UCClenoBanus, Bkitodaniiero 6onee 1800 mamuenTos, y 6onpHbIx XOBJI cymecTByer
MOBBIIIEHHBIH, B 3,36 paza, pUCK CMEPTH OT CEpACYHO-COCYIUCTHIX COOBITHI B IIEJIOM U B 5,65
pasa ot umemMuyeckoi 6onesnu cepana [309]. Umeercs npsiMasi 3aBUCUMOCTh PUCKAa CMEPTH OT
BeJIMYMHBI 00beMa (opcupoBaHHOTO BBIJOXAa 3a 1-10 cekyHay (O®PBI1)- rnaBHOTO

KOJIMYECTBEHHOTO KpUTEpHst OpoHXUaibHOU oOcTpykimu [310].

[Tpu sTOM, MamMeHTHI, HaxomsAmIKecs Ha Oomnee yerkux craawsx XOBJI, mmeror ropasmo
Oonbllle PUCKOB yYMEpEeTh HE OT ABIXAaTeNbHON HEJOCTAaTOYHOCTH, a OT CEPACYHO-COCYTUCTOMN

narosioruu [311].

Onuaemuonornyeckue naHHele no coueranuto XOBJI ¢ cepaeuHoill maronoruei
MPEACTARIISIOT IOCTaTOYHO IMUPOKUH auama3od mudp. Hampumep, cpenn 14703 manueHTOB B
uccnenoBannn VALIANT,  mepeHocsmmx ocTpelii MH(ApPKT MHOKapnaa, okoio 9% wumenn
comytcTByromnryto XOBJI, mpu stom y 6ompHBIx XOBJI Habmomganace 30% neranbHOCTH, B TO
BpeMs Kak npu orcyrctBur XOBJI ona coctaBuna 19%. bonee 27% nanuentoB XOBJI B aToM
WCCJICIOBAHUM CTPAJAIN CEPJCYHON HEJOCTATOYHOCTHIO J0 BKJIIOUECHMS B HccienoBanue [312].
B npyrom kpynHoM uccienoBanuu, npoanaiausuposasiem 400000 rocnuranusanuil NaueHToB
XOBJI B oTAeeHNs BETEPaHOB, COMYTCTBYIOIIAsA IATOJIOTUsl KOPOHAPHBIX apTepUil BCTPEYaAIaCh

B 33,6% cnyuaes [313].

[Tarorenernuecku ctoib yactas accounanus XObJI, UBC, cepneunoi HeIOCTaTOYHOCTH U
apUTMUN ONPEENAETCS LEIbIM PSA0M O0CTOATENBCTB: Bo-1epBhIX, 3TO OOIIMI TOMUHUPYIOIUN
dakTop pucka — KypeHue. Bo-BTopbsix, 00a BH/1a TATOIIOTUH SBJISIOTCS 3aBUCUMBIMH OT BO3pacTa,
3a00J1€Ba€MOCTh UMHU MPOTPECCUBHO HapactaeT nociie 50 netT. B TpeThux, - pemoaenupoBaHue
MpaBbIX OTACJIOB CEep/Ilia SBJISETCS OTBETOM Ha Pa3BUBAIOILYIOCS JITOYHYIO THIIEpTepTeH3HI0. B
YETBEPTHIX, - CACTEMHOE BOCHAJICHHE, OKUCIHUTENIbHBIN CTPECC, TUIIEPKATHUS, XapaKTepHbIE IS
XOBJI, BeayT K yCKOPEHHUIO MPOIIECCOB aTE€pOreHe3a M ABJISIIOTCS MPOBOKaropaMu aputMmuid. 1
HaKOHEI, UMEET MECTO B3aUMHOE HETAaTMBHOE BIHUSHHUE MEIMKAMEHTO3HOW Tepanuu, KOTraa
npenaparsl JJisl JICYEHHUS CEpPACYHOM MarojJoruu MoryT yxyamuth Tteuenue XOBJI, a

6pOHXOJ'II/ITI/IKI/I — IPOBOLUPOBATE KU3HCYT'POXKAOINE apUTMHU.



CrpaTudgukanusi pucka

[Ipu onpenenennn crenenu pucka BCC y manmenta ¢ XOBJI HeoOX0aMMO yYHUTHIBAThH

JIBa OCHOBHBIX (pakTopa:
- CTeNeHb OrPaHUYECHHS] BO3IYIIHOTO MTOTOKA, OMPEesIeMyI0 IIPH CIIUPOMETPHH;

- aHaMHe3 MallMeHTa, IPEK/IE BCEro yKa3aHusl Ha HAaJU4KMe COMYTCTBYIOIIUX WUJIU MEPEHECEHHBIX
3aboneBanuii, yBenuuuBaromux y OonbHbIX XOBJI puck BCC, a Ttakxke JeKapCTBEHHBIN

AaHaMHC3.

[Tammentsl ¢ BenmuuuHoit O®BI1 Gonbmie 60% He UMEIOT JOMOJIHHUTEIBHBIX PHUCKOB
pazeutusi BCC, mosToMy WX BeJACHHE HE OTIMYAETCS OT BEACHUS JPYTUX MAIMEeHTOB HE

crpagaronmx XOBJIL.

VY OonpHBIX co cHmkeHueM O®PBI1 Hmxe 60%, HO oTCyTCTBHEM (DaKTOPOB pHICKAa B
aHaMHe3e 11e1eco00pa3Ho MEePUOANYECKH MPOBOAUTH X0NTepoBcKoe MoHuTOprpoBanue DK ms

CBOCBPEMECHHOI'O BBIABJICHUA CKprTOﬁ KapﬂHaHBHOfI I1aTOJIOI'H.

HauGonpmero BuuManus B otHoeHu# npodunaktuka BCC TpeOyeT rpymma maiueHToB
¢ XOBJI, y kotopbix coueratorcs cHikeHHas BennunHa ODB1<60% u Hanuuue 3aboneBaHuii
CEplIeYHO-COCYANCTON cucteMbl. B 3TOM ciiydae HEoOXOAMMO paccMOTPETh BO3MOXKHOCTH
BHECEHUS U3MEHEHH B MJIaH BEJEeHUS MalueHTa ¢ nensio npodmiaktuka BCC B cooTBETCTBUU

MIPUBEIACHHBIMY HIDKE pekoMeHnanusmu (puc. VIL9.1).

Puc. VIL.9.1. Crparuduxkanus pucka BCC y nanuenros ¢ XOBbJI

Pexomennannu no npodpuiaakruxke BCC
Knacc 1

1. Ocobennocmu npogunaxmuxu BCC y 6onvnvix ¢ XOBJI b6azupyromcs Ha 6viseieHuu
OCHOBHbIX U BMOPOCMENEHHbIX aKmopos pucka. Imo noopasymesaem, 6 mom yucie,
umnaaumayuro UK/ nayuenmam, umerowum ocnoguvie paxkmopul pucka BCC, komopuie
ROAYHAIOM ONUMENbHYI0 ONMUMANLHYIO JeKAPCMEEHHYI0 Mepanuio, ¢ XOpOouum
DYHKYUOHANbHBIM  cmamycomM™ U O1A2ONPUAMHBIM  NPOSHO30M  BbIHCUBAEMOCMU 8

meuenue 2o0a u bonee (B).



2. Ilpu ucnonvzosanue f-adpenobrokamopos, npeonoumenue OOIHCHO OMOABAMbCS
cenekmusHbiM npenapamam, oroxkupyrowum -1 peyenmopuol (A).

Knacce Ila

1. 'V 6onvnvix ¢ XCH naubonee npeonoumumenbHuiM Npenapamom, He HPUBOOSUUM K
crudicenuro enusirouum Ha ODBI (ocroenoll hakmop pucka) u Kawecmeo HCU3HU,
saensemcs ouconponon (B).

2. Hayuenmvr XOBJI cmabunvrhozco meyenus, NPUHUMAarowue meoQuiiun u 3-2 a2oHucmeol

OnumenvHo2o oelicmaus He umerom nogviuieHnozo pucka BCC (B).
Knacc ITb

1. Hneansyuonmnsie xopmuxocmepouovt ymenvuuarom puck pazeumus BCC y 6onvnoix XOBJI
(B).

2. Hooxcunvie 6onvuvie XOBJI, cmapwe 65 nem umerom menvuiuil puck passumus BCC npu
npueme UHSANAYUOHHLIX [3-2  A20HUCMO8 ONUMENbHO20 Oelcmeus, 4em npu
UCNONL30B8AHUU UHSATIAYUOHHBIX AHMUXONUHEPSUYECKUX NPenapamos OauUmenbHo20
Oeticmaust (B).

3. Ilpumenenue nopowko8ol UHSANAYUOHHOU (POPpMbL MUOMPONUYMA HEe YBeNUYUBAEN PUCK
BCC y 6onbnvix XOBJI (B).

Knacce Il

1. Cunedyem wuzbecamv Haznauenusi 6bICOKUX 003 [3-2  A20HUCMO8 RAYUEHMAM C

HecmabuibHoU cmenoxkapoueti (A).

2. Ilpumenenue I4-unenHvix MaKpoauoos (IpUpomMuyuna, KiapumpoOMUyura) modxicem
conpogodcoamvcs yonunenuem unmepsanra QT u yeenuueHuem pucka 603HUKHOBEHUS.
JHceny00uKosulx apummutl (ocHosnol gpaxmop pucxka BCC ) (B).

3. Hasnauenue uneaniyuoHHO20 unpamponuyma opomuda nayuenmam c¢ XOBJI

accoyuupyemcs ¢ ygeaudenuem pucka BCC (B) .

4. Bonvuvie XOBJI u XCH, nonyuarowue uneansiyuonuvie [3-2 a20HUCMbL KOPOMKO2O
Oeticmeus, umetom 6onee evicokuii puck BCC no-cpasnenuro ¢ auyamu He

NPpUHUMAOWUMu nodobHvle npenapamsl (A).

5. Pewenue o nposedenuu aopmo-KopoHaprHo2o wyHmuposanus y 6orvusvix XOBJI ¢ ODPBI
< 60% O001HCHO NPUHUMAMBCA C Y4emomM mo20 hakma, Yymo y OAHHOU Kame2opuu
nayuenmos puck cmepmu 8 noCl1eonepayuoHHoM nepuooe 00cmosepHo guluie (B).

*-0 MCTOAUKAX IMPOBCACHHUA OLICHKU (bYHKI_II/IOHaJ'H:HOFO CTaryca Bbl MOXCTC IMPOYUTATh HA



caiite http://www.chcr.brown.edu/pcoc/functi.htm

VIL.10. BCC npu HelipoMblllIeYHBIX 32001¢BAHUSX

HacnenctBenHble HellpoMmbllieuHble 3a0o0sieBaHUs (MHOTOHMYECKAas MbILIIEYHAs
muctpodust, cunapom KepHca-Celipa, muonuctpodus Opba, muomarus Dmepu-Lpeiidyca,
Jpyrue BUAbl MHMOIATUH) MOTYT MpejapacrojaraTb K pPa3BUTHUIO IPEICEpAHbIX apUTMUM,
HapymeHuid npoBonumoctd, AB-6nokane, monomopduoit KT wmu nommmopdroit XKT nu BCC
[314-320]. Knuauyeckue nposiBIEHHs, YKa3bIBAIOIME HA BO3MOXKHOCTb HAIM4UUs cyOcTpara s
pazsutuss BCC, noBosbHO pa3zHooOpa3Hbl. BCC sBasgeTcs XOpOIIO MPOTHO3ZUPYEMBIM
BBISIBIISIEMBIM OCJO)KHEHHEM HEKOTOPBIX HEHpPOMBIMEYHBIX 3a00JieBaHHN, OJHAKO
IPOTpecCUpOBaHUE HAPYIIEHUI MPOBOIMMOCTH MOXET ObITh HempezackasyembiM [321-330]. B
cilydae IOpa)KeHMs ceplla, B YaCTHOCTH, IPU MBILIEYHON AUCTPOpHUH, HE0OX0nuMO oOpalarh
BHUMAaHME Ha MUHUMAaJbHbIE KIMHUYECKHE CHUMITOMBI WJIM 3JIEKTpOKapAHOorpaguueckue
IIPOSIBJIEHMsI NpU omnpeneneHnn nokazanuil k ummiantanuun OKC wim UK][ um nposenenuto

0O DU.
Pexomennannu no npopuiaakruxke BCC
Knace 1

1. Cywecmsyrowas cmpamugpurayus pucka BCC y  nayuenmog c HeupomvluleyuHbIMU
3a001e8aHUAMU NOOPA3YMeEBAem BblAGIEeHUEe OCHOBHBIX U BMOPOCMENEeHHbIX (PAKMOPOos
pucka. Ilpunyuner npogunaxmuxku BCC ne omauuaiomcs om mex, Komopwvie

NPUMEHSAIOMCA NPU JleYeHUulU nayuenmos 6e3 smux paccmpoucms (4).

Knacc IIb

1. Umnnaumayuss OKC mooxcem ob6cyxcoamves y NaAyueHmos ¢ HACIe0CMEEHHbIMU
npocpeccupyiouumMu HepUpOMbIULeYHbIMU 3a001e6aHUAMU (Hanpumep, MUOMOHUYECKAs
oucmpoghus, cunopom Kepuca-Ceiipa, muooucmpogus Opbda, muonamus Imepu-
Hpetighyca u m.0.) ¢ nanuuuem maxozo ¢axmopa pucka BCC kaxk AB-6noxada (6 mom
yucne AB-6nokadvt I cmenenu), Komopwviii AGNAEMCA OCHOBHbIM Y 2MOU 2PYnnbl
nayuenmos, 0azice npu OMCYMCcmeuu KIUHUYECKOU CUMNMOMAMUKU. Imo 00yCl06/1eHO

mem, 4mo y OOJIbHBIX  OAHHOU Kamezopuu 603MOINCHO OCmpoe npocpeccuposaHue



Hapyuwenui AB-nposodumocmu (B).

VIIL.11. BCC y nainMeHTOB ¢ KAHAJIONATUSIMYU M CHH/IPOMOM PaHHEH

PENOJISIDU3AININH KEJYIT0IKOB

Cunnpom ynnmHeHHoro natepBaia QT, cuHapoM ykopodeHHoro unrepsaia QT, cunapom
bpyraga wm xkarexonaMuHeprudeckass MOTUMOp(MHAS JKEIyJ0YKOBas TaxXUKapIUs, SBISIOTCS
PENKUMH HACJEICTBEHHBIMU 3a00JICBAaHUSMU, BBI3BAHHBIMU HapyIIEHHEM pabOThl HOHHBIX
KaHaJIOB (KaHajomatusiMu). [laToreHeTndyeckn ONM3KUM K BBIINICO3HAYCHHBIM 3a00JI€BaHUSM
CJelyeT CUMTaTh CUHAPOM paHHel penonspuzanuu sxenynoukoB (CPPX). Opnaxo, crtporo
TOBOps, OTHECEHHE TIOCIETHEr0 K pyOpHKe KaHaJOMaTUi 1O HACTOSAIIET0 BpPEMEHU He
yupexaeHo. OHM OOyCJIOBIEHBI ~ MyTallMEH(-IMH)  TE€HOB, KOIUPYIOIIMX JHOO CTPOCHHE
nopooOpaszyromux OeakoB, TUO0 crenu(UIECKUX CBS3BIBAIONIUX M CTPOUTEIBHBIX OEIKOB
MOHHBIX KaHAJIOB, a TaKXe pPeUenTopoB M (EPMEHTOB, KOTOPHIE SIBISIOTCSA KIIOYEBBIMU
CTPYKTYPHO-(PYHKIIMOHAJIBHBIMH KOMIIOHEHTAaMU HOPMaJbHOW WM aOHOpPMaJbHOU
NEKTPOPU3UOIOTUUECCKON CUCTeMBl cepana. KiuHudeckas 3HAYMMOCTHh KaHAJOMaTHi
o0ycnoBlieHa TE€M, YTO BCE OHM COMPSIKEHBI C TC€HETUYECKU AECTEPMHUHHPOBAHHBIM BBICOKUM

puckoM Bo3HUKHOBEeHMsI BCC mipu OTCyTCTBHHY CTPYKTYPHBIX aHOMAJIMN cepALa.
VII.11.A. Cunapom yiinHeHHOro uarepsajia QT

Cungpom ymmnenHoro wuHtepBana QT (LQTS) — nHacimeacrBenHoe 3aboneBaHue,
XapakTepusylouieecs narojsorudeckuM yanuHeHueM unHrepsaia QT na OKI mokos (QTc > 460
Mc y sxeHIMH U QTc > 440 Mc y My’>K4MH), CHHKONIQJIbHBIMH COCTOSIHUSIMU M BBICOKUM PHUCKOM
BCC BcnencTBue pa3BuTHs MOJTUMOP(HON JKEITyI0UYKOBOM TaxMKapAWW THIA THPYIT («torsades

de pointesy).

CymectByer Heckonbko kinaccudukanuii LQTS — mo mexaHu3My HaclieoBaHUS H

CONNYTCTBYHOIIUM KIIMHUYCCKUM IMPOABJIICHUAM BBIACIISIIOT 2 THIIa CUHJApOMaA:

1 Tun - cungpom Pomano-Yopna (RWS), oOycioieH MmyTtanusiMu B 12-TH pa3Iu4HbIX

CHax, nepeaacTcsa ayroCOMHO-JOMUHAHTHBIM ITyTCM.

2 tun - cunapom Jhxepsenna-Jlanre-Hunbcena (JLNS), oOycnoBien mytauusMu B 2-x

reHax, rnepegaercs ayTOCOMHO-PELECCUBHBIM MyTeM. SBiseTcss npuIuHOi npubausutensHo 1%



BCEX CJIyYacB BPOXKICHHOW TIIYXOHEMOTBI.  BpoKJIeHHas IIyXoTa SIBISETCS 00s3aTeIbHBIM
OTJIMYUTENIbHBIM TPU3HAKOM, OHA JIBYCTOPOHHSIS, EPILENTOPHOTO TUIA, HE 3aTParuBaeT HU3KUN
3ByKOBOW CIeKTp. Bo3HmkaeT BcieactBue mnorepu ¢yHkuum KoprueBa oprana, u3-3a
KPUTUYECKOTO CHHKEHHUSI KOJIIMYECTBA HMOHOB KaJus B OMBIBaromiel ero skuakoctu. LQTS
oOHapyKeH BO BCeX dTHUYECKUX rpymnmnax. Bpoxkaennstit cunapom LQT BcTpewaercs ¢ yacToToi
1-2:10000 u oOGycnaBnuBaet okosio 3000 yleTaqbHBIX UCXOOB €XKeroaHo. [1epBhIit THIT cUHIpOMa
(RWS) Bcrpeuaercs yamie - 1:5000-7000, Bropoit Tun (JLNS) pexe 1,6-6:1000000, ogHako B

Jlanuu BcTpedaeMocTh ero 3HauuTenpHo Boie 1:200 000.
B 3aBucumoctu ot kimHu4eckoro Bapuanta teueHust LQTS Bbiaensior:
1. m3onupoBanHoe yanuHenue uarepsana QT (40%);
2. cunkore ¢ ynnuaennem uarepsana QT (38%);
3. cunkomne 6e3 ymmnenus uaTepaia QT (11%);

4. ckpbiTast (opma — «HeMoe», jareHTHoe TeueHue (11%), koTopas mpeamnonaraeT Hajauyue
BbICOKOTO pricka cuHkorne U1 BCC 0e3 kakux MO0 O04eBHIHBIX (HDEHOTUIMHUYECKUX MPOSIBICHHUHA
3a0oneBanud. [locnenHuii MOXHO C BBICOKOH BEpPOSTHOCTBIO JAMAarHOCTHUPOBATH TOJIBKO
PETPOCIEKTUBHO, IOCIE BHE3AHOM CMEPTH POJCTBEHHUKOB IPOOaHAA, CUUTABILUXCS paHee

MPAKTUYCCKHU 3JOPOBbLIMHU.

Y Myx4uH 3a0ojeBaHHe MpPOTEKaeT B 0ojee OCTPOil U 37I0KaYeCTBEHHOW (opme, uTo
XapaKTepHO IS BCEX BO3PACTHBIX TPYIIT W, OCOOCHHO, JJIS TIOAPOCTKOB. PHCK pa3BuTHA

cunkore u BCC Y KCHIIUH BO3PACTACT K NNCPHUOAY ITOJIOBOTO CO3PCBAHUA.

LQTS pa3BuBaercs BcieacTtBue MyTaluii B 13 reHax, Ha OCHOBAaHUHU Y€ro BbIAEISIOT 13
reHotunoB curapoma LQT. Oto myranuu B 6-Tu reHax kanueBbix kaHanoB (KCNQI, KCNH?2,
KCNEI, KCNE2, KCNJ2, KCNJ5), 2-x reHax HarpueBbix kaHaIoB (SCN5A, SCN4B), 1-om rene
kanbpueBbIX kKaHaIoB (CACNAIC) n 4-x reHax crielu(UUYECKUX CBSI3bIBAIOIIMX U CTPOUTEIbHBIX
oenkoB (AKAPY, ANK9, CAV3, SNTAI). B pe3ynbrare 1u00 CHUKAETCSI KOHLIEHTPAIUS HOHOB
KaJus B KJIETKE, TMOO0 YBEIMYCHUBACTCS KOHIICHTPALMK HOHOB HATPUS U KaJlbLUs U HapylIaeTcs

Na/Ca o0meH, 4T0 crToCOOCTBYET YBEIMUYCHHIO UM TEILHOCTH TIOTEHIINAA ACHCTBUS.

[lepsriii renotun cunapoma (LQT1) camslii pactipocTpaHeHHbI U BeTpeyaeTcs B 35-50%

ciydaeB Bcex BapuaHToB cuHapoma LQT u B 90% cirydyaeB 00ycnoBIMBaeT pa3BUTHE CHHIPOMA



Ixepsena-Jlanre-Hunbcona, B To Bpemsi kak octaiabHbie 10% CBsi3aHBI C MSATHIM T€HOTUIIOM
(LQTS). Bropoii renotun cunapoma (LQT2) BcTpeuaercsa B 25-40% ciyuaes. Lllectoii renoTun
cunapoMa (LQT6) denorunuuecku cxomaeH ¢ LQT2, Ho Bcrpewaercs ropasfo pexe. Tperuid
redotun cuiapoma (LQT3) Bcrpeuaercs B 5-10% ciywaeB. OcTanbHble T€HOTUIIBI SBISIOTCA

HanOosee peakuMu popMaMu U BCTpEUaroTcsi MeHee ueM B 1,5% ciryuaes.

Cunopom Anoepcena

Cunapom Amnnepcena (unmu LQT7) - penkoe HaciencTBeHHOe 3abolieBaHWS,
XapaKTepU3yeTcs MepUOIUYECKU Pa3BUBAIOLIMMCS TUIEP- U THIOKAIMEMUYECKUM MapajnydoM,
HApYIICHUSIMH Pa3BUTHS CKeJeTa, JUCMOP(PHUUSCKUME MPH3HAKAMU, YIJIMHEHHBIM WHTEPBAJIOM
QT, XenyqoYKOBBIMH apUTMHIMH, CHelupuiIecKkuM 3yOoroM T U 4acTO OYEeHb BBIPAKCHHBIM
syorom U [331, 332]. Cunnpom cBsizaH ¢ mytanusamMu B rene KCNJ2, KonupyroieM KajlueBbie

kanais! tumna Kl.

XKuzneyrpoxaromue XA 10CTaToO4HO peku y OONBHBIX ¢ CUHAPOMOM AHJEpCeHa, HO,
HECMOTpPSl Ha 3TO OBUIM OIMMCAHBI AMU30/AbI BHe3amHoW cmepTu [332-334]. OmnbIT jneueHus
HEBEJIMK. Y MOJIOION >KEHIIMHBI ¢ CUHAPOMOM AHzepceHa U Mytauueit R2/18W B rene KCNJ2
JCYEHUE aMHOAApPOHOM M aleTa30IaMHI0M BBI3BAJIO NPOAOKUTENIBHOE YIydlleHue
KapMOJIOTUYECKUX M MBIIIEYHbIX cuMOTOMOB. [leproanueckuii mapaiud B OOJBIIMHCTBE
cllyyaeB MOXET OBITh NpeJoTBpallleH IpHEeMOM IpenapaToB Kaiaus per os [335].
[TonoxutenbHblil 3QdexT oT [-aapeHOOIOKATOPOB y ITOW KaTeropuu OONBHBIX HE JOKa3aH.
JlaHHBIE O TIOJIOKUTETFHOM BIMSHUM OJIOKaTOPOB KaJbIIMEBHIX KAHAJIOB B OTHOIICHUH apUTMHH
TaK)Ke OCHOBaHBbI Ha KIMHMYECKOM OIMCAHUM OJHOTO €IMHCTBEHHOro ciydas. Coobmaercs 00
3¢ (HEKTUBHOCTH aHTHAPUTMHUYECKOTO JieueHus npenaparamu I C kimacca — guekanauaom  [336,

337] n sTanm3uroM [338].

Cunopom Tumomu

Cunapom Tummoru (mnmm LQTS8) — penkoe HacieacTBeHHOE 3aboieBaHme,
xapakrepusyercs yanuHeHuem wuHTepBania QT, daTtanbHBIMU apUTMUSMHU, CUHIAKTHIHEH,
TUIOITUKEMHEH, TUIIOTEpMUEH, 3aMeIJIEHUEM YMCTBEHHOTO Pa3BUTHUS, BPOXKICHHBIMH TOPOKAMU
cepla, IMMYHHBIM JIe(DUIIUTOM, BPOXKICHHBIMH aHOMAJIUSAMHU PAa3BUTHS M ayTu3MoM. OmnrcaHa
npexoasmas AB Onokana Tuma 2:1, BO3HHKArOIIasl BCIEACTBUE YBEIWYCHHS IIATEIHHOCTH
nepuosia Penospu3aliy JKEIyJ0YKOB, a HE BCJEICTBUE HapyIICHUs MpoBoAUMOCTH B AB-

coenuHenuu [339, 340]. Cungpom Tumotn accouuupoBaH ¢ mytauusMu B reHe CACNAIC,



KOUpyomeM  Ol-cyObeIMHHIY KaJbIIMEBBIX KaHAJIOB. MyTanus CrnocoOCTBYET pPa3BUTHIO

BHYTPUKJIETOYHON NIEPETPY3KH HOHAMH KaJIbLIMS BO BCEX TKaHAX [341].

I'enernueckue ocodennocTu cuaapoma LQT

1. 2 u3 5 HOCcUTEEH MyTaHTHBIX ajljieel He uMeroT yaauHenus: QT.

2. IleHeTpaHTHOCTH HU3KAs U pa3iinyHa y pa3Hbix TUNOB cuHapoma LQTI<LQT2<LQT3.

3. HeHCTpaHTHOCTb CYHICCTBCHHO YBCIHMYHUBACTCA IIPU IMPUMCHCHUH CPCACTB, YAJIUHAIOIINX

unTepsan QT.

4. BeccMMNTOMHBIE HOCHTEIHM MATOJIOTHUECKUX aJlIeiel MMEIOT MEHBINUN PUCK (aTaTbHBIX
apUTMUH, HO TOT PUCK CYILIECTBEHHO MOBBIIIAETCA B CIydae MpUEMa JIEKApCTB, YIIMHSIOIINX
untepsan QT. [Ipumepno y 20% O6o0nbHbIX, UMEIOIMX BTOpHUHOE yinHeHue QT, BBIABISAIOTCA

crenuduueckue st LQTS myrarum.
5. Koppensius Mexay reHotunoM u peHotunom umeercs Toiabko y LQT1-LQTS.
6. Bricokast reHeTHUECKasi TeTepOreHHOCTh: 13 reHoB, 6osee 760 myTaruii.

7. Hacnenyercst mperMyIIEeCTBEHHO ayTOCOMHO-TOMUHAHTHBIM nyTeMm, a LQT1 u LQTS eme u

ayTOCOMHO-PELIECCUBHBIM.

8. 5-10% cnyuaeB cunapoma LQT pa3BuBaeTCsi BCIEACTBHE CIIOHTAHHBIX CIOPAIUYECKUX

MyTalUH.

9. 20-25% cmyuaeB cunapoma LQT sBisitoTCSI reHETHUECKH HEYJIOBUMBIMHU, YTO TPeOyeT MoMcKa

HOBBIX ITPUYUHHBIX MyTaI.IHfI.

10. V psiga O0MbHBIX (PUKCHPYIOTCSI MyTaIlH cpa3y B HECKOJIBKUX TeHAX, YTO MPUBOIUT K Oosee

BBIPAKCHHBIM KIIMHUYCCKUM ITPOABIICHUAM 3a00JIeBaHUs.

B HacTodmee BpEMA C€CTb TCXHUYCCKHUEC BO3MOXHOCTH HCCICIOBaHHUIA MNOJIHOM

IIOCJIEZIOBATENBHOCTH KOAUPYIOIIEH YacTH COOTBETCTBYIOLIETO reHa [342-344].
CrpaTudgukanusi pucka

Ha ocHOBanum 3HaHWHS T'CHOTHIIA, II0JIa W 3HAYCHHUKM HHTEpPBAJIa QT IMPpOU3BOAUTCA

cTpatuduKanus puUcKa pa3BUTHS CUHKOIE, XKemymnoukoBeix aputmuii 1 BCC (tabn. VIL.11.1).



[345, 346]. [IpoBenenue Ttecta ¢ (U3NUECKOM Harpy3Kod, KOTOpBIM Yy OONBHOTO C
CHUHKOMAJILHBIM COCTOSIHUEM B aHaMHe3€ MPOBOLIUPYET pa3BUTHE MOIUMOP(HHON KETyTOUKOBOM
TaxXuKapJuu U/WiK BeIpaxxeHHOE (Oosiee 520 Mc) ymyimHeHne KopperupoBanHoro narepsaia QT u
anprepanuio 3yona T, sBISETCS NOMOTHUTEIBHBIM (DAKTOPOM, YTBEPKIAIOIIMM PHUCK Pa3BUTHSA
KU3HEYrpoKaromux aputMuil [347]. EcTe equHUYHBIE JaHHBIE, KOTOPHIE YKa3bIBAIOT, YTO THII
MYTallUl MOXKET UMETh CYIIECTBEHHOE 3HAu€HHE B ONPEIEICHUU IPOrHO3a OOJIBHOIO U MOXKET
ObITh OCHOBaHMEM JJis MpeBeHTUuBOM umiutantauun MK/ . Oto kacaerca myrauuu A341V rena
KCNQ [348]. bonbabie JLNS, cunapoMoMm TUMOTH M JpyTMMH TOMO3UTOTHBIMU CHHIPOMaMH,
noiBep:keHbl Hambosee BbicokoMy pucky BCC yxke B nperckom Bo3pacte. Y OOJbHBIX,
peannmupoBanHbix mocie BCC, nambonee HEONAarompusTHBI TPOTHO3 C OTHOCHTEIBHBIM
PUCKOM NIOBTOPHOM OCTaHOBKM cepana, paBHbIM 12,9. PacnonoxkxeHue MyTaluu B
opooOpasyrolieM pernoHe OesKka CYMTAeTCsl He3aBUCUMBIM IeHeTHueckuM (akrop pucka BCC,
comoctaBuMbIM ¢ ymmuHeHueM QTc>500 mc [349]. Puck cMepTr y OECCUMIITOMHBIX HOCUTEIICH

MyTalui, npuBoAsmuX K pa3sutuio LQT1, MakcuManeH B MosiozioMm Bo3pacte [350].

Tabauna VIL.11.1 Ctpatuduxkanus pucka y 00JbHBIX ¢ BPOXKIeHHbIM cuHapomom LQT

Puck xapawmansubeix QTc B mokoe T'enoTun ITon
cooObITuii K 40 romam

Bericokwuit (>50%) > 500 mc LQT1 MYX/)KeH
LQT2 MYX/)Ke€H

LQT3 MYXK

Cpennuii (30-49%) > un < 500 mc LQT3 KEH

<500 mc LQT3 MYX

LQT2 KEH

Huzkwuit (<30%) <500 mc LQT2 MY
LQT1 MY>K/>)KEeH

PexomeHnianum no reHeTH4€CKOMY TECTHPOBAHUIO
Knace 1

1. Pexomen008aHO 6bINOIHAMb 2EHEeMUYECKoe mecmuposdarnue Ha Haludue 8p09f€()€HH020



cunopoma yonunennoeo ummepsanra QT ecem Oemsam u NOOPOCMKAM C YOIUHEHUEM
uumepeana QT na OKI nokos (QTc > 460 mc y auy scenckoeo nona u QTc > 440 mc y
MYCKoeo), umerowum ocHosHvle Gaxmopul pucka BCC (neobwscuumvle cunkone,
cepoeunvlll apecmom 6 aHamuese, cemelnvili anamues BCC), a makace Oemsnm,

cmpadarowum snunencuetl 6es a¢gpgpexma om cneyuguueckoii mepanuu (B).

Knacce Ila

1.

2.

3.

I'enemuueckoe mecmupoeaHue peKOMeHOOBAHO BCeM OONbHLIM, UMeUWUM
svicokogeposmublli  ouacnoz LQOTS, ocnosanmuwiti na oOauuvix anamuesa, IKI-
Genomunuposanuu 3aboneeanus (Ha ochosanuu evinoaneHuvlx 12-xkananvuou IKI 6
noKoe u/unu 8 xooe NpogedeHUsi GYHKYUOHAIbHLIX NPod ¢ usuueckou Hacpy3Kkou uiu
unghyzueti kamexonamuros) (C).

T'enemuueckoe mecmupogaHue peKOMEHOOBAHO 6CeM OecCUMNMOMHbIM OONbHBIM, )
Komopuvix Ha cepuu 12-xananvhvix IKI noxos ewisensemca QTc>480 mc (Oemu) unu
OTc>500 mc (83pocavie) 6 omcymcmeuu 3a001e8aHull UIU COCMOAHUL, CNOCOOHLIX
evizgamsv  yoaunenue ummepgara QT (maxux, Kaxk 21eKMpoIumHvle HAPYyUleHus,
eunepmpoghusi muoxkapoa, onokaoa noxcex nyuxa I'uca u m.o.) (C).

Ecnu  cenemuueckoe uccrnedosanmue y npodoanHoa npueeno K BblAGLeHUI0 Mymayuu,
omeemcmeennou 3a LQOTS poocmeennHukam nepeoi u 6mopou cmenenu poocmed,
He3a8UCUMO Om KIUHUYECKO20 (HeHOMUNA, HNOKA3AHO CeleKMUBHOe 2eHemUUecKoe

mecmuposanue (C).

Knacce IIb

1.

2.

3.

Ilpu ewisenenuu yonunenus QT 8bI36AHHO20 NPUMEHEHUeM J1eKapCmMBEeHHbIX
npenapamos, 2eHemudeckoe Mmecmuposanue npedocmasisient 803MONCHOCb GblA8UMb

HOCUMEeNbCmMeo Mymayutl, omeemcmeennuix 3a nepsuytvle gopmot LOTS (B).

Ecnu omcymcemeyem 603MONCHOCMb mecnmuposarHusl e6cex U36€CmHblX Mymauuﬁ,
BO3MOIHCHO npoeedenue CelleKnueHoco aHanu3za ceHos, OomeeniCni6eHHblx 3d LQT1-3

(KCNQ1, KCNH2, SCN54) (C).

Jna poocmeennuxos 6oavHbix 1-2 cmeneHu ¢ 8MOPUUHBIM CUHOPOMOM YOTUHEHHO20

unmepsana QT pekomenoyemcs evinonnenue 12-kananvrot IKI nokos (C).



IIpodunaxkruxka BCC

HN3menennss oOpas3a sku3HH. Eciii TeHOTMII CHHIpOMAa YCTaHOBJEH, TO H3MEHEHHE
o0pasa >KM3HU PEKOMEH/IYETCS MPOBOJUTH C YYETOM BIHMSHUS CHENU(DUISCKHUX TPHUTTEPHBIX

MeXaHU3MOB (haTalbHBIX UCXOM0B [345, 351-354].

BompabiM ¢ LQT1 u LQTS pexomMeHayeTcss MaKCHMAlbHO OTPAaHUYHUTH (DU3MUECKHE
HArpy3Kd, OCOOCHHO COCTS3aTeIbHYIO CIIOPTUBHYIO AESITENBHOCTH [355], IMiaBaHHWe, CIPHHT,

TaHIbI UK OCYHICCTBIIATE UX IIOA Ha6J'IIO,Z[eHI/IeM Bpada.

bomeueiM ¢ LQT2 u LQT6 cienyer uzberarh BO3ACHCTBUS CHIIBHBIX 3MOLMHK (CTpax,
3JI0CTh, IIa4, 3K3aMEHbI), BHE3AMHBIX AaKyCTHUUYECKUX CTUMYJIOB (OyAMJIBHUK, CHUTHAI
aBTOMOOWJIS, 3BOHOK TenedoHa), 0COOEHHO BO BpeMsi cHa. JlJiT HMX TaKkXe SIBISIETCS BBICOKO
PHCKOBBIM B OTHOIIEHUH Pa3BUTHUs KapauanbHbIX coObiTuii (OKA, BCC) nocneponoslii nepuos.
Kpome Toro, Tpureppom MOXKET SBUTHCS IPHEM JIEKapCTB, ymmuHsronmx uarepsail QT [356]*.

Crnenyer m3berars mpreMa TMHIIEBHIX JOOABOK C HEONPEICIICHHBIM XUMUYECKUM COCTABOM.
* - nepeuenb MeOUKAMEHMOB COOEPHCUMCS Ha catime WwWw.qtdrug.org

Jleuenune. Ha ocHoBanuu 3Hanus renotuna cunapoma LQT ocymiectBisiercss monoop
WHJIUBUYaIbHON TEpPAaNeBTUYECKOM CTpAaTEeruy, BKJIKOYAas HE TOJBKO PEKOMEHJALUHU 110
M3MEHEHHI0 00pa3a KHU3HH, HO ¥ TI0 MPUMEHEHHIO CIeNU(YUISCKIX JICKAPCTBEHHBIX MPETapaToB

u umrmutantanuu MKJI [342, 357-359].

CBOEBpEMEHHO HA3HAYCHHAs MEIUKAMEHTO3Has Tepanus (MPEeuMyIIECTBEHHO [3-
aJipeHOOIOKATOPBI) TMpeAoTBpamiaeT cuHkone Oonee uyem y 87% OonbHbIx. OpHako [3-
aneHoOokaropsl MeHee A PeKTuBHBI y 00JbHBIX ¢ reHoTHnoM LQT2 u BooO1ie He 3pPeKTUBHBI

(1 axe MPOTUBOIOKAa3aHbl) y O0sbHBIX ¢ TeHoTunom LQT3 [360].

Nmvnmanrammst K]l siBisieTcss MeTooM BbIOOpa IS JICUEHHS TaKUX OOJBHBIX IIPHU
AMU30/IaX CEPJICYHOrO apecTa B aHaMHe3e W TpH Hed()(PEKTUBHOCTU KOHCEPBATUBHOW TepaIuu

[342, 360].

XUpypruyeckoe yAajJeHUE JIEBOIO 3BE3Q4aTOr0 TaHIVIMS, IPOBEACHHOE C LEIbIO
YCTpaHEHUsl aCCUMETPUYHONW CUMIIATMUECKOM BET€TaTMBHOM MHHEPBALIMU CEPALA, SBISIOIIECHCS

APUTMOTEHHBIM (haKTOPOM, IPUBOIUT K HEKOTOPOMY yKopoueHuto nHTtepBaina QT [361] .

beccuMnTOMHBIM HOCUTEISAM MYTaI_[I/Iﬁ MOXET OBITh PCKOMCHAOBAH HpO(I)I/IJIaKTI/I‘-ICCKI/Iﬁ



npueM B-aapeHoonokaropos [358, 359].
Pexomennanuu no npopuiaakruke BCC

Knacce 1

1 BonbHbiM ¢ YCMAHOBNIEHHbIM OUACHO30M (KIUHUYECKU UW/UNU C NOMOWbIO MONEKYIAPHO-
2eHemUYecko20 UCCie008anus) cunopoma yonunennozo unmepeana QT pexomenoyemcs
usmeneHue oopaza sncusnu (B).

2 bBonvhvle ¢ ycmanosieHHbIM OUACHO30M (KIUHUYECKU U/UTU YCMAHOBLEHHBIM ¢ NOMOUbBIO
MONEKYNAPHO-2EHEMUYECKO20 UCCIe008aHUs) cuHOpoma yoarunennoz2o unmepsana QT ne
OOJIJHCHBL NPUHUMAMb JIeKAPCMBEHHblE NPEnapamovl, KOMOpble 6bl3bl8arOm YOIUHEHUEe
unmepsana QT (B).

3 B yenax nepsuunoii npoghunakmuxu BCC 601vHbiM ¢ OuacHo30M CUHOpOMA YOIUHEHHO20
unmepsana QT (LQOT3), ycmanosnienHbIM ¢ NOMOWBIO MONEKYIAPHO-CEHEMUYECKO2O
uccneoosanus, pekomenoyemcs umnianmayus UK/ (B).

4 B yenax emopuunou npogunakmuxku BCC nayuenmam ¢ OuacHo3zom cuHopoma
yonunennoeo uwmepeara QT (LQTI, LOT2, LQOT5 u LQT6), ycmanosneHHviM ¢
NOMOWbIO MONIEKVIAPHO-2eHEMUUEeCKO20 UCCIe008AHUsL, UMEIOWUM YKA3AHUS 8 AHAMHEe3e
Ha 39nuU300 cepoeyHoco apecma (OCHOBHOU ¢Hakmop pucka) pekoMeHOyemcs
umnranmayus UK/ (B).

Knacc Ila

1. Bbema-adpenobOi0Kamopvl peKOMeHOYIOMCs NAYUeHMAaAM ¢ OUACHO30M CUHOPOMA
yonuneunoeo uumepegara QT (LOTI u LQTS5), ycmano8ieHHbIM € HOMOWDBIO
MONEKYNIAPHO-2eHemuyecko2o uccieoosanus (B).

2. Hasnauenue npenapamog Kaiusi peKOMeHOYemcs NayueHmam ¢ OUACHO30M CUHOpOMA
yonunennoeo uumepegara QT (LOT2 u LQT6), ycmano8ieHHbBIM C HOMOWDBIO
MONEKYIAPHO-2eHemUyecko20 ucciedosanus (B).

3. Hasnauenue AAIl IB xnacca pexkomeHOyemcs nayueHmam ¢ OUASHO30M CUHOPOMA
yonunennoeo uumepsana QT (LOT3), ycmauo6nieHHbiM ¢ NOMOWBIO MONEKYIAPHO-
2eHemuUYecKko20 UCC1e008aHUs.

4. Hmnnammayua HKJ] onpasdana nayuenmam ¢ KIUHUYECKUM OUACHO30M CUHOPOMA
vonunennoeo unmepeana QT ¢ naruyuem ocnosuvix paxmopos pucka BCC (cunxone u/

WU dcely0ouKosvie apummuu) Ha gone npuema B-aopenobrokamopos (B).



Knacc IIb

1. Bnoxkamopwr kanvyuesvix xaumanos u AAIl IB xanacca mocym Ovimb HA3HAYEHb
nayueHmam ¢ OuacHo3om cunopoma yoaunennozeo uummepsara QT (LOT2 u LQOTO),
VCMAHOBLEHHBIM C NOMOUWbIO MOLEKVIAPHO-2eHEMUYEeCcKo20 ucciedoganus (B).

2. BeccumnmomHuIM HOCUMENAM NPUYUHHBIX Mymayuii Modcem Ovlmb PeKoMeHOO0B8AH
npoghunaxkmuueckuil npuem (3-aopenobiokamopos (B).

3. Jlesocmoponnsaa cumMnamaKmomMusi Modxcem o0cyHcoamucsa y OONbHbIX ¢ KIUHUYECKUM
ouacnozom cunopoma yoaunenHoeo ummepeana QT, umerowux 0cHO8HbIe Gaxkmopwvi
pucka BCC (ykasanus 6 anammuesze Ha 3nu300 cepoeynoeo apecma, KT no muny

«nupysmy») Ha ¢one npuema bema-aopernobiokamopos (B).

Knacce 111

1. Hasnauenue bema-adpeHoOIOKAmMOpPoO8 U HUKOPAHOULA NPOMUBONOKAZAHO OONbHBIM C
ouaernoszom cunopoma yonunernnoeo unmepsana QT (LOT3), ycmanosneHHbiM ¢ nOMOWbIO

Monexynapro-eeHemudecko2o ucciedosarus (C).

VIIL.11.b. Cunapom ykopoyeHHoro uarepsaja QT

Cungpom ykopoueHHoro wuHTepBana QT (SQTS) — renernuecku 00OyCIOBICHHOE
3a0oseBaHme, XapaKkTepusytomeecs: ykopodeHueM, kak adcomotHoro (QT < 300 - 340 mc), Tak u
koppurupoBanHoro (QTc < 320 mc) 3nadenuss mHTepBana QT, BBHICOKMM, CUMMETPUYHBIM,

OCTPOKOHEUHBIM 3yOroM T M OONBLIIMM CHEKTPOM HapylleHHH cepaeyHoro putma ot @II no

KA.

O6mopok u BCC 00bIYHO cIy4aroTcsi B COCTOSIHUM TOKOS WM BO cHe. OOMOpOK Tipu
cunapome SQT Berpeuaercst meHee yacto, yem BCC, koTopast ABJISIETCS MEPBBIM MPOSBICHUEM

3a00sieBaHus y OOJIBIIMHCTBA MAIIMEHTOB.

Juarnoctuueckue kputepuu SQTS [362], ocHOBaHHBIE Ha OaJbHOW OICHKE

KIIMHUYECKUX JaHHBIX U JAHHBIX T€HOTUIIMPOBAHUS, peAcTaBieHsl B Ta0n. VII.11.2.

Taoauna VIL.11.2. lnarnoctuyeckue kpurepun SQTS

JImarHocTuyeckue KpuTepumn bannbt

Hmunna QT ., ms 1

<370



<350 2
<330

WMHTepBan oT TOYKH J 10 MAaKCUMaJIbHOTO 1
ypoBHs (nnka) T <120 ms

AHaMHe3

Cepaeunblii apecT B aHaMHE3€

JoxymentupoBanHas KT wiau ¢pubpusisius

KEIyIOYKOB
Cunkone 0e3 SIBHBIX TPUYUH 1
MepuarenbHas apuTMHUst 1

CeMeiiHblii aHAMHE3

PoncTBennuku 1-i 1 2-i TMHUM POJNICTBA, 2

HMMEIOIINE BRICOKOBEPOATHBIM SQTS

BHe3anHo HEOOBSICHUMO yMeEpIIIHe 1

POJICTBEHHHKH 1-i 1 2-¥1 TMHUM POJCTBA

CuHzpoM MIlaJIecHYECKOI BHE3anmHOU cmepT |
I'enoTumnhttp://www.sciencedirect.com/science/article/pii/S0735109710047212 - tblfn5

BrisiBiieHa onucaHHasi paHee MyTalus 2
MyTanusi HEu3BECTHON 3HAYMMOCTH, 1
BeisiBiIcHHAs B TeHax KCNH2, KCNQI,

KCNJ2

Ouenka BepositHocTH AuarHo3a SQTS

Hannune STQS BbICOKOBEPOSITHO 4 u Gonee
Hamnune STQS BeposiTHO 3
Hanunuue STQS ManoBeposiTHO 1-2

[Ipu sTOM cuHApOMEe oTMeuaeTcs ociadieHue anantanuu uarepBaia QT K U3MEHEHUAM
UCC, u mosToMy ero u3mepeHus 1enecoodpasno ocymiectsisath npu YCC okomo 60 B MUHYTY
JUISL WUCKJTIOYCHHS HCKaXXCHUs pe3yIbTaroB, BHOCUMEBEIX (opmynoil Koppeknuu ba3zerra.
HeobxonuMo uWCKIIIOYEHUE BTOPUYHOTO XapakTepa H3MEHEHMH, TaKk KaKk K YKOPOUYEHUIO
uHTepBana QT MOryT NpUBOOUTH TaKW€ COCTOSHUS KaK THIEPKAJIbIUEMHUs, TUIOKAIUEMUS,
HHTOKCUKAIUA CEPACUHBIMU INIMKO3UJAMH, alluZ103, TUIIO- WU TUIICPTCPMUA, IPUEM HCKOTOPBIX

AAT (mukcenuTHH, Tokaunua). PacnpocrpanenHocts SQTS He usBecTHa.

3a pa3BUTHE TUIMHWYHBIX KIMHUYECKUX IMPOSBICHUN BpoxJIeHHOro cunapoma SQT
OTBETCTBEHHBI MYTallUUd B 5 pa3jMuYHBIX I'€HAaX, HA OCHOBAaHUHU YErO BBIACIAIOT 5 I'€HOTHUIIOB

cuaapoma SQT. Oto myTanuu B 3-x reHax kanueBbix kaHajaoB (KCNQI, KCNH2, KCNJ2) n 2-x


http://www.sciencedirect.com/science/article/pii/S0735109710047212%22%20%5Cl%20%22tblfn5

reHax KanblueBblXx KaHanoB (CACNAIC, CACNB2B). CaenctBueM 3TUX MyTaluil sIBISeTCA
nub0 yBeNMUYEHUE KOHIIGHTpAIlMM HMOHOB Kallis B KIETKE, JTMOO yMEHBIICHHE KOHIIEHTPAIMU
MOHOB KaJblMsl, YTO MPHUBOAMT K YKOPOUYCHHIO IOTEHIIMAja JCHCTBUS B KapIUOMHOIUTAX.
I'enotuns! cunapoma SQT, cBsi3aHHBIE C MyTallMsMU B '€HaX KaJbLIMEBBIX KaHAJIOB 0043aTeIbHO
(eHOTUNNYECKH CcoueTaroTcs ¢ cuHApomMoM bpyranga. I[lpuMeHeHne XMHHAMHA MOXET
BOCCTaHABIMBaTh MponobKuTeabHOCTh QT [363]. EnuHCTBEHHBIM METOIOM TPO(HIIAKTHKA
BBC sBnsercs ummantanus UK] [364]. [eneTtnueckuii aHamu3, MO-BHAMMOMY, HE HECET

JOTIOTHUTENHHON MHGOpPMAINK B OTHOIIIEHUH prcKa pa3Butus BBC.
I'eneruueckne ocodoennoctu SQTS

1) Huskas nmeHeTpaHTHOCTB;

3) BO3MOXHO OECCHMIITOMHOE HOCUTEIHCTBO MaTOJIOTHUECKHUX aJlIeNe;
4) KOppeISAUs MEXTy TEHOTUTIOM U ()EHOTUIIOM OTCYTCTBYET;

5) BbICOKasi TeHETHYECKasi TeTEPOTCHHOCTh: 5 TEHOB, 0oJiee 5 MyTaIluii;
6) HacleayeTCsl ayTOCOMHO-IOMHUHAHTHBIM ITyTEM;

7) BOBMOKHBI CIIOPAIUYECKUE CITydau.

PexomeH1anuu M0 reHeTHYECKOMY TeCTHPOBAHHUIO

Knacc Ila

1. T'enemuueckoe mecmupoganue ciedyem blNOIAHAMY OJi YMOUHEeHUs OUACHO3A ) OONbHBIX
¢ HU3KOU U npomexcymoyrotl eeposmuocmoio Hanuuus SOTS (C).

Knacc 11b
1. Tecmuposanue poocmeeHHUKO8 OONbHO20 PEKOMEeHO08AHO NPU GbliA8IEeHUU
namoeenemuyuecxkou mymayuu y npooauoa (C).
Pexomennannu no npopuiaakruxke BCC
Knace I

1. B yenax emopuunou npogurakmuxu BCC 060avbHbIM ¢ OUACHO30M CUHOpPOMA

yrkopouennoco ummepeara QT npu wnaruuuu ocHogHvix ¢axkmopos pucka BCC



(cepOeunviii apecm 6 aHamuese, CUHKONE, UHOVYUPOBAHHbIE 8 X00€ NpPOBGeOeHUs]
9H00D DU ycmoiiuussie cemoounamuyecku sunayumvle JKHP) pexomenoosamna
umnranmayus UK/ (C).

Knacc Ila

1. Ilayuenmam c evicokoseposmuvim ouacnozom  SQTS pexomendyemcs umniaHmayus
HKJI (B).
2. Hasnauenue xuHuouwa moodcem Ovimv  d¢hghexkmuenvim 011 cHudicenus pucka BCC y

nAYUueHmos8 ¢ CUHOPOMOM YKopouennoz2o uumepsana QT, eciu 603moxicHOCMS

umnranmayuu UKJ/[ omcymcmayem (C).

VIIL.11.B. Cungpom bpyraaga
Cungpom bpyrama (BrS) — renetuuecku oOyciioBI€HHOE 3a0osieBaHME, pa3BUBAIOLIEECS
BCJIEZICTBHE aHOMAJILHON 3JIEKTPO(PHU3HOIOTNYECKON aKTUBHOCTHU 3IUKap/a MPaBoro >KeJIyaouka

B 00J1acTH BBIHOCAIICTO TpaKTa.

Cunxone u BCC npu CUHAPOMC prraz[a 9aCTO BO3HUKAIOT B COCTOAHHH ITOKOSA WM BO

BpEMs CHa.
Cunpnpom bpyrana xapakrepusyercs crieruduueckum DKI-narrepaom:
- TOCTOSTHHAS MJTM TPAH3UTOpPHAs OJ10Kaaa MpaBoil HOXKKH Ty4dka ['mca;
- mogbéM cermenTta ST (Ttouku J) B otBeneHussx V1-V3 (Beiaenstor Tpu OKI - Tumna);
- HHBEpTUpOBaHHBIN 3y0en T B otBeneHuax V1-V3;
- IEpUOANYECKOE YUIMHEHE uHTepBana PQ;
- nmapokcusmbl KT Bo BpemMsi CHHKOIIE;
- «ITICUJIOH» - BOJTHA B OoTBeieHUH V1 B BUe «3a3yOpunbl» Ha cermenTe ST (B 30% ciaydaes).

TouHas cTeneHb pacnpoCTPpaHEHHOCTH cUHApoMa bpyrana HensBecTHa. B cpenqHeM B mupe
BpOXAEHHBIN cuHapoM bpyraga BcTpewaercst ¢ uvacroroit 1-60:10 000, B Espomne 1:10 000,
npuyeM B oaHou u3 obmacreir benerum  1:100 000. B Espome cunapom bpyrama uame
BBISIBIISIETCA Yy MPEICTAaBUTENEH «KaBKa3CKOI0» JTHUYECKOIO THUMA (BBIXOALBI M3 CTpaH

Bocrounoii EBponbr). B crpanax FOro-Bocrounoii Asun u JlaneHero Boctoka > 5 Ha 10 000,



ocobeHHo B Tawnanne, Ha @ununnuHax v Snonun. B Taunanae exeroqHo yMuUparoT OT 3TOTO
cuapoma ~ 2500 wyenoBek. B Poccun wacrora peructpanuu 3Toro 3abosieBaHHs NPUMEPHO
COOTBETCTBYET eBpornerckoi [365]. W3BectHO, uTO cuHIpoMm bpyrajga He 3aperucTpupoBaH y

apo-aMepHUKAHIICB.

OnuncaHo HECKOJIBbKO KIMHUYECKUX BAapUAHTOB CHUHAPOMaA prraz[a:

1. KJIaCCUYECKHUE U30JIMpOBaHHbIe n3MeHeHus Ha DKI';
2. CHUHKOIIE cO crienuduiaeckumu n3meHeHusmMu Ha DKI';
3. cuHKore 0e3 crierudpuaecknx n3mMeneHnit Ha IKI;

4. CKpBITas (hopMa — «kHEMOE», TATCHTHOE TEUCHHE.

3a pa3BUTUE TUMUYHBIX KIMHUYECKUX MPOSBICHUN BPOXKIEHHOTO cuHIpoMa bpyrana
OTBETCTBCHHBI MYTallMd B 8 Pa3jIMUHBIX T'€HAX, HA OCHOBAaHWUHU YETO BBIACIIAIOT 8§ TCHOTHIIOB
cunapoma bpyraga. 91o myranuu B 3-x reHax HaTpueBbiX kaHanoB (SCNS5A, SCNIB, SCN3B),
2-x reHax kaiaueBbiX kaHajoB (KCNE3, KCNJS8), 2-x reHax xanbiueBbix kaHainoB (CACNAIC,
CACNB2B) u ogaoM TeHe rurepoi-3-pocdar aeruaporenassl 1 tama (GPDIL). Crencreuem
ATUX MYTalUi SBISETCS MO0 CHUKCHHE KOHIIGHTPAIMM WOHOB HATpUS U KaJbIUS B KIIETKE,
a100 yBEeTMYEeHHE KOHLEHTPAIMU MOHOB Kajiusi, YTO CIIOCOOCTBYET CEJIEKTUBHOMY YKOPOUEHUIO
NOTEeHIMana JAEeHCTBUSA sSnHKapaa mpasBoro »xemyngouka [342, 366]. B Poccun wumeercs
OTpaHHYEHHBIN OMBIT TEHOTUITUPOBAHUS OOMBHBIX C CHHAPOMOM bpyrasna, ogHako Kak MUHUMYM
B TPETHU CIy4aeB UMEIOT MecTo MyTanuu B rene SCN5A, nmpu 3TOM BCE BBISBJICHHBIE MyTallMU

paHee He perucTpupoBaauck [367].
Crparudukanus pucka

[IpenukropamMu HEOIArOMPUATHOTO UCXOJa PU CUHApoMe bpyrana sBistoTcss My>KCKOH
I10JI, CUHKOIIE WJIM BHE3allHasi CMEPTh B CEMEMHOM aHAMHE3€, CIIOHTAaHHBIN 1oxbeM cerMeHTa ST
B orBeAeHMAX V1 - V3 B KOMOMHaIMW ¢ CUHKOIE, CIIOHTaHHBbIC M3MeHeHWs cermeHTta ST u

nepsbiil OKI' - Tun cunapoma.

B xonme mpoBegenus »HnoO®PU y OonpHBIX ¢ cuHIApoMoM bpyraga wmoryrt
WHIYLUPOBATLCSA N'EMOAMHAMUYECKHA 3HAYMMBIE JKEIIyJOYKOBBIE TAXUAPUTMHUU, KOTOPHIE HEPEOKO
BepuUIUpPYyIOTCd OONBHBIMU Kak KiIMHHUYeckue. TeM He MeHee, 3HI0O®U Henb3s cuuTarh
«30JIOTBIM CTaHJAPTOM» TpH TpoBeneHHH crparupukanymu pucka BCC, amarHocThueckas

IIEHHOCTh ATOTO UCCe0BaHus HeBenrKa [368].



JIaHHBIX, KacaOIIUXCS PYTHHHOTO MPUMEHEHUS T€HOTHUIUPOBAHMS ISl OIEHKH PHCKa
BBC ner. B onmHoil u3 pabor ObUIO TOKa3aHO, 4TO Hanuyue MmyTtanuid B TeHe SCNIA,
COTIPOBOXKIAIOIIHMECS TOTepe (PYHKIIMM 3TOr0 MOHHOTO KaHajla, MOXET CBUICTEIHCTBOBATH O

HeOIaronpusTHOM nporHose [369].
I'eneTnueckue ocodbeHnocTu cunapoma bpyraaa

1. Huzkas meHeTpaTHOCTH (~25%);

2. Hcmonb3oBaHHe OJIOKATOPOB HATPUEBBIX KaHAJIOB (aiMaiuH) IS WACHTH(QHKAINUN
MOPAKEHHBIX JIIOJIEH YBEJTMUMBAET EHETPAHTHOCTH 110 80%;

3. B03MOXXHO O€CCUMITOMHOE HOCUTENIBCTBO MATOMOTHYECKUX aJUIeIei;

4. Koppensnus ¢ peHOTUIIOM UMEETCsl He TIPU BCEX TeHOTHUIIAX;

5. BwIcokasi reHeTHYeCKasi TeTEPOreHHOCTh: 8 reHOB, Oonee 400 MyTanuii;

6. Hacnenyercs ayToOCOMHO-IOMHUHAHTHBIM ITyTEM.

Tonbko y 25% mnanueHToB 0OHAPYKUBAIOTCS OMHCAHHBIE MYTallUH.
Pexomenianum no reHeTH4eCKOMY TeCTUPOBAHUIO

Knace 1

1. PexomeH008aHO 6bINOIHAMb 2eHeMUUecKoe MeCmuposanue Ha BPOINCOEHHBIL CUHOPOM
Bpyeaoa ecem demsam u noopocmkam npu Haruuuu cneyugpuueckoeo IKI-nammepna, y
KOMOpbiX umeromcs maxue ocHoguvle axmopul pucka BCC, kak 3nu3o0ul cunkone,
cepoeunviii apecm 6 anamuese, KHP, cnyuau BCC 6 cemve (B).

Knacc 1Ib

1. Hoenmugurkayus muna mymayuu 6 ceve SCNSA  moocem oameb OONOIHUMENLHYIO
ungopmayuro no noeody pucka pazsumus BBC (B).

2. Tecmuposeanue poOCmMEeHHUKOS OOIbHO2O DEKOMEHO0B8AHO NpU YCI08UU BblA6IEeHUS
namozenemuyeckou Mymayuu y npobanoa.

Knacce 111

1. T'enemuueckoe mecmupoganue He NOKA3AHO 6ECCUMNIMOMHbIM NAYUEHMAM NPU HATUYUU
bpyeadonodobrnozo IKI-nammepna 2 unu 3 muna.

2.

Pexomennanum no npodunakruke BCC



Knace 1

1. Hayuenmam c ouacnozom cunopoma bpyeaoa, ycmanoenennvim KIuHUYeCKy u/uiy Ha
OCHOBAHUU MONCKYJISIPHO20 AHANU3A, UMEIOUWUM VKA3ZAHUS HA SNU300 CEPOCUHO20 apecma
6 anamuese (ocHosHou gpaxmop pucka BCC), pexomenodosana umnianmayusi UK/ (C).

Knacce Ila

1. Ilayuenmam c cunopomom bpyzaoa co cnoumannvim noovemom ceemenma ST 6

OMBEOECHUSIX V]-Vj” umernwum yKasanusia 6 anamHnese Ha SNU300bl CUHKONE (OCHOQHOIZ

¢daxmop pucka BCC) u sepugpuyuposanuvimu npuvunnvimu mymayusimu 6 cene SCNSA,
pexomenoosana umnianmayusi UKJ[ (C).

2. KiuHnuyeckuil MOHUMOpPUHZ YACMOMbL CHOHMAHHO20 noovema ceemeuma ST
yenecoobpazHo npoeoOUMsb )y NAYUEHMO8, KAK C KIUHUYECKUMU NPOAGLEeHUAMU
3abone8anus, maxk u 6Oe3 HUX, y KOmopvix noovem ceemenma ST 603nHUKaem MOIbKO 6
pe3yivmame 8bINOIHeHUsL NPOBOKAYUOHHBIX apmaronozuyeckux npoob (C).

3. umnaaumayus MK/ nokazama nayuewmam ¢ cumopomom bpyeada u xopowium
DYHKYUOHATLHBIM CIMAMYCOM, O1A2ONPUATNHBIM NPOSHO30M BbIHCUBAHUS 68 MedeHUe 200d
u bonee, y komopuwix o6vina sepuguyuposana KT, ne npugedwas k ocmanoske cepoeuHo-
cocyoucmoii desmenvrocmu (C).

Knacc ITh

1. Ilposedenue >1009DPHU moocem obcyscoamovcs 0N CMPAmuQukayuy pucka y
nayuenmos c¢ cunopomom bpyzada co cnonmanneim noovemom ceemenma ST, 6e3
mymayuu 8 cene SCNSA u kaxux-1ubo kaunuueckux nposeneruti (C).

2. XuHuoum modicem NpuMeHAmsvcs 0Nl YMEHbUIEHUST 8bIPANCEHHOCMU 3Ne8ayUl ceeMenmda
ST u neuenus «apummuuecko2o wmopma» y nayueHmos c cunopomom bpyeaoa (C).

Knacc 1T

1. bonvuvim ¢ cunopomom bpyeaoa npomusonoxazano Haznauenue AAIl IC xnacca
(éxnwouas prexaunuo u nponagpenon) u IA xnacca (éxarouas NPoOKAUHAMUO U

OU30RUPAMUD).

VIIL.11.I. Karexo/iaMmuHepruyeckasi moauMop@Hasi :xeTy109K0Basi TAXUKApPIAUs

Karexonamunepruueckas nonuMmopduas sxenynoukonass taxukapaus (KIDKT) — arto



HACJICJICTBEHHBIH CHHIPOM, XapaKTEPU3YIOMIUUCST DJIEKTPUUECKONM HECTaOUIbHOCTHIO
KapIMOMHUOLIUTOB, BO3HUKAIOLIEH BCJIEACTBUE OCTPOM AKTHMBALMM CUMIIATUYECKOM HEPBHOU
cuctembl (Ha poHe (PU3NYECKON WIIM SMOLMOHAIBHON HArpy3Kd) U MPUBOASIINNA K BHE3ATHON

CMEpTH.

Ha DOKI' nokos BHe mpucTymna He UMEeTCsl KaKUX-JIMOO MAaTOJOTHYECKUX M3MEHEHHI.
ApHuTMHUST MOXKET OBITh BOCIIPOM3BEICHA TPU NPOBEIEHUH TeCTa C (PU3MUECKONW HArpy3KOW WIIH
MEIMKAMEHTO3HBIX MPOo0 ¢ BHYTPUBEHHBIM BBEACHHEM KarexolaMUHOB. (COOTBETCTBEHHO,
6oapHBIM KIDKT Tpebyercst orpanndyenue Gpu3ndeckoil Harpy3Ku, TAKHM JIFOISIM KaTerOpHUYECKU

3anpenieHo 3aHuMathes croprom [370].

Jlnst nmereir co 370KadyecTBeHHOM, cuHKomnaiabHOW (opmoit KIDKT, BeIsiBIeH psin
0COOEHHOCTEHM CHHYCOBOTO PUTMa, KOTOPBIE MOTYT CIIOCOOCTBOBATh paHHEMY, TOKINHUYECKOMY
BeIsBIeHUIO 00bHBIX ¢ KIDKT B momynsimuu. DTH OCOOCHHOCTH COCTAaBISIOT XapaKTepPHBIN

OKT -narrepH :

- TIOCTOSIHHO€ MJIM TpPaH3UTOpHOE ykKopoueHue uHTepBaia PQ (< 0,11c) 6e3 mpyrux OKI

nposinenuit WPW-cunnpoma;
- CHHYycoOBasi OpajuKapIus;
- BBICOKUH 1MpKagHblii uaAekc npu XM-OKI' (> 1,45).

Beigenstor 2 renoruna KIDKT. Ilepsorit renorun KIDKT (CVPT1) cBsizan ¢ myTanusiMu
B TeHe puaHoauHOBBIX penentopoB RYR2, Bropoit renorun KIDKT (CVPT2) cesszan c
MyTalMsiMM B TeHe KaibcekBecTpuHa-2 (CASQ2). B pesynabrare  IpOUCXOAMT YCHIIEHHOE
BBICBOOOKICHHE HOHOB KaJIbIUS U3 CApKOIIa3MaTHUYE€CKOTO PETUKYJIyMa B OTBET Ha BXOJ] HOHOB
KaJbIUsl B KJICTKY, BBI3BIBAs MEPErPy3Ky KICTOK MOHAMH KaJbIUs, YTO BBI3BIBACT OOpaTHOE
HaTpaBlICHUE AaKTHBAIIMM CTEHKH J>KEIYyJO0YKOB, YCHIMBAET TPAHCMEMOpPAaHHYIO IUCIIEPCHUIO
penonsipu3anuu U 3anyckaetT KT mo MexaHM3My MOBTOPHOTO BXOJa JIIEKTPUUYECKOIO
BO30y>KaeHus, T.e. pe-eHTpu [371, 372]. bera-ampeHoOI0KaTOpbl MHOT/IA HE MPEIOTBPAIIAIOT
aputMuu. EcTh ykazanus Ha 3S()PEeKTUBHOCTH MPUMEHEHUSI Beparnamuia, BO3MOXKHO

HEMMOCPEACTBCHHO B3aI/IMO,I[eI>'ICTBYIOIHeFO C pUaHOOAMHOBBIMH pE€UCIITOPAMH.

B passutuu KIDKT npennonaraercs yyactue u Apyrux reHoB. CUMTaeTCs, YTO MyTaIus

B reHe KNJ2 cBsi3aHa HE TOJNBKO ¢ pa3BuTtueM cuHapoma AnaepceHa/LQT7, HO u ¢ IpUYMHON



KIDKT 3 renoruna (CPVT3.) V¥V opnoro 6onpHOro ¢ KIDKT ommcana myranusi B reHe
aHKMpHHa-B, KoTopas Takke MMEET MECTO NPHU Pa3BUTHHM CHUHIPOMA YAJIMHEHHOTO MHTEpBaJa
QT 4 tuma [373]. Bo3amoxkHO, MyTaruu B reHe RYR2 00ycliaBIvMBarOT TaK Ha3bIBAEMbI CHHIPOM
BHE3alHOM cMmepTu y MmuaneHueB [342]. B mocneaHee BpeMs MMEIOTCS NPEANOIOKEHUS, YTO
uavonaTuueckas (GpUOPHUIIIALUS KETYJOYKOB MOXET SBISATHCS OAHOM U3 (opM ITaHHOTO

3aboneBanus (KIDKT).
Crpatudgukanusi pucka

K ¢axrtopam pucka BCC B pmaHHOW KaTeropuM MAIMEHTOB OTHOCATCS:
3apeructpupoBanHas @®XK, cemeiinblii anamHe3 BCC, mnosBieHue CHUMNOTOMOB B JE€TCKOM

BO3pAacTe, HAJIMYKME B aHAMHE3€e 0OMOPOYHBIX COCTOSHUM, (pu3ndecKkast akTUBHOCTb.
I'enernueckue ocodennocTu cunapoma KIIKT

1. Hu3kas neHeTpaHTHOCTb.

3. Bo3MO)XHO 6eCCUMIITOMHOE HOCUTEIBCTBO NATOJIOIMUECKUX aJlIesIeH.

4. Koppensiys Mexy TeHOTUIIOM U (DEHOTUIIOM OTCYTCTBYET.

5. Boicokast reHeTHUYECKask TeTepOreHHOCTh: 4 reHa, 6onee 170 mytauuii.

6. Hacnez[yeTc;I NPpEUMYIICCTBEHHO ayTOCOMHO-AOMHUHAHTHBIM IIYTEM, PEXKE aAYyTOCOMHO-

peHCCCI/IBHI)IM HYTCM.
PexoMeHIaNMH M0 reHETHYECKOMY TECTHPOBAHUID
Knacce 1

1.  PexomeHO08aHO GbINONHAMbL 2eHemu4ecKkoe Mmecmuposanue Ha 8pONHCOEHHbI CUHOPOM
KIDKT 6cem Oemsam u noopocmkam ¢ makumu ¢Gaxmopamu pucka BCC xax
UHOYYUPOBAHHBLE (DUBUUECKOU UNU CUTBHOU IMOYUOHAILHOU HASPY3KOU NOAUMOPDHAS
KT, cunkone, cepoeunvlii apecm, a mak dHce AUYAM, UMEIOWUM 8 CEMEUHOM aHAMHe3e
yrasanusi Ha BCC (B).

2. T'enemuueckoe mecmupogaHue peKoMeHOO08AHO OONILHbIM  C BbICOKOU BepOSMHOCMbIO
ouaenosza KIDKT, ocnosannom Ha OaHHbIX aHAMHeE3d, CeMEUHOU UCMOpULlU,
aneKmpokapouocpaguueckom genomune 3a601e6anUs, pe3yIomMamax CmMpecc-mecmos ¢

Gusuueckou nHacpyskoil (mpeomun-mecm) unu esedeHuu kamexonamuros (C).



Knacce IIb

1. T'enemuuecxkoe mecmupogarue poOCMBEHHUKO8 [-2 cmeneHu poocmea pPeKoMeHO08aHO

npu YCI08UlU GbIAGLEHUS NAMO2EHEMUYECKOo Mymayuy y npooanoa.

Pexomennanum no npodunakruke BCC

Knace 1

1. Ilayuenmam c ycmanosnennvim ouacnozom KIDKT (knunuvecku u/unu ¢ nomowsbro
MONEKYIAPHO-2EHEMUUECKO20 UCCLe008AHUSL) PEKOMEHOYem sl U3MeHeHue 00pasa HusHu
(MaxcumanvHoe ocpanudeHue @OU3UYECKUX HA2pY30K, COPEeBHOBAMENbHOU CNOPMUBHOU
OdesimenbHOCIU, CUNbHBIX amoyutl) (B).

2. Hayuewmam c ouaenozom KIDKT, ycmano8ieHHbIM KIUHUYECKU, PEKOMEHOYemcs
Hasnauenue [-aopenobrokamopos (C).

3. B yenax emopuunoii npogunakmuxku BCC nayuenmam ¢ yCmamoeieHHbIM OUACHO30M
KIDKT (kaunuuecku u/unu ¢ nomMowbro MOAEKVIAPHO-2EHEMUYECKO20 UCCIe008AHUS),
UMEIOWUX OCHOBHOU (aKkmop pucka Kax YKA3aHus 8 aHAMHe3e HA CepOeyHblil apecm,

pexomenoyemes umniaanmayus UK/ u nasnauenue B-aopenoonokamopos (C).

Knacce Ila

1. B yensax emopuunou npoghuraxmuku BCC nayuenmam c ycmaHO8IeHHbIM OUACHO30M
KIDKT (kaunuuecku u/unu ¢ nomMowbro MOAEKVIAPHO-2EHEMUYECKO2O UCCIe008AHUS),
uMerwumM makolti OCHOBHOU (QAKMOp pUcKa KAK YKA3aHue 8 aHamHe3e HA CepOedHblll
apecm, paszsusuielicss Ha (oHe mepanuu [-a0peHoOIOKAMOPaAMU, PEKOMEHOYEmCs.
umnranmayus UK/ (C).

Knacc 1Ib

1. Ilayuenmam c ycmaumogieHHbIM 8 0emcKom unu 3peiom eozpacme ouacrnozom KIDKT (c
HOMOWbIO MONIEKYIAPHO-CEHEMUYECKO20 UCCIe008aHUsL) NPU OMCYMCMEUU KIUHUYECKUX

nposisienull pekomeHoyemcs Haznavenue 3-aopernobnrokamopos (C).

VIL.11.JI. Cungpom paHHeil penoJsipu3ainum xKejJay104KoB



Cunpapom pannelt penonsipuzanuu xenynoukoB (CPPXK) Brepsrie Obi1 ormucan B 1936 romy,
OJIHAKO €ro MPOTHOCTUYECKOE 3HAYeHUE JO CHUX Nop He ompeneneHo [374]. CPPXK
XapaKTepU3yeTcsa CIHEAYIOIUMHU 3JeKTpoKapauorpapuyecKuMu MNpOsBICHUIMU: 1)
TOPU30HTAJILHBIM WJIM HUCXOIAIMM mnoxbemoMm cermeHta ST > 0,1 MB ¢ BwimykiiocTsto,
HAIpaBJICHHOW KHM3Y; 2) HAJIMYMEM TOYKH COeIMHEeHHUs (junction point) MM BOJIHBI COCUHEHUS
(J wave) Ha HucCXOIIIEM KosieHe 3yOua R; 3) moBopoToM 3leKTpHUEcKoil ocu cepala MpoTUB
YacOBOW CTPEJIKU 110 MPOI0JIbHON OcH; 4) OBICTPBIM U PE3KUM HApacTaHWEM aMIUIMTYAbI 3yOna R

B IT'PYAHBIX OTBECACHUAX C OMHOBPEMCHHBIM YMCHBIICHUEM UJIM NCUC3HOBCHHUEM 3}/6113 S.

o 2008 roma OONBIIMHCTBO aBTOPOB CXOAWIUCh BO MHeHMH, 9yT0 CPPX He Gonee wem
M0OpOoKaueCcTBEHHBINH dJeKkTpokapauorpaduueckuii genomen [374, 375]. B 2008 romy
NPaKTHYECKH OIHOBPEMEHHO JIBE€ TPYIMIBI aBTOPOB OITyOJMKOBAJIM WCCICIOBAHUS —CIIyJaid-
KOHTPOJIb, TTOCTABHBIIKE TI0J] COMHEHHE OaronpusaTHoe mporHoctudeckoe 3HaueHne CPPX [376,
377]. B oboux uccnenoBanusx Touka J B 3-6 pa3s yaie peructpupoBanack B HrxHuUX (1L, 111, avF)
1 00KOBBIX (V4-6) OTBEIEHUSIX Y MAIIMEHTOB C MAUONATHUECKOW (PUOPHILIAIIUCH KETyTOUYKOB 10

CPaBHEHHUIO CO 3/I0POBBIMU JIULIAMH, & aMIUIATY/IA J-BOJTHBI ObLIA BBIIIIE.

PerpocniextuBHbIii aHanmm3 uccinenaoBanus Social Insurance Institution’s Coronary Heart
Disease Study, mokasan, 4to B OOMIEH MOIMYISAIMKA HaJM4dhe J-BOJHBI B HIDKHUAX OTBEICHUSX
accoruupyeTrcst ¢ 0ojee BBICOKHM pPHUCKOM CMEpPTH OT CEpIACYHBIX IPHYUH, HO KpPUBBIE
BBDKMBAEMOCTH HAYMHAIOT PAcXomuThes depes 15 ner Habmonenus [378]. [loxoxkue naHHbIe ObLIH
MOJTy4YEeHbl M TPU PETPOCHEKTUBHOM aHaiu3e Hemeukod dvactu npoekra MONICA [379].
Antzelevitch C. u Yan G-X. npeanoxunu HoByto kinaccupukaruto CPPXK, B xotopoit tin 2 u 3
CHUH/POMA CUYHMTAETCSA MOTCHIIMAIBLHO APUTMOTEHHBIM, a y MalMEHTOB C TUIIOM 3 CYIIECTBYET

BBICOKAsl BEPOATHOCTh Pa3BUTHSI AJIeKTprudeckoro mropma [380].
Pexomennanuu no npopuiaakruke BCC

Knacc Ila

1. Hanuuyue J-sonnvl 6 nudxcnux omeeoenusx (I, III, avF) moocem s61amvcsi 0OCHOBHLIM
gaxmopom pucka pazeumusi OXK (unu oasxce BCC), a maxkaice paxkmopom, yeenuuusaroumum
nPeopacnoNoONCeHHOCMb K Pa3gumuro (hamaibHblX apummuil 60 6pemsl uuemMuu MUoKapod
(B).

2. Cpeocmeom evibopa npu pazeumuu KA (ocnosHoii ¢hakmop pucka) unu snexmpuieckozo



wmopma Ha ¢gone CPPIK 6 nudicnux omeedenusix sensiemcs yeenuuenue YCC 3a cuem
nposederus: spemennou yyawjarowert. IKC unu sedenus: usonpomepenona (B).
3. MnumenvHoll npuem XxunHuouna nokazaw 011 nposederus npogpuraxmuxu BCC na gone

nanuduss IKI -npusnarxoe CPP)K 6 nusicnux omsedenusx (B)

VIIL.12. BCC npu cHHIpOMeE AIHO)

AnHOD BO BpEMs CHA ONIPCACIIAIOT KaK IMPEKPAICHUEC ABUKCHHUA BO3AYIIHOT'O IIOTOKA

4yepe3 HOCOBYIO M pOTOBYIO nosiocTH B TeueHue 10 u 6omee cexynp [381].

B 3aBHCHMOCTH OT MeXaHH3Ma BO3HUKHOBEHHS Pas3siindarOT ABa OCHOBHBIX BHAA AITHO3:
00CTPYKTHBHOE M LIEHTpaJibHOE. B HacTrosiiiee BpeMsl SBISETCS YCTaHOBJICHHBIM (PAKTOM, UYTO
okosio 90% Bcex AMU3010B altHO? BO BPEMsI CHA CBSI3aHBI C OOCTPYKIUEH BEPXHUX JIbIXaTEIbHBIX

nyteit (BAID).

B mocnemHee BpeMss B KIMHMYECKYIO TPAKTHKY, TaK)Ke MIMPOKO, BOILIO TTOHSITHE
eunonuo?, Kotopoe BmepBbie ObUT0 omucaHo Block et al. kak »mu30ABI MOBEPXHOCTHOTO

JIbIXaHUs, COIPOBOXKAaeMbIe Jecarypanueit [382].

Jlig Oonee TOYHOIO ydeTa SMHU30A0B JbIXAaTEJbHBIX HAapyIIEHUH BO BpEMsl CHa B
AHTJIOS3BIYHOM JTUTEpaType MCIONB3YIOT Takxke 3mu30asl RERA, uto pacumdpoBbiBaeTcs Kak
«respiratory effort-related arousaly u wmoxuo mepeBectn kak «DI3I-aktuBanusa [383] B
pe3yinbTare pecnuparopuoro ycwius» (OPY). Takum o6pazom, noa IPY nonpazymeBaroT 3mu307
JBIXaTeIbHOTO HapYLIEHHs, COMPOBOXIaeMblii DI '-akTuBanueld UIU MUKPOMPOOYKIACHUEM
TOJIOBHOTO MO3Ta, 4Yalle BCEro, SBISIONIMICS PEe3yJIbTaTOM TOBBIMICHHOTO COMPOTHBICHHS
BCPXHHUX ObIXATCIIbHBIX HYTef/'I. HpI/I 9TOM HM3MCHCHHA Ha KaHAJIaX PCrUCTPUPYIOMIUX ObIXaHHUC
(opoHa3anbHBIN BO3AYIIHBIN MMOTOK, TOPAaKOaOJOMUHATBHBIE TBUKECHHS ), HE JOJDKHBI ONA1aTh

MO/1 KPUTEPHUH alTHOD WUJIM TUIIONHO? [384].

Takum oOpa3oM, B HACTOSIIEe BpEeMsi BMECTO YIOTPEOIsSEMOro paHee «CHUHAPOM
00CTPYKTHBHOTI'O alTHO? CHA» HUCIOJIb3YIOT «CHHIIPOM OOCTPYKTHBHOI'O altHO?/ THUIOMHO? CHa». B
ATOM Clly4ae, Ha3BaHHME CHHIpoMa OoJieeé TOYHO OTpa)kaeT ero MaTro(u3nOIOrHIECKYIO

CYIIHOCTbD.

B HacToAESC BpEMA CTaHAApPTOM JIs1 OHOCHKH CTCICHU TAKCCTHU ObIXAaTCIbHBIX

HapylIeHUH BO BpeMs CHa ABIsAETCA T.H. HHAEKC anHod/ rumnonHod (MAI), kxoropslii



IpeIycMaTpUBaeT KOJMYECTBEHHYIO OLIEHKY SIU30/10B aliHO?, TunonHo’ u OPY 3a oauH yac cHa.
O cungpome oOcTpykTuBHOTO amHOd/runonHod cHa (COAI'C) roBopsT B TOM ciydae, Korma

AT 5 coueraeTcs ¢ KIMHUYECKOW KapTHHOM.

B cootBerctBUM ¢ MexayHapoqHoOi kiaccudukanueil HapylmeHMH CHa TNPOSBICHUS
CHHJIpOMa aIrmHoOd BO cHe oOcTpykTuBHOTO reHesa wm COAI'C BeTpevaroTes, Mo MEHbBIIIEH Mepe,
y 1-2% Bcelt nonynsuuu. B Bo3zpacthoil rpymnie ot 30 no 60 net, 4% MyxuuH U 2% >KEHIIMH

nMmeroT UAT'S B couetanuu ¢ kimmandeckor cummnroMatukoi COAIC.

[IpoBenenne MONMMCOMHOTPA()UIECKOTO HMCCIIEIOBAHUS TPETYCMAaTPUBAET OOBEKTUBHYIO
OLICHKY HE€ TOJIBKO CTPYKTYphl CHA, TOYHOE KOJIMYECTBEHHOE U KAYECTBEHHOE OIIPEEIICHUE
JIbIXaTeNIbHBIX HapyLIEHWH BO BpeMs cHa. B Xoxe moaucoMHOrpauueckoro HCCIeA0BaHUs
TaKkK€ MOTYT OBbITh BBISBICHBI AMHU30[bl CUHYC apecrta wiu mnpexozasmeid AB-Omokaga [-II1

CTCIICHU.

B nacrosmee Bpems COAI'C sBnsercs HE3aBUCHUMBIM MPEIUKTOPOM Pa3BUTHUS
aprepuajbHON runeprensuu [385].

['mnokcemus BCIEICTBUE allHO® BO BpeMsi CHAa MOXKET MPHUBOAMUTH K Pa3BUTHIO HILIEMUU
Muokapaa [385] u kemymouxkoBbiM aputmusMm [386]. YV OGompHbix COAI'C BO Bpemsi cHa
OTMEYaloTCsd TMOTEeHUUaNnbHO (¢artanbHble aputmuu [387, 388]. B panmomuszupoBaHHOM
uccnenoBannu 41 6ompHOT0 ¢ COAI'C, mosy4aBIIUX «CHITAI»-TEPANNI0, OBLJIO YCTaHOBJIEHO,
YTO B MOATpyIIe OOJNIbHBIX Y KOTOPHIX OCYIIECTBIISAJICS MEPEXO]] C JEUYEOHOro YPOBHS JaBJICHUS
Ha CyOTepaneBTHUECKUH YpOBEHb B TEUEHHE IBYX HeJelb (T.. BHOBb OTMEYAIOCh HAJIWYHE
CUMIITOMOB allHO? CHA B CBSI3U C HEI(P(PEKTUBHOCTHIO HU3KOTO YPOBHS JAABIEHUS), OTMEUCHO
nocroBepHoe yBenuuenue wuHTepBaia QTc u wuurepBama TpTe(c), a Takke nucmepcuu
penomspusanuu (TpTe/QT) [389].

CymectBenHa posib COAI'C u B pa3BUTHUM BHE3AIMHOW CEpJCYHON CMEPTH BO BPEMS CHA.
B omnuume ot oOmenpusHaHHOTO (akKTa, CBUICTEILCTBYIOUNIETO O TOM, UYTO MUK
CEpJEYHOCOCYIUCTON CMEPTHOCTH B OOIIEH MOMYNIALIUN NPUXOJUTCS Ha paHHHE YTPEHHUE Yachl
(c 6.00 no 12.00), y 6ompubix COAI'C HauBbIcIIasi 4acTOTa BHE3AITHOM CEPACUYHOCOCYIUCTON
CMEPTHOCTH MpUxoAuTcsi Ha HouHOU nepuona Bpemenu (¢ 00.00 mo 6.00) [390].

AmHO? BO BpeMsl CHa IPHUBOAMT K Pa3BUTHIO OCTAHOBOK cHHYycoBoro ysna [390], AB-

OJI0Ka ] pa3JIMYHbIX CTETICHEH, BIUIOTH JI0 MTOJIHOHM monepedHoi Omokanbl [391].

B nacrosiee Bpemst cpenctBoM Beioopa jeuenus COAI'C sBnsercs .H. nCPAP-Tepanus



(ot amm1. nasal continuous positive airway pressure) - ~ METOJ CO3MaHHUS TOCTOSHHOTO
MOJIOKUTENHOTO JIaBIIEHUS B JbIXaTeIbHBIX MyTAX. B pyCcCKOSI3bIYHOW INUTEpaType Ha
NPOTSHKCHUU TIOCIICIHUX JIET YKOPEHWIICS CO3BYYHBIH aHIVIOSN3BIYHOW abOpeBUaType TEPMHH —

«CUIam»-Teparus.

OaHuM U3 MIaBHBIX MNPEUMYIIECTB HCIOJIb30BAHUS «CUMAN»-TEPauu y OOJIbHBIX
apTepHaJIbHON TUIEPTOHHUEH SBISIETCSl 4acTo HAONIOJaeMoe CHIDKEHUE MoBbIMIeHHOro All, a
MHOTAAa M TonHas ero Hopmanu3auus [392-394]. Ilpu HCHONB30BAaHUM «CHUIAM»-TEPANUU
MCYE3al0T U OCTAHOBKM CHHYCOBOTO Y351a, KOTOpbIe OBbUIM acCOLUMUPOBAHBI C SIMHU30aMHU
JbIXaTeIbHBbIX HapyIIEHUH, a TakKe B 3HAYUTENIBHON CTENEHW YMEHbILAIOTCA U Jpyrue
HapylIeHUs pUTMa CepAlla acCOLMUPOBAaHHBIE C amHO® BO BpeMs cHa [394]. 7-nerHee
Haomonenue 3a 60bHbIMU COAI'C BBISIBUIIO JOCTOBEPHOE YMEHBIIICHUE BHE3AIMHON CEPICYHON
CMEpPTHU B IPYMIIE MOITYYaBIIUX «CUMAM»-TEPAIHIO [0 CPABHEHUIO C TEMU MallMEHTaMH, KOTOpbIE

MOCYUTAIIH JAaHHYIO Tepamnuio 1Jis ce0s Herpuemiemoit [395].

Crparndukanus pucka

Ta6auna VIL.12.1. Crpatuduxkanus pucka BCC y naniueHToB ¢ CHHAPOM aHO3/TUIIONHO)

CHa

1.Bepupuumnpoan nuaruno3s COAI'C
Aa HeT
Cm. nynkm 2 Cmpamuguxayus pucka u npoguiakmuxa

BCC na ocnosanuu obwenpunsmoix

NPUHYUNOS
2. UAT > 15
Aaa HeT
Iloobop «cunany-mepanuu uiu CHuowcenue e6eca, koppexyusa JIOP
HeUHB8A3UBHOU BeHMUNAYUU namonoz2uu, ycmpaueHue Qakmopog pucka

coAarc
3. Ectb JIn HapyumieHousi pyuyrMa d nmpoBoAMMoOCTH BO BPEMS HOYHOI0 WJIM JHEBHOI'0 CHaA

NP NPOBEJAECHUH CYTOYHOro MmoHuTopupoBanust JKI'

Aaa HeT
cm. pekomenoayuu no npogpurakmuxe BCC Cmpamuguxayus pucka u npoguiakmuxa
npu COAI'C BCC b6a3zupyemcs na ocnosanuu 8vis61eHUs.

OCHOBHbIX U 6MOPOCIENEHHbIX PAKMOpos
pucka BCC u obwenpunsmulx npunyunos
npogunraxmuxu BCC



Pexomennannu no npopuiaakruxke BCC

Knace 1

1. Cmpamuguxayus pucxa u npogurakmuxka BCC y nayueumos ¢ COAI'C
OCYUIeCmesiemcst Ha OCHOBAHUU BbISGNIEeHUSl OCHOBHBIX U GMOPOCHENEHHbIX (DAKmMopos
pucka. Omo noopazymesaem, 6 mom uucie, umnianmayuro UKJ] nayuenmam c xopowum
@DYHKYUOHANbHBIM  cmamycomM™ U O1A2ONPUAMHBIM NPOSHO30M  BbIHCUBAEMOCMU 8
meuenue 2o0a u 6Oonee, Komopvle NOAYYAIOM ONUMEIbHYIO ONMUMALbHYIO

nexkapcmeennyto mepanuio (C).
Knacc Ila

1. BonbHbiM ¢ 6paducucmoruieckumu HapyweHusMu pumma cepoya accoyuuposanHbiMu ¢
COAI'C noxazano nposedenue «cunany-mepanuu. Hmnaanmayuro OKC y makux
nayueHmos ciedyem o00cyxHcoamv Npu COXPAHeHUU OpaoUCUCTNONUYECKUX HAPYULeHU
pumma cepoya Ha GoHe adexkeamHo nPosooumMoll «cunany-mepanuu (B).

* - 0 METOAMKaX MPOBEACHUS OLICHKH (PyHKIIMOHAIBLHOTO CTaTyca Bbl MOXKETE MPOYUTATh Ha

camire http://www.chcr.brown.edu/pcoc/functi.htm

VII.13. BCC npu seJy104KOBbIX apPUTMHUAX CTPYKTYPHO HOPMAJILHOIO
cepana

VII.13.A. Crparudpukanusa pucka u npodpusakruka BCC y nmanmeHTtoB c

HIANOMATUICCKUMM KEJTYTO0IYKOBbIMU APUTMUAMHA

Ha ceronssimHuii 1eHb NOHATHE «CTPYKTYPHO HOPMAJIBHOTO CEPJILA» CTAHOBUTHCS BCE
Oonee m Oosiee YCIOBHBIM, T. K. B KIMHHYECKYIO TPAKTUKYy aKTUBHO BHEIPSIFOTCS METOMIBI
YABTPACTPYKTYPHOTO HCCIIEOBAHUS MHUOKapaa, crneunduyeckue WMMYHOJIOTHYECKHE TeCThI,
OuorcHust U Mpod., MPUMEHEHHE KOTOPHIX CYIIECTBEHHO COKPATHJIO KOJIMYECTBO TAIMEHTOB C
KJIIMHUYECKU 3HAYMMBIMH JKETYJIOYKOBBIMU HApYUICHUSIMU PUTMA U HEM3MEHEHHON CeplIeUHOU
MbIIIed. B aeficTBUTETbHOCTH, HAaKalUIMBAaeTCs BCe OOINbIIE JaHHBIX CBUIETENHCTBYIOIIUX O
TOM, YTO MPUYNHAMU BO3HUKHOBEHUS ‘‘MUHUMAJIbHBIX M3MeHeHnid muokapaa” [TDK wm JIK y
narueHToB ¢ JKA MoryT ObITh Kak ne6roT AJIITK, Tak U JaTeHTHBIM MHUOKAPAUT, MPOTEKAIOIINN
M0 apUTMOT€HHOMY BapHaHTy, a TaKke HEKOTOphle Apyrue, Oonee peaxue Hozonoruu [202,

396-400].


%22

Haubonee yacToil nokanu3anueil MIMONaTUYECKUX JKEITYJIOYKOBBIX apUTMHM SBISAIOTCA
0a3zanbHbBIE OTIENBI Cep/illa, a UMEHHO BhIHOCsUE TpakThl JieBoro (BTJDXK) u mpasoro (BTITXK)
KENyAOUYKOB cep/la M, Tak Ha3biBaemas, (acuukynaspHas taxukapaus (DPT), apurmoreHHbIN
CcyOCTpaT KOTOPOH JETEPMUHUPOBAH MECTOM Pa3BETBJICHMS 3aJHEN WM CpeAHEl (3HaYUTEIbHO
pexxe — TepenHeil) BeTBM myuyka [uca Ha BomokHa Ilypkunbe. [pyrue mnoxanu3anuu
APUTMOTEHHBIX 30H BCTpEYArOTCsA 3HaYuTeNnbHO pexe [202, 401]. eOroT apUTMHYECKOTO

CUHpOMa IIPUXOAMUTCS Ha Bo3pact 10 35 ner, a B ciydyae OT — o 25 net [401].
Houonamuueckue nesodiceryoouKkosvie apummuu

HauGonee TuUMUYHOW JOKanu3alueil apUTMOTEHHBIX 30H SIBISIETCS MOJKJIAllaHHAS
ob6nacte BTJIDK B mpoeknuu J1eBOro, IpaBoro U HEKOPOHAPHOTO CHHYCOB BanbcanbBbl. Pexe
BCTpEYACTCS AMUKAPAHAIbHAS JIOKAJIM3AIUs 30H apUTMUU B mpoekiuu cTBosia JIKA wim ycTes
[IMXXB, a Tak xe npurounas dyacts JOK (ITTJK) mon 3agnet nnu nepenneit creopkamu MK B

MecTe puKperuieHus nonepednsix xopa JOK [401].

XapakTepHo mpeoOnafaHue JUL Myxckoro mnona c¢ aebiotom KA mo 25 — 30 ner
Knunudecku aputmus XapakTepusyeTcsi J0OpOKaueCTBEHHBIM TEUEHUEM, C PEIKUM pPa3BUTHEM
TeMOIMHAMHUYECKH 3HAYUMBIX mapokcu3moB JKT, oqHaKo, B TUIUYHBIX CIydYasX, XapakTepHa
BbIpQ)KEHHAs] OJKTONUYECKass aKTUBHOCTb B BHUJE H30JIMPOBAHHBIX, MApHBIX W TPYIIOBBIX
skcTpacuctoil W HeyctonunBod KT Ha ¢oHE TeHACHIIMM K CHUHYCOBOW Opaauwkapauu. [Ipum
JUINTETIbHOCTH aHaMHe3a Oonee 5 ner B orcyrctBuM AAT onucaHbl ciydau HCXola B

apUTMOTeHHY10 Kapauomnaruto [202, 401].
Houonamuueckue sxcenyooukosvle apummuu uz BTTIK

Ha cerogusmuuii nenp Oosbimmas vacth aputmuid w3 BTIDK npu neranmpHOM
KJIMHUYECKOM aHaJIM3€ OKa3bIBAe€TCs HO30JIOTMYECKU MpUHaAiexalel k rpynmne aedrora AJIDK
WJIM JJATEHTHO NMPOTEKAIOIIEr0 apUTMOI€HHOTO BapuaHTa o4aroporo muokapaura [202, 396-400].
Takum oOpa3oM, cerogHs MOCTyJar O TOM, 4YTO CaMOM 4YacTOM JoKajau3auuend Ipu
nauonarnueckux KA ssusercs BTIDK, moxer ObTh mepecMoTpeH. [IpuunHa — pacimmpenue

BO3MOXXHOCTEM JUArHOCTUYECKUX METOJIHK.

Haunbonee THOMYHBIMY JOKAIU3aLUIMHU SBISIIOTCS neperopogoyHas oonacts BTIDK non
KJIallaHOM JIETOYHOM apTepuu (THUNHUYHA JJIsI ApPUTMOTEHHOIO BapuUaHTa JATEHTHOIO

MUOKapIUTa), peke — MepeaHeneperopoounas odnacte nox kianasoM JIA u meperopopounas



obOmacte Hax knamaHoMm JIA. Jlpyrue mnpaBoXKeTyZOYKOBBIE JIOKAIM3alUU (LEpeHssl CTEHKa
BTIDK, nputounsiii Tpakt, Bepxymka [DDK) BcTpedarorcst 3HaYMTENBHO peXe M IOYTH BCErna
CBHJICTEIILCTBYIOT O CYIIECTBYIOIIEH CKpbhITOH Ho3oioruu (pannue cramguu AJIIDK) [202,

396-400].

Kinuandeckn apuTMus XapakTepu3yeTcsi J0OpOKAaueCTBEHHBIM TEUCHHEM C PEIKUM
pa3BUTHEM T'€MOJMHAMUYECKH 3HAYMMBbIX Napokcu3mMoB JKT. BpIpak€HHOCTh SKTONMHYECKON
aKTUBHOCTH MOKET BapbUpPOBATh OT €IMHUYHBIX 3KCTpacucton B cyTku 10 HXKT. B atoit rpymnme
MalMeHTOB OIPEACICHHO HE MPOCIEKUBACTCS CKIOHHOCTh K TEHICPHOU akieHTyanuu. J[eOrot

apuUTMHUU OOBIYHO MPOMCXOAUT B Bo3pacte 10 35 set [401].
Dacyukynapuas 1e60x#ceny004Ko8ask MaxuKapous

B rpynne ©@T npeoOnajgaroT MmanmueHThl MYKCKOTO IoJia, 1e0roT 3a0ojeBaHUs OOBIYHO

MPUXOIUTCS Ha BO3PACT J10 25 JIET.

KnuandyeckuMu TpOSBICHUSIMH JTaHHOTO BapUaHTa apUTMUU SIBISIOTCS CTaOMIIbHBIC
npuctynel YXKT, kak npaBuiao, NpoTEKaKIIHMEe C¢ MUHUMAJIbHOW TIeMOJIMHAMHUYECKOMN
3HAYMMOCTBIO, JIETKO KYNMHPYIOIIHUECs BHYTPUBECHHBIM BBEICHHUEM H30NTHHA. Y OOJBIIMHCTBA
MAIMEHTOB B MEKIIPUCTYITHOM TMEPHOIe HAOMIOAAETCS OTCYTCTBUE SKTOMMYECKOM JKETyI0UKOBOM
aktuBHOCTH. ['eHernueckue nerepmuHaHTel OT He wusydensl. [Ipu OTCYTCTBUM JeYeHHS U
HENPePBIBHO-penuauBUpytomieii popme tedenus KT omucanbl ciaydan UCXoa B apUTMOTCHHYIO

KapMONarunio, ¢ XOpoluM BoccTaHoBiaeHreM pazMepo u @B JIK mpu ycrpanennn XT [4].
CrpaTudgukanusi pucka

B rabmunax VII.13.1-VII.13.5 npencrasnen anroputm crpatudukanuu pucka BCCy

nanreHToB ¢ JKA CTpyTypHO HOPMaJIBbHOTO CEPLA.

Taoauna VII.13. 1. Kinun4deckue JaHHbIeE.

1. 9mu3onq BCC B anamHe3e
Ja Her
O6cyxnats nmrmanTanuo UK/ CM. IIYHKT 2
2. ['0/10BOKpYKeHUS, CHHKONIAJIbHbIE cOCTOsIHUA HA pone KT
Ha Her

O6cyxnats Bo3MoxxHocTh DODU, PUA CM. ITyHKT 3



3. Oapimika npu pusnyeckux Harpy3kax Ha goune KA

Ha Her

O6cyxnarb AAT nnu OOU nu PYHA CM. ITyHKT 4

4. Unpyxuus KT ninu yBenundenue konudectsa 7KIC Ha ¢oHe puznyeckoii HATpy3Ku
WM B BOCCTAHOBUTEJILHOM IEpHOIE

Ja Her

AAT [3-6moxaTopamu/ coTanonom; CM. ITyHKT 5

O6cyxnats Bo3MoxHOCTE DDU, PUA

5. 3¢ ¢eKT 0T NTPOBOAMMOIT AHTHAPUTMHUYECKOH Tepanuu

Jla Het

I[I/IHaMI/I‘IeCKOG Ha6J'IIOI[eHI/Ie KapAnoJIOIroOM CM. pEKOMECHOaIun

Tab6nuua VII.13.2. AHamMHecTHUYecKHeE (B T.4U. ceMeiiHbIe) TaHHbIE.

1. CuakonajibHbIe COCTOSIHHSI HEM3BECTHOM THOJIOTHM B aHAMHeE3e
Ja Her
O6cyxnars npoBeaenue DU CM. TIYHKT 2
2. CuHKoONAaJbHbIE COCTOSIHNUSI Y POACTBEHHUKOB
Na Her
I'eneTnyeckast KOHCYIbTALIMS, CM. IYHKT 3
KapJIMOJIOTUYECKUM CKPUHUHT KPOBHBIX
POJICTBEHHHKOB, B T.U. ICTECH
3. laHHbIe 0 HAJTUYNH KeTYT0UYKOBOH APUTMHUM Y POACTBEHHHMKOB
Na Her
I'eneTnyeckast KOHCYIbTALIMS, CM. IYHKT 4
KapANOJOTUYECKUI CKPUHUHT KPOBHBIX
POICTBEHHMKOB, B T.4. IETEN
4. Peanu3auusi NpOApUTMHYECKUX W/ UJIH APUTMOTeHHBIX 3(P(PEKTOB JIeKAPCTBEHHbIX
Nnpenaparos

Ha Het



Koppekuus AAT, obcyxnars DOU. CM. PEKOMEH/ 1Al
['eneTnyeckast KOHCYIBTALIHS

[5,9,19]

Tadauua VIL.13.3. [lanabie IKI' 1 X0J1TepOBCKOI0 MOHUTOPHPOBAHHUS.

1. CradunbHble napokcusmsbl KT
Ja Her
O6cyxnars DOU, PYA (mpu CM. TIYHKT 4
HeopdexruBnoctn — UK]I)
2. lnureabHocTh mukJa KT menee 360 mc
Ha Her
O6cyxnarp DDOU Ha nmpenmet uHayKimu DK CM. MHKT 1
(3a uckmouennem @T). Eciiu ©XK ne
UHAYLUPYETCS — CM. II. 1
3. lllnpuna 3xronnyeckoro komimaekca QRS npu KT Gosee 160 mc
Ja Her
O6cyxnars DPU Ha mpenMeT UHITYKIUH CM. IyHKT 1
nonumopduoi XKT/DXK (3a uckiroueHreM
KT u3 npoekiuu mpaBoro/HEKOPOHAPHOTO
cunycoB Banbscanbssl aopthel n3 BTJIK)
4. I'papanus KA no Lown IIb u BbIile
Ha Her
IMon6op AAT, obcyxnare DDPU, PHA CM. ITyHKT 5

5. BoifiBJIeHME MTO3THUX MOTEHIIHAJIOB KEJIYT09K0B

Ja Her
OO6cyxnarh MpoBeJACHUE HATPY30YHBIX MPOO, CM. TIYHKT 6
20U

6. TpanznTopHoe n3mMeHenne JMTeabHocTH QTe 32 mpeneabl HOPMAaTUBHBIX 3HAYCHUH
o JaHHBIM XM
Ja Her
Amnann3 npuauMaemsix AAIL reneTudeckoe CM. IIyHKT 7

KOHCYJIETUPOBAHUE



7. Aucnepcust uarepsaja QT oosee 100 mc

Ja Her
OO6cyxnarh MpoBeACHUE HATPY30YHBIX MPOO, CM. TIYHKT 8
20U

8. Hasmuue e-posiHbl Ha JKI, B T.4. TpaH3UTOPHOI, 10 JaHHBIM XM

Ja Her
I'eneTnyeckoe KOHCYIBTUPOBAHHE HA CM. IIyHKT 9
npeamet nebrora AJJITDK

9. Hanmmume j-BosHbl Ha DK, B T.4. TpaH3uTOpPHOI, 0 JaHHBIM XM
Jla Het
['eneTnyeckoe KOHCYJIBTUPOBAHUE cM. myHKT 10
10. Hatuume “3a3y0pun” Ha R - 3y0ue sxronnuyeckoro QRS
Ha Her
OO6cyxaTh MPOBeICHUE HATPY30UHBIX TIPOO, cM. myHKT 11
O®U (nmpu aputmuu Beie [Ib rpaganum no
Lown)

11. BeisiB/1eHHe MUKPOBOJIBTHOI anbTepHanum 3youa T mo nanusiM XM

Ha Her
OO6cyxaTh MpoBeIeHNE HATPY30UHBIX P00, CM. IIYHKT 12
20U

12. IIpexoasimmue HapymeHus nposoaumoctu (AB, BIK)

Ja Her
OO6cyxaTh MPOBeICHUE HATPY30UHBIX TIPOO, CM. IyHKT 13
D0U;

MMMYHOJIOTHYECKOE HCCIIEJOBaHUE Ha
JIATEHTHBIA MUOKAPIUT
13. IHomuronubie KA rpaganuu IIb u Bbime mo Lown

Ha Het



OO6cyxnarh MpoBeACHUE HArPy30YHBIX MPOO, CM. IMyHKT 14

DU,

HMMYHOIOTHYECKOE HCCIICIOBAHIE HA
.HaTeHTHBIﬁ MI/IOKapI[I/IT
14. CodeTanue NpeIcepIAHbIX H KeTyI104KOBbIX apHTMHIi
Na Her
MIMMyHOJIOrHYECKOE HCCIIE[OBAHHE Ha JInHaMudecKoe HAOMIONEHHE KapHOIOrOM

JIaTeHTHBIN MHUOKapANUT

Ta6auna VIIL.13.4. /lanHble HHCTPYMEHTAJLHBIX METO0B HCCJIET0OBAHUS.

1. MPT: 30Hb1 (puOpO3a/UCTOHYECHHUS B MUOKAP/E HKeTYI09KOB Cepaua
Ha Her
Jud. nnaraos mexay aedrorom AJIDK u CM. IyHKT 2
JATEHTHBIM MUOKAPAUTOM
2. MPT: 30HbI :KMPOBBIX BKJIIOYEeHU HHTPAMUOKAPAUAJIBLHO
Ja Her
I'eneTnueckoe ncciaer0BaHUE ISl CM. IYHKT 3
uckmoueHus/Bepudukanuu A JIITDK
3. MPT: 30HBI :KHPOBBIX BKJIYECHUH JMUKAPAHATBHO
Ja Her
NmMmmyHONOrn4yeckoe ucciiejoBaHue Ha CM. IMYHKT 4
JATEeHTHBIA MUOKAPAUT
4. MPT: HakoIuleHH e KOHTPACTAa HHTPAMUOKAPAUAJIbHO B PaHHIOK0 ¢a3y
Ja Her
NMMyHoO0OTrHU€ECKOE HCClIeI0BaHNE Ha CM. ITyHKT 5
JATEeHTHBIA MUOKAPAUT
5. MTP: nakoniieHue KOHTPACTAa HHTPAMHMOKAPAUAJIBbHO B OTCPOUYEHHYIO a3y
Ja Her
Hud. nnaraos mexay nedrorom AIIDK u CM. IIYHKT 6

JIATCHTHBIM MUOKapAUTOM



6. MPT: pacmupenune BTIIK/ BTJIK
Ja Her
Jud. mnaraos mexay aeororom AITDK u CM. ITyHKT 7
JaTEHTHBIM MUOKapIUTOM
7. CuuHTHrpadus: 30HbI MO3au4YHOM runoneppysun muoxkapaa JIoK
Ja Her
NMMyHoOOrHU€EcKoe cciieioBaHue Ha Junamuueckoe HaOMIOAEHUE KapAHOIOrOM

JIATEHTHBIA MHUOKAPIUT

Ta6auuna VIL.13.5. lannbie 3u10Kkapauaabuoro JOU

1. Muaykuus @K Ha PoHe cTAHAAPTH3MPOBAHHOIO MPOTOKOJIA CTUMYJISIIIAN
JKeJIY10YKOB
Ha Her
O6cyxnars MK]] CM. ITyHKT 2
2. Napykuus noaumop¢uoii KT Ha ¢goHe cTanAapTHON NPOrpaMMHUPOBAHHOM
CTUMYJIALMHU
Ha Her
O6cyxnars MK]] CM. IIYHKT 3
3. Uaaykuuss MOHOMOP(HOI BHICOKOYACTOTHOM reMouHaMuYecKu 3Ha4umMoii KT Ha
(¢one cTanaapTHOI MPOrpaMMHUPOBAHHON CTUMYJISIIMHU
Ja Her
O6cyxnats PHA/UK]] O6cyxnats PHA/AAT

OO6unue MpU3HAKOB, BKIIIOYEHHBIX B aHANN3, 0OYCIOBIIEHO CIIO)KHOCTBIO BBISBICHUS U
HeoueBUAHOCThIO pucka BCC y manuMeHToB cO CTPYKTYpPHO HOpMallbHbIM MHOKapiaoMm. Kpome
Toro, JXA CTpyKTypHO HOPMaJbHOTO CepAlla BO MHOTOM MOTYT OBITh OOYCIIOBIIEHBI €mIé He
M3YyYEeHHOUN T'€HEeTUYECKH ACTEPMUHHPOBAHHON MaTONOTHEH, PEeHOTUMHUECKUMH MPOSIBICHUSIMU
KOTOpPOM MOTyT OBITh Tak Ha3biBaeMble “Hecnenuduyeckue” naMenenus Ha OKI' TpaHzuTopHOTrO
xapakrepa. Ilpu unmonarnueckux XA cienyer ObITh HACTOPO)KEHHBIM B OTHOIIEHHHM PAHHUX
craquii AJIIDK w apuTMOTEHHOTrO BapHWaHTa JIATEHTHOTO MHOKapauTa; auddepeHIraIbHbINA

JMarHo3 MEXJYy 3THMHU JIByMsI HO30JOTMYEeCKUMHU (hopMaMu ObIBaeT KpailHe 3aTpyqHHUTEIbHBIM



oe3 MPOBCACHHA I'CHCTHYCCKOTO UCCIICAOBAHM.

Pexomennanuu no npopuiaakruke BCC

Knacce 1

1.

PYA nokazana nayuemwmam 6e3 CcmpyKmypHOU namoiocuu cepoya c
napoxcusmaivHou uiu Henpepuvigno-peyuousupyioweu KT uz BTIDK/BTJDK
(ocnosnoti gpakmop pucka BCC) npu pesucmeHmHOCMU, HENEePeHOCUMOCU UNU

omxaze om nposedenus AAT (B).

PYA nokazamna e6cem nayuenmam ¢ J1€6024Ceny00YKOB0U (PACYUKYIAPHOU

maxukapoueti (PT) (A).

Ipogpunaxmuueckas AAT nokaszana nayuenmam co CMpPYKmMYPHO HOPMATbHBIM

cepoyem npu onpeoensemoni epadayuu apummuu no Lown ewviue IIb (ocnosHoll

¢axmop pucxa BCC) (C).

Ilpu evissnenuu “munumanvuvix usmenenun” I[DK/JDK, ykaaowiearowuxcs 6
PAMKU  APUMMO2EHHO20 B8APUAHMA JIAMEHMHO20 MUOKAPOUMA, KaK NpUYUHbL
603HUKHOBeHus1 KA (ocnosmnoii pakmop pucka BCC), nokazano namozenemuueckoe u
IMUOMPONHOEe JNedyeHue OCHOBHO20 3aD0Ne8aAHUs BHE 3ABUCUMOCMU OM

onumenvnocmu anamuesa (C).

Ilpu eviasrenuu “munumanvuolx uzmenenuu’ IDK (peawce — JDK), ne
VKIAObI8AIOWUXCS 8 PAMKU NAMEHMHO20 MUOKAPOUMA, KAK NPUYUHbL 603HUKHOBEHUS
KA (ocnosnou ¢axkmop pucka BCC), noxazamo cenemuueckoe mecmuposauue OJis

uckatouenus: oeoroma AHIDK.

Hmnnanmayua UKJ/[ nokazana nayuenmam 6e3 CmpykKmypHoOU namoiocuu cepoya
¢ KA, nepesxcuswum BCC (ocnoenou ¢paxmop pucka BCC) 6e3 nposoyupyrowux

obpamumbix npuduH. (B).

Umnnanmayua UKJ/[ nokazana nayuenmam 6e3 CmpykmypHoU namoiocuu cepoya
¢ yemotiuusou KT (ocnosnoui ¢pakmop pucka BCC), mpebyroweti 015 Kynuposauusl
MEeOUKAMEHMO3HOU UL INeKMPU4ecKoll Kapouosepcuu, npu omcymcmeuu s¢gexma

om npogpunaxmuyecxou AAT u neagppexmusnocmu PHA (C).



Knacc 1la

1.

PYA nokazana nayuenmam 6e3 cmpyKmypHOU namono2uu cepoya ¢ yCmoudusou
unu HenpepwvisHo peyuousupyiowei KT (ocnosnou ¢axmop pucka BCC). PUA 6
amux cayyacax paccmampueaemcs kaxk anrvmepHamusa AAT npu npeonoumenuu

nayueHmom unmepserHyuonHozo euoa neverus (C).

Ipogpunaxmuueckas AAT [-adpenobrokamopamu unu comanoiom nOKA3aHA
nayuenmam 6e3 CmpyKmypHOU Namoiocuu cepoya npu npu onpeoesemon epaoayuu
KA no Lown evuue IIb (ocnoenoii ¢axkmop pucka BCC), nposoyupyrowetics
@uzuueckou nazpyskou u pecucmpupyroweica npu XM npeumywecmeenno 6 OHegHOe

spems (C).

Ipogunaxmuueckas AAT npenapamamu IC knacca nokazana nayuenmam 6e3
CMpYKmMypHOU namonocuu cepoya npu onpeoensemou epaoayuu KA no Lown eviue
IIb (ocnosnou paxmop pucka BCC), eosnuxaowei Ha ¢one cunycogou
bpaduxapouu, nooasngoujelics GuU3ULecKoU HAPY3KOU U pecucmpupyloujelics npu

XM npeumywecmeenro 6 Hounoe epems (C).

Ilposedenue IHo0IDU yenecoobpaszrno y nayuenmos c¢ KA 6e3 cmpykmypHou
namonozuu cepoya ¢ xHcarodbamu Ha cepoyebdueHue, 3nuU300bl 20J0B0KPYIHCEHUS U
CUHKONANbHbIE COCMOAHUA, eClU 6 Kauecmee HPUUUHbL UX BO3HUKHOBEHUS.

npeononazaemcs KT (ocnosnoii paxmop pucxka BCC) (B).

Knacc IIb

1.

Knacce 11T

PYA nokazana nayuenmam 6e3 cmpyKmypHOU namoao2uu cepoya ¢ yCmoudusou
monomopgpnon KA uz BTIDK/BTIDK, npu onpedensiemoti epadayuu apummuu no
Lown ewiwe IIb (ocnognoii ¢axmop pucka BCC). PUYA 6 smux cayyasx
paccmampueaemcs kaxk anremepHamusa AAT npu npeonoumeHuu nayueHmom

unmepseeHyuoHHo2o euoa neyerus (C).

Bcnomoeamenvuas npoghunaxkmuueckas mepanusi OMakopom peKoMeHOyemcs
nayuenmam ¢ KA (ocnosnou gaxmop pucka BCC) 6e3 cmpykmypHOU namonocuu

cepoya (C).



1. IIpoghunaxmuueckan AAT ne nokazana nayuenmam 6e3 cmpyKmypHoUu namoiocuu
cepoya npu onpeoensiemot epaoayuu KA no Lown nuoice Ila (C).

2. Ipoghunaxmuueckan AAT ne nokazana nayuenmam 6e3 cmpyKmypHoUu namoiocuu
cepoya c debromom KA (OrumenbHOCMb apumMMUYECKo20 AHaMHe3d He npesviuiaem 2
mecsayes) (C).

3. PYA ne nokazama nayuenmam 0e3 cmpYKmMypHOU NAMONO2UU cepoya ¢
yemotiuusou moHomopghuou KA uz BTIDK/BTI/DK npu onpedensiemoul epadayuu
apummuu no Lown nuace 11b (C).

4. PYA ne nokasana nayuenmam 6e3 cmpykmypHou namonocuu cepoya ¢ 0eoomom
KA (Onumenvrocms apummuyeckoco anamuesa He npegviuiaem 6 mecayes) (C).

5. PY4 ne noxazana nayuenmam ¢ 8bis161€HHLIMU “MUHUMALbHOIMU USMEHEHUAMU

IDK/JDK”, yxknaoeiearomumucss 6 pamku apummo2eHHO20 6apuaHma JameHmHo20
Muoxapouma, 00 3aeepuleHus NpoeeodeHUs NAMO2eHeMUUecKol U MUOMPONHOU

mepanuu OCHO6HO20 3a00/1e6aHUA.

VIIL.13.b. Crparnduxkanus pucka u npopmiaktuka BCC y nanueHToB ¢ 3JIeKTPOJMTHBIMHA

HapyUIeHUSIMH

Knuaudecku 3HaYMMblEe HApYIICHUS DJIEKTPOJMTHOTO OalaHca MOTYT MPUBOIUTH K
KUZHEYTPOXKAIOIIMM HApPYLICHUSM PUTMAa U IPOBOAUMOCTH IPU CTPYKTYPHO HOPMaJIbHOM
muokapae. Hanbonee yacto BcTpewaromuecss B KIMHUYECKOM IMPAKTHUKE CUTYallUd Pa3BUTHUS

ANIEKTPOJIUTHBIX HAPYLIEHUH CIENYIOLIHE:
1. IIpumeHeHHE MOUETOHHBIX MPENaparToB (IIPEKIE BCETO THA3UIHBIX AUYPETHUKOB);
2. HHTOKCHMKaLus CepACYHBIMU IIMKO3U/1aMU;
3. Octpas u XpoHHUYECKas IOYE€YHAsI HEJOCTATOYHOCTD, B T.4. XPOHUUYECKHUI reMOANAIIN3;

4. TlocTnepdy3WOHHBIE JJICKTPOIUTHBIC HAPYIICHUS, HETIOCPEICTBEHHO CBS3aHHBIC C

IpOBEIEHUEM UCKYCCTBEHHOTO KPOBOOOPAIICHHUS;
5. MaccuBHbIe TeMOTpaHChY3HH;

6. XpOHI/I‘IeCKI/Ie HMHTOKCHKalluu: aJIKOroJibHas/ HapKOTUYCCKas 3aBUCUMOCTD,



losonanue n anopekcus.
[Tpuuunoit BCC B 3THX ciiydasiXx MOTYT OBITH CIIEAYIOIINE HAPYIIICHHUS:

I'mnokaauemmus. HpI/IMCHCHI/IC MOUYCTOHHBIX IIp€maparoB, OCJIOXHCHHUC I/IK,
reMoaujaronus, TUICPHUHCYINHEMUA, I[BIX&TCHBHBIﬁ U MeTaboInYeCKun aJIKajlao3,

aKTUBal A pCHI/IH-aHFI/IOTCHSI/IH-aHB)IOCTCpOHOBOI\/JI CHUCTCMBI U ITPOY.
OCIOXKHEHHUS; MMPEACEPAHBIC U KEITYIOUYKOBBIC apUTMHUH.

I'unepkammemusi. Kpome ciyyaeB moueqHoil HeJOCTaTOYHOCTH, YPOBEHb Kajusl B KPOBU
MOJKET TOBBIIIATHCS MPH METAOOJIMYECKOM alui03€, TeMOJIN3e U TeMOITIOOMHYpUH Ha
nouBe MnepPy3nOHHOTO TOBPEKICHUS KPOBH, NPH TEeMOTOpPaKCe, MAaCCHBHBIX
reMoTpancy3usix, BBEICHUU KaJIHICOAEPKAIIUX MpenaparoB B OONBIINX 034X,
HampuMmep npu OomrocHoM ObicTpoM BBemeHuu Oosnee 10 muH. EJl kanmeBoi conu

NEHUIWJIJIMHA W IIPOY.

OCIOXKHEHHUS; 6J'IOK8,IIBI IMPOBEACHHUA JJICKTPHUYCCKOT'O HMMITYJIbCA, OCTaHOBKA CE€pala B

CHUCTOJLY.

I'mnomarauemmus. IlpuMeHeHue AMYypeTUKOB, IMeEpeNMBaHUE OOJBIINX KOJIMUYECKTB
IIUTPATHON KpOBH, HMCKYCCTBEHHOE KpOBOOOpAIICHHE, KapIUOTOKCHYECKUH dPdexT

aJIpCHAJIMHA U TIPOY.

OClOKHEHHUS: npu ILG(l)I/IIII/ITe Maravs KapAuOMHUOLIUTBEI B M30LITKE TCPAIOT KaJ'II/II\/'I,

KOTOpLIﬁ 3aMCIIaCcTCd HATPHUEM U BOJOM. OTOT noponecc HMOHHOTO JII/IC6aJ'Icha
CYIICCTBCHHO YCYFY6J'I$I6T HIIEMHUYCCKHUE ITOBPCKIACHUA KapJUOMHOIIMTOB, a WMHOIrAa H

cam 1o cebe mpemonpeaesieT cepaeunbiii apecT Ha Gone KT Tuma «mupyaTy.

anepMaaneMml. OCTpaH IIO4Y€4YHas1s HEJOCTAaTOYHOCTh C aHypI/Ieﬁ, HU30BITOYHOE

MapeHTEPATIbHOE BBEICHHE MPENapaTOB MarHUs B OPTaHHU3M.

OCIOXHEHHUS: PACCTPOUCTBA TMPEACEPAHO-KEIYTOUYKOBOH MTPOBOIMMOCTH, IPHU
-1

KOHIIEHTpAlMy MarHus B miaazme a0 2,5 — 3,0 mmons x 1 . [Ipu koHuentpauuu 3,5 —

-1 . .
4,0 MMOJIb X JI HACTynacT FJIY6OKOG YTHETCHUC LHCHTPAJIbHOU HCPBHOU CUCTCMbI — TaK

Ha3bIBa€MbIN ''MarHe3uagbHbIi HApKO3".



5. T'unepkaabuuemusi. TuasuaHble TUYPETUKH, 3JI0KAYECTBEHHBIE HOBOOOpA30BaHUS,

npenaparsl JIUTHsL, (PeOXpOMOIIMTOMA, SHAOKPHHHAS MAaTOIOTHS.
OCNOXXHEHUS: KETyI0YKOBbIE apUTMHH, HApPYIIEHUS IPOBOAUMOCTH.

6. I'unokanbuumemusi. XPOHUYECKHI HEKOMIICHCUPOBAHHBIM aJIKOJIO3 TMPU Pa3IUYHBIX

WHTOKCUKALMUSIX, YHAOKPUHHAS TATOJIOT U, TUII0ATEOYMUHEMHUSI, THTTIOMAarHUEMHUs ¥ TIPOH.

Ocnoxunenus; ynmuaenue uatepsana QT, XKT mo tumy torsades de pointes
Pexomennannu no npopuiaakruxke BCC

Knacc I

1. IIpumenenue npenapamog coneu Kauus u Ma2Hus OnpagoaHo npu iedeHuu u Ois

npogunraxmuxu KA y nayuenmoes npu npueme muazuouvix ouypemuros (B).

2. IIpumenenue npenapamog coneu Kauus u Ma2Hus OnpagoaHo npu iedeHuu u O
npogunaxmuxu KA y nayuenmoeé nocire onepayuil ¢ UCKYCCMEEHHbIM

kposoobpawenuem (KL u npou.) (B).
Knacc Ila

1. Y nayuenmos ¢ sepugpuyuposarnnvimu yeposicarowumu scuznu KA u cmpyxmypro
HOPMANIbHBIM cepoyeM YenecoobpasHo No00epIHCUBams YPOBEHb Kalusl CblBOPOMKU
Kposu 6 ouanazoune 4,5 — 5,5 mmonv/n (C).

2. IIpumenenue npenapamog coneu Kauus u Ma2Hus OnpagoaHo npu iedeHuu u Ois

npogunakmuxu KA y nayuenmos npu ummokcukayuu cepoeuHviMU 2IUKOZUOAMU

(B).
Knacc I1b.

1. IIpumenenue npenapamog coneu Kauus u Ma2Hus OnpagoaHo npu iedeHuu u Ois
npogunakmuxu KA y nayuenmos co cmpyKmypHO HOPMATbHLIM MUOKAPOOM NpU

oCcmpublX U XPOHUUECKUX ATIKOCONbHbBIX U HAPDKOMUYECKUX UHMOKCUKAYUAX, AHOPEeKCUU

(©.
Knacce 111

1. HpuMeHeHue npenapamoe conell Kanus u MAcHus He NOKA3AHO nayueHimam  ¢C



oCmpoll U XpOHU4eCKOU NoYeyHol Hedocmamounocmoio (B).

VII.14. Csizb BCC ¢ puznyeckuMu (pakTopaMu ¥ TOKCMYHBIMM BellleCTBAMU

VII.14.A. Kypenue u BCC

Kypenue orBerctBeHHO 3a 30% Bcex JieTanbHbIX UCX010B, cBa3aHHbIX ¢ BC, onHako B
wiane npexynpexaeHus BCC oHO sABisieTcs HE3aBUCUMBIM (PaKTOPOM PUCKA OT HAJIUUUS WIH
orcyrctBusi MIBC kak ocHoBHOro 3a0oneBanus [46, 59, 402]. AxrtuBamusi CUMIATHYECKOU
HEPBHOW CHCTEMBI, BbI3BaHHAsT HUKOTHHOM, MOXKET CHIDKaTh BapuaOelIbHOCTh PUTMA CepAla U
noBbIIaTh BeposATHOCTh BOo3HUKHOBeHUs KA u BCC [403-407]. IlpexpameHue KypeHus

3HaUUTENIbHO CHUkaeT puck BCC.
Pexomennanuu no crparnpukanumn pucka u npopuiaakruxke BCC

Knace 1

1. Kypenue (naccusHoe KypeHue) HACMOSAMENbHO He PEKOMEHOYemcs 6CeM NAyueHmam c
HanuyueMm OCHOBHbIX (8epuuyuposannvie KA u/unu npedomsepawennonu BCC) u

emopocmenennvix ¢paxmopos pucka BCC (B).

2. Ilpucmpacmue Kk KypeHuro OONICHO GbIACHAMbCA Y 6CeX NAYUEHMOE C MAKUM OCHOGHbIM
@axkmopom pucka BCC xax KA, ompasicamvca 6 meouyunckou OOKyMeHmayuu, d
nayuenmam HeoOX00UMO HACMOAMENbHO PEKOMEHO08aAmb NPO2PaAMMEUL,

cnocoocmeyrowue npekpaweruto Kyperus (C).

VII1.14.B6. Jlunuael u BCC

Crarunbl camkaroT puck passutus JKA/BCC y manmentoB ¢ UBC u umemudeckoit
Kapauomnarrue, BEpOSITHO, 32 CUET aHTUUIIEMHUYECKOTO, a HE aHTHAPUTMHYECKOro 3ddekra. Y
MAlMEHTOB C HEUIIEMHUYECKUM TE€HE30M KapAHOINaTUi Ha3HAYeHHE CTaTUHOB HE MPUBOIUT K

cumkenuto pucka JKA/BCC [408].

Hecmotps Ha 1O, uto mpu MBC wumeercss cBsI3b MEXAY NOBBIILIEHHBIM PHUCKOM
Bo3HHKHOBeHUs JKT/BCC u BBICOKMM ypOBHEM OOIIETO XOJECTEpPHHA, JIMTIOMPOTEUIOB OYEHBb
HU3KOI IJIOTHOCTH, JHUIIONPOTCHUIOB HU3KOU IJIOTHOCTHU, HU3KHUM YPOBHCM JIMIIOMPOTCUIAOB
BBICOKOW TJIOTHOCTH B COYETAaHUU C BBICOKMM YPOBHEM TPUINIMIIEPUJIOB U aMOJIUINONpOTENHA B,
3¢ (HEKTUBHOCTD Tepaliuy CTaTHHAMH, B TUTaHEe CHUOKEeHUS pucka pa3suTus JKA/BCC, He 3aBUCHT

oT nuHamuku aununoB [409]. MccnenoBaHuii o OLIEHKE BIMSHUE CHU)KEHUS YPOBHS JIMIIUI0B



Ha 4yacToTy Bo3HMKHOBeHHsI BCC B pamkax nepBU4YHON Npo(UIaKTUKU HE IPOBOJWINCH. TeM He
MEHee, TaKoe BIUSHHE MOXET OBITh CIIPOrHO3MPOBAHO HA OCHOBAaHUHM TOTO, YTO CHIDKEHHE
YPOBHS JIMIIMJIOB CONPOBOXKAAECTCS YMEHBIIEHHEM OTHOCHTEIbHOro pucka cmeptu or MbC n

npyrux npuunH Ha 20-40% [49, 410, 411].

Huskuii ypoens [THXKK u omera-3 uHIeKC SIBISIOTCS HE3aBUCUMBIME (DaKTOpPaMH PHCKa
cmept o MBC, 0cobeHHO mocie MepeHEeCeHHOro cepaedHoro apecra [412, 413]. B
HECKOJIbKUX HcCCcliefoBaHUIX ObI0 mokaszaHo, 4yto I[THXK, mpeumymecTBeHHO B
HKCIEPUMEHTANIbHBIX MOJAENAX, MOryT cHuxaTb uyactory BCC, B03MOXHO, 3a cHeT
npenynpexaenus KA [412-415]. Jlo6asnenue [THXKK k cTanmapTHON Tepariu MOXKET CHHUXKATh
BeposiTHocTh BCC y GompHbix MBC [95, 416]. BmecTe ¢ TeM, 10 HACTOSIIETO BpPEMEHHU
COXPAHAIOTCS PA3HOUTCHUS MEXIY OJKCIEPUMEHTATbHBIMU U KIMHMUYECKHMMH JAaHHBIMH B

OTHOIIIEHUHU cHIKeHUs pucka Kak JKA, tak u BCC npu Haznauenuu [THXKK [417].
Pexomennanuu no crpatudpukanuu pucka u npopunakruke BCC
Knacc 1

1. Tepanus cmamunamu s¢gpexmuena y nayuenmos ¢ MBC 011 ymenvuieHus pucka

pazsumusi JKA/BCC (A).
Knacc 1Ib

1. ITH>KK noxazaner nayuenmam ¢ UBC, umerowum KA, 6 dobasrenuu x cmanoapmmou

mepanuu (B).

VIL.15. Crparuduxkanus pucka ¥ npopuinakruka BCC y oraeJbHbIX IPYIIT

HAaCCJICHUA
VIIL.15.A. Crparndukanus pucka u npopuiaakruka BCC y cnoprcmeHnos

[To manHbIM WTanbSHCKUX ucchenoBareneit [418, 419], wactota BCC y crnoprcmeHoB
cocrasisger 2,6 y myxuuH u 1,1 y xxenmun Ha 100 000 cioprcMeHoB B rof, 4to B 2,4 pasa
BBIIIIE, YEM Y JIUI] COTIOCTaBUMOI'0 BO3pacTa, HO HE 3aHUMAIOIIUXCS CIIOPTOM peryisipHo. Cpenu
¢bpaniy3ckux cnoprcmeHnoB ciydan BCC peructpupytores emie game — 6,5 ciydaeB Ha 100 000
[420]. Hanubie HanmonanmsHoro peructpa BCC cnoprcmenoB monogoro Bospacta B CILIA

CBUACTCIIbCTBYIOT O IPOIrpECCHUBHOM YBCIIMYCHUU BCC B Teuenue nOCICOAHHUX 2,5 JeCATUIICTUI



B cpenHeM Ha 6% B rox [421]. B Hacrosimee Bpems B Poccuu mogo0HbIe CTATHCTUICCKUAE OTYCTHI

OTCYTCTBYIOT.

Haubonee wacto BCC peructpupyercs y maui, npodhecCHOHATBLHO 3aHUMAIOIIMXCS
dbyro6onom (ot 30% mo 40% Bcex cmyuaeB BCC B cmopre B ctpanax Espomsr u CIIIA). C
HecKkobko MeHbiel yactotoi BCC BeIsgBIseTCs B OackeT0ojie, BEIOTOHKaX W B KOHTAKTHBIX
Bunax cropra [418, 419]. IlpocnexuBaercsi oryeriuBas B3auMocBsizb BCC B cmopre ¢

reHIepHBIM MpU3HaKoM — Oonee 90% ymepiux BHE3aTHO CIIOPTCMEHOB — MYXUHUHBI [418, 422].

[To paHHBIM HEKOTOPBIX HCCienOBaHMM, HauOosee dvactou mnpuumHo BCC cpemu
MOJIOJIBIX CTIOPTCMEHOB SIBJISIETCS] TUIMIEPTpOPHUUEcKasl KapAHOMHUOIATHUS, T0JII KOTOPOH MOXKET
nocturarb 28-36% ciyuaeB [18, 421, 424]. U3 ppyrux npuunH BCC BbIIEHSIOT pa3inyHbIe
aHOMaJIMHM KOpOHApHBIX cocynoB (14-17%), nHaubosnee 4acThIM BapHUAHTOM M3 KOTOPBIX SIBISETCS
OTXOXKJIEHUE JIEBOW KOPOHAPHOHN apTepuu OT MPaBOTo CHHYyca BanbcallbBbl; MUOKAPIUTHI (OKOJIO

5%), ALK (oxono 5%).

BmecTte ¢ TeMm, BBICKa3bIBalOTCS COMHEHMS B IMPAaBOMOYHOCTH IOCTAaHOBKM JIMArHo3a
I'KMII Bo Bcex ciyuasx oOHapy>KeHHsI Ha CEKIMU BbIpakeHHOU rureptpodum JDK [418, 425,
426]. HexoTopbIMU OTEUECTBEHHBIMH aBTOPAMH IMpEAJIaraeTcsd TEPMHUH KOMIIEHCATOPHO-
runeprpoduyeckas CTpeccopHasi KapJIUOMHUOIIATHs, OCHOBHBIM oTinyreM kotopoir ot ['KMII
ABIIsIeTC OOpaTHas JMHAMUKa H3MeHeHuM Maccel Muokapra JDK mocne npekpaiieHus
¢uznueckux Harpysok [424]. Ilpu stom oueBunno, yto Hanuuue [JDK y cnoprcmena sBnsiercs

HeOIaronpusATHBIM MPOrHOCTHYEeCKUM (hakTopoM pa3zsutust BCC.

[Ipornosuposanne BCC B criopre sBisieTCsl Ype3BbIUaiHO TPYAHOH 3aAadeil, MOCKOIbKY
oxoio 80% U1, yMepIIUX BHE3AIHO, HE MPEIbIBISIN KaKUX-TH00 Kanod HakaHyHEe CMEpTH, a B
aHamHe3e y Hux orcyTrcrBoBaiu ykazanusi Ha BCC y poncrBennukoB [418]. Tem He MeHee, B
HEeKoTopbIx cTpaHax EBpombl u CILIA mpemiokeHo HECKOIBKO MPOTOKOJIOB JJIsl MPO(HUIaKTHKH
BCC y cnoprcMeHOB, BKIIIOYAIOUIMX B ceOs JdaHHbIe cOopa kano0, aHaMHE3a, B TOM YHCIIEe
ceMeiHoro, (pU3nuKaIbHOro 00CIeI0BaHus, a TAK)KE B HEKOTOPBIX CTPaHax - HHCTPYMEHTAIbHBIX
uccienoanuid, Bkitouast DK™ u/mmu 9x0-KI'. B UTanuu BBeieHNE TAKOTO MPOTOKOJIA MTO3BOJIAIIO

cHu3uTh yactoty BCC y cnoprecmenos ¢ 1980-x o 2000- e roasl B 3,5-5 pas [427, 428].

B 2011 . B Poccuu omy6nukoBaHbl riepBbie HarimoHaibHbIe peKOMEHIAIUH 110 AOMYCKY

CIIOPTCMCHOB C OTKJIOHCHUSIMU CO CTOPOHBI CCp,Z[C‘-IHO-COC}’I[HCTOfI CUCTCMbI K TPCHHUPOBOYHO-



COpeBHOBaTeabHOMY Iporieccy [355]. B Hux mpeayiaraercst JByX3TalHbIi alropuT™M CKpUHUHTA
CIIOPTCMEHA C LIEJBI0 PELIEHUs BOIPOCA O JOMYCKE K 3aHATHUAM CHOPTOM: 1) aHanIM3 JaHHBIX
aHaMHe3a, OCMOTpa W peructpaius noBepxHocTHo DKI' B 12 orBemenmsx; 2) yriyOlIeHHOE
MEAMIIMHCKOE 00Cie0BaHNe (IIPU OTATOLIEHHOM CEMEWHOM aHAMHE3€, CUMIITOMAaX, MaToJOTUu

npu OCMOTPEC UK USMCHCHUAX HA 3KF, HC CBA3AaHHBIX C TPCHUPOBOYHBIM HpOI_ICCCOM).

OTnenbHOrO BHUMAaHUS 3aCiIy’KMBAe€T BONPOC O NPHUHATUM DPELIEHUS MO JAOMYCKY K
3aHATUSAM CIOPTOM B CJy4dae BBIABICHUS TOW WM WHOW IIATOJIOTHUU CEPAECYHO-COCYAUCTOU
cuctembl. JlaHHBIM pa3nen BBIXOAMT 3a PaMKH HACTOSILEro JOKyMEHTa, OH IOJIpPOOHO
paccMoTpeH B HanMoHaNbHBIX PEKOMEHJALUAX 10 JOIYCKY CIHOPTCMEHOB C OTKJIOHEHUSMH CO
CTOPOHBI CEPACUYHO-COCYAUCTON CHUCTEMBI K TPEHUPOBOYHO-COPEBHOBATEIBHOMY IIPOLIECCY

[355].
Pexomennanuu no crparnpukanumn pucka u npopuiaakruxke BCC
Kuace I

1. Ilpu Knunuueckol oyeHke CHOPMCMEHO8 Ccledyem NpPoBoOUMb MuamenbHvili cOOp
aHamHe3a (8KMOYAs cemelnvlll anamues npexcoespemennot cmepmu uau BCC),
GusuxanvHvii ocmomp u pecucmpayuio IKI 6 12 omeedenusx (C).

2. Ilpu eviasneHuu y cnopmcmena cepoedHo-cocyoucmsolx 3a00nes8anuii ciedyem peuums
80NPOC O BO3MONCHOCMU NPOOOJIHCEHUS 3AHAMUIMU CROPMOM, Xapakmepe U CmeneHu
@usuuecxou naepysku (C).

Kuaacc I1a

1. Ilpu eviasneHuu OmMAOUWEHHO20 CEMEUHO020 AHAMHE3d, CUMNIMOMO8, NAMONIO02UU NpU
ocmompe unu usmenenusx ua OKI, He C6A3aHHLIX ¢ MPEHUPOBOUHBIM NPOYECCOM,
cnedyem nposecmu yenyoienHoe meouyunckoe oocredosanue, exmouaiouee IxoKI, u
npu Heobxooumocmu, pso oOpyeux chneyuguueckux mecmos (cmpecc-mecm, MPT,

onumenvroe monumopuposanue IKI, 510023PU u op.) (C).

VIIL.15.b. Crparnduxkanus pucka u npopuiaakruka BCC y poacTBeHHHKOB NaLEHTOB,

norudmux or BCC
Pexomennanuu nmo crparnpukanumn pucka u npopuiaakruxke BCC

Knace 1



1. T'enemuueckoe mecmupoeaHue pekomeHOyemc;z ecem nayueHmam ¢ ceMelHbIM

anamnezom BCC (cunopomvr LOT, SQT, KIDKT, Bpyeaoa u m.o.) (B).

2. Twamenvnoe uncmpymenmanvroe oocnedosanue (IOKI, OXO-KI, nabopamopHvie

mecmbl U 0p.) pekomeHnoyemcs ecem nayuenmam c cemetinvim anamuesom BCC (C).

OreHka BO3MOXKHBIX (DAaKTOPOB pHCKAa PEKOMEHIYETCS BCEM TAIMEHTaM C CEMEWHBIM
aHaMHE30M BHE3allHOM CMEpPTU C LIENIbI0 BBISIBICHHS JML C BhICOKMM puckom BCC [429].
Bwmecre ¢ Tem, mna kaxmoro 3abonmeBanus (I'KMII, curapom ymmunenHoro uHTepBanma QT,
cunapoM bpyrama u apyrue) cyuiecTByIOT OTAEIbHBIE LIeJeBbIe (DAKTOPHI CTpAaTU(PHUKAIIMN pUCKA
[429-432]. TlpoBeneHHe TEHETUYECKOTO TECTUPOBAHUS IIEJI€COO0pPA3HO Yy TAIMEHTOB C

cemeiinbiM anamue3oMm BCC [432].
VIIL.15.B. Crparuduxkanus puca u npodpuiaaktuka BCC y noxuiIbIX NalHeHTOB

Yactora BCC pazButus yBenuuuBaercs ¢ Bo3pactoM [429, 430]. KA sBustorcs
HEPEIKUM KIMHUYECKUM CHMIITOMOM y TIOXKWIIBIX JIFOCH, 0COOCHHO TPU HATMYHH CTPYKTYPHOH
natojoruu cepana [433—435]. KA moryT sBisIThCS npeaBecTHUKaMu aectadmmsanuu MbC u

BCC [436, 438].

[Ipodunaktnka BCC y manueHToB MOXKUIOTO Bo3pacta ¢ JKA NMpUHIUIHUAIBHO HE
OTJIMYACTCS OT PEKOMEHJOBAaHHBIX BbIMIE mMoaxoAoB. s nedeHus KA y MNOXKWIBIX JIHII,
ocobenHo ¢ MBC, pexoMeHayeTcss MCHOIB30BaTh OeTa-aapeHOOI0KATOPBI, MPH OTCYTCTBUHU
MPOTUBONOKa3aHU K ux mnpuemy. OJHAKO, HECMOTpS Ha JAOKa3aHHYI0 3(QQPEKTUBHOCTH B
OTHOIIEHUU CHIDKEHMSI CMEPTHOCTH OT Bcex npuuuH u BCC, u3onupoBaHHOE WX MPUMEHEHUE
MOXET OBITh HENOCTATOYHBIM Y TOXUIBIX Jtopel. [lpu nedenuu xu3Heyrpoxkarommx KA
MPEIIOYTUTENbHON sIBIIsIeTCsl KoMOuHanusi OeTa-aJpeHOO0I0KaTOpOB € aMHOAApOHOM HIIU

MOHOTEpaIus aMUOAPOHOM, B CITydae HEIEPEHOCUMOCTHU OeTa-aapeHoomokaTopos [29, 437].

Heckonpko paHIOMH3UPOBAHHBIX MPOCHEKTUBHBIX UCCIIEIOBAHUN POAEMOHCTPUPOBAIU
spdextuBHOCTE MKJ[ B OTHOmIEHMHM mepBHYHOM U BropuyHOH mpodmiaktukn BCC 'y
nauuenToB, crpanarommx UBC, no cpaBHennio ¢ AAT Bo Bcex BO3pacTHBIX rpynmnax [25-27,
31-34]. Bce 3Tu ucciaenoBaHus BKIOYAIM 3HAYUTEIBHOE YHCIIO MAlMEHTOB B BO3pPAcTe CTaplle
65 net. P skcriepuMEHTaNbHBIX HMCCIIEOBAHUN CBHUJACTEILCTBYET O TOM, YTO HWHBA3WBHBIC
METOZBl JICYEHHUS TAIMEHTOB C yrpoxarommmu ku3Hu JKA oaumHakoBO 3(pPEeKTHBHBI Kak B

MOXKWJIOM, Tak U B MoJosioM Bo3pacte [439-441]. [TamueHThl cTapyecKoro BO3pacra, UMEOIINe



MHOXECTBEHHYIO COMYTCTBYIOIIYI NAaTOJOTHID W OTPAHUYEHHYIO MPOTHO3UPYEMYIO
MPOJOJIKUTENBHOCTh KU3HHU, MOTYT HE MOJAXOAUTh B KadecTBe kanauaaroB st UK/I[-tepanuu,

Jla)Ke €CJIM OHU YIOBJIETBOPSIIOT KPUTEPHSIM IS €€ TPOBEACHUS.
Pexomennanuu nmo crparnpukanumn pucka u npopuiaakruxke BCC

Knace 1

1. Iloxcunvie nayuenmol ¢ JKA 0onochwl neuumuvcs, Kak npasuio, max dce, KaxK u 60abHble
MON00020 8o3pacma. Omo noopazymesaem, umo cmpamuukayus pucka u
npogunrakmuxa BCC y nodcunvix nayueHmog ocyujecmensiemcs HA OCHOBAHUU
BbISGILEHUSL OCHOBHLIX U BMOPOCMENneHHblX ¢Gakmopos pucka. Ilposedenue
npogunraxmuxu BCC exniouaem ¢ mom uucne, umnianmayuro UKJ[ u IKC nayuenmam,
KOmopbvle NoLy4aom OIUMenbHy0 ONMUMANTbHYIO JIeKAPCMBEEHHYI0 Mepanuio, ¢ XOpOUlUM
DYHKYUOHAbHBIM  cmamycom™  u  O1A2ONPUAMHBIM  NPOSHO30M  BbIJCUBAEMOCMU 8

meuenue 200a u bonee (C)

2. Hosuposku u noobop 003 AAIl dondichbl Obimb CKOPPEKMUPOBAHBL C YUemOoM UMEHEHHOU

gapmaroxunemuru y noxcunvix nayuenmos (C).
Knacce 111

1. Ilpogedenue UKJ/[-mepanuu y nayuenmog ¢ npocHO3Upyemou NpoOOIHCUMETbHOCTbIO
HCUZHU MeHee 2004 6CNe0CmEUe OCHOBHLIX U CONYMCMEYIOWUX 3a00]1e8aHull

neyenecooopasmno (C).

2. AAIl I knacca He OONJHCHBI HAZHAYAMBCS NOICUNBIM NAYUEHMAM C OP2AHUYEeCKUMU

3abonesanusmu cepoya (A).

- O MCTOAUKAX IMPOBCACHHUA OLCHKH (bYHKI_[I/IOHaJ'II)HOl"O cTaryCa Bbl MOXCTC IIPOYUTATL HA

cairite http://www.chcr.brown.edu/pcoc/functi.htm

VIIL BAKJIIOYEHUE

B Poccun npomomkaeTcs 0CcTaBaThCs aKTyalbHOM MpoliemMa CMEPTHOCTH OT CEepedHO-
COCYIHUCTBIX 3a0omneBaHuil. [Ipu ATOM Ha JONIO BHE3AMHOW CEpIACYHOM CMEPTH MPUXOIUTCS

OKOJIO ITOJIOBHHBI BCEX JICTAJIBHBIX UCXOO0B.


%22

Peanuzanus cuenapus BCC npoucxoaut B pe3ynbTaTe pa3BUTHUS OCTpPOH
JIEBOXKEITYJJOYKOBON HEIOCTATOYHOCTH Ha (POHE 3JI0KAYECTBEHHBIX HKETYIOYKOBBIX apUTMUM,
MaHU(eCTaus KOTOPBIX, COMPOBOX/IACTCS HAPYIICHUSIMHU KaK CUCTEMHOH, TaK M PErHOHAPHOM
reMoIMHaMuKH, Tpexnae Bcero co croponbl I[HC. CrnenctBuem uero sBIsieTCS BEPOSITHOE
BO3HHKHOBEHHE HEOOPATHUMbBIX U3MEHEHUH CO CTOPOHBI KHU3HEHHOBAXKHBIX OPraHOB M pPa3BUTHE
JeTanbHOro Mcxoxa. Hanmuyme mimm oTCyTCTBHE HPENCYIIECTBYIOIIEH CTPYKTYpHOH MAToJIOrHu
cepIa MOXET UMETh OTpENeIsoniee 3HaueHUe ISl aJanTalliOHHBIX W3MEHEHHH ITapaMeTpoB
CEepJIeYHOro BHIOpPOCA, a 3HAUUT JUIS XapakTepa KIMHHUYECKOrO TeYEeHUs! apuTMuu. B 3Toil cBs3u
KJIFOYEBBIM 3HAYCHUEM JUIs KIMHUYECKOH HMHTEPNpETaly 3J0KAYeCTBEHHOTO TEYECHUS JIF0OOI
apUTMHH, OIpPENENCHHUS €€ >KU3HEYIPOXKAIOIIET0 XapakTepa CIEIyeT CUUTaTh: OOMOPOK,
npeagoOMOpOK, TOJOBOKPYKEHHE, TUIOTEH3UI0, MPOTPECCHI0 MPOSBICHUN CepleuyHOn

HEOOCTAaTOYHOCTH, CTCHOKapPAUIO.

Hcnonp30BaHne COBPEMEHHBIX MEJUIMHCKUX TEXHOJOTHM, 3aKIIOUYAIOIUXCS B
UMIUIAHTAIUU  KapAuOBEPTEPOB-ACPUOPUILIATOPOB, MO3BOJAET A(HPEKTUBHO HPOBOAUTH
npo(UIaKTUKY BHE3AMHOM cepAeYHON cMepTH. B mocneanue roapl B paMKax rocyaapCcTBEHHOTO
poeKTa «310pOBbE» B PA3JIMYHBIX PETMOHAX HAlIeH CTpaHbl ObUIO OTKPBITO HECKOJIBKO
benepanbHbIX KapIUOXUPYPrUUYECKUX ILEHTPOB. TeM He MeHee, KOIUYECTBO IPOBEIEHHBIX
MMIUTAHTALUNA KapIuOBEPTEPOB-ACPUOPHILIATOPOB HE YAOBIETBOPSET CPEIHUM MOTPEOHOCTAM
U3 pacueta Ha | MIH. XUTeNed CTpaHbl M 3HAUUTENBHO HI)KE TAKOBBIX IOKa3aTeslel IIOo

CPaBHEHUIO C BEAYIIMMU eBporeiickumu ctpanamu U CIIIA.

I'maBHON NpPUYMHON NaHHOTO IOJIOKEHMS €N SIBISIETCS HE CTOJIBKO HEIOCTaTOYHOE
(buHaHCUpPOBaHME JAHHOTO pa3/iena, CKOJIbKO, PEXE BCEro, OTCYTCTBUE CUCTEMHOIO MOAX0a K
aJICKBaTHOW KJIMHUYECKOM OIEHKE OONBHBIX C 3a00JIEBAaHUSIMU CEPICYHO-COCYANCTON CHCTEMBI;
pasHoe «ITOHMMaHHe» OOJFHOTO BpauaMH KapAWOJIOraMH, TeparneBTaMH, HHTEPBEHIIMOHUCTAMHU,
KapIUOXUPypramMH; HOCPEICTBEHHbIM YPOBHEM IOCTAMIUIOMHOTO OOpa30BaHMs IO JaHHOU
npobsemMaTuke, a TakkKe OTCYTCTBHEM ayJuTa KaueCTBa, OKa3bIBA€MON MEAMIIMHCKOM MOMOIIH,

HanpasJIeHHON Ha npeaoTBpamenue BCC.

Hacrosmue Pexomenmanumu SBISIOTCS ONHMM H3 JTaloOB CO3JaHMs M pealu3alid B
KparJaimme cpokd 3(p(EeKTUBHON MPOrpaMMBbl TPOPHUIAKTHKH BHE3AITHONW CEPICYHON CMEpPTH B
Hameit crpane. PaGounit BapuanT pemeHust npoonemsl npodunaktuka BCC mpencraBneH B

IMPUITOKCHHUHU K HACTOAIINM PEKOMCHAAIAM.
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