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110 OITPEJAEIEHHNIO PUCKA
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BHE3AITHOUW CEPIEYHOI CMEPTHU
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Kaunnueckue pexomenzaruu
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Oo6uiecrBa:

Pocculickoe HayyHoe MeOuUUuHCKoe 06uecmeso meparnesmos
Obuwecmeo crieyuanucmos rno cepdeyHol Hedocmamo4yHoCmu
Espasutickoe apummorsozudeckoe obujecmeo
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l_IpI/IBeTCTBI/Ie TAaBHOI'O peJaKTOpa

YBaxaeMble KOJJIETH, IOPOTne yuTaTesn!

Ilepen Bamu He BrosHe OOBIYHBI HOMEp KypHaja
«Kmmangeckas nmpaktukas. B nem pasmernenst Harmonasn-
Hble PEKOMEH/IAINK 110 TIPO(UIAKTUKE BHE3AITHOW cepied-
noii emeptu (BCC). [lo cux 1op «kJamHuYeckne peKkoMeH/1a-
1n» GBLIN OJIHON M3 HAINX TPAAMIIMOHHBIX PyOpuK. OHa-
KO BCE paHee OIyOJMKOBaHHBIE MATEPUAJIBI SIBJISIIMCH aJlarl-
THPOBAHHBIM TIEPEBOJIOM 3apPYOEKHBIX pekoMeHaarii. Hpi-
HEITHUN TOKYMEHT I[EJTMKOM TIOJITOTOBJIEH POCCHUHCKIMU
criermasincramu. 50 axcriepros u3 8 pernonoB PD u crpan
6ourBiero Coto3a, BO3TIaBJsieMble akageMukamiu 1sxTo
E.B., berenkossim [0.H., a Takke mpodeccopom ApyTIiOHO-
oM [NII., Ha ocHOBe COBpPEMEHHBIX AOCTIKEHUI OTEYecT-
BEHHBIX U 3aPYOEKHBIX aBTOPOB CHCTEMATU3UPOBATN BOTI-
POCHI TIPOTHO3MPOBaHM pucka u peporspanienns BCC y
Pa3IMYHBIX KATETOPUii TTAIIMEHTOB U TPYIIT HACETIEHNUS.

BCC aBigercsa ool U3 BaKHEHIIIX IIPOOIEM 0TeYeCT-
BEHHOTO 37ipaBooxpaHenust. COrsiacHO MaHHBIM JITUIEMUO-
JIOTMYECKUX WCCJIeIoBaHmii, B Poccun oT BHe3arHoil cep-
JiedHoit cmeptn eskeroio ymupaet 200-250 Thicsd yesioBex.

Jlo HACTOSIIETO BPEMEHN He CYTIECTBOBAJIO OOIIENpH-
HATBIX KIMHIYECKAX PEKOMEH/IATIIH 10 TAHHOMY Pasemry
kak B CesepHoii Amepuke, Tak 1 B EBpome. Ompenesnen-
HbIM 00pa3oM 3TOT HPOGeJ BOCHOJIHAIU PEKOMEHAAI[UN
110 JICYEHHIO TAI[MEHTOB C KeTy/OYKOBBIMUA HAPYIICHUS-
mu putMma cepana (D.Zipes u ap.). OgHako, nX BBIXOJ B
ceT B 2006 roy 1 afanTHPOBAHHBIN TIepeBOT Ha PYCCKUI
s13bIK, BBITIOJTHEHHBIN TOJ penakieii A.B. ApnamieBa u
ony6anKoBaHHBIN B xKypHase «Kapauomnorus» B 2011 .,
OYEBUJIHO, HE YIIOBJIETBOPSIIOT TPEOOBAHUSAM BPEMEHH.

K decTr 0TeUeCTBEHHOTO MEIUIIMHCKOTO COOOIECTRA,
MBI TIEPBBIMU TOACTYNUJIN K 3TON JKUBOTPETEINryTeit
mpobeMaTiKe, BOUCTUHY TIPOOIeMaTUKE JKU3HI U CMEPTH.

B ocHOBY HacTOATIIX PeKOMEHIAIINI JIETJIO TTPECTaB-
JieHre 06 OCHOBHBIX U BTOPOCTEIEHHBIX (DAKTOPAX PUCKa

BCC, «mpommBaioriee» Bech JOKYMEHT OT IE€PBOIi 10 TO-
cJieiHeil crpaHuiibl, Ty (HAKTOPBI U IPEACTABISAIOT COOOM
OCHOBHYIO TEpPANleBTUYECKYIO0 MUIIEHD JIJisI TIPEIOTBPAlIle-
HUS BHE3AITHON CMEPTH.

Her comHenusi, pekoMeHAAIIMK MO3BOJAT MIUPOKOMY
Kpyry Bpaueil (TepameBTaM W Kap[uOJIOTaM, Kapiuo- U
PEHTTEeHXUPYPraM, PEAHUMATOJIOTaM, KIMHUIICTAM U CIie-
[MATCTaM aMOyJIATOPHOTO 3BEHA) B TOBCEIHEBHOM KITMHHI-
YeCKO TIPaKTHUKE BBIABIATH hakTopsl pricka BCC u paspa-
GaThIBaTh HANGOJIEE OTITUMATTBHYIO TTPOTPAMMY TI0 €€ TIPEI0-
TBPAIICHIIO B KXK/IOM KOHKPETHOM KIIITHUYIECKOM CIIydae.

Cuieryer OT™METHUTb, 4TO 00CYIKAEHUE TIPOEKTa PEKOMEH-
JATHT TTOMYIUI0 GOJTBITON PE30HAHC B MMMPOKUX MEIUTIN-
HCKUX KPyrax Kak B CTpaHe, Tak u 3a pybexom. Ha ceroa-
HANTHUAN JIeHb PeKOMEH/IAIINY TIPUHATHI KaK O(UITHATBHBIN
JIOKYMEHT B Xo/Ie TIpoIeinnX cbe3nioB Poccuiickoe Hayu-
Hoe MeauuHcKoe obmectso tepanesros (PHMOT) u O6-
IIECTBOM CITEI[UAJIUCTOB TI0 JIEYEHUIO CEPIEYHON HeI0CTa-
toyroctu (OCCH), nepeiins u3 craTyca mMpoekTa B PaHT
HarnponaibHbix pekoMeHganuil. Biiepeau — mmpokoe 06-
CY:KIIEHVE U IUCKYCCUS B TIPE/IBEPHE Che3/ia KapIUOJIOTOB.

XodgeTcs BepUTD, 9YTO HACTOSATINE PEKOMEH/IAIIH, Pa3-
paboTaHHBIE TIPU AKTUBHOM YYaCTHH CIIETHATICTOB
DOHKIL ®MBA Poccun, cTanyT OHUM U3 3TAIIOB CO3/1a-
HUS U peayin3aliiy B KpaTdaifnmme cpokn a(pheKTUBHOMN
IIPOTpaMMBbI TPOGUIAKTUKY BHE3ATHON CEPAeYHON cMep-
TH B Hallleii cTpaHe, U UX He JKAET [edajibHas CyAbda MHO-
JKECTBA OTEUECTBEHHBIX MHUIIMATUB U TIpuoputeToB. He-
MOJI/IETbHBII MHTEPEC CO CTOPOHBI JIBYX €BPOIEHCKUX
APUTMOJIOTHYECKUX COOOIIECTB yIKe TIPOSABJIEH. A UTO MbI?

Tenepanbnbiii gupexrop OHKIL GMBA, npodeccop
O.I1.KysoBneB

[Tpencenarens Komurera akcmepTos, mpoheccop
A.B. ApnarmeB
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Kaunnueckue pexomenzarmu

I. BBEJIEHUE

CMEepTHOCTb OT CEpPIEYHO-COCYAUCTHIX 3a60J1e-
BaHWii B Poccuu siByisieTcst ofiHOM M3 HamboJee
BBICOKMX B Mupe u coctaBiser 1462 ma 100 000
sxutesieit B Toi [1]. OcHOBHBIE TPUYUHBI CMEPTH
OT Cep/IeYHO-COCYANCTBIX 3a00JIeBaHUNl — TIPO-
rpeccupoBaHNe XPOHUYECKOHW CEpAeYHON HemIo-
CTAaTOYHOCTU (OKOJIO TIOJIOBUHBI BCEX JIETATbHBIX
MCX0/10B) 1 BHe3amHas cepjednas cmepTh (BCC)
(nmpyrast mosoBuHa). CorylacHO pacyeTHBIM JlaH-
HbIM B PD BHE3aIHO OT CeP/eYHBIX IPUYNH €Ke-
roano ymupaet 200 000-250 000 yenosek [2]. Co-
orBercTBeHHO, pobiema BCC kpaiite akTyaibHa
JIUIST OTE€YeCTBEHHOTO 3/ipaBooXpaHenus. Mnrepec
K 9TOil Teme 00yCJIOBJIeH U TeM (haKTOM, 4TO Yac-
tota BCC uMeeT TeH/IEHIUIO K YBEJIMYEHUIO.
OueBuHO TaKKe W TO, YTO CYIIECTBYET BO3MOK-
HOCTb MCIT0JIb30BaHus 3(PPeKTUBHBIX ITpoduIak-
TUYECKUX Mep, HallPaBJEHHbIX Ha YJIydllleHue CH-
Tyaruu.

B npencrasiennbix Pexomengaiusax, pazpabo-
TaHHBIX HA OCHOBE COBPEMEHHBIX JIOCTUKEHUI
OTEYeCTBEHHBIX U 3apyOeKHBIX CIEINHAINCTOB,
paccMaTpUBaIOTCS BOIIPOCHI IIPOTHO3UPOBAHUS U
npenotpaienns BCC y paziuuHbIX KaTeropuii
GOJIbHBIX ¥ TPy HacesneHus. lanubie Pekomen-
JAIY TTO3BOJISIT MIUPOKOMY KPYTY Bpadeii (Tepa-
MIEBTOB, KAPJIMOJIOTOB, Kap/IMOXUPYPTrOB, PEHTIe€H-
XUPYPTOB, PEAHWMATOJIOTOB) B TOBCEIHEBHO
KJITMHUYECKO MPaKTUKE BBISBIATH (PAKTOPHI PHC-
ka BCC u B KaXIoM KOHKPETHOM cJIy4yae paspa-
6aTHIBATh ONTUMAJILHYIO MPOTPAMMY IO €€ TIPOo-
dbumakTuke.

Hacrosmme Pexomenmaiinum SBJISIIOTCS OJTHUM
13 9TANOB CO3/IaHnd U peayn3aiun a(hGeKTUBHON
niporpammbl ipocdumaktrku BCC B Haleil ctpase.

B ocnoBy mactogmux Pexomenpanuii serso
npejicTaBieHe 00 OCHOBHBIX M BTOPOCTEIEHHBIX
daxropax pucka BCC.

BrisiBene ocHOBHBIX (haKTOPOB PUCKA TIPE]I-
roJiaraet BIOOP B MOJIB3Y 00OJIee aKTHBHBIX METO-
noB mpodmraktuku BCC (mpoBenmeHue wHTEp-
BEHIIMOHHOTO W/UJIW XUPYPTUIECKOTO JICUEeHNs ).

Hammune BTOpOCcTeneHHBIX (haKTOPOB PHUCKA
BCC mnpeamnosaraer ucrosib3oBanue Oosee cuep-
JKAHHOM TaKTHKH, KOTOPasi 3aKJII0YAETCS B MOJIM-
(hukamum pakTOpoB pHUCKa Pa3zBUTHUS OCHOBHOTO
3abosieBaHUsI Y KOHKPETHOrO OOJIBHOIO (HAIpH-
Mep, OTKa3 OT KyPeHUsI, CHI)KEHIe MacChl TeJia) U
ONITUMU3AINH €T0 MEJIMKaMEHTO3HOTO JIEYEeHMUSI.

Yurarensm, ganexkum ot mpobaembr BCC, xe-
JIAoMKUM Ty0sKe MOTPY3UThCsST B JaHHYIO TEMY,
MbI PEKOMEH/TYEM:

[IepBoe — o3nakomuthes ¢ I-VI rmaBamuy;

Bropoe — npu pabore ¢ HAMEHTOM C IIEJTHIO
oTipejieJieHNs] PUCKa W OCYIIECTBJIEHUS MPodu-
gaktuku BCC cremyer onpenenuTbes ¢ OCHOB-
HBIM INarHO30M U HAJTMYWEM U/UJTH OTCYTCTBUEM
ocHoBHBIX (hakTopoB pucka BCC. Ilocae atoro
03HAKOMUTHCST ¢ PyOPUKON cTpaTrUKAIIUN PUC-
ka u mpoduraktuku BCC mpu cooTBeTCTBYIONIEM
3abomneBanun B rase VII;

Tperbe — pexkomeHzalUM, MpeICTaBJeHHbIE B
COOTBETCTBYIOIIEM pasiesie TyiaBbl VI1I, mpenmara-
€M CYMTATh PYKOBO/ICTBOM K JIEHCTBHIO.

II. MEXAHU3MbI 1 ITPUYMHDBI BCC. OIIPE-
JEJEHUA 1 TEPMUHDI

Omnpenenenne BCC. Ilonm BHe3amHoil cMepThIO
MTOHUMAIOT HEHACUJILCTBEHHYIO CMEPTh, Pa3BUBIITY-
10CST MOMEHTAJTbHO WJIM HACTYIIUBIIYIO B TeUYeHHE
yaca ¢ MOMEHTa BO3HUKHOBEHUS OCTPBIX M3MeHe-
HUI B KJIMHIYECKOM cTaTyce 00JIbHOro [3-5].

Cuenyer pasjinyarb GHE3aNHYI0 cepoeunyio
cmepmy (BHE3AITHAS CMEPTH OT CEP/IEYHON MTPUYIU-
HbI) U 8He3annyto cmepmo. Kpurepuu AMarHoCcTu-
K1 Tocsie/iHelt cxomuabl ¢ onpexpesenrem BCC, ¢
TEM OTJINYMEM, UTO BHE3AITHAs CMEPTh Pa3BUBAeT-
csl B pe3yJibTaTe HeKapAnaJbHbIX IPUYNH, B 4aCT-
HOCTH TaKUX KaK MAaCCHUBHAsi TPOMO0aMO0IIHS Jie-
TOYHOI apTepui, Pa3pbiB AaHEBPU3MBbI COCY/IOB TO-
JIOBHOTO MO3Ta M T.II.

Mexanuamsl BCC. CorracHo JaHHBIM, IIOJIy4€eH-
HbIM Tipu mipoBesiennn XM-IKI' y mammentos,
YMEepITIX BHE3AIMHO, YCTAaHOBJIEHO, YTO B TTO/IABJIS-
fo1eM OOJIBITUHCTBE caydaeB (85%) MexaHU3Ma-
mu pazutust BCC gaBasiorcs KeaymouKoBbIe Ta-
XHapuT™Muu — skesynoukosasd taxukapausg (KT) u
bubpusnus xeaynoukos (DIK) ¢ nocaenyro-
muM paszputuem acucrosuun. Ocrasuimecst 15%
MPUXOSITCS HA I0JTI0 OPaIMapUTMUI U aCUCTOIAN
[6-8] (puc. 11.1).

15%

40%

Puc. II.1. Mexanuams BCC. lNpencrasnerqa anarpamma,
OTO6PAXAIOWAs PO PA3NMYHbIX BUAOB HAPYLUEHWS PUTMA M
nposogumocty cepaua 8 passutim BCC.

bpagu — nons 6panmcuctonuuecknx Hapywernii, npusoaswmx k BCC;
DX — pubpunnaums xenynoqkos; XT — xenynoukosas Taxmkapams.
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Kaunngeckue pexomenzaruu

PasBuTne octpoil JieBOXKEIyIOUKOBOI He0C-
TATOYHOCTU Ha (DOHE apUTMUU COIPOBOK/IACTCS
HapyUIeHUsIMU KaK CUCTEeMHOM, TaK M pernoHap-
HOH reMOIMHAMUKH, TIPEXK/ie BCEro — CO CTOPOHDI
ITHC. B pesysibrare MOTYT BOSHUKHYTH HEOOpaTH-
Mble M3MEHEHUs B JKM3HEHHO Ba)KHBIX OPraHax,
MPUBOJAIINE K JeTaibHOMY wucxonay. [loatomy
KJTIOYEBYIO POJIb B KJIMHUYECKON WHTEPIIPETAITN
3JIOKQYeCTBEHHOTO TEYEHVST JTI0O0H apUTMUN U OTI-
penesieHns ee JKU3HEYTPOKAoIIEeTo XapaKTepa Ur-
paIoOT CJIEYOIINE CUMITTOMBI: BOSHUKHOBEHUE 00-
MOPOKa, TPeI0OMOPOKa, TOJOBOKPYKEHUsI, apTe-
pUATBHON TUIIOTEH3UU, MPOrpecCUpoOBaHUE IPO-
SABJICHUH cep/ieuHON HeJI0CTaTOYHOCTH, CTEHOKAp-
nuito. Hasmmuue nim otcyTeTBrE TIPECyTecTBYIO-
e CTPYKTYPHOU MaTOJIOTUU cepjiila MOKeT
HMMETb olpe/iesidioliee 3HaueHue /715 a/lal Tal[ioH-
HBIX MU3MEHEHWI TTapaMeTPOB CEPAEYHOTO BBIOPO-
ca, a 3HAUUT, U /IS XapaKTepa KINHUYECKOTro Teye-
HUS apUTMUN.

Y manumeHTOB € OTCYTCTBUEM BBIPAKEHHOMN
cTpyKTypHO#t atosorun cep/iia BCC, kak mpaBu-
JI0, BO3HUKAET U3-3a pa3BuTus nosmmopduoii KT
i JKT no tumy torsades de pointes [3]. Y 6oJib-
HBIX C HAJIMYUEM CTPYKTYPHOI MATOJIOTUH CEeP/Ia,
B yactHocTH — ¢ VIBC, xemynoukoBble apuTMumn
BO3HUKAIOT JTMOO M3-3a TOSIBJIEHUST OCTPON HIile-
MU MHOKap/a, Jub0 B pe3yJibTaTe pean3aiium
MexaHu3Ma pe-enmpu B 0bnacty mocTuHbapKTHO-
ro pyOmia (B 3TOM cJIydae HapyIleH!sI KOPOHAPHOTO
KPOBOTOKA HE SIBJISIIOTCS MPUYMHON apuTMun) [3-
5, 9]. Uto kacaercst GpPaiCHCTOIMIECKUX MeXa-
HU3MOB, TO CII€HAPW, CBI3aHHBIN C X BO3HUKHO-
BEHUEM, XapaKTepeH /7T TTAIIMEeHTOB ¢ TePMUHAb-
HBIMU CTaIUSAMU CTPYKTYPHOH TAaTOJIOTUU Cep/Iia
1 OTHOCUTENTBHO pesiok (mocturaer 15%) [3-8].

[TyckoBbiMu hakTOpaMu pazBuUTH (DaTaTbHBIX
APUTMUI MOTYT ABJISAATbCS U3MEHEHUs] TOHyca Be-
reTaTUBHON HEPBHOW cUCTeMbI (TIOBBINIIEHNUE CUM-
MaTUYECKOTO W/WJU TOHWKEHWe TapacuMIIaTh-
4ecKoro), puandeckas Harpyska, MpueM HEKOTO-
PBIX JIEKAPCTBEHHBIX CPEJICTB, SIEKTPOTUTHBIE HA-
PYIIeHMsT, TOKCUYIEeCKUE BO3EHCTBUSA, TUTTOKCHS.

BepoaTtaocts BCC y nuii ¢ Hammymem CTpyK-
TYPHOIi MATOJIOTUU Cepjilla B TeuyeHue roja B 7,5
BBIIIIE, YEM Y TIAI[MEHTOB Oe3 CTPYKTYPHOII marto-
soruu cepana [10, 11]. Cpeau 3abosieBanuii cep-
11a ocaoBHoi npuunnoit BCC asmsierca MBC, na
JI0JII0 KOTOPO#t ipuxoautcest 10 80% Bcex cirydaeB
[3-8]. Kpome UBC, BCC BcTpeuaercs y naiueH-
ToB ¢ aumatarmonHoit (JIKMII) [3-8] u runept-
poduueckont kapuomuonatugamu (F’KMIT) [3-8],
APUTMOTreHHO! AMCIIa3uell IIPaBoOro JKeJsyl0uKa

(AITIIK) [3-8], mpu cunppomax bpyrana u yainm-
HeHHoro uHTepBasa QT, aHomanmsax pasBuUTHSA
KOPOHAPHBIX apTepuil U PYTUX MaTOJOTHIECKUX
COCTOSTHUSX, T€peuyeHb KOTOPBIX TIPEJCTABIEH B
tabsme 11.1.

Tabnuya I1.1.

IIpuyuHbl BHE3aNHOU cep/IeYHOl cMepTH
(amanrupoBano u3 J. Ruskin, 1998)

HNbC

JujaaTallMOHHasd KapauoMuUoIiaTuA

runepTpodus JIEBOTO XKeTy10uKa

ruriepTpodrIecKast KapauoOMUOIIaTHS

MMPUOBPETEHHBIE IIOPOKU CEPLIA

BPOXXIEHHbIC TOPOKU cepalia

OCprIf/I MUOKApAUT

APUTMOICHHAaA JUCILIa3uAd ITPaBoro XKejayaodyka

aHOMAaJIMY Pa3BUTUSI KOPOHAPHBIX apTepuit

CapKOUI03

aMMJION103

ONyXOJIU Cepala

JUBEPTUKYJILI JICBOI'O KEJIya04YKa

cuHapom WPW

CHHAPOM YIIMHEHHOTO mHTepBajia QT

cunapoM bpyranga

KaTeXoJJaMNUHYYBCTBUTEIbHASA HOJ'II/IMOp(bHaH
XKEJIyaouKoBad Taxukapausda

CHHAPOM KOpoTKoro naTepBaza QT

JIeKapCTBEHHasI TIPOapPUTMUS

KOKaMHOBasA MHTOKCUKAlLIUA

BBIPaXXEHHBIN 2JIEKTPOJUTHBIN AMcCOaTaHC

naruonaTndYeCKad KEa1yJo4yKoBad TaxXnkKapaud

Onpenenenus u repmunbl. Ham npezicraBisercst
11eJ1eCO00OpPa3HBIM JIaTh OIPEIeJIEHe OCHOBHBIM
TEPMUHAM, KOTOPBbIE B MOCJEAYIONeM OyayT
BCTpeUaThCs Jlajiee 1Mo TeKCTY B JaHHBIX PekoMeH-
panusax (tabauna 11.2).

ITII. Knaccsl pekoMeHAanuii U ypOBHU
JI0Ka3aTeJIbHOCTH

ITosoxenud Hacrogaiux PexoMenpaiuii 6a3u-
PYIOTCSI Ha COBPEMEHHBIX TPHUHIIAIAX OKa3a-
TeJIbHOW MEeIUIIMHBI U TIPeJCTaBJIeHbl B BUIE
KJIACCOB MMOKa3aHUIi C TEM WJIN WHBIM YPOBHEM JI0-
Ka3aTeJIbHOCTU KaK [IJISI METOJOB JMArHOCTHKH,
npuMeHsieMbIx Ipu crpatudukaimmu pucka BCC,
TakK 1 METOZIOB ee podrtaktuky (tabsmma I11.1).
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Tabnuuya 1.2,
CaoBapb TepMuHOB (110 ajipaBUTy)

2Keaydouxoeas maxuxapous osynanpaeaennas — KT ¢ ambTepHalLIMEit 3JICKTPUIECKOM OCH cepaliia BO
(G poHTATBHOI IUIOCKOCTH; €€ Pa3BUTHE YACTO CBSI3aHO ¢ MHTOKCUKAIIMEH CepAcIYHBIMU TIMKO3UIAMM.

Keaydouxosas maxuxapous monomopghnas — XT, nmeroias Heu3MeHHYI0 Mopdosoruto komruiekca QRS
B 12 orBeneHUsIX ToBepXHOCTHOM DKI.

2Keaydouxoseas maxuxapous neycmotinueas (H2KT) — XT, cocrostimast KaK MUHUMYM U3 4-X KeJTyI0UYKOBBIX
KOMILIEKCOB, MaKCUMaJIbHOM ITPOAOJIKUTEILHOCTEIO He 00j1ee 30 ¢, KoTopas MpeKpallaeTcs CaMOCTOSITEIbHO.

2Keaydouxosas maxuxapous no muny torsades de pointes — XT, KoTopast 0OBIYHO aCCOLIMUPYETCS C YIIMHEHUEM
nHtepBanoB QT unu QTc. DKI Bo Bpems apuTMuM XapakKTepusyeTcs "CKpyuuBaHUEM' HampaBIeHHOCTHU
koMIutekcoB QRS oTHOCUTENIbHO U302JIEKTPUYECKON JIUHUU.

2Keaydouxoseas maxuxapous noaumopguas — KT, Bo BpeMst KOTOpoii B 12 oTBemeHUIX MOBepXHOCTHOI DKI
u3MeHsieTcs KoHduryparus komiuiekca QRS. Yacrora akruBauuu xkenynoukoB Ha ¢oxe KT Haxomurcs B
nunamaszone oT 100 go 250 B MUHYTY.

Keaydouxoeas maxuxapous ¢ yupkyiauuetl umnyibca no Hoxckam nyuxa luca no mexanusmy pe-enmpu (bundle-
branch re-entrant tachycardia) — pa3BrBaeTCs BCIEICTBUE pealu3allu MeXaHU3Ma pe-eHmpu B cucteMe [uca-
IMypxunbe. O0braHO, Ha TToBepxHOCTHOM DKI perucrpupyercs 2KT ¢ koHpurypanmeir komruiekca QRS mo tumy
6mokazmsl eBoit HoXKM Tydka [ica (BJIHIIT); BeickowacToTHasT (okoo 200 ymapoB B MUHYTY); YaCTO BOZHUKACT
y nnauueHToB ¢ JIKMII.

Keaydouxoeas maxuxapous ycmoituueasn (Y2KT) — 1o KT nponoskurenbHocThIo 6osee 30 ¢, 3a4acTyio He
KYITUPYIOIIAsICS CIIOHTAHHO.

Keayoouroevie napymenus pumma cemoounamunecku necmaouavnovte — OXK, TK, ycroitunBasi/HeycToitanBas
KT u/unu xerynoukoBasi 3KCTPACUCTOJNSI, KOTOPbIE COTIPOBOXKIAIOTCSI BIPAXKEHHBIMU TeMOTMHAMUYECKU
3HAUMMBbIMU KJIIMHUYECKUMU TIPOSIBICHUSIMU (TOJIOBOKPYKEHUE, IPECUHKOIIE, CUHKOIIE, TUTIOTEH3USI,
MPOTPeCcCCUPOBaHNUE TIPOSIBIICHUI CEPAEYHOM HEMOCTATOYHOCTH, CTEHOKAP/INS ).

2Keaydouroenie napywenus pumma cemoounamusecku cmabuavhvle — ycroitunsasi/Heycroitunbast KT u/vmm
JKeTymouKkoBast akcTpacuctomus (2KD), KoTopble COMPOBOXIAIOTCS MUHUMATbHBIMUA KIMHAYECKUMU
MIPOSIBICHUSIMU (HATIPUMED, JIETKOE TOJIOBOKPYKEHNE, OLIYIIeHUE cepalieOneHts], TEHICHIIUS K TUTTIOTOHUN).

Ocmanogeka kpogoobpauenus (ocmanoexa cepoua) — nNpekpalleHe cepaeuHO-COCYANUCTOMN NesITeIbHOCTHU.

OmHuowenue wancoé — Mepa BBIPAXKCHHOCTHU CBSI3M MEXKIY COCTOSHHUEM WM BO3ICUCTBUEM M 3a00JIeBAaHUEM
i ucxonoM. [laHc BOSHMKHOBEHUSI COOBITHSI SIBIISICTCSI OTHOIIIEHNEM MEXIY BEPOSITHOCTBIO €T0 TTOSIBICHUS
1 BEepOSITHOCTBIO ero HemosBaeHUsI. OTHOIIEHUE IITaHCOB BHIYMCIISICTCS B PE3yJIbTaTe ACJICHUS BEPOSITHOCTU
MOSIBJICHUST COOBITUSI B OJHOM IPYIIIe Ha BEPOSITHOCTD €ro MOSIBJICHUS B IPYTOIA.

Ilenempanmuocme — NONYJNSIIMOHHOE TTOHSTUE, O3HAYAET AOJI0 UHIAUBUAOB, Y KOTOPBIX UMEIOTCS MPOSIBICHUS
Kakoro-nbo mpusHaka (3abosieBaHus ), CPEA BCEX JINII, O0IAIaI0NINX MyTalliell B 3aMHTEPECOBAHHOM TEHE.

Ilpobano — nepBbIit YWICH CEMbU, KOTOPHIH/TI0 TTOBOAY KOTOPOTO MPOBOIUTCS MEAUKO-TEHETUUECKOe
KOHCYJIBTUPOBaHUE.

Ilpopuaaxmura eénezannoii cepdeunoli cmepmu — 3T0 KOMITIEKC MEPOTIPUSITUIA, TTPOBOAMMBIX Y JTUII, TIEPEXKUBIITNX
CepIeuHbIi apecT (BTOpUYHAS IMpo(pUIaKTUKA) WX Y IMaIlMeHTOB 0e3 3IMM3010B CEPASYHOIO apecTa B aHaMHe3e,
MMEIOINX BICOKUI prcK pa3Butusi BCC (rmepBuaHast mpoIakThKa).

Pacnpocmpanennocme 3a604e6anus — 10151 JIU1L B TOMYJISILIUY, UMEIOIIUX TaHHOE 3a00JIeBaHME B TAHHBIN MEpUO
BpEMEHM.

Puck omnocumeavHwiii — OTHOILIEHUE YACTOTHI BOBHMKHOBEHUST COOBITUS B I/ICCI[CI[Y@MOﬁ T'pynIie K 4aCctoTe
BO3HUKHOBEHUSI COOBITUS B KOHTpOJ’IbHOfI TpyIine
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Cepoeunblii apecm — 3TO TIpeKpallleHIE CepICIHO-COCYIUCTON NSITETEHOCTH BCICICTBHUE XKEITyIOUKOBOM
TaxuKapaIuu 1/uian (puOpMIUISILINY XKEJIyI0IKOB, TOKYMEHTHPOBAHHBIX 3JIEKTPOKApANOTrpadUIeCKIM CITOCOO0M

(6e3 DKI'-Bepudukauu He CyIIeCTBYeT Ae(OUHUIINN).

Tpenemanue jxceayoouxoe — opraHuzoBaHHasl (KoJieOaHUs JUTMHBI LIMKIIA He MpeBbllaloT 30 MC) Xely10uKoBas
apUTMMSI C YACTOTOM aKTUBALIMU XKeJTynoukoB okojio 300 B MuHyTY (uiMHa nukiaa — 200 Mc), XapakTepu3ylolasics
MoHoOMOpPGhHOI KoHpuUrypamueit KomriekcoB QRS Ha moBepxHocTHOM DKI' 11 OTCYTCTBHEM M303JIEKTPUUISCKOTO
MHTEpBaja MEXIy COCETHUMU KeTYTOUYKOBBIMUA KOMILIEKCAMMU.

Daxmopst pucka — 3T0 KIMHUYECKUE TPU3HAKU, YKa3bIBaIOLIME HA BEPOSITHOCTh pa3Butust BCC y KOHKPETHOTO

nalnueHTa B TCKYIEM KaJICHIAPpHOM TI'O4Y.

Dubpuaasyus Heeay0o4K08 — BHICOKOIACTOTHBIN, 00bI9HO Oosiee 300 ymapoB B MUHYTY (IUIMHA IIUKIJIA COCTABIISIET
180 Mc u MeHee) HepeTYISIPHBIN KEeTyTOUKOBbIN PUTM C BIPAKEHHOI BapraOeIbHOCTHIO JJIUHBI LIMKJIA,

MOP(OJIOTUM U aMITJIUTYIbI KoMITJIeKcoB QRS.

Yacmoma ecmpexwaemocmu (UHUUOEHMHOCMY) 3a004e6anus — N0JIS1 JIALL B MOMYJISILMU, Y KOTOPBIX 3a00/1eBaH1e
BO3HHMKAET B TEUCHUE OIPEIEICHHOTO IIPOMEXYTKA BPEMEHMU.

Arcnpeccugnocms — CTeTIeHb KOJTMYECTBEHHON BBIPaKEHHOCTU KaKOTO-1100 TTpu3HaKa (3a0oieBaHus).

Ahpexm apummozennwtii — IPSIMOI PE3YIBTAT HEMPEACKA3YEMOTO 3JIEKTPODU3N0TOTHIYECKOTO TEHCTBUS
AHTUAPUTMMYECKOTO MperapaTa Ha KJIETKH MPOBOISIIECH CUCTeMBI cepAlla U MUoKap/a, 00yCIIaBIMBaIOIINIA

MOABJICHUEC HOBBIX apI/ITMI/Iﬁ .

Apghexm npoapummuneckuii — yrsoKeIeHIEe KITMHIYECKOTO BapraHTa TEUSHUS M/ WIN YXYIIICHUE XapaKTepUCTUK
MPECYIIECTBYIOIIEH apUTMUU, BCICACTBUE Ha3HAUCHUSI aHTUAPUTMUYECKON Teparu.

Tabnuua I11.1.

Kiaaccel mokazanmii

Knacc nokazanmii KommenTapuu
Koace 1 VYcnoBus, 11 KOTOPBIX UMEIOTCS T0Ka3aTeJbCTBA U/ WIW €AMHOAYIIME O TI0JIb3e U
9(bGhEKTUBHOCTY AUATHOCTUYECKON MPOLEAYPhI WJIM METOJA JIeUSHUS
YcnoBus, 111 KOTOPBIX MMEIOTCSI IIPOTUBOPEUYMBBIE CBUACTEILCTBA M/UIN PACXOXKICHUE
Knacce I1 MHEHUI OTHOCUTEBHO MOJb3bl U 3(PHEKTUBHOCTU IUATHOCTUYECKON MPOLIeTYPhl WU
MeToaa JICUCHMS
Koace Ila ITpeobnanaoT noKa3aTeabCTBA WJIM MHEHUS B TTOJIb3y JUAarHOCTUYECKON MPOLIETYPhI
WA METOJA JICUCHUS
Koace 1Ib [Tonp3a 1 3¢ GEeKTUBHOCTS TMATHOCTUIECKOM MPOIIeIyphl MM METOIa JICUCHNST MeHEe
000CHOBaHBI TOKAa3aTeJIbCTBAMU I MHEHUEM 3KCIICPTOB
YcnoBus, i KOTOPBIX UMEIOTCS ToKa3aTeJbCTBA U/ WIN €IMHOAYIIIME O TOM, UTO TaHHas
Knacc I11 JIMarHoCTUYecKasl rpoleaypa Uid MeTO JIeUeHUs He SIBISIETCS MOJIe3HbIM
1 3G HEKTUBHBIM, a B HEKOTOPBIX CIIydasiXx MOXeT TPUHOCUTD BpeT

YpoBenb 10Ka3aTEIBHOCTH TOTO UJITU WHOTO TI0-
JIOKEHUS CAUTAETCST:

Hausvicuum (Knacc A) — IpU HATMYWU JTAHHBIX
GOJIBIIOrO  KOJMYECTBA PaHIOMU3UPOBAHHBIX
KJIMHUYECKUX MCCJIE0OBAHUI W/WJIN JTaHHBIX Me-
Ta-aHaIn3a.

cpednum (knacc B) — npu Hasmmuum orpaHuveH-
HOTO KOJIMYECTBA PAHIOMU3NPOBAHHOTO (OHOTO)
1/ HEPAH/IOMU3NPOBAHHBIX NCCIIE/IOBAHMI.

nuswum (kracce C) — ecrm OCHOBAHWEM JIJIST €TO
BBE€AEHUA ITOCTYIKNJIO OITMCaHWE OTAEJbHbIX KJIM-
HUYECKUX CJIyvyaeB U/UJIu MHEHUE 3KCIIEPTOB.

IV. 9nmuaemunoaorusa BCC

JlanHbie oUITMATBHBIX CTATUCTUYECKUX OTYe-
toB B PO (IlentpasbHas 06asa CTaTUCTUYECKUX
nanubix DeepanbHON CITyKOBI TOCYIaPCTBEHHOI
cratuctuku, www.gks.ru/dbscripts/Cbsd) we co-
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nepxat wHpopmanuu otHocutespHo BCC B
CTPYKTYpe CMepTHOCTH Hacesenus: Poccum.

PacueTHbie naHHBIE, COCTaBJIEHHBIE C YUYETOM
K09 UITMEHTOB, TIOJYYEHHBIX B XOJI€ AMUIEMHIO-
gornueckux uccaenosannii 8 CITA u crpanax
EBportipl, cBUETENBCTBYIOT O IMPOKOM /IHATIA30-
He Bo3moxkHoi yactorel BCC B Poccun B rox — or
141 ToIcsy yeoBek 10 460 Toicsy (Tabauma IV.1).
OpHako GoJiee pealbHBIME MPEACTABIISIOTCS 3HA-
yenust 200-250 Toicsiy yestoBek B ro [12].

[TepBble aMMAEMHOJOTHYECKNE MCCIE0BAHUS
BCC na reppuropun 6siBiiero CCCP 6blin BbI-
noJsiHeHbl B 70-X rojiax Mmpolioro CToJIeTHs B paM-
kax mporpammbl BO3 «Peructp octporo MM»
[13]. Ha 100 000 nacesenusi r. MockBbI aBTOpaMu
OBLIO 3aPErMCTPUPOBAHO 78 BHE3AIHBIX CMEpPTeil
y My>kuuH 1 37 — y KeHIUH. YyTbh 103Ke CXO/I-
HbIE JJaHHbIe ObLIN TToTyYeHbl 1 B T. HoBocubupc-
ke [14] u r. Bosiorzie [15]. 3T rccaenoBanmst Bbi-
SIBUJIA PSI/L STIUIEMUOJIOTHIECKIX OCOOEHHOCTEN:
B YACTHOCTH, OHW YCTAHOBUJIA OTYETJIUBYIO aCCO-
nuarnuio BCC ¢ pacnipoctpaneHHOCTHIO MH(papKTa
MHUOKap/a, a Takxke siBHoe 1peobaaganre BCC y
MY’KUUH 10 CpaBHEHWIO ¢ KeHNMHamMu. COOTHO-
IIeHre BHE3aITHO YMEPIINX MYKUYUH U JKEHIIUH
coctasuo 2,1-6,6:1.

HenaBHo 3akoH4uBIEecs KPYIHOE OTEYeCT-
BenHoe ucciaenoBanne PESOHAHC, nposenen-
HOe B Tpex poccuiickux ropojax (Pssannb, Bopo-
Hes, XaHTbl-MaHCHUIICK) 1 BKJIIOUaBIIee TOIyJis-
o GobHbIX ¢ UBC uncienrocTsio 285 736 ue-
JIOBEK, OBLIO CIITAHUPOBAHO C IEJTbI0 YTOYHEHUS
pactpoctpanerHoct BCC, a Takske KauecTBa Ju-
arHoCTUKH U cTaTuctndeckoro ydyera BCC B me-
mIUHCKUX yupeskaenusx [16]. Cormacno muar-

HO3aM, 3apEerucCTPUPOBAHHBIM B MEIUITMHCKUX
CBUETEIbCTBAxX 0 cMepTH, yactota BCC na done
NBC cocraBuia B My»KcKoil nonymsiun 69 ciy-
gaes Ha 100 000 myskckoro HacejeHus B TOJi, B
skerckor — 26 Ha 100 000 sxeHcKOTO HaceseHUs B
rox. OxHako 6oJsiee TeTaNIbHBIN JOTIOJTHUTENLHBIN
aHAIN3 MEIUIIMHCKON MOKYMEHTAINU, OTpoca
POJICTBEHHUKOB, CBUJIETENIell CMEPTH, a TaKsKe Jie-
yarux Bpadeil u Bpaueil us 6Gpuraj CKOpoi Meau-
IIMHCKOW TIOMOTIM TPUBEJI K BBIBOY, YTO yTOU-
nennast yactora BCC Bbllle 3aperucTpupoBaHto-
ro oUIHMaIbHOTO YPOBHA B 2,3 pa3a y My»KUUH U
B 2,8 pasa y KeHIIIMH U COCTaBJISIET COOTBETCTBEH-
1o 156 u 72 cayuas na 100 000 macesnenust B Toj.

Takum 06pa3oM, B OTEYeCTBEHHOM MTPAKTUYeC-
KOM 3/IpaBOOXPAHEHWU HE BBISBISETCS KasKIbIi
Bropoii cayuait BCC y 6osbubix UBC myskckoro
nosa, n 2/3 — y 6oabubix UBC xerckoro mosna,
YTO IPUBOJIUT K HEJIOOTIEHKE BEPOSITHOCTH Pa3BU-
g BCC B momysatiun. OCHOBHBIMY TPUYNHAMA
takoro Hepoyuera BCC y 60ombHbix UBC npusHa-
HBI HEIOCTAaTOYHO aKTUBHO TPOBEICHHBIN Iuar-
HOCTUYECKWI TIOUCK TIPU YCTAHOBJIEHUH TTPUYUHBI
cMeptu (45,4%) u ombKu ohOpMICHUST MeIn-
IIUHCKO okyMeHTannn (55,6%).

[To maHHBIM APYTOTO POCCUICKOTO HCCIEI0BA-
Hust [17], mpoBemeHHOrO B 00IIEH TOMYJISAIIUN
r. MockBbI, cpefi BcexX NMPUYUH CMEPTH, HACTY-
MUBIEN BHE MEAWIIMHCKUX YUPEKIEHUM, OIS
BCC nocruraer 39,4% u coctaBisiet 92,5 ciydyaes
Ha 100 000 xuTesmeii B roz.

B CHIA exeroansbiii mokasareab BCC koe6-
gercs ot 1 10 2 cryvaes va 1000 nacesenus, 9to B
abcosoTHpIX uncaax coorBercTByer 200 000 -
450 000 uesoBek [18, 19]. Takoii pazbpoc B 0OCHOB-

Tabnuya IV.1.

Yucaennocts (2009 r.) u cmeptHoctb (2010 1.) Hacenennsa B Poccun

IToka3aren O6mee ynciio, n Honsa, %
YucieHHOCTb MOCTOSHHOIO HaceleHUus'! 141 909 244
OO011ee YMCI0 yMEPIIUX JULI2 2028516 100,0
Yucyio yMepumx OT €CTECTBEHHbBIX TPUYUH? 1711528 84.4
Yucao ymepiunx ot 001€3HEN CUCTEMBI KPOBOOOPAILIEH NS 1151917 56,8
PacueTHo€e ynciIo yMepiux vl 1o Mexanusmy BCC3 141 909 - 460 766

1~ Uentpansras 6asa cratictiyeckux aatHsx enepansHoii cnyx6sl rocyaapctaentori cramctiku, 2009 r. (www.gks.ru/dbscripts/Chsd)
2 — llentpansHas 6a3a cratnctideckux aamHsix PeaepansbHoli cnyx6el rocyaapctserHoi cramictuky, 2010 r. (www.gks.ru/dbscripts/Cbsd)
3 — pacueTHble AGHHbIE (MUHUMANBHOMY Y1CAY COOTBETCTBYET | % OT YUCAEHHOCTH HaceneHus, makcumansHomy — 40% oT umucna ymeplumx ot

GonesHelt cuctemsl KpoBoobpaLleHms).
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HOM OOYCJIOBJIEH Pas/JUYUsSIMKM HCIIOJb3YEMBbIX
KPUTEPUEB BKJIIOYEHUS], B TIEPBYIO OUEPE/lb, CBSI-
3aHHBIX C PA3HBIMM BPEMEHHBIMU PaMKaMW CUH]I-
poma BCC (ot 24 yacos, npumensiBimxcs B 1980-
1990 rr., 1o 1 waca — B COBpeMeHHBIX PEKOMEH/Ia-
USX). YcpeHeHHbIe STHIEMUOJIOTHYECKUE TTOKa-
3atesm B CIITA cBUeTeIbCTBYIOT O TOM, UTO JIOJIST
BCC (mpu ycioBum 1-yacoBOro KpuTepust BKJITIO-
YeHUsT) B CTPYKTYpe OOIIeil CMEPTHOCTU COCTaB-
ssieT 0KoJ10 13%, a B cMepTHOCTH OT G0JIe3HEN CrC-
TeMbl KpoBooGparienus — okojio 40% [19]. B to
JKe BpeMsl, Pe3yJIbTaThl TOJUIAHACKOTO MCCIe0Ba-
HUS, B KOTOPOM UCIIOJIB30BAJICS 24-9aCOBOW KpH-
TEpPUil IMarHOCTUKH, TTOKa3au, uto yacrota BCC
cocraBuiia 18,5% cpeau Becex cmepreii [20]. B ymio-
MUHaBIIEMcST poccuiickoM nccienopannu PE30-
HAHC [16] B kauecTBe BepXHETO BPEMEHHOTO
kputepust BCC 6bu1 npusHan 12-yacoBoii unTep-
BaJI, a pacuetHas 1051 BCC B cTpykType 001meit
cMepTHOCTH coctaBuia 16,3%.

B Esporie vactora BCC B 11e710M comnocraBuma
¢ rakosoii B CIITA. Ho, BMecTe ¢ TeM, OHa 3HAYN-
TEJIbHO KOJIeOIeTCs B PasiMYHbIX €BPOIEHCKIX
CTpaHaX B 3aBUCUMOCTH OT 3KOHOMHYECKOTO M
reorpacdunueckoro nosoxenus: [21]. Kpome Toro,
MIPOCJIE;KUBAETCST OTUETINBAsT B3AMMOCBSI3b MEK-
ny yactotoit BCC 1 BO3pacToM, 1MoJioM U pacipo-
crpanerHoctbio UBC [12, 22]. Tlopasasioniee
6ospmHCTBO caydaeB (80-85%) BCC acconuu-
posato ¢ UBC, npuyem OoJiee MOJTOBUHBI U3 HUX
CBSI3aHO C OCTPBIM HapylleHWeM KOPOHAPHOTO
KpoBooOpatenust [23]. AGCOTIOTHOE KOJIMIECTBO
ciygaeB BCC Gouibliie y My>KUUH U YBEJTUINBAET-
CsI TIPOTIOPITMOHATBHO € BO3PACTOM B TIOIYJISTIAH,
oxHako nosst BCC B cTpykType 0011eii cMepTHOC-
TH MaKCHMaJIbHa y JINIL B Bo3pacTte 35-44 jet [23].
B sToM ke mccseoBaHuy ObLIO TOKa3aHO, YTO B
80% ciuryuaeB cMepTh HACTYIAET B OMAIIHUX YC-
JIOBUSIX, etiie B 15% — Ha ysiuiie Wi B myOJIunaHOM
Mmecte. bosiee uem B TpeTu ciryuaeB CMEPTh HACTY-
naet 6e3 cBUIETEEN.

Takum 06pa3oM, JIUITh HE3HAYUTETHHOE YUCTIO
MAIMEeHTOB YMUPAIOT B TTPUCYTCTBUN MEIUTINHC-
KUX PaOOTHUKOB ¥ TEOPETHYECKU UMEIOT OOJIbIIE
NIAHCOB Ha yCIeNTHbIe PeaHNMAIlMOHHBIE MepO-
NPUATUS ¥, COOTBETCTBEHHO, BbIKMBaHUE. ITU
JIAaHHBIE TIPUBOJISIT K BBIBOMY, YTO OCHOBHbIE Me-
POIPUATHS TOJKHBI OBITH CKOHIIEHTPUPOBAHbI Ha
BBISIBJIEHUU TPyNI ToBbIIeHHOTO pucka BCC n
MpoBeleHN N TPOPUIAKTHUECKIX MEPOTTPUSTHIA.

AXTyaJThHOCTD 3TOTO TIOJIO’KEHUS HATJISIITHO Jie-
MOHCTpUpPYyeT pucyHok [V.1.

Yacrora passutust BCC muHMMaibHa B 00m1eit

TOTTYJISIIT Y, O/IHAKO, UMEHHO CPe/IN JIUIL ATOH Ka-
TETOPUK PETUCTPUPYETCST HAOOJIbIIIEe YMCIIO Ta-
Kux cMmepreit. VI Haobopot, B rpyiie Hanbosee
Bbicokoro pucka BCC, nanpumep, y Juil, 1epe-
HECIITUX OCTAaHOBKY CEP/I, U/Uau MHHAPKT MHUO-
Kap/la U WMeIONNX JKeJyJI09KOBble HapyIleHUsT
purMma, goias BCC makcumanbHa, HO B abGCOJIIOT-
HBIX 1IM(pax OHA 3HAYUTETHHO MEHbIIIEe TAKOBO B
o011eil Ty JISINN.

OTH JlaHHble, BIIEPBbIE TPOAEMOHCTPUPOBAH-
Hele ouyTH 20 JIeT Haza/, COXPaHSIOT aKTyalb-
HOCTb ¥ B HacTosee Bpemsi. OHM CBUIETEIbCTBY -
0T, C OJTHOI CTOPOHBI, O TOM, 4YTO 3((HEKTUBHOCTD
npeaynpexaeans BCC 3a 3To BpeMs u3MeHnIach
SIBHO HEIOCTATOYHO, C IPYTOl — 4YTO KpaliHe Ba-
JKeH ITOMCK HOBBIX KPUTEPHUEB, KOTOPHIE TTO3BOJIH-
s ObI UAEHTU(UITIPOBATE TPYIITY TTOBBIIIEHHOTO
pucka B obmieit momysiun [12].

V. @akTtopsl pucka U cTpatTHuUKaUs
pucka BCC B kiMHMYecKoOil IpaKTHKe

Yacrora passurust BCC MunmMasbHa B 00111eit
HOIYJIAIUN, B KOTOPOW PErucTpUpyeTcs Hau-
GoJiblllee YMCIIO TakuX cMmepreil. Ilpu Haauymm
(hakTopos pucka BCC uacrora ee pa3BuUTHS BbI-
1e, HO B aOCOMOTHBIX TH(pax OHA 3HAYUTETHHO
MeHbIIIe, 4eM B 001meil oy s, B aToil cBsizu
BOIIPOC O TIPOTHOCTHYECKON 3HAYMMOCTHU TOTO
WJIW WHOTO (haKToOpa M UX COYEeTAHUsS B OTHOIIIE-
Hun pucka pazsutusi BCC saBasiercs ype3Bbryaii-
HO aKTYaJIbHBIM.

Omnpenenenne pucka passutus BCC ckiajbi-
BAeTCS M3 BBISBJICHUS OTIETBHBIX (DAaKTOPOB M

Obwas nonynayms

‘ 300.000

NaumeHnTs © farTopamu pucka
Maumentoi c MBC
XCH ¢ @B meHee 30%

MoctuHdapkTHOIA

@ 150.000
HapAWoCKNepos

NepemunBwne
cepaeYHbIi apect

Obuwee wonwuecTeo BCC & nonynawum

b4 *® ® L

0 10 0
Pucx pazeurtua BCC & Teuerue 1 roga, %

Puc. IV.1. Yacrora passutms u abeconotHoe amncno BCC B obuen
nonyASuM 1 cneundryeckmx rpynnax nauMeHTos (QAanTMpoBaHo 13
RJ. Myerburg u coaer., 1992).

K obwesi nonynsumm OTHOCHTCS HECENeKTUBHAS rPYNNa MAUMEHTOB
crapwe 35 net, nogrpynsl BLICOKOro pUcKa COCTABNSIOT NAUMEHTbI
€ MHOXECTBOM (paKTOPOB PUCKQ PA3BUTHS NIEPBOMO KOPOHAPHOTO
cobbitns. Yacrora passums BCC munmmansrHa 8 obweri nonynaumm
7ML, B KOTOPOU PErNCTPUPYETCS HaMBOMbLIEE YMCTIO TAKUX CMEPTEV.
B rpynnax pucka gons BCC Hanbonbwas, HO 8 aBCOMOTHLIX Lndpax
OHQ 3HAYUTENBHO MEHbLUE TAKOBOW B 0bLLel nonynaumm.
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olipefieJieHNs UX 3HAYMMOCTU Y KaKIOTO KOHK-
perHoro nanuenTa. Hamnyue Heckoabkux daxkro-
POB PHUCKa II03BOJISIET OTHECTH IHAIMEHTa K OIpe-
JIeJIEHHBIM KJIMHUYECKUM HOJrpyIaM, oIpese-
Juth puck pazsutusi BCC Bo BpeMenn 1, B KOHeY-
HOM WTOTe, OIpe/essieT ONTUMAJIbHYI0 TaKTUKY
MPOPUIAKTHIECKIX MEPOTTPUSTHI.

Ddaxtopsi pucka BCC

Ha narm B3ruisi, 11esiecoobpasHo BBIIEISTD 0C-
HOGHble W émopocmenennvle (HAKTOPHI PUCKA
BCC. K ocrosnvim dhaxtopam prcKa OTHOCATCS:
AMU30/1 CEPJIEYHOTO apecTa B aHAMHe3€e U/WJIU Te-
MOJMHAMWYecKn 3HaunmMas ycroitunbas KT, yka-
3aHMe B aHAMHe3€ Ha [TepeHeCceHHbIN NHMAPKT MU-
okapza (MIM), anu3oapl CUHKOTE, BBISBJICHHAS
[IPU MHCTPYMEHTAIBHOM 00CTIEI0BAHUY CUCTOJIH-
yeckast AUC(HYHKITUS, COMPOBOKAAONIASCS CHU-
JKeHneM (pakinuy BBIOPOCA JIEBOTO JKETyA0YKa
(DB JIK) menee 40%, KD u/umum aninsob Heyc-
roitauBoii JKT.

[Ipy HaMIMYUU Yy KOHKPETHOTO GOJBHOTO OC-
HOBHBIX (DAaKTOPOB PHUCKA CYIIECTBYET BBICOKAS
UM YMEPEHHast BEPOSITHOCTDh PElUIMBUPOBAHUS
3JI0KQYECTBEHHBIX JKEJY/I0YKOBBIX HapyIIeHUN
putma (JKHP) ¢ pasButmem octpoii cepaeqHoi
HejocTaTouyHoCTH, ¥ B KoHeuHoMm urtore — BCC. K
emopocmenennviM (HaKkTopaM PHUCKA OTHOCSTCS:
runepTpous MuokKapja JeBOTO KeJIyJouKa
(IJI7K), aprepuanbuag runieprensud (Al), runep-
sgunuaeMust, caxapubrii aumader (CJI), kypenue,
30BITOYHBIN BeC, YBETMUEHNE YaCTOThI CEpPed-
Heix cokpamienuii (HCC), rumepcuMmaTuKoTO-
HUS ¥ JIP. 00CY’KIaeMble HUKe TIPU3HAKH.

OcHoBHbIE (PaKTOPBI PUCKA

[Ton ocHoBHBIMU (hakTOpaMM pUCKA TTO/IPasy-
MeBalOTCA KJIMHUYECKUe MPU3HAKK, HAJIUYUe KO-
TOPBIX TIPE/IIIOJIATaeT OTHeceHue OOJIBHOTO K KaTe-
TOPUHU JIUI] C BBICOKUM WJIM YMEPEHHBIM PHUCKOM
BCC B Teuenue xaseH1apHOTO 10/1a (BEPOSITHOCT-
HBII pruck MosxkeT pocturartb 20-50% wau 5-15%
COOTBETCTBEHHO).

INu30/ cepieYHOro apecTa B aHaMHe3e U/ WH
reMoJiiHaMUYecKn 3HauuMmas ycroiuumBas JKT.
Haubosiee cepbe3HbiM (haKTOPOM PHCKA PA3BUTHS
BCC gaBasiercsi Hanmmume 3MuU30/a CEPAEYHOTO
apecta B anamHuese. ITo gannbim JT Bigger puck
BCC y aroit kaTeropuu naiueHToB B TEUEHUE TO-
na cocrasisier 30-50% [24]. DT panHbIe OBLIN
HOATBEPIK/IEHBI B KOHIIE MTPOIILJIOTO BeKa B MCCJIe-
JIOBAHUSX, MOCBSIIEHHBIX MCIIOJIB30BAHUIO MMII-
JIAHTUPYEMBIX KapAHOBEPTEPOB-1ehuOPUILISTO-

poB (MUK/l) B messx BTOpUIHON NMPOMUTAKTUKI
BCC (AVID, CASH, CIDS) y nannoii kaTeropuu
narenToB [25-27].

Ykazanus B aHaMHe3e Ha TePEHEeCEHHBIN WH-
dapkr muoxapza. /lanuable, MoIydyeHHBIE B CCIE-
noBaHmsx 1o orenke AAIIl y marmeHTOB, mepeHec-
mmx OVM (EMIAT, CAMIAT u DIAMOND-
MI), apurmuyeckasi JieTAJIbHOCTh B pe3yJibrare
pasutus ;KT u @K B Tedyenue roga coctapiisieT
5%, a B Teuenue 2 jet — 9% [28-30].

Cucrosmyeckas quchyHKIUS J1€BOTO Key-
nouka. Cumxennag OB JIJK asigerca nesasucu-
MBIM TIPETUKTOPOM OOIIEi, CEPIETHO-COCYUCTON
U apUTMUYECKON cMmepTHOCTH. /laHHOE mosoxke-
Hite OBLIIO TIOATBEPIKAEHO KaK Pe3yJIbTaTaMu JTIH-
neMmuoorndecknx AaHubiX (B T.4. IITOXA), Tak
1 pe3yJbTaTaMM MCCJIE0BAHU, MOCBSIIEHHbBIX
orerke apdextusnoctu UK/ B oTHOIIEHUY T1IEp-
BUYHON u BropuyHOil mpodunaktuku BCC, Bo
MHOTUX U3 KOTOPBIX OJTHUM U3 KPUTEPUEB BKITIO-
YeHUST SBIAATACh CUCTOJMYEecKas ANCHYHKITUS
[20, 25-27, 31-34].

Cunkonaipnble cocrossuusa. Puck BCC y na-
I[HEHTOB ¢ CUHKOIIE MOKET OBITh CBsI3aH KaK C Ha-
JINYMEeM CTPYKTYPHOI MATOJIOTUH CEP/IA, TaK 1 C
MeXaHM3MOM pa3Butust o6Mopokos. Dpamun-
refiMCKOe HCCJIeJIOBaHNEe IPOJEMOHCTPUPOBAJIO,
YTO CMEPTHOCTh TAIIMEHTOB C KapAHOTEHHBIMU
0OMOpOKaMU B TeYeHUEe KaJEeHIaPHOTO TO/la 3Ha-
yuTesbHO BhImie (110 33%), yeM y OOJIbHBIX C He-
KapanaJIbHBIMU TipuanHamu (10 12 %) win o6mo-
pokamu HesicHoro reHe3a (1o 6 %) [35, 36]. Ilpu
00MOpOKax pedIeKTOPHOTO MTPOUCXOKIEHIS, KO-
TOPBIE Yallle PA3BUBAIOTCS Y MOJIOJIBIX JIIO/eH Oe3
CTPYKTYPHBIX 3a00JI€BAaHUI CePJilla UK JIEKTPHU-
YeCKOW HeCTAOMIBHOCTH MUOKap/Ia, IPOrHo3 OJia-
ronpusTHbil [35]. Tem He MeHee, MMeroTCsT HaO-
JIOJIEHUs], CBUETEJNbCTBYIONE O BO3MOXKHOIA
cBsi3u pedurekropabix oOMopokos u BCC [37]. ¥V
MOJIOJIBIX CIIOPTCMEHOB, CKJIOHHBIX K Ba30Barajb-
HBIM 0OMOPOKaM, HE UCKJI0YaeTcst yyactue ped-
JIEKTOPHBIX MEXAHU3MOB 1 B 0OMOPOKAX, WH/LY 11~
pyembIx (GU3NUECKOI HATPYy3KOil — UX pe3yJbTa-
TOM MHOT/IA SIBJISLIACh CMEPTh B pe3yJibTaTe acuc-
tomuu [38]. UccnepoBanume EGSYS-2 crasuio
CBOEI 11eJThIO OTIpejiesieHre pUCKa paHHeil (B Teve-
nue 1 Mecsma) m moszmHed (B TedeHue 2 JIeT)
CMEPTHOCTH TAI[MEeHTOB ¢ oOMopokamu. [Ipusna-
KaMU «IJIOXOT0» KPATKOCPOYHOTO TIPOTHO3a ObLIN
namenenust Ha IKI, oxpimika, rematoxkput <30%,
cucrommyeckoe A/l <90 MM pT. cT., aHamMHe3 3ac-
TOIHOIT cepaeunoir Hepoctatounoctu (The San
Francisco Syncope Rule). Puck BCC cpeau mamu-
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€HTOB BBICOKOTO PHCKa OKA3aJICsI MAaKCUMATbHBIM
B TE€YEHME HECKOJBbKUX JHEH, CJAEAYIONNX 3a 00-
MOpPOKOM. HeTbIpe 13 IATH CMePTel MPOU30IILIN B
TedyeHne 48 4 mocse MoCTyIJIeHUsI B OT/eJIeHne
HEOTJIO)KHON ITOMOIIM B CBSI3U € OOMOPOKOM
(STePS study) [39].

Heycroitunsas KT n gactasg 7K9. B 70-x ro-
JIaX TPOIIJIOTO BeKa MOSIBUJIUCH PabOThI, B KOTO-
PBIX OBLIO TIOKA3aHO, YTO Y TMAI[MEHTOB C YKa3aH!-
sIMUA B aHaMHe3e Ha niepeHecenHbiit UM 1 yacTyio
K3 n/unm stmsonst Heyctoitunsoit KT nmeercs
noBeieHHbIH puck BCC. OcHoBbiBasich Ha pe-
gyabratax uccaepopanuiic MADIT T w MUSST,
mocBAIeHHbIX oreake addexrtnBHoctn UK/ y
naneHToB ¢ JKI u Heycroitunsoi KT, MoxHO
YTBEP:K/IaTh, YTO YCTOHUYUBOCTH ITUX aPUTMUI K
antuaputmudeckum npernaparam (AAIL) TA krac-
ca u ux tpancgopmariug B ycroinuusyio KT B xo-
ne nposenenus: sH10I DU sBisieTcss hakTopom
pucka BCC [31].

Bropocrenennbie (hakTOpbl pHCKa

[Ton BTOpOCTENEHHBIMU (AaKTOPAMHU PHUCKA
MO/IPa3yMeBAIOTCS KJIMHUYECKHE TPU3HAKU, Ha-
Jinure KOTOPBIX MOXeT onpezesats puck BCC
BBIIIIE OOIIENONYJISIIIUOHHOTO YPOBHSL.

ApTtepuanbHasi THIIEPTEH3Us U runeprpodus
JeBoro xkexyaouka. Al sBisiercd xoporno usBe-
ctapiM aktopoMm pucka MBC, xorsa manHbie o
ToM, uTo Hammaue Al sBisiercst (pakTOpoM pucka
pa3zsutus BCC ocratorcst nporuBopeunsbiMu [40,
41]. TVIK saBasiercs Mmopdoornueckum cyberpa-
toM, Gaarogapst kKotopomy AT mipezmpacrosaraer K
BbicokoMY pucKy pazsutnsi BCC Beaenctsue /KA.
K dakropam, crocoberByiomum pasputuio TJIK
OTHOCSAT BO3PACT, U30BITOUHBIN BeC, HAPYIICHUS
TOJIEPAHTHOCTH K TJTIOKO3€, TeHETUYeCKIe U3MeHe-
Hus [42]. UsBectHo, yTo Hammymne IDKI-mpusna-
koB [JIJK (yBesmnuenue BossTaka 3yomos R u Ha-
PYIIEHUII PeroJsIpu3alun) accoluupyeTcs: ¢
33%-oii u 21%-01i JIeTaIbHOCTHIO B TEUEHHE D JIET
Yy MY’KYUH U KEHIIMH COOTBETCTBEHHO [42].

Puck passutusa BCC mpu yciaoBum Hammans
IKTI-mpuznaxos [JIJK comocTaBuM ¢ TakoBBIM y
narnenToB ¢ UBC u XCH. B psne nccrenoanmit
ObLIO YCTAHOBJIEHO, YTO YBEJUYEHIE MACChl MUO-
kapaa JIJK, BoisgBasiemoe mipu nposenenun IXO-
KT, xapakrepusyetcsi puckom BCC. Ilo nanupim
DOpaMUHTEIMCKOTO HUCCIEI0BAHUST OTHOIIEHUE
puckoB (OP) passutus BCC cocraBuio 1,45
(95%-/IN 1,10-1.92, P=0,008) mas xaxmbix 50
r/mM* yBesmuenus macest JIK npu yenosun nanu-
yns Apyrux daktopoB pucka [43]. Bepudunupo-
BanHad Ha IKT nmm IXO-KT VK aBisiercs He-

3aBUCUMBIM (haKTOPOM PHUCKA Pa3BUTHSI CEPIeY-
HO-COCYAMCThIX cOObITU. A Hammune kak JKI-
tak u IXO-KI-npusnakos IVIK ermie B 6obineit
CTETIeHW YBEJUYMBAET 3TOT PUCK. Pe3ysrbraThl,
MOJIyYeHHbIE B PAaHIOMU3UPOBAHHBIX KOHTPOJIU-
PYEMBIX UCCJIEeIOBAaHUAX, HE JAIOT MCUEPITHIBAIO-
ero OTBETa Ha BOMPOC, KaK BJIMSET CHUXKEHUE
AJl na puck passutusg BCC. M3BecTHO, 4TO Y TI0-
JKUJIBIX MYKYMH C M30JMPOBAHHON CUCTOJNYEC-
Kol tuneprensueil puck pasputusg BCC Bbille,
ueM y keHIuH [41]. Dot hakT KocBeHHBIM 06pa-
30M COTJIaCyeTcs ¢ JAaHHBIMU Pe3yJIBTaTOB MCCIe-
JIOBAaHUU TIO JIEYEHUIO M30JIMPOBAHHON CUCTOJN-
YECKOU TUIIEPTEH3NN Y TTOKUJIBIX JIUII, B KOTOPbIX
OTMeYaeTcsl yMeHblleHne o0Ieil CMepTHOCTH Ha
17% u cmeptaoctu ot OUM, Brmouas BCC, na
25% ua one xoppexiuu Al [44]. [lannbie meta-
aHaJM3a Pe3yJIbTaTOB PAaHIOMU3MPOBAHHBIX HC-
ciaenoBaHuii 1o cHuWxkeHuto A/l y namumenTOB
CPeIHETO BO3pacTa ¢ MPEerMYIIECTBEHHO JTUACTO-
mnueckoit Al [45] cBunerenberByor o 14% (95
N 4-22%, P<0,01) cHM;KEHHM CMEPTHOCTH OT
NBC nmm we patamproro ONM.

Junuapi. Xopolio u3BeCTHA 3aBUCHUMOCTH
MEK/ly BBICOKMM YPOBHEM XOJIECTEDUHA W PHUC-
koM pazsutug WUBC, Bkmouas BCC [46-48]. B
KJIMHWUYECKUX MCCIEOBAHMSAX, TTOCBIIIEHHBIX
OIlEHKE BJIUSHUS CHUKEHUS YPOBHS JIUTIUIOB B
nessix nepsuuyHonn npodumaktukn MBC, puck
passutusi BCC crnenuaabHO He ONpPeAessiics, n
CTATUCTUYECKU [TOCTOBEPHBIE JaHHBIE Ha 3TOT
cYeT OTCYTCTBYIOT. Eciiu mpeArnonoxuTh, 4To CHU-
sxkenne prucka BCC Oymer MpoMCXOANUTDH Iapas-
JIeTbHO co cHuKeHneM cMepTHoct oT MUBC u
OUM, To Ha3HaueHUWe CTATUHOB MOXKET MMETh
3HaUEHUeE [IJIT yMEHbBIIIEHNS OTHOCUTETbHOTO PHC-
ka BCC na 30-40% [49, 50]. Muorue anugemuo-
JIOTUYECKHE HCCJIeIOBAaHUsT CBU/IETETBCTBYIOT O
TOM, 4TO Bbicokuil puck pazsutug BC (Beposit-
Ho 1 BCC) acconumpyercs ¢ ueTON, BKIIOUAIO-
el TOBBINIEHHOE COJlep;KaHue HaCHIIIEHHBIX
JKUPHBIX KUCJIOT, ¥ HU3KOW TIPEACTaBIEHHOCTHIO
nosimHeHachimenHbix [51]. Ha ceropusiminmii
JIEHb OTCYTCTBYIOT JITAHHBIE O TOM, UTO JIUETA C BbI-
COKHUM COJIepsKaHieM HACBITIEHHBIX JKUPHBIX KUC-
Jgot yBesmuuBaer puck passutusi BCC. Tem ne
menee, B uccaenoBanun US Physicians Study, B
KOTOPOM TpuHUMao ydactre 20551 MyKuuH B
Bospacte oT 40 mo 84 Jer, panee He MePEHOCUB-
mux OVIM, GbLIO YCTaHOBJIEHO, YTO €KEHE/e/Ib-
HOe yroTpebieHre PhiObl CHUKAET OTHOCHTEIb-
Hblii puck pazsutus BCC B 2 pasza (95% /11 0,24-
0,96; P=0,04). 9ot achdeKT He 3aBUCE] OT HAU-

KnuHnyeckas npaktuka Ne4, 2012

http://clinpractice.ru 13



Kaunnueckue pexomenzaruu

uyist ApyTux akropos pucka [52]. Mcmonb3oBa-
HUE B PAIlMOHE MOPEIIPOYKTOB C BBICOKUM COJIeP-
xkanmem [ITHJKK Takke accommmpoBasioch ¢
ymenbieHreM prucka BCC.

Mdusnueckasi akTHBHOCTh. CyIlleCTBYeT B3au-
MOCB$I3b MEXKJ/ly WHTEHCUBHOU (HhU3MUecKoil Ha-
rpyskoit u pazsutem BCC. Tem He Menee, mexa-
HU3M €€ PasBUTHSI OCTAeTCs HEesICHBIM. B 60Jib-
MIMHCTBE CJIy4yaeB JIUIA, YMepIIne BHE3AMHO BO
BpeMs (pM3MUYECKOl Harpy3Ku, paHee PeryJsipHO
ue tpenupoBaiuch [53]. Takum obpasom, puck
passutusg BCC nan OVIM nosbimaercs y Hetpe-
HUPOBAHHBIX JIMII, BO BpeMsl MHTEHCUBHOU (H1r3n-
YeCcKOU Harpysku. B monmyasgiinoHHoM uccie/1oBa-
HUKM ObLIO YCTAHOBJIEHO, YTO TIOC]e MOAnbUKa-
1un paxtopoB pucka MBC oTHOCUTENBHBIN PHUCK
pazsutusi BCC nipu ymepeHHO# hrusndeckoir ak-
TUBHOCTH (paboTa B cay, Melive MpOTyJIKN) Uin
WHTEHCUBHBIX PETryJSIPHBIX TPEHUPOBKax (6HoJiee
60 MUH B Hele I0) HAXOAUTCS B AMaIia3oHe B 3-4
pasa HIKe, 9YeM Y JIUIT, Y KOTOPBIX OTCYTCTBYET TO-
nobuast husndyeckass akTuBHOCTD |54 ]. Pesysbra-
TBI 9TOTO WCCJEOBAHUS TOKA3aJM, YTO OTCYT-
cTBUE (HDU3NUECKON aKTUBHOCTU SABJISETCS TTPUUIN-
HOU Pa3BUTUsI KOPOHAPHBIX COOBITUI (CTEHOKAP-
must, OKC, OUM) B 43% (95% [1 26-60), naxe
1ipu yciaoBun aheKTUBHON MOTUPUKAIINN TAKUX
(hakTopoB pucka kak kKypenue, 3pPeKTUBHBIN
KOHTpOsIb Al 1 yrorpebieHue aiKoToJsl.

Yonorpeoiaenue ajakoroas. HeompHosHauHb
JTaHHBIE O B3AMMOCBSI3U YIOTPEOIEHMST aTKOTOJIS
u BCC. 136bITouHOE yoTpebieHne KPeIrKux aji-
KOTOJIbHBIX HAIMMTKOB YBEJWYNBAET PUCK PA3BU-
tust BCC [47, 55]. D1or dakT MoKeT 00bICHATh-
cs yBesimdeHueM nnrepsaia QT, koropoe Hepenko
BCTpevaercst y aakoroaukos [56]. C apyroit cro-
POHBI, UMEIOTCS JITAaHHbIE UCCJIEe/JOBAaHUN O TPOTEK-
TUBHOM JIEHCTBUN HEOOJIBIINX /103 ATKOTOJISI B OT-
HOIIIEHUN Pa3BUTUS KU3HEYTPOKAIOMIUX KeJy-
JIOYKOBBIX apuTMmuii [57]. B mpocnexkTuBHOM wC-
crepoBanuu British Regional Heart Survey 6s110
MIOKA3aHO, 4TO yMoTpebJeHne aaKOrOJbHBIX Ha-
IMTKOB B HEOOJIBIITOM KOJIMYECTBE ACCOIIUUPYETCST
CO CHWXeHUeM pucka ¢aTaJbHOTO WCXOIa IMPU
Pa3BUTHH MEPBOTO OOJIBIIIOTO KOPOHAPHOTO COOBI-
tust (OP 0,61, P<0,05)[47].

YCC u BapnabesbHOCTh PUTMA CEPAIA. YBe-
suuenne YCC saBigercss He3aBUCUMBIM (DaKTO-
pom pucka BCC [46, 47]. BaanMocBs3b BBICOKOH
YCC u pucka passutusg BCC ormeuaercs Kak y
JIMIL C IMATHOCTUPOBAHHBIM paHee 3a00JieBaHNEM
cep/Iiia, Tak u 6e3 Hero, BHE 3aBUCUMOCTU OT MH-
JIeKCa Macchl Tejla U YPOBHS (DU3UYECKOIN aKTHB-

HocTu [46]. [Iprunna 91Ol B3aUMOCBSI3U /10 KOH-
11a HensBecTHA. OHUM U3 OOBSICHEHUIT SIBIISIETCST
yMeHbIlIeHWe aKTUBHOCTU IapacuMIIaTUYecKOn
HepBHOW cucrembl. VccemnoBanusi Bapuabesb-
HOCTH PUTMa CEP/IIA CBUIETENbCTBYIOT O TOM, UYTO
B MY’KCKOH TIOTIYJISITTAM OTHOCUTENBHBIN PUCK 00-
el CMEPTHOCTH Y TIAIMEHTOB CPETHETO BO3pacTa
B TeueHue 5 jieT Habmoaenns ObL Boimie B 2,1 pa-
3a (95% /11 1,4-3,0) B caryuasix, Korja mokasaTeib
SDNN 65b11 Mmeree 20 Mc, B CpaBHEHUH C JIMIIAMH,
COTTOCTaBUMBIMHU T10 BO3PACTY, Y KOTOPbHIX BEJTMYN-
na SDNN cocrasisiia 20-39 mc [58].

Kypenue. B nonyissiimoHHBIX MCCIeI0OBAaHUSIX
OBLJIO YCTAHOBJIEHO, YTO KyPEHHUE SIBJISIETCST He3a-
BUCUMBIM (pakTopoM prcka kak BCC, tak u OIM
[47, 48]. ITo MmOSMOKEHNE OTHOCUTCS B T.U. U K JIN-
1am, y Kotopbix Het ripusnakoB UBC [59, 60]. Ky-
peHue SIBJSeTCS BaXKHBIM JI0JTOCPOYHBIM (DaKTO-
pom pucka pazsutug BCC [46]. Takxke nsBectHo,
YTO KypeHUe SBJSETCS MOIIHBIM TMPEIUKTOPOM
passutusa umenno BCC, a ne BCC or UBC [47].
Opmnako B psizie Mccae[oOBaHUH JaHHBIE O HETPO-
opIuoHaabHoM BiustHuN Kypennst na BCC ne
ObLin noATBepskaensl [47]. Tlpomoiskenue Kype-
HUS TIOCJIE TIEPEKUTOTO BHE JIEUeOHOTO yUpeKie-
HUS CEPIEYHOTO apecTa SIBJISeTCs He3aBUCUMBIM
MPEANKTOPOM Pa3BUTHUS MOBTOPHOTO 3MU30/1a
BCC [60].

CaxapHubiii quader. SIBjsietcst i HapyIeHue
TOJIEPAHTHOCTH K TJIIOKO3€ HE3aBUCUMBIM TIpe-
nukropom BCC — neunsBectno. Tax, B nccienona-
nun Honolulu Heart Program B Teuenne 23 jer
Habmomanu 8006 marreHToB. BbLI0 yeTaHOBIIEHO,
YTO Y JIUI] C HApYyIIeHNUEeM TOJePAHTHOCTU K TJIIO-
KO3€ M CaxapHbIM JuabeTOM BeJUYUHA OTHOCH-
TespHOTO prcka passuTtusg BCC cocraBuna 2,22 u
2,76 (P=0,05) cootBercTBenno [61]. Cxoxue gan-
Hble ObLi Tosrydensl B ABcrpun (OII1=4,2, 95%
JIN 1,39-12,81) [47]. Bo @pannun perpocriek-
TuBHBIN aHasms Oostee 18000 BCC mnokasas, uto
C/l asagercsa dakropom pucka BCC Tosbko y
gty ¢ UBC [62]. [IpociekTuBHBIE HCCTEIOBAHMS,
nposeziernbie B Qunsiaany u Bernkobpuranuu,
He TIOJITBEP/IUJIN TTOJI0sKkeHue 0 ToM, uto CJ1 aBiis-
eTcst HezaBucuMbIM ITpepiukTopom BCC [47, 62].

Namenenus na IKI. /lenpeccus cermenta ST
n u3MeHeHus T-BOJIHBI SBJSAIOTCS WHGOPMATUB-
wbiMu B uarnoctuke MUBC un TJIJK. CymectByer
B3aUMOCBS3b MeEXKIY Jernpeccueii cermenta ST ¢
M3MEHEHUSIMU BOJTHBI T 1 BHICOKUM PUCKOM Pa3BU-
THSI CePAEYHO-COCYIMCTON cMepTH. B yactHOCTH, B
benbrun anamz KT 9117 my:kunH U JKeHINH, Yy
KOTOPBIX B aHaMHe3e He ObLIO YKa3aHWil Ha ATN30-

14 KnnHnyeckas npaktvika Ne4, 2012

http://clinpractice.ru



Kaunngeckue pexomenzaruu

JIbI CTeHOKapauu uim neperecenubiii OIM, noka-
3aJ1, uTo unemudeckre nsmenenus: Ha KT Obuu
BbIsIBJIEHDI Y 8,4% MmyxkunH u 10,6% xentmn. [Toc-
Jie TIPOBe/ICHUsT MepOIIPUSATHIL B OTHOIIEHUN KOP-
PeKIuu Ipyrux (pakTopoB PHUCKa CEPAEYHO-COCY-
JIMCTHIX 3200JIEBaHIIT OTHOCUTEILHBIN PUCK PAa3BU-
THUS CEP/IETHO-COCYIUCTON CMEPTHOCTU Y MYKUYMH
cocraBua 2,45 (95% AN 1,70-3,53) u 2,16 (95%
TN 1,30-3,58) y sxennun [63]. DTu naHHbIe TaKKe
OBbLIM TOATBEPIKICHBI PSAIOM JIPYTUX HCCIEI0BaA-
Huii [64]. lns mpornosupoBanus passutust BCC
MeeT 3HaYeHre yBeJInueHNe BeJTMUNHbI NHTePBa-
ga QT wnmm ero pucnepcus. AHAIN3 IaHHBIX TTOMY-
JISTIMOHHBIX MCCIIe/IOBAHNI TTOKA3aJ, YTO yBeJnde-
Huie naTepBaia QT MOKeT OBITh TAKKe CBSI3AHO CO
crpykrypHo# maronorueit cepana (IJIK). Bemm-
yuHa nHTepBasia QT> 420 Mc gaBisgercd nMpeanKTo-
pom BCC [65, 66]. YoenurenbHbIX JaHHBIX O TOM,
yTO pucnepcust untepsasa QT sBssgercs nmpeauk-
topom BCC, nosyueno He 66110 [66-68].

Crparudukanusa pucka pazsurusa BCC

B 1984 1. Bigger J.T. Bbiiesin hakTopsl, OTIpe-
JIeJISToNe BeposiTHOCTHBIN puck passutusg BCC
B TeueHue KayeHaapuoro roja (tabsiuma. V.1). B
HaIINX PEKOMEH/IAIUSX 9T (DaKTOPbI pacCcMaTpu-
BaloTCA Kak OCHOBHbIe. OHU MCITOIB30BAIUCH KaK
KPUTEPUHU BKJIIOYEHUS B UCCJIEI0BAHUS 110 OlleHKe
a(pdexTUBHOCTH MMIJIAHTUPYEMBIX KapAuoBep-
tepos-nedudpussitopos (MUK/I) mist npoduiax-
tuku BCC [24-26, 30-34].

Peamuzarusa BCC mpoucxoaut mo aputMudec-

KOMY MeXaHU3MY, W CJIeJIOBATEIbHO, BbISBJIECHUE
TOTO WJIM MHOTO BU/Ia HAPYIIEHUI PUTMa U TIPOBO-
JTMMOCTH CEP/IIIA Y KaXK/I0TO KOHKPETHOTO TTallieH-
ta Oy/er TpeboBaTh MX MPOTHOCTUYECKON OIEHKH
B otHomeanu pucka BCC. B aToii cB131 3acyKu-
BaeT BHUMaHUS CTPAaTU(UKAINS PUCKA PA3BUTUS
BCC y nanuenToB ¢ HapylUIeHUsIMUA pUTMa U IIpo-
BOJIUMOCTH CepJIlla BHE 3aBUCUMOCTU OT HATTMYUS
WJIW OTCYTCTBUS CTPYKTYPHOI TATOJIOTUU CEPITIa,
npepnoxentas R. Fogoros [69] (rabiuma V.2).
ITa KiraccuuKaIys, Ha Halll B3TJIsI/l, BHOCUT OII-
penesIeHHOCTh B MPe/ICTaBIeHNE O KU3HEYTPOsKa-
IONMX HApYIIEHUSAX pUTMa cepiua. Takum obpa-
30M, TIPE/ICTABJISIETCS] BO3MOKHBIM OIPEIETUTHCS
CO 3JIOKQUeCTBEHHBIM Te€YEHNEM aPUTMUK HE TOJIb-
KO Ha OCHOBAaHUU €€ BbIPAKEHHOW TeMOIuHaMU-
YeCKOW 3HAYMMOCTH, HO U Oa3UpPysiCh Ha ee DJIEKT-
pokapauorpapuueckoM opTpeTe.

MerTozpl UccieI0BaHusl, HEOOXOUMbIE ISk
crpatuduxanuu pucka BCC

Omnpenenenne pucka pazsutusg BCC ocHoBano
Ha KJIMHUYECKOU OlleHKe IallieHTa, BKII0Yaloiein
B cebs1 JaHHbIe aHaMHe3a, (PU3UKaIbHOTO OCMOTPa
U Pe3yJIbTaThl, IPOBEAEHHBIX MHCTPYMEHTATIBHBIX
HccaeIoBaHn.

B ra6uuie V.3 npejcrasieH mepedeHb OCHOB-
HBIX MHCTPYMEHTAJbHBIX ¥ JIaOOPAaTOPHBIX HC-
CJIeJIOBAHUI, BBITIOJTHEHNE KOTOPBIX HEOOXOIMMO
st onpenenennst pucka BCC, a Takke Kjacchl
MOKa3aHUl K WX MPOBEIEHUIO U YPOBHU /TOKa3a-
TeJTbHOCTH.

Tabnuua V.1.

Puck pazsutusa BCC (o Bigger JT, 1984)

Tpymms1 pucka Puck pa3BuTu§0];§C B TEKYyIlleM
Ipynna ymepennoeo pucka

OUM B anamuese wiu OB Hxe 40% 5%

OUM+®B nuxe 40% v OUM + gacras KD win @B vuxke 40% + KD 10%

OUM + OB Huxe 40% + KD 15%

Ipynna evicoroeo pucka

nalueHThl, nepexusiinre BCC 30-50%

KT + cunkore 30-50%

KT + MUHUMAaJIbHBIE KIIMHAYECKUE MPOSIBJICHUS 20-30%

[Npumedarme: OMIM — octpeiii uH$papkT mrokapaa; PB — ppakums BeGpoca nesoro xenyaouka; X3 — xenyno4kosas SKCTPACUCTONMS;

BCC - sresanHas cepaeuras cmepts; X — xenyoukosast Taxukapams.
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Tabnuya V.2.
Puck BHe3amHoOIi cep/ieyHOli CMEPTH y MAIMEeHTOB ¢ HapYIIEeHUSIMH PUTMa M MPOBOJAMMOCTH Ccep/la
(mo R.Fogoros, 2006)

Bricokuii prck CpenHuii puck Huskuii puck
1. OUOPUIIIALINS KETYIOIKOB 1. KenynoukoBasi 3KTONUS Ha

¢doHe CTPYKTYPHOU MaTOJIOTHH 1. I1pencepmHast 3KTOIHS
2. XKenynmouykoBast TaxuKapaust cepaua

2. KenymoukoBasi 9KTomus 6e3
3. AB-6nokana III cT. ¢ HU3KoOI 2. AB-6nokana II cT. CTPYKTYPHOI MaTOJOTUU cepaLia
YaCTOTOM 3aMeIaloNIero puTMa

3. AB-6nokana Il cT. ¢ 3. CymnpaBeHTPUKYJISIpHbIE
4. Cungpom WPW ¢ aIeKBaTHOM YacTOTOM TaXuKapauu
aHTEePOrpaaHbIM MPOBEACHNEM TTIO|  3aMeIaloIIero puTMa
JIABC Ha ¢oHe pubpuassunm 4. AB-6nokapa I ct.
npencepaui 4. OuOPpWILISALIMS TIPEICePaniA

Mpumeyarme: JABC - gobasouHoe atproseHTpukynspHoe coeauterne; WPW — Bonsg-Napkurcon-Yarit, AB — atprosentpukynspHas

Tabnuya V.3.
HNucTpyMeHTadbHbIE HCCIE0BAaHUS,
NpoBe/IeHHe KOTOPBIX MOKET ObITh He0OX0MMO /tst crpaTudukanun pucka BCC

Kitacc YpoBeHb

HccnenoBanue KommenTtapuu .
MOKa3aHUli | 10Ka3aTeJIbHOCTH

DnexTpokaparorpadus:

TO3BOJISIET BBISIBUTH BPOXICHHBIE aHOMAJIMU, CBSI-
3aHHbIE C BBICOKMM prckoM pa3Butus BCC (Hanpu-
Mep, CUHIPOM yITMHeHHOoTo uHTepBaia QT, cuHma-
12 omeedenuii poMm ykopoueHHoro nHtepBana QT, cunapom bpyra-
nosepxrnocmuoit IKI' na, AIITXK), a takke onpeneauTs uHbie DKI'-kpu-
Tepuu (HampuMep, TPU3HAKU 3SIEKTPOIUTHBIX
pPacCTpONCTB, HAPYIIEHMsI IPOBOIMMOCTH B CUCTEME
Tuca-Ilypkunse, npusHaku [JI2K).

MOKA3aHO MAalUMEeHTaM C apUTMHUYECKOH cuMITOMa-
TUKOM, YTOOBI ONPENEIUTh, BbI3BAHA JIM OHA ApUT- I B
Xoameposckoe MUSAMM MOTEHLHUAIBHO YIPOXKAIOIIUMM XHU3HM Ma-

Monumopuposanue HKI' | 1WMeHTa (M. Tad. V.2)

Moka3zaHo TauyeHTaM ¢ HaimuneMm KD Ha DKI B
OTCYTCTBUM KAKMX-JIMOO MHBIX CUMIITOMOB

PEKOMEHIOBAaHbI B3POCJ/IBIM IALIMEHTaM, UMEIOLIUM
daxropsl pucka pazsButusg MBC n cumnromaTuxy, 1 B
KOTOpasi, BO3MOXHO, CBsI3aHa C apUTMUSIMU

ITOKa3aHbI MMalleHTaM ¢ Bepu(pUIIMPOBAHHBIMU pa-
Hee WM mpenrnosnaraeMbiMu KA, BO3HMKAIOIIMMU
Hazpysounbie npobo. Ha ¢oHe (U3MYECKOI Harpy3KH, BKJIIOUasl KaTexo- I B
namuH3aBucumMyto KT, mis1 yupexxaeHus [uardosa u
oIpeieNIeHNs] KIIMHUIECKOM 3HAYMMOCTH TaxuKap-
AW IIJIST TallieHTa

MoKa3aHbl TMalMeHTaM CpPEIHEero U CTaplliero
Bo3pacTta ¢ HaiquyueM KO Ha OKI B orcyrcTBuUe ITb C
KaKUX-JTM0O0 WHBIX CUMIITOMOB.
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Tabnuya V.3. (npodomkeHue)

WccnenoBanue

KomMmeHnTapuu

Kitacc
TOKa3aHui

VYpoBeHb

J0Ka3aTCJIbHOCTU

Hmnaanmupyemoie
3anucvlgaroujue
ycmpoiicmea

WMIUTIaHTAIMST TTOKa3aHa MallMeHTaM CO cJ1abo BbIpaXKeH-
HOW CHMNTOMATUKOM, KOTOpasi, BO3MOXHO, CBsI3aHa C
ApUTMUSIMU, HapuMep, B ciayyae 0OMOPOYHBIX COCTOSI-
Huii (OC), ecnu nMpu MOMOIIU OOBIYHOTO TUATHOCTUYEC-
koro DKT'-uccnenoBanusi HEBO3MOXHO YCTAHOBUTD TIPU -
YUHHO-CJIEICTBEHHYIO B3aUMOCBSI3b MEXX/y HapyllIeHueM
pUTMa cepaLa M pa3sBUTUEM CUMIITOMATUKA

Dxo
Kapauorpadus

MMOKa3aHa TALMEHTaM C ITOJO3PEHMEM Ha CTPYKTYPHYIO
TaTOJIOTUIO ceparia

ToKa3aHa MmalueHTaM ¢ BBICOKUM puckoMm paszsutusi BCC
n kapauomuonatusmu (AKMII, T'KMII, AIIIX),
MOCTUH(hAPKTHBIM KapAMOCKIEPO30M U POJCTBEHHUKAM
MalMEeHTOB C HACJIEICTBEHHBIMU 3a00JIEBAHUSIMU, acCO-
LIMMPOBaHHBIMU C puckoM pa3Butus BCC.

Harpy304HoOe TECTUPOBaHUE C BO3MOXKHOCTHIO Dxo-KI'-
BU3yallu3allMi [JIs BBISIBICHUS 0e300J1eBoil (hopMBbl
UIIEeMUM MMOKapJa peKOMEHIOBaHbI ManueHTaM ¢ KA,
¢ yMepeHHbIM puckoM paszButus MBC, mnonayyamommnm
cepleuHble MKo3uabl; nauueHTaM ¢ IJI2K; mauueHTam
¢ nmemnpeccueii cermeHTa ST B mokoe Ooiee 1 MM;
nauueHTaM ¢ cuHapoMoM WPW wunu npu Haauuuun
npusHakoB BJIHIIT.

Ox0-KI' ¢ dapmakomornyeckoit Harpy3koit peKOMeHIy-
eTcsI IS BBISIBIICHUs 6€30071eBol (pOpMBI UIIEMUNT MHO-
Kapia y TalMEeHTOB C YMEPEHHBIM PUCKOM DPa3BUTHUS
UBC, kotopble (U3MYECKU HE CMOCOOHBI BBIMOJIHUTH
Harpy304Hylo mpooy

Menuko-
TreHEeTUYECKOe
KOHCYJIETUPOBaHNE
U T€HETUUECKOE
TeCTUPOBaHUE
(IHK-
JIMarHOCTUKA).

HanpaBﬂeHo Ha BBISIBJICHUE l/I/I/lJll/l YTOYHCHUEC JUarHo3a
HacJIeCTBEHHOTO 3a00J1eBaHuUS.

BxrouaeT oo6cykneHre ¢ MauueHTOM U/WIN YIeHaMU eTo
ceMbM MH(pOpPMALIMU O HACJeACTBEHHO MpUpoe 3a00J1e-
BaHUsI, TUIIE HACJETOBaHUS, OLIEHKE PHUCKA ITOBTOPHOTO
poxXneHus pedbeHKa ¢ 3a00IeBaHMEM WM pUCKa Ieperadun
3a00JieBaHUS MOTOMKaM. [IpemocraBieHne nHGOPMALIIT
0 eCTECTBEHHOM Te4YeHUU 3a00JeBaHMs, creuupruIecKux
daxkTopax pHcKa, BO3MOXHBIX Mepax TNpoGUIAKTUKHU,
JIeYeHUs] W/WIW TOAJEPXKUBAIOIICH Teparnuu, a Takxke O
BBIOOPE BO3MOXKHBIX PEMTPOIYKTUBHBIX CTPATETHIA.

PCKOMCHﬂ,yCTCH BCEM OOJIbHBIM U UX POACTBEHHUKAM C
CEMEUHBIMU 33.60J'[€B3.HI/I$IMI/I, n OO0J2KHO BKJIKOYaTb
O6CY)KI[CHI/IC BO3MOXHOCTEM IPOBCACHUA KIMHUYCCKOTO
O6CJ'[C}IOB3HI/ISI, IPpEUMYIIECTB U PUCKOB I'€HCTUYCCKOI'O
TECTUPOBAHMUSA.

MarHuTHo-
pe30oHaHCHast
ToMorpabus
(MPT),
KOMITbIOTEpHOM
tomorpadpuu (KT)
cepaua

nokasaHa nanueHtam ¢ 2KA B Tex ciyvasx, korga OxoKI'
HEe TI03BOJISIET TOYHO oueHUTh (yHkuuioo JIZK u TTK
1/WIIHA BBISIBUTH UX CTPYKTYPHBIC M3MEHEHUS.

I1a
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I/IHCprMeHTaJIbeIe HcciaeaoBanus,

Tabnuua V.3. (npodomkeHue)

npoBe/eHHe KOTOPBIX MO3KET ObITh HE0OX0AUMO s cTpatudukaiuu pucka BCC

Kuacc YpoBeHb
WUccnenoBanue KommenTtapuu .
ITOKa3aHUM | 10Ka3aTCJIbHOCTU
nokasaHa nauveHtam ¢ MbC u yrpoxaromumu XU3HU
Koponaporpadus | KA (Bbicokuii u cpeanuit puck BCC, cm. Taba. V.2), a | C
TAKXKC JIMIaM, IICPCXKMBIINM Cepﬂe‘IHbeI apecT
DHIoDPU ¢ ucnosbzoBaHUEM (HapMaKOJIOTHUYECKUX
CpEacCTB MO?KCT OBITH MCIIOJBb30BAHO I OHEHKU KJtacchl MOKa3aHUil 1 YPOBHU
SHHOKapﬂHaﬂbHOC KJ'[I/IHI/I‘]ISC(EEEOI/I 3HAYUMOCTHU apUTMUU U CTpaTI/Iq)I/IKaHI/II/I JI0KA3aTeNbHOCTH OTPEIeIsi-
QJICKTPO- pucka : I0TCA B KaXXK10M KOHKPETHOM
¢usnonoruieckoe DHroDDU TakKe UCMOMb3YETCs! 1151 MHAYKLUMU 1 Bepu- | TAHUICCKOM Clydac u
chneﬂggfgne dukarmu KT, koHTposst abdekTnBHOCTH HazHadeHHONH | 1 pemaMeHIT)pr}OTCH anuo-
(Bnn0 ) AAT, mipoBeIcHHO# KaTeTepHOI aOJsIuK, OIpeacIeHUs I];a[—J[TSIX)%IiI | CK%'[eHﬂaHHHMH
pucka passutus KT unu BCC, B nmarHoctuke ooMopo- L [70].
KOB, JJIs1 OTIpeJesieHusI moKa3aHuii K uMrutantauuu MKJI.
[Npumedanme: ALK — aputmorenHas aucnnasus npasoro xenygodxka; [JDK — runeprpogus nesoro xenynodxka; X2 — xenynodkosas
skctpacuctomms; KA - xenygoukosas aputmus;, IKMIT - aunataumonHas kapamommonatus; [KMIT - runeptpoguyeckas kaparommonatms;
BJIHII — 6nokaga nesovi Hoxku nydka [vca; MK - umnnaxtupyemsivi kapanoseptep-aedubpunnatop; IxoKl — axokapanorpadus;
BHOA - Bcepoceurickoe HayuHoe obLiecTso apuTmonoros.

VI. MIPO®UJIAKTUKA BCC

[Ipocpunaktuka BCC — 310 KOMILIEKC MEPOII-
pUATHH, TTPOBOIUMBIX C TEJbIO MPEYTPEKICHUS
WJIN yMeHbllleHusd BepositHocTH paszButug BCC,
KOTOPBINT OCYIIECTBJISIETCS Y JIWII, TePEKUBIINX
cep/ieuHbIil apecT (BTOpUYHAs TPODUITAKTUKA),
WJIA y TIAIHEHTOB Oe3 9MN30/I0B CEPIEYHOTO apecTa
B aHaMHe3e, HO MMeoNnX (haKTOPhI PUCKa Pa3BU-
tug BCC (mepBuunas mpodunaktuka). IIpodpu-
nakTrka pricka BCC mo/rkHa BKIIOYaTh B ceOst MO-
nuduranmio GakTopoB pUCcKa pasBUTHSI 3200/1€Ba-
HUI, a TakKe TPOBe/eHNe aJeKBaTHOTO MeIuKa-
MEHTO3HOTO JIeYeHUS] OCHOBHOW U COITyTCTBYIOMIEH
natosornn. CoBpemenHast addexruBHas 1podu-
gaktka BCC ocHoBaHa Ha KOMILJIEKCHOM TIOJIXO-
Jie, BKJIIOYaronieM B cebst IpUMeHEHNe MeIKaMeH-
TO3HBIX, UHTEPBEHITMOHHBIX U XUPYPTUUECKUX Me-
tonoB npodunaktukuy BCC. O6beM IPOBOAUMBIX
POGUIAKTHYECKUX MEPONPUSTUAN OYIeT orpejie-
JIATHCS B 3aBUCUMOCTH OT TOTO, K KAaKOW KaTeropuu
Oy/IeT OTHECEH KayK/Iblil KOHKPETHBIN TTAIMEHT.

MeaukaMeHTO3HbIE METOIbI

Wcnonmb3oBanne pa3iMIHbIX TPYII MeIUKa-
MEHTO3HBIX CPEJICTB C TeJThIO IEPBUYHOM UJIN BTO-
puunoit npopunakTuku BCC umeeT pa3imunbliii
KJIacC TMOKa3aHWN W yPOBEHb /0KA3aTEIbHOCTH, U
oTIpeiesiIeTcsT HO30J0THYecKol (HOPMON OCHOB-
noro 3abonesanust, @K XCH, cocrossnueM cucro-
Juyeckoil (yHkmumn muokapaa JIJK, xkinmHUYec-

KON CHUMIITOMATUKOM, XapaKTepoM HapylleHui
putMa. C 9TOil 11eJThI0 MOTYT MCIIOJIb30BAThCS KaK
Tperaparbl, OTHOCSAIINECS K CPENCTBAM JIEUeHUs
OCHOBHOTO 3a00JIeBaHUsI, TaK W aHTHAPUTMUYEC-
kue nipeniapatbl (AAIL).
Bera-aapenooiaokaropsl. IlosoxkureabHoe
BausgHue Gera-6mokatopos (BB) u ux pasuoob-
pasubie 3 GEKTH XOPOIIO M3y4eHbl B 9KCIIEPH-
MeHTaX W B KJIWHWKe. AHTHAPUTMUYECKHIH 3-
dekT Gera-0JI0KaTOPOB CBSA3BIBAIOT KaK C UX aH-
TUUIIEMUYECKUM JIEMCTBUEM, TaK U CO CHUXKEHU-
eM CUMIIaTHYecKOl akTuBHOCTH. MeTa-ananus 25
MCCIeIOBAHUI, KacalONIMXCsl OIEHKU BJIUSTHUS
JIAHHBIX TIPErapaToB Ha BBIKUBAEMOCTb Yy TOCT-
UHMaPKTHBIX OOJBHBIX, BKJIIOYABIIUN ITOYTH
25000 mamuenToB, BBIABWJI, UTO HazHadyeHUe Oe-
Ta-0JI0KATOPOB COMPOBOKIAETCS yYBEJTMYEHUEM
BBIKMBAEMOCTH, CHIKEHUEM OOIIel U cepaedHo-
COCYIICTOM JIETAJIBHOCTH, a TakyKe YMEHbIeHU-
em vactoTsl passutnsg BCC [71]. Ilomoxuresnn-
Hble a(dekTsl Oera-610KaTOpPOB B OTHOIIEHHUH
KA u BCC rakke jmokasaHbl U JJis1 GOJBHBIX C
XCH wumemMnuueckolt 1 HEUIIEMUYECKOH TTPUPO-
et (JAKMII, TKMII, cunngpomMoM yajamHEHHOTO
QT, karexoJaMUHEPTUYECKOU TMMOJIUMOPGHOI
KT, AIILK, aoprambibiM creHozom) [72-73].
IIpeumytectBo bbb 3akstouaercs Takixke B TOM,
YTO UX MOXKHO couetarthb ¢ apyrumu AAIIL B yact-
HOCTH — ¢ amMuogapoHoMm. [76]. Bei6op 6era-6J10-
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KaTopa M MOAXO/bl K TUTPOBAHUIO /103 OTIPE/Ieis -
I0TCSI OCHOBHBIM 3a60JIeBaHUEM, KOTOPOE NMEET-
cs1 'y 6osproro (nepenecenusiii OMUM, XCH, AT
u apyrue). Takum o6pasom, Oeta-610KaTOPbI SIB-
JIsTIoTCs 3 GEKTUBHBIM M, TIPU HAAJEKAIIEM OT-
60pe OOJIBHBIX U MOAX0/aX K Moab0py /103, Oe30-
MACHBIMY CPEICTBAMU, MMEIT CaMyi0 OOJIBIITYIO
JIOKa3aTelbHyl0 0a3y W B HACTOSIIEE BPeMs
JIOJKHBI pacCMaTPUBAThCS B KayecTBe Tpemnapa-
TOB TIEPBOM JIMHUM JIJIsI TPOBECHUS IIEPBUYHON 1
Bropuunoii npopuraktuku BCC (1, A) [4, 12].
Nuru6utopsl AIID u 610KaTOPbl aHTHOTEH-
3WHOBBIX pernentopoB. [lonoxurenbHoe BIussHIE
unrn6uropos AIID nHa reuernne BC xopoino us-
BECTHBI. DTU TIPENapaThl BJAUIIOT HA JIeKTPOdu-
3UOJIOTMYECKUE TIPOIEeCChl B MUOKapje, BO3/IEH-
ctBy4 Ha (pynkmio K- u Ca-kaHasoB, a Takxe yBe-
JMYUBAIOT PedPaKTEPHOCTb W PENOJISTPU3AIIIO
MUOKap/ia JKeTyI0UKOB, TIPEAYTpesKIas pa3BUTHeE
APUTMUIT 110 MEXAHU3MY pe-eHmpu, Y OOJbHBIX ¢
XCH u @OJK urremuueckoro renesa. AHTUAPUTMU-
veckoe netictBue nAIID rtakke 00bsICHsIETCS UX
VTHETAIONUM JIeiCTBUEM Ha CHUMIATUYeCKYTO
HepBHYIO cucteMy. OHM HHIUOUPYIOT IIUPKYJIUPY-
T0TMe KaTeXOJAMUHbBI ¥ aHTMOTEH3WH-2, TIOBBITIA-
I0T YPOBEHDb KaJivisi B KPOBU. B HECKOJIBKUX pabo-
Tax ObLIO MOKazaHo, yto MAIID mosbimaOT
YyBCTBUTEJBHOCTh Oapopediiekca U YJIydIlaroT
nokazarenu BCP. Haxoner, anTuapuTMudecKuii
apdext nAITD MoxkeT 0OBACHATHCS TPOTUBOBOC-
MAJIUTEJNbHBIMUA CBOMCTBAMU M YMEHBIIIEHUEM BbI-
PaKEHHOCTH TIPOIECCOB MOCTUH(APKTHOTO PEMO-
JIeTMPOBaHUST MUOKap/ia Ha (hOHe UX TPUMEHEHMS.
JlokazaTesmbCTBa TMOJIOKUTENBHOTO BIUSTHUS
nAIID Ha BBIKUBAEMOCTh GOJIBHBIX, IEPEHECIINX
OMM, a taxxke Ha OOJIBHBIX C CEPIAEYHOI HeI0CTa-
TOYHOCTBIO KaK WITEMUYECKON, TaK U HEUIeMu-
4eCKOW TIPUPO/IBI TIOJyYeHbI B OOJIBIIOM KOJIHMYe-
CTBe KJIMHWYECKUX MCCJE/IOBAaHUM, TTOKA3aBIINX,
yro HATIM K0CTOBEPHO CHIZKAIOT OOIIYIO U cep-
JIEYHO-COCYIMCTYIO JIETAJIBHOCTD y JIAHHOW KaTero-
pun nanuenTtos [77-82]. Oxnako, B oTiuue Ot
6eTa-6JI0KaTOPOB, B OOJIBIINHCTBE ATUX KIMHUYEC-
kux ucnbitannii BCC B kauecTBe KOHEYHON TOYKH
He paccMaTpuBaiach. VICKIOUeHMEM SBISETCS
panjgomusupoBanHoe uccienoBanne TRACE, B
KOTOPOM M3y4YaJioCh BJIWSHUE TPAHIOJANPUIA HA
BCC, rae 6bLT MOKa3aH €ro MOJ0KUTEIbHBIN 9(-
(exr [82]. Caenyer 3ameTutThb, 4YTO BepuduKaIms
MexaHu3ma cMepTr, ocobenno mpu BCC, mpes-
CTaBJISIeT U3BECTHbIE TPYAHOCTH, OCOOEHHO — B
KJIWHAYECKUX WCCIEOBAHUAX, KOTJA CJIydyan
CMEePTH, KaK TIPABUJIO, OIIEHWBAIOTCI PETPOCIIEK-

TUBHO. BMecTe ¢ TeM, He BBI3BIBA€T COMHEHUIT TOT
(daxr, uTo mouTH nosoBuHa GoabHbix VIBC, B 0co-
6ennoctu Jwmia, neperecmme OVIM, morubaror
BHe3amHO. OUeBU/THO, MBI IMEEM TIPABO IKCTPATIO-
JIUPOBATh TMOJydeHHbIE yOeTUTeIbHbIE PE3yJIbTa-
ThI 0 CHUKeHuu ¢ nmomolnbio HATTD ceppeuno-co-
cymuctoii setasbroctn 1 Ha BCC. TloaTBepxme-
HUEM BBITIIECKA3aHHOMY SBJISIETCST KPYTTHBIN MeTa-
aramu3 [80], 1esb0 KOToporo ObLIa OLeHKa BJIUS-
nust uAII® na puck passutusi BCC. PesyibraTsr
9TOTO aHajn3a, BKJo4Yasirero gannbie 15104 ma-
IIMEHTOB, MPUHUMaBIINX yyacTue B 30 nccienona-
HusAX (U3 HUX 15 ObLIN cJIenble, paHIOMU3UPOBaH-
Hble, IJ1a1e60-KOHTPOIMPYeMble), MOKa3alu, YTo
naznauenre MAII®D nanmeHTam, mepeHeCHTUM
M, compoBOKIAETCS yMEHbIIEHUEM OOIIel u
CEepIeYHO-COCYIUCTOM CMEPTHOCTH, TIPU 9TOM Yac-
tora pasButuss BCC cumkaercss Ha 20% (2356
ciryyaeB cMepTH, 3 Hux BHesarmHoi — 900). B cBs-
31 ¢ 9TUM, rtostoxkenne 00 achdexrurocTr UATID
st ipoduaktTuku BCC 'y GOJBHBIX, TepeHec-
mux UM, u marmuentoB ¢ XCH (cucronmmaeckoit
MuchyHKINE) TPUCYTCTBYET BO BCEX COBPEMEH-
HBIX OTEYECTBEHHBIX U 3apyOeKHBIX PEKOMEH/Ia-
nugx 1o npodunaktuke BCC 1 mmeeT caMblii BbI-
coKMil ypoBenb jiokazaresnbuoctu (I, A).

Yro kacaercsa JaHHBIX 00 9(h(HEKTUBHOCTH
uAIl® s npenynpexaeanss BCC y 60bHBIX ¢
COXpaHHOM (hyHKIIMEH JIeBOTO KeJTyI0uKa, TO UH-
(hopmaruu Ha 3Ty TEeMy CYIIECTBEHHO MEHBIIIE.
NwmeroTcst pe3ysbTaThl HECKOJTBKUX MCCJIEI0BA-
nuit (HOPE, EUROPA), mokazaBmmx mpenmy-
MecTBa TaKUX TIPENapaToB, KAk PAaMUTIPUI 1 Tie-
PUHIONIPUJ B OTHOIeHUH Tipefotspaiierns BCC
y OOJIBHBIX C BBICOKMM PHCKOM PA3BUTHUS CEPIed-
HO-COCYZIUCTBIX ocyoxkHeHuit [78, 79]. Caemyer
OTMETUTH, 4TO B 3TUX ucciaenopanusx BCC me
paccMaTpuBajiach B KauyecTBE CaMOCTOSITETbHOM
KOHEUYHOM TOYKM. TeM He MeHee, Ha3HaueHUeE
uAII® pexomenaytorcest 6ompabiM XCH ¢ co-
XpaHHOU (DYHKIIMElT JIEBOTO JKENTyJ0UKa, TaK Kak
NpeynpekaaeT pa3BUTHE U TIPOTPECCUPOBAHNE
XCH (IIa, B) .

Taxkum o6pazom, HATID Takke BXOAAT B IPYII-
Iy [PerapaToB, HEOOXOUMBbIX JIJIst TIPO(DUIAKTH-
ku BCC, npexie Bcero, y mocTHHMDAPKTHBIX 00JTb-
HBIX M TaIlMEHTOB C CEPAEYHON HeI0CTaTou-
HOCTBIO.

Yro kacaercst 6JOKATOPOB aHTMOTEH3WHOBbIX
PEIeNTOPOB, TO B IJIAaHE CHUKEHUS CMEPTHOCTU
npu XCH nokasarenbHas 6a3a nx a(hGeKTuBHOC-
T Menbie yeM y nAIID. M3BecTHBI MOTOKM-
TeJTbHBIE PE3YJIBTAThl CHUKEHUS PUCKA CEPAEYHO-
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cocyaucToil cmeptHocTi y GosbHbIX ¢ XCH, 110~
JIy4aBIIMX BaJcapTaH U Jio3apTaH. B mccienosa-
Hun CHARM [83] npencraButesb TOM TPYTIIIBI
npenapaTtoB xaudecapman 'y nannerToB ¢ XCH n
CHUZKEHHOU CUCTONTMYecKON (DyHKIIMeH MIOKapa
JIJK nokasan BwipaskeHHY 23(hGhEKTUBHOCTD B
YMEHBIIEHUN TOKa3aTesJeli CMepTHOCTH OT cep-
JEIHO-COCYIUCTBIX TPUYNH U XapaKTePUCTHUK
BHe3amHoi cMepTHOCTH (15% — CHUIKEHNE PHCKa,
p=0,036). [ToaTomy, TTO-BUIUMOMY, B HACTOSIIEE
BpeMs KaHecapTaH MOXKET MCIOJIb30BAThCS IS
npodunaktikn BCC y 6ospabix XCH 1 cHUsKeH-
noit @B JIJK, napasue ¢ nAII®. B oTHOMIEHNN
npexnynpexaennss BCC ¢ momomnipio 6J10KaTOPOB
AHTMOTEH3UHOBBIX PEIENTOPOB Y OOJBHBIX C CO-
xparHoit ¢yukiueii JIZK B Hactogiee BpeMs oT-
CYTCTBYIOT YO€IUTEIbHbIE TAHHBIE.
AHTaroHucTsl aapaocTepoHa. PeTpocrnekTus-
HBIA aHaim3 uccaegoBanusg SOLVD (6797 6ob-
HBIX, 424 ciydast cMepTH) TIPOJEMOHCTPHUPOBAT
B3aMMOCBSI3b MEX/y TPUMEHEHUEM UypPEeTUKOB
npu XCH u puckom BCC. IIpuuem, mpu nucmoss-
30BaHUM KAJIHIICOEPEraIONX IYPETUKOB, KaK OT-
JIeJTbHO, TaK ¥ B KOMOUHAIUHY C IPYTHMHU MOYETOH-
HBIMU, TaKash B3aUMOCBS3b HE IPOCJIEKUBAIACH.
Uccnenosarne RALES (1663 60sbHBIX) ObLIO
IPEKPAIeHo J0CPOYHO, TaK KaK y GOJBHBIX C BbI-
paxxenHot XCH, npuHUMAaBINUX CIIUPOHOJIAKTOH,
0 CPaBHEHUIO € OOJBLHBIMU, HCIOJIH30BABITMMU
TeT/IEeBbIe JNYPETHKH, Yepe3 2 roja HabJIOeH s
OBLITM JIOCTOBEPHO HIYDKE MOKasaTesn ofIeit Jie-
tagbHOCTH (35% mipotus 46%) u BCC (10% mpo-
tuB 13%). [Ipu 9TOM CyIiiecTBEHHOTO YMEHbIEH M
YACTOTHI BBISIBIIEHUS JKEJTyTOYKOBBIX aPUTMHH OT-
MedeHo He Ob1710 [84]. [Tokazano, 4T0 2/IEKTPOSIUT-
HbIe HAapYIeHNs, BO3HUKAIOIINE MPU Ha3HAUeHUN
HeKaTnicOeperaoInx ANyPETUKOB, MOTYT CIIOCO-
6CTBOBATH Pa3BUTUIO (haTaIbHBIX aPUTMUH, TOT/A
KaK aHTarOHUCTBI AJTbIOCTEPOHA, BEPOSITHO, UTPa-
0T IPOTEKTUBHYIO POJib. B fasbHeiieM ObLI0 110-
Ka3aHo, 4TO aHTUAPUTMUYECKUH 3((heKT AaHHBIX
npernaparoB OoJiee cIokeH. Biiokaza anbaocrepo-
HOBBIX PElEeNTOPOB MOMUMO COXPAaHEHUS Kalus 1
MarHus IPUBONT K YCTPAHEHHIO CUCTEMHOIT Ba3o-
KOHCTPUKIINH, TIPEAYINPEKIAET CTUMYJISIIUIO 00-
pas3oBaHUsI KoJLTareHa u pasputue (pubposa B MHO-
Kap/ie, a TakKe OKa3bIBaeT BJMSHUE HA aBTOHOM-
HYI0O HEPBHYIO CHUCTEMY, SBJISIONIYIOCS aKTUBHBIM
YUaCTHUKOM apUTMOTeHe3a, yJIydInas TToKa3aTe
BCP u noBbIiast 9yBCTBUTENHLHOCTS Oapopediex-
ca [85, 86]. B mocsennue rojpl cTaau JAOCTYITHBI
pe3yJIbTaThl MPUMEHEHUsS HOBOTO AaHTarOHUCTA
aJIbIOCTEPOHA — BIIJIEPEHOHA, KOTOPbIE MOITBEPIK-

natoT 3(hheKTUBHOCTD ATOU TPYIIIHI MPETAPATOB B
cumkenun pucka BCC. CienoBaresibHo, A5 1Ipe-
nynpesxaernss BCC y 6ompabix ¢ XCH B cxemy Te-
panuy peKOMEH/IyeTCs BKJIYATh aHTarOHUCTBI
ampioctepona (I, A), mpuuem He TOJTBKO TIPU 3ac-
TOWHOW CEpAeYHON HEAOCTaTOYHOCTH, HO W TIpU
XCH II ©K [87].

AleTHICAINIIIOBAsT KUCJAOTa. YOeUTEeNbHO
JIOKA3aHO, YTO Ha3HAYEHWE aleTUJICATUIINIOBOM
KHUCJIOTBl MMeeT TIO3UTUBHOE 3HAYeHWe Kak [
TTEPBUYHOM, TaK ¥ JIJIsI BTOPUYHOHN TTPOPUIAKTUKI
KOPOHAPHBIX cOOBITHH. [TOMUMO J1e3arTperaHTHBIX
CBOWCTB, UMEET 3HAUEHUE MPOTUBOBOCIAIUTEh-
HOe JIeHiCTBYE TIpernapaTa, YTO0 YMEHbIIAEeT TTPOIeC-
Cbl PEMOJIEJINPOBAHUS B 3/I0POBBIX TKaHgX. Pert-
POCIIEKTUBHBIN aHATN3 Pe3yJIbTaTOB MCCJe/[0Ba-
arst SOLVD mnokasaut, uto y 6osbHbix ¢ XCH Has-
HaueHue aleTUJICATUIUIOBOIM KHUCIOThI Ha 24%
cHmzkano yactoty passutug BCC [88]. CornacHo
CYIIECTBYIOINM PEKOMEH/IAITNSM, TAaHHBIN TTpera-
paT BXOIUT B CTAHAAPTHI MTPO(PUIAKTUIECKOTO Jie-
YeHMs Kak y 60bHBIX, meperectmx OVIM, tak u y
HAIMEHTOB CO CTaOUJIbHOM CTEHOKapAueil U oCT-
pBbIM KOopoHapHBIM crHApoMoM (I, A).

Crarunbl. O630p JaHHBIX JTUTEPATYPHI CBHUJIE-
TEJIbCTBYET O CYIECTBEHHOM CHUKEHUU Cepjed-
HO-COCY/IMCTOM CMEPTHOCTU TIPU UCTIOJIb30BAHUS
craturoB y 6osbabix VUBC. B GosbuinacTBe 13
MMPOBeJIEHHBIX KanHndeckux wucnbitanuii BCC,
KaK OT/leJIbHAst KOHeYHas TOYKa, He OIeHUBAJIACh.
Tem He MeHee, B McCcIeIOBaHUH 4S TIPU TIpUMeEHe-
HUW CUMBACTaTUHA, HAPSAy C CYIIECTBEHHBIM
CHIKEHEM OOIIIell CMEPTHOCTH W CMEPTHOCTH OT
KOPOHApHOH 0GOJIe3HN Cep/Iila, OTMedYaiach TeH-
neHius K yMenbiiennio yactorsi BCC. Anasio-
IUYHBIE PE3YJIBTaThl ObLIU TIOJYYEeHBl B OTHOIIIE-
nuu npaBactatuna (LIPID). Kpymnubriii meta-ana-
Jm3, Brmodasiuii 90 000 nanreHToB, TPUHUMAB-
mux ydgactue B 14 paHIoMU3NPOBAHHBIX UCCIIE/0-
BaHusX, mposenennbrii 10 2005 roza, rokaszan ag-
(bexTuBHOCTD cTaTUHOB J71 TpodusakTuku BCC
y 6osbHbIX IBC [89]. TToaToMy B CyIIECTBYIOIUX
pexkomenganusx mo npodunakruke BCC ucrob-
30BaHue cTatuHOB y GosbHbIXx IBC npusHaercs
neo6xoaumbim (I, A) [4, 12, 90]. /st mpodunak-
TUKWA PA3BUTHS CEPAEYHO-COCYUCTHIX OCJIOKHE-
HUH Ha3HauyeHUe CTATUHOB PEKOMEHYETCS BCEM
GOJIbHBIM, OTHOCSIIIMMCS K TPYIIIE BBICOKOTO Cep-
JIETHO-COCYTUCTOTO prcKka. YTo KacaeTcst ipume-
HeHust cratnHOB i npodunaktukn BCC y na-
menToB ¢ XCH neunrieMuueckoil 9TUOJIOTUH, TO
JI0Ka3aTeIbHOM 0a3bl ISt ATON KaTeropuu 00JIb-
HBIX B HACTO4IIee BPEeMsI He CyIIeCTBYeT.

20 KnnHnyeckas npaktvika Ne4, 2012

http://clinpractice.ru



Kaunngeckue pexomenzaruu

Owmera-3-noJMHeHaChIIeHHbIE ;KUPHbIE KUC-
aotel (03-ITHIKK). Ilepsbie coobiienust 06 agh-
dexruBnoctn [THKK s npodumakrnku BCC
611 TosTyuensl B uccsenoBannn DART, kotopoe
MIPOIEMOHCTPUPOBAJIO, YTO Y JIUI, YIIOTPEOJIsiB-
MIUX JKUPHYIO PBIOY /[Ba pasa B HeIeNo 1 OoJiee,
HaOmoxanoch 30%-e CHUKEHNe 4acTOThl Cepied-
HO-COCY/IUCTOM JIETATbHOCTH, TTPEUMYTIECTBEHHO
3a cuet ymenblnenus ciaydaeB MJK.

B pasnbHeiiimem rumoresa OblLia IIpOBEpeHa B
OKCIIEPUMEHTAX Ha JKUBOTHBIX, U B YaCTHOCTH, ObI-
Jio mokazaHo, uto ®3-1THKK, ocHoBHBIE JKUpHbBIE
KHCJIOTBI, TIPUCYTCTBYIOMINE B KMPHOM pbiOe, OKa-
3BIBAIOT IPOTEKTUBHOE JEHCTBUE B OTHOIIEHUU
DJK. bBeumnm nsyueHbl MeXaHU3Mbl aHTHAPUTMU-
yeckoro aeiicteus ®3-1TH/KK, kortopsie 3akiio-
YaloTCs B TOM, UTO TIOCJIE/IHNE, B YCJIOBUSIX HIIIE-
MUU WJIN a[PEHEPTUIeCKOil CTUMYJISIIIUY, cTabu-
JIUBUPYIOT MeMOpaHy KapIHOMHUOIINTOB, BJIVSIST HA
paboTy HATPHUEBBIX, KaJIMEBBIX W KaJbIIEBBIX
MOHHBIX KaHa/IoB, gelictByst nmogobuo AAIL Ib
Kacca (MEKCUIIETHH-TIO00H0E JieficTBHIE), HO He
obJiajiast IPU HTOM MTPOAPUTMUUYECKUM U apUTMO-
renubiM addexramu. C anexTpodusnosornyec-
KOUW TOYKU 3pEeHUS 3alUTHOE /IeiCTBUE OT Ha3Ha-
yenuga ©3-ITHKK 3akaoyaerca B ToM, 4TO Ha
(hoHe UX IpUMeHeHUsT He0OXOoIMMa OOJTBIIIAst AMII-
JIUTY/Ia JIEKTPUIECKOTO HKCTPACTUMYJIA /IS WH-
NYKITUW «QPUTMUYECKOTO» MTOTEHITNAA 1eCTBIS,
a TakXe OTMeyaeTcsl yBeJIMYeHUe JJINTETbHOCTH
addexTuBHOTO pedpakTepHOro Mepruoa Kapmo-
MUOITUTOB, UTO TIPEAYTPEKIAET 3aMycK (aTaib-
HBIX apuTMuii, B ToMm uncie u OK [91].

[ToMrMO CypporaTHoro caboBBIPasKEHHOTO
aHTUApUTMUUYECKOTO ahdeKrTa, ITU TMpermapaThl
00J1a1al0T TIPOTUBOBOCIIAIUTEIBHBIM JEiCTBUEM,
CHIZKAIOT 06pasoBaHue KUCTOPOIHBIX PaIUKaIOB
U YMEHbINAT perep@y3noHHbIE OCI0KHEHUS,
MOBBINIAIOT CUHTE3 HHEPTUM B MUTOXOHIPUSIX,
YIIYUIIAIOT SHAOTETUATBHYTO0 (DYHKITUIO, CHIKAIOT
yPOBEHb TPOMOOKCAHAa M arperanuio TPoMOOIn-
ToB. B psize pabot nmokaszano, uto ®3-ITHKK yge-
sunanBaiot mapamerpsl @B JIJK u yayummaor mo-
kazatesin BCP, okasbiBast, TakuM 00pa3oM, MOJIH-
(putmpyronee BAMSHMS HA OCHOBHBIE I BTOPOCTE-
nennbie pakTopsl pucka BCC [92].

Y6enurenbHas pokaszaTeabHas 6a3a B OTHOIIIE-
Huu ©3-TTHKK 6bL1a nojydyeHa B ABYX KPYITHBIX
uccaenoBanusax. B uccneposanun GISSI-preven-
zione y 6osbHbIX ¢ OVIM npuMeHeHne oMakopa B
no3e 1 r/cyT conpoBOKIAIOCH JIOCTOBEPHBIM CHU-
xenneMm prcka BCC na 45 %, cepiedHo-cocyauc-
TOi cMepTHOCTH — Ha 30% U yMeHbIIIeHeM PUCKa

o6ieit cmepti — Ha 20% [93]. Pesysbrarel MHOTO-
IIEHTPOBOTO JIBOITHOTO CJIETOTO T11anebo-KOHTPO-
supyemoro uccaenosanust GISSI-HF, ony6imko-
pannble B 2008 r., Tokazau, 4To Ha3HAYEHUE OMa-
kopa B no3e 1 r/cyt y 6ospubix ¢ XCH Ha done
OTNITUMAJIbHON MeTMKaMEeHTO3HOU Teparuy COTpo-
BOJK/IA€TCSI CHUKEHUEM PHCKa OOIIell cMepTu Ha
9% u yMeHbIIIeHUeM KOJTHUECTBA TOCTIUTATU3AIN I
0 TIPUYMHE JKeTYJ0UKOBBIX HAPYIIEHWH pUTMA.
[Ipu sTOM KOIMYECTBO TOOOUHBIX 3(D(EKTOB B
rpynne gederns ©3-ITHKK we ortsnmyanocs ot
TPyl KOHTPOJIS [94].

CyriectByeT psiji yOJIMKaIiii, B KOTOPBIX T10-
Ka3aHO BJIMSIHHE OMaKOpa Ha BLIPAKEHHOCTD JKe-
JIYZIOYKOBBIX HapylieHuii putMa. B ojHOI 13 Hux
yIKe 4epe3 MecsI[ OT Hayaia Teparun 100aBJeHe
®3-ITHKK marenTam co crabmisaoit UBC mpu-
BEJIO K CTAaTUCTUYECKHN /OCTOBEPHOMY yMEHbIITe-
HUIO YncJIa anmn30/108 HeycToitunBoit JKT u uncsa
MaPHBIX JKETYAOIKOBBIX dKCTpacucTo [95].

TakuM 06pa3oM, K HACTOSIIIIEMY BpeMeHH yoe-
JINTEJIBHO TPOZIEMOHCTPUPOBAH TPOhUIaKTIYeC-
kuit ahdext ®3-ITHIKK y 60/IbHBIX, TepeHecImx
ONM, B ornomennu pucka pazsutusg BCC. Co-
[JIACHO CYIIECTBYIONMM PEKOMEHIANUSM, GOJIb-
HbiM ¢ VIM B aHamHese, ciefyer yrnoTpedssith B
nenb 1 rpamm o 3-1TH/KK, a umentno — omakop, a
TaKke ycTpauBaTh «pbiOHBIE AHU> (0K0s0 200 T
JKMPHOU PHIOBI) TI0 MEHBINEI Mepe — JIBaK/Ibl B He-
nemo [96, 97]. JlaHHBIX 0 BO3MOKHOCTH UCITOJIb30-
Banug ©3-1THKK nng Bropmunoit mpodumaktu-
k1t BCC y 60/IbHBIX, TIEPEKMBIITIX OCTAHOBKY KPO-
BOOOpAIIEHVS], B HACTOSIIIee BPEeMs HEI0CTaTOY-
HO, HO MCCJIEZIOBAHUS HA 3Ty TeMy (B YaCTHOCTH, Yy
6oubHbIxX ¢ TK/I) nipogokaioTest.

Hurpartsl. [lockosbKy OHUM U3 MeXaHU3MOB
BCC moryT 6bITh HIlIeMITYeCKHe COOBITHS, BEPOSIT-
HO, offHuM u3 niyTteit npodunaktukn BCC y atnx
GOJILHBIX MOTYT OBITh HUTPATHI. J[OJTOCPOYHBIX
PaH/IOMU3UPOBAHHBIX MCCJIE/I0BAaHUI, OlEHUBAB-
mux agdekT anTHaHruHaIbHON Tepanuu Ha K HP,
He TIPOBO/INJIOCH, M OHU He BKJIIOUEHBI B MEK/TyHA-
POIHBIE M OTEYeCTBEHHBbIE PEKOMEHIAINH TI0 WX
Jedennto. Tem He MeHee, UMEIOTCS TaHHbIE, CBU/IE-
TETBCTBYIOMINE O TMOJOKUTETBHOM BIUSTHUN TEPa-
MY HITPATaMU Ha JKeTY0YKOBYIO 9KTOMTNIECKYTO
AKTUBHOCTD, U UX HA3HAYEHWE MOKET 0OCYKIATh-
cs ipu Jiedernn unemudeckux JKHP [98].

AAII IC knacca. [Ipumenenne AAII piig mipo-
dunaktuku BCC nMmeeT 3HaunTe/IbHBIE OrPAHIYE-
HUs, a B psjie CJIyyaeB, COIVIACHO JIaHHBIM MHOTO-
LIEHTPOBBIX PaHZOMU3UPOBAHHBIX HUCCJIEOBAHUI,
MOJKET TIPUBECTU K YBEJMYEHUIO PUCKA CEPhE3HBIX
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HeKeIaTebHbIX TOCAe[ICTBUN. B yacTHOCTH, CO-
riracto ganubiM uccaexoBannii CAST u CAST-II,
HazHaueHue npernapatoB [C kiacca manueHTaMm ¢
JKHP u ykazanusiMmu B aHamMHe3e Ha TepPeHeCeH-
ubiit panee OVIM corpoBoKaaeTcst TOCTOBEPHBIM
yBesmuenueM xapaktepuctuk BCC [99, 100]. Tem
He MeHee, CYIIEeCTBYeT Ps/l CUTYaInid, Tpu KOTO-
pbix HasHauenrie AAT MokeT ObITh OIIPaBIAHO.

[Tpeskne Bcero, aTO MANMEHTHI ¢ UMIIJIAHTHPO-
BaHHBIMK KapAKroBepTepaMu-aedeOpuissTopaMu
(UK/T) u yactbiMu 060CHOBAaHHBIMHU CpabaThiBa-
HusiMu 110 TioBozty pennauBupyiorniein KT/DIK.
Takast cutyanusi B CBOMX KpalHUX MMPOSBICHUSIX
Ha3bIBAETCS APUTMHUYECKUM IITOPMOM 1 00YCIIOB-
JIMBaeT HeoOXOAMMOCTD JOTOJTHUTEIbHOTO Ha3Ha-
yenusa AAT pst tepanum JK'T v yMeHbIlIeHUST KO-
JmmaecTBa anmu3o010B Tepanun MK/,

AMHOIapOH U COTAJOJ. AHTUAPUTMUYECKUIA
addexTt npermaparos 111 kracca, Taknx, Kak aMuo-
TApOH W COTAJOJ, CBSI3aH C yIJUHEHWEM MOTEH-
1uajga IeHCTBUS 1 yBeJTWYEHUEeM TUTEeJTbHOCTH
pedpakTepHOTO MEPUO/IA, 9TO CIIOCOOCTBYET IIpe-
PBIBAHUIO TUPKYJISIINY 9JTeKTPUUECKOTO UMITYJTh-
ca B TIeTJIe pe-enmpu, & TAKKe TIO/IaBJISIET ADUTMUM,
BO3HUKAIOIIUE 110 TPUTTEpPHOMY MexaHusmy. [lo-
JIO)KUTEJbHOE BIUSIHUE aMUO/IapOHA M COTAJ0JIA
MpU AaPUTMUSIX CBI3aHO, B TOM UYKCJIE, C X aHTHU-
uieMuYeckuM jsieiictBueM, ymenbliieanem YCC,
HelipomMoayaupytomumu ahdexTaMu U BIUSHUEM
Ha COKPATUTEJIbHYIO (DYHKIIMIO JIEBOTO KEJTy/10U-
ka [101]. Borpoc o BiisiHMM TaHHBIX MIPENIAPATOB
Ha BBDKUBAEMOCTD TIPU WX J0JTOCPOYHOM Ha3Ha-
YEeHUW OCTAETCS OTKPBITHIM. Ps KIWHWYECKUX
WCTIBITAHUN 1 OAWH MeTa-aHaJIn3, BKJIOYABITII
HECKOJBKUX KPYIMHBIX NCCIETOBAHUM, TTPOJIEMOH-
cTpupoBanu camkenne yactorel BCC mpu HagHa-
YeHNW aMUOo/IapoHa y TIAIUEeHTOB ¢ UChYHKITHEH
JIK nocaie nepenecennoro OMM u nentmemunyec-
koit JIKMII [102]. Oanako 60bIIUHCTBO GOJIb-
HBIX B 9TUX KITMHUUECKUX UCCJIE/IOBAHUSIX HAPSITY
C aMHMOJAPOHOM HPUHUMAIN 1 GeTa-6JI0KaTOPHI.
KpyrmHoe, xopornio cnjaHUpoOBaHHOE HCCIe0Ba-
nue SCD-HeFT, B koTopoMm onienuBaiach nmpodu-
gaktrdeckast ahGeKTUBHOCTh aMUOapPOHA B OT-
Homennu npepotrBpanienns BCC nmpu XCH, ne
BBISIBUJIO €TO TIPEUMYIIIECTB TI0 CPABHEHUIO C T1JIa-
11e60 y 6ospabix ¢ [V OK XCH [103].

Bwmecre ¢ Tem, cieyeT oTMETUTB, UTO COTAJION,
KaK M aMHOJApPOH, SBJISAIOTCS Hambosee ahdek-
TUBHBIMU cpejicTBamMu 1ipu jedyennu JKA. OHako
WX JIJTUTEJIbHOE Ha3HAueHUe TIPUBOJIUT K Y/IJINHE-
Huto uHTepBasia QT u MoKeT 0Ka3bIBaTh, TAKUM
00pasoM, ITPOAPUTMHUUYECKOE JTEHCTBHE.

B nacrosiiiiee BpeMmsi HeT yOeaMTeNbHBIX JIaH-
HBIX 00 YJIYYIIEHIH BHIKUBAEMOCTHU TIPU UCTIOJIb-
soBaruu AAII I kmacca y G0JIBHBIX ¢ Kapuaib-
Hoit matosiorueit u JKHP. MIx nagnauenue mosker
OBITH OIPaB/IAHO y marreHToB ¢ KA B codeTaHmm
¢ Gera-azpenobokaTopaMu (JJIsT aMUOJapOHA —
ITa, B; ms coranmomna — Ila, C) npu THiaTesbHOM
KOHTPOJIE 32 BO3MOKHBIMU TOOOUHBIMU PEAKITHSI-
MU OT NX Ha3HAUEHMWS, a TAKKe aDUTMOTEHHBIMU 1
mpoapuTMudeckuMu adexramu.

Takum 0O6pa3oM, caMblil BBICOKHIT YPOBEHbD J10-
KazaTeJbHOI 0a3bl B OTHONIEHUH TPOMOUIAKTHKI
BCC umeercst y 6era-610KaTOpOB, KOTOPbIE CJIe-
JlyeT HasHauyaTb (IIPU OTCYTCTBUU IPOTHUBOIIOKA-
3aHUT) ¢ 11eJbto nepBuaHO npoduinaktTuku BCC
BceM 60sbHBIM, TTeperecinMm OVIM, a takske ma-
UeHTaM ¢ cuctosandeckoit nuchynknuein JIZK,
KaK UIIeMUYECKOTO, TaK U HEUTIIEMUIeCKOTO TeHe-
3a BHE 3aBUCUMOCTH OT apUTMUYECKOTO aHAMHEe3a
[1, 4,12, 104-106].

C Toil e 1enbi0 y OOJbHBIX, TTEPEHECITNX
MM, naznavaiorcst uAIID /APA, ctaTtunbl, acnu-
put, ©3-TTHKK [107-109]. ¥V 6ombubix ¢ XCH
HEUIIIEMIYECKOTO TeHe3a 00s13aTeIbHO Ha3Have-
nue nAIID/APA, aHTaroHucTOB aJNb0CTEPOHA,
o3-1THKK [87].

HNHTepBeHIIIOHHBbIE METO/IbI

B manHOM mojpaszesie 00CYKIAOTCST COBpe-
MEHHBbIE BO3MOKHOCTH TIPUMEHEHUS Pas3IMIHBbIX
WHTEPBEHIIMOHHBIX METO/IOB B TPOGUIAKTUKE
BCC. Vcnomnp3oBanue KaKIOTO W3 HUX WMeEET
Pa3JMIHBIN KJIacc MOKa3aHUN W yPOBEHDb J0Ka3a-
TEJPHOCTU ¥ OIPeNeasdeTcss HO30J0TUIecKOoi
dhopmoii ocrosHoro 3abosesanus, OK cepueunoii
HEZI0CTATOYHOCTH, COCTOSTHUEM CHUCTOJMYECKOI
dbynxmun muokapzaa JIZK, kinHmyeckoir cMMITO-
MaTUKOM, HAJTMYMeM HapyllleHUi puTMma.

1519

CoBpeMeHHBII UMIIJIAHTUPYEMBIN KapuoBep-
tep-pepubpusarop (UKJ) mnpencrasisier co-
6oii cucTeMy, COCTOSIIILYIO U3 YCTPOICTBA, KOTOPOE
3aKJII0Y€HO B HEOOJIBIION TUTAHOBBIN KOPITYC, KO-
TOPBINA pa3Melaercs: MOJKOKHO WJIN ToAdaciin-
aJIbHO B JIEBOH MOAKIIOYNYHOM 06IACTH U OJJHOTO
nan Gosiee 2JIEKTPOIOB, YCTAHOBJIEHHBIX B KaMe-
pax cepana. Ha cerogusiiiauii ienb NPUMEHSIOT-
csl OHO-, IBYX- U TpexkamepHble (OMBEHTPUKY-
JISIPHBIE) CHUCTEMbL. B GOJIBIIMHCTBE alliapaTtosn
caMo YCTPOUCTBO, 3aKTIOYEHHOE B TUTAHOBYIO KO-
POOKY, SIBJISIETCSI 4acThio 1enu paspsiia aedub-
puwigaropa [110] (puc. VI.1).

B ocHOBe jieTeKIIY apUTMUI JIEKUT aHAJIU3 UH-
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"4
_,,\ Lene deghubpunnayuu

Puc. VI.T Cxema cospemennsix KL, Yetporicteo coctomT 13
TuTaHosoro kopnyca (1) n BHyTprceneuHoro anektpona (2). Lens
paspsaa VKL saknodeHa mexay Kopnycom yCTPONCTBA M KATYLIKOM
(3), Haxoaswwerics Ha nexkTpoae. C MOMOLLbI0 AMCTANLHOMO KOHYMKA
snexkTposa (4) ocywectsngeTcs aetekums apUTMHUYECKIX COBITHI 1
NpOBEAEHIE QHTUTAXM- U AHTMEPQAM- NEKTPOKAPANOCTUMYASLMA.

tepBasia R-R, ¢dopMmbI kemymoukoBoro curHasa,
crabunbHoCcTH RR-MHTEpBaja, COOTHOIIEHUST Xa-
PaKTEPUCTUK TIPEACEPAHON U KEJTYAOUYKOBOU aK-
TUBHOCTH (B JIByXKaMepHbIX cucTteMax). Bxozsi-
IIUH CUTHAJ TIPOXOIUT (PUITBTPAITNIO, B Pe3yJIbTaTe
KOTOPOI 3JIMMUHUPYIOTCS U He TIO/IBEPraioTcs Jie-
TEKIMK HU3KoYacToTHbIe (00ycoBieHHbie T-BOJI-
HOI1) ¥ BBICOKOYACTOTHBIE KOMIIOHEHTBI (00yCJI0B-
JIEHHbIE AaKTUBHOCTBIO CKEJIETHOW MYCKYJIATYPhI ).

B nebubpuiisitopax cymnecTByiOT pa3indaHbie
30HBI JIETEKITUN YacCTOThI CEPJEYHbIX COKpare-
Huit. Harpumep, ecim yacTota apuTMuM TONaaeT
B 30HY (DUOPHILIAIMN JKeJTyJ04YKOB (T/1e 4acToTa
COKpalleHunii xKexyaoukoB npesbimaer 200 B Mu-
HYTY), TO TIPOUCXOAUT Paspsij aehubpuiisTopa
st teparmmu MK wam BoicokowactotHoit KT
(puc. V1.2).

3oHa 3oHa
KenyfouKoBomn drbpunnaumumn
Taxukapaun KenyaoukoB

30Ha 30Ha
6paau- HOpMOCKCTONUM

Yacmoma cepdeyHbix cokpaujeHut, yo. 8 MuH.

[
|

~40 ~120 ~200

ATCu/unu
Kapduosepcus/
Oepubpunnayus

Jemekyus,

HC mepanus He nposodumcs

Jlegpubpunnayus

Puc. VI.2. 3ons pnetekumm 8 VIKL. [Npepctasneqa cxema,
oTobpaxaioLyas 3oHsl getekuym B cospemenbix VKL, s
30BUCMMOCTM OT YOCTOTbI KENYAOYKOBLIX COKPOLLEHMH.

B «6paamcucronmyeckoii sore» (HCC Huxe 40 8 muryty)
nposoautcs 0bsiuHas IKC 8 yCTOHOBIEHHOM pexmme; B
«HopmocwcTonmdekoit soHes (HCC 40 -150 s munyTy) annapar
OCYLECTBAKET JINLLb AETEKUMIO COOLITUI 1 SNEKTPOKAPANOTEPANMS
He MpoBOAMTCS; B 30He xenynoykosod Taxvkapau (HCC 150 -200
8 MUHYTY) MoxeT nposoanTscs anTuTaxmukapamyeckas IKC (ATC)
win kapauosepcus; 8 30He pubpunnsupm xenypodkos (npu YCC
200 8 MuHyTy 1 BhiLE] MCnonb3yeTcs AePubpUNILMSs.

B 3one KT Bo3MokHO 11poBesieHNe pa3InuHbIX
BHUJIOB aHTUTAXMKAPAMYECKOH KeJyJA0YKOBOI
CTUMYJISIAN JIJIs1 TIoJlaBJieHust aputmuil. Tak, re-
MOJMHAMUYECKN He3HaynMasl, OTHOCHUTEJbHO
meztentad JK'T, peructpupyemast B HU3KO4aCTOT-
HOU 30HE JETEKITNH, MOKET OBITh YCIENTHO KyTIn-
pOBaHA AHTUTAXUKAPIUTUYECKON CTUMYJISAIHAECH.
JKT mosxer 6biTh KynupoBana B peskume BURST
(cTUMYJISIMST KOPOTKUMU TTAYKaMU UMITYJIbCOB C
gacrotoii, Ha 10-30% mnpeBbiinaolieii 4acToTy Ta-
xuKapann), RAMP (cTUMYJISIUS UMITYJIbCAaMU C
MOCTEeTNIeHHO yBeJMYuBaloleiica 4acToToil, mpu
KOTOPOU KaXK/IbIN MOCJIEYIONNI UMITYJIbC YKOPa-
YUBAET IIUKJI CTUMYJISAIAN 110 CPABHEHUIO C IIpe-
JplyuM) uian RAMP+ (cTumysidaius OANHOY-
HBIM CKaHUPYIOIIUM 3KCTPACTUMYJIOM, KOTOPbIii
HAHOCUTCS B 3aBUCUMOCTHU OT JIJTUHBI ITUKJIA TaXW-
Kap/Iu¥ yCTAHOBJEHHBIM HWHTEPBAJIOM CIleTlie-
Hus). [Ipu nx HeahHEeKTUBHOCTU BBITTOTHSIETCS
kapaunoBepcust (puc. VI.3).

R R Vp Ve Vp Vp Vp
A 400 A 360 320 320 320 320 ms
lNanens A V V V V
R R Vp vp Vp vp vp
A 400 A 340 320 310 300 290 ms
lManens b V V \/
L1 Rvt Vp Ren Rsn
400 360 450 500 ms

lNaHens B V V

Puc. VI.3. Buasl antutaxukapomtmyeckori ctumynsumm. Ha nanene A
cxematnyHo npeactasner Burst pexim ATC. Onuna umkna XT (uk-
repsan R-R) cocrasnaet 400 mc. ATC nposoautcs ¢ puKcHposaH-
HoW anmHodt ukna (mHtepean Vp-Vp) 320 mc, coctasnsiowmii 80%
ot gnmnsl umkna XT. Ha naxene b cxematniqo npeacrasner Ramp
pexum ATC. Havna umkna XT (untepean R-R) cocrasnser 400 mc.
[poBoanTCs CTUMYISILMS MMMYNLCAMM C MOCTENEHHO YBENMYMBAIO-
LEVCa HOCTOTOH, MpwM KOTOPOK KAXAbIM MMMYTbC yKOPAYMBAET LMK
CTUMynSILMM Mo cpaBHeHuio ¢ npeasiayimm Ha 10 mc. Ha nanene B
cxematnyHo npegctasned Ramp+ wnm ckanmpyiowmin pexim ATC.
[nnna umxna XT (uHrepsan RVT-RVT) cocrasnser 400 mc.
[poBoanTcs CTUMYNSLMS OOMHOYHBIM CKAHMPYIOLMM
akcTpacTumysom (Vp), KoTopbIsi HAHOCUTCSA B 3ABMCUMMOCTY OT [MHbI
uMKkna Taxukapamn. B naHHom npumepe ckanmpyioLmii
skcTpactumyn npepsisaet XT.
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B 1.1, HOpMOcucTommueckoit 3o0ne (HCC Haxo-
mutest B auanasone 40-150 yzapoB B MUHYTY)
WK/ nerektupyer put™, a B OpajucHCTOINYEC-
koit 3one (HCC Huzke 40 yziapoB B MUHYTY ) alliia-
paT OCYIIECTBJISIET AJIEKTPOKAPAUOCTUMYJISIINIO B
3aIPOrpaMMUPOBAHHOM BPAyOM PEsKHIMe.

[TapameTpbl feTEKIMU W AJITOPUTMBI TeparTiu
TS KQKIOH 30HBI YCTAHABINBAIOTCST BO BPEMsT TeC-
TUPOBAHUS YCTPOUCTBA C TIOMOIIIHIO TTPOTPAMMATO-
pa. B 3aBucumocTH OT KJIMHUYECKOW CHUTYyaIlnu,
MTPOBOIMMOM Me/IMKaMEHTO3HOU TepaInuu, 3TU 3Ha-
YeHus B JIaJbHEUIIIEM MOTYT KOPPUTHUPOBATHCA.
[l mipenoTBpalieHns HeopaBIaHHbIX Pa3psoB
BO BpPEMSI CYITPaBEHTPUKYJISIPHBIX ADUTMU, CUHY-
COBOW TaXWKapAUU MPUMEHSIOTCS (DYHKITUU aHa-
sm3a ctabuabHocT RR mHTepBasa (mpu Taxucuc-
To/IMYecKoi (hopme (GUOPUIUIAIIKA TIPEACEPANii),
Mopgosorun 3HAOTPABUIECKOTO JKETYT0UKOBOTO
CUTHAJIA, PETUCTPUPYEMOTO JKEJTyT0YKOBBIM JIEKT-
ponom. CyirecTByeT BO3MOKHOCTb OIEHUTH BHe-
3aITHOCTD Havaja TaXMapuTMuu (TTPU BOBHUKHOBE-
aun JKT wmm DJK Benmunna narepBaia RR BHe-
3aITHO YMEHBINAETCs ), a TakyKe 3aperuCTPUPOBATD
aHzoTpaduIecKre CUTHATBI B TIPEICEPIANSAX U JKe-
aypoukax. ITox6op tepanuu K] onpexnensercs
BPA4OM HA OCHOBAHUU MEPEHOCUMOCTU OOJBHBIM
KJIMHUYECKOW Taxukapauu. Tak, npu reMo[uHaMu-
geckn 3Haunmoii Obictpoit JKT nmn DK mepBbim
aroM B Tepanuu SBJseTcs aeduOpuiLIsiius,
MotHocThio Ha 10 /[ mpesbImatoiell nHTpaore-
PAIMOHHBII TIOPOT AeDUOPHILISIIAN, C TTOCIIELyTO-

MMM aBTOMATHUYECKUM HApPaCTaHWEM MOIIHOCTH
paspsIoB 10 MaKcUMasibHbIX 3Hauennit (40 /xx), a
TaK)Ke M3MEHEHMEM MOJISIPHOCTU B 1enu aedud-
puwistiiau ot kopiryca UK/I k BHyTpucepiedunomy
astekTpojy u Haobopot [110].

Idddextunocts MK/[ B otHOmEHNN 1podu-
gaktukn BCC Oblia [0Ka3aHa B HECKOJBKUX
KPYIHBIX KIMHUYECKUX UCCIIe0BaHusX (Tabmiia
VI1.1), mu3aita KOTOPBIX TPEITOara OIeHKY BbI-
JKUBAEMOCTHU Y TIAIIMEHTOB C HAJTMYUEM OCHOBHBIX
(axropoB pucka BCC, Boimenennnix Bigger JT
eme B 1984 1. [24]. Pesynbrarsl, mnosydyeHHble B
9THX UCCJIEIOBAHUSX, JIETJT B OCHOBY CYIIECTBYIO-
MUX cerojiig AMepukanckux u EBporeiickux pe-
KOMEH/IAIINIA TI0 UMIIJIAHTAI[UY JIAHHBIX YCTPONCTB
n PekomeHpanuii 1o Jie4eHUIO >KEIYTOYKOBBIX
aputMuii ¢ resnbio npoduaaktuku BCC [4].

Takum 00pa3om, HOBbBIE TIOAXO/ABI K TIPOBEJIE-
Huio nepsudHoil npodunaktukn BCC tpebyioT
BO3MOKHOCTHU OCYIIECTBIATh MPOduIaKTUIec-
Kyl0 1e(UuOPWLIAINIO Y 3HAYUTESHHOTO YHCIA
narenToB. C MPaKTHUYeCKOil TOYKN 3PeHUs TaKast
CUTYyaIus TOJIpa3yMeBaeT BO3MOKHOE HaHeCeHne
OJIHOTO Pa3psifia y OJHOTO OGOJBHOTO 32 OTHOCHU-
TEJbHO TIPOJOJIKUTENBHBIN TepUoJi BpPeMeHH,
HAIIPUMeEP, COCTABJISIONINI HECKOJIBKO JieT. B ¢Bs-
3 C 3TUM KJIMHMYECKOE HCIIO0Jb30BaHUE HOBBIX
NK/I-rexHosornii, B paspaboTKe KOTOPHIX IPH-
HSLJI y4acTue, B TOM YHCJie U OTe4eCTBEHHBIE yue-
Hble, TIPHOOPETAET BaKHOE KIMHUYECKOE 3Have-
nue [117-119].

Tabnuya VI.1.

Uccaenoranus no onenke MK/I B oTHomeHnu nepBuyHoii 1 Bropuunoii npoduiaktuku BCC

HUccaenosanue,
roJ MyOJIMKAIUI
pe3yJIbTaTOB

Ienn uccaenoBanus

KoanuectBo
MALMEHTOB | HA0MI0AeHHSs

Iepuon Pe3yasTatnl

Bropumunas npodpunakruka BCC

CpaBHenue AAT u UK/ y nun

AVID 1997 [25] MePEKUBIINX CEPACUHBIN apecT

1016

CHMXeHMe 001LIeii JIeTaIbHOCTU B
13 MecsiueB |moarpymrie nauueHToB ¢ MK/ Ha
29%

CpaBHenue AAT u UK/ y nun

B rpynmne mauuenTos ¢ MKJI obias
JIETAJILHOCTD OblIa Ha 23% HUXKeE,

CepIeUHBIi apecT

CASH 2000 [27] L 57 mecsiiieB
MEPEXUBIINX CEPAEYHBII apecT ApPUTMUUECKAS JIETATBHOCTD
yMeHbIIMIach Ha 61%
CpaBHenue AAT amMmuogapoHOM B rpynne naunentos ¢ MK/ obmas
CIDS 2000 [26] |1 MK y 1wttt niepexuBiimx 3roga  |'CTABHOCTL Glna Ha 20% Huxe,

apUTMHUUECKas JTeTAIbHOCTh
yMeHbluIach Ha 31%
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Tabnuua VI.1. (npodomkeHue)

HUccnenona-

HHe. T0 Kouu- Ilepuon
. 6.]1](1’](3 Hm[ Lleas uccnenoBanus YecTBO | HaOmoIe PesyabTarnbi
pZSyJ]bTal’:‘OB NANWEeHTOB | -HUSA
ITepBuunas npodunakruka BCC

CpaBHenue MKJI u AAT y mauueHTOB .
MADIT ¢ OUM B anamuese, @B menee 35%, 196 27 S:v;mez:ee ggm;g;ﬁ;ag%{%cﬁzz
1996 [31] HXT u ungyuupoBanHoii yct. KT B MECALEB | 5 4; Py 1

xozne 510D DU ¢

CpaBHenue UKI+AKII u
%’3]73 G-Patch AAT+AKIII y matmmenToB ¢ @B Himke 900 32 Tloka3zaTenm oOmIeil JIeTaIbHOCTHU
[111] 35% B OTHOIIIEHUU BIUSHUS Ha Mecslla | He OTIMYAIICh MEXKIY IpyIITaMu

0011110 JIETATbHOCTh

CpaBHenue MKJI, AAT u 6a3oBoit CHIXeHue o0lLel JIETaJIbHOCTH B
MUSTT 1999 | Tepanuu HNBC y nauuventos ¢ OUM B noarpynne nauveHtos ¢ MK/ Ha
33] aHamHese, OB menee 40%, HXT u 659 Sner | 31% u 24% B cpaBHeHUU C

WHAYyLMpoBaHHOM ycToitunBoi KT B rpynmoi AAT u 6a30Boii Tepanuu

xoze 3H10D DU HUBC cooTBeTCTBEHHO
MADIT II CpaBHenue MK]I 1 6a30Boi1 Tepanuu 20 CHuXeHue abCONIOTHOrO pucKa
2002 HUBC y nauuentos ¢c OVUM B 1232 MECSIIICR 0011 JIeTaIbHOCTU B MOATPYIINe
[32] anamHese, @B menee 30% 1 manueHToB ¢ MKJI Ha 56 %

CpaBHenue 6azoBoii Tepanuu XCH u CHIDKCHIE 26COMIOTHOIO DUCKA
CAT 2002 ee coueranus ¢ MKJI 66 . P

104 00I1Iei1 JIeTaJIbHOCTH B TTOATPYIIIE

[112] y nauueHToB ¢ JIKMII, ®B meHee MECSILIEB

30% nanuenTos ¢ MK Ha 55 %
AMIOVIRT |CpaBHenue MK]I u amruomapoHa y 24 CHuXeHue abCOIIOTHOTO pHCKa
2003 nauueHToB ¢ JJKMII, @B menee 35% 103 MecsiIa 00111ell JIeTaTbHOCTU B MIOATPYIIIIE
[113] u HXT - nauurentoB ¢ UK/ Ha 17 %
DEFINITE |CpaBHenue 6a3oBoii Tepanuu XCH u 29 CHueHue abCOJIIOTHOTO pUCKa
2004 ee couetanus ¢ MKJI y mauueHToB 468 MECHLICE o01Iei 1eTalbHOCTU B MOATPYIINe
[114] OKMII, ®B menee 36%, HXKT u 2KD 1 nauueHToB ¢ MK Ha 52 %
DINAMIT CpaBHeHue 0a3oBoii Tepanuu OUUM u Wwmnnantauusa UK B
2004 ee couetaHus ¢ uMruiantauueit MKJI B 674 30 nogoctpom nepuoae OUM He
[115] nogoctpoM (0T 6 10 40 qHeit) epuone MeCSILEeB | YMeHbIIaeT 0011yl0, HO CHUXAET

oM APUTMUYECKYIO JIETAIBHOCTh

CpaBHenue tepanuu MK/
COMPA- B c}gqeér;};imaiizgﬂ(n (?II{)?[C)HHXPOHHBH_ 12 CHumXeHue abCONIIOTHOTO pucKa
NION 2004 ESLBCL:M OBI;.HHOﬁ ADIIODECHHXDO- 1520 MECSLICE 00I1Iei1 JIETaJIbHOCTU B TTOJATPYIIIE
[116] poBar DIHOD po- "B naumentos ¢ MKJI-CRT Ha 36 %

HU3UPYIOIIeH Tepanueil uin 6a30Boi

tepanueit XCH

CpaBHenue MKJI, amuogapoHa u
SCD-HeFT iaue6o y naureHtoB ¢ XCH I1-111 45 CHuxeHne oOIIel JIeTaTbHOCTH B
2005 [34] o NYHA, ®B menee 35%, 2521 MecsLIeB noarpynne naveHtToB ¢ MK/ Ha

(atnonorus: UBC — 55%, IKMIT —
45%)

23%

Mpumeyarme: MBC - nwemmdeckas Gonests cepaua; XS - xenyaodkosas skctpacuctonus; KT — xenynodkosas Taxukapams;

JOKMIT - punatauporHas kapamommonatus; PB — ppakums seibpoca; BJTHIAM - 6nokapa neson Hoxku nydka luca;

WKL - nmnnaHtipyemsiii kapanoseptep-ge¢ubpunnstop; IxoKl - sxokapamorpagus; HYXT — HeycToiumBas Xxenyno4koBas TaxXMKapaus;
OWM - octpsirt utpapkt mmokapaa; XCH — xporuueckas cepaearas HegoctatodHocts; MIKL-CRT - umnnaHtupyemsivi kapamoseprep-

0ePUOPUINIATOP B COYETAHMM C GYHKLMEN KOPANOPECUHXDOHU3ALMM
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Panuouacrornad a6aanus

Karerepnass PUA saBisercst ogHoll U3 MHTEP-
BEHIIMOHHBIX METOJNK, CIIOCOOHBIX 3((HEKTHBHO
YCTPAHUTD W MOANDUITIPOBATH CyOCTPAT OIHO-
rO U3 IJIaBHBIX (DAKTOPOB pucka, a UMeHHO — KT
u/umn DK, IlemecoobpasHOCTh ee TPUMEHEHUS
OTIpeieIIeTCs ATUOJIOTHEN apUTMUYECKOTO CUH/I-
poma, BapranToM ero tedenus. [Ipopenenne PHA
OTIPAB/IaHO y TAIMEHTOB C YACTBHIMU TMTOKOBBIMH
pazpagamu MK/l mipu pasBUTUU T.H. <3JIEKTPH-
deckoro mropmas (6osee 3 onpaBaaHHBIX MIOKO-
Beix paspsoB UK/] B Teuenune 24 gacor), o0yc-
JIOBJIEHHOTO yCTOWYMBON peruausupyioteii KT,
pedpakreproit k MuoxectBennoir AAT [120-
122]. Tem He MeHee, HA CETOHANTHUN JIeHb, JaH-
Hele 06 apdexTuBrocTn PYA B OTHOIIEHUH TTPO-
(punaktnkn BCC orpanudensl, BO MHOTOM U3-32
Toro, yto rpynna namuenton ¢ KT gaBisercs He-
O/THOPOJIHOII 1 ITPOBEJICHNE PAH/IOMU3AINH Y 9TOH
KaTeropuu MaleHToB 3aTPYAHEHO.

B cBA3u c BbIIecKa3aHHBIM, 3aCJIYKUBAIOT
BHUMAHUST PE3YJIBTAThl METa-aHAJIN3A 5 UCCIIeN0-
Banuii 1o onenke addexktusnoctu PUA KT,
onmy6smkoBantbie B 2012 ., B KOTOPOM aHaIU3U-
POBAJINChH JIaHHbIE 0 457 TAlUEHTaX CO CTPYKTYP-
HOII 1aTosiorueit cepziiia (B OCHOBHOM HIIEMUYeC-
Koro reHe3a) [67]. B ucciemoBanny cpaBHUBAIN
Bmustie PYA n AAT Ha Teuenne apuTMHUYECKOTO
CUH/IPOMA U cMePTHOCTH (0e3 yTOUHEHHUsT ee Mexa-
HU3Ma ), OT[EeHNBAJIaCh YaCTOTAa PA3BUTHS OCJIOKHE-
Huit ipu nposesieHun PUA JKA. Pesysbrarsr me-
Ta-aHaysm3a nokazasu, yto PUA KA nocroBepHo
MPUBOMUT K CHWKEHUIO KOJMYECTBA 3TMU30/I0B
JKT, kommuectBa smm30108 cpabarbiBanus MK/,
Tem ne menee, mpoBesienne PUA He compoBoxia-
eTcsl yMEeHbIIIeHNeM CMEePTHOCTH (B T.4. U BHe3all-
Hoit). [Ipu 006CysKIeHUY IOy YeHHBIX PE3YJIBTATOB
aBTOPBI OTJAIOT cehe OTYET B TOM, UTO MHOTHE I11y0-
JIUKAIUU, BOIIE/INNE B ATOT MeTa-aHAJIU3, TMEJN
OIMCATEJbHBIN XapakTep, a 10/ PaHJIOMHU3UPO-
BaHHBIX MCCJIe0BaHmil Oblia orpannyena [123].

Hecmotpst Ha ToT hakt, 4o myOAMKAIUY, 110-
cBamennble pesyabraram PHA HenmeMudeckux
JKHP, B 1.u. y nanimenTor ¢ AJ[TIJK, /IKMII, xa-
HAJIOMATUSIMU, CBUIETETBCTBYIOT O TTOJIOKUTEIb-
HOM BJIMSIHUM WHTEPBEHIIMOHHOTO BMEIIATEh-
CTBa Ha TeYyeHUe apUTMUYECKOTO CHUHPOMA, O/
HO3HAYHO CyanTh 0 posu PHA B mpodurakTike
BCC ceronnst He mpencTaBisieTcss BO3MOYKHBIM.
Ywucio namenToB, IPUHUMABIINX yYacTHe B 9TUX
MCCJIEZIOBAHUSIX OTHOCUTEJIBbHO HEBEJIUKO, a TIepH-
OJIbl KJIMHUYECKOTO HAOTIONEHNST 32 HUMU ObLIH
HETIPO/I0JIKUTEbHBIMU.

Takum obpasom, cerogas PUA sapisercsa Hau-
6oJ1ee ahHeKTUBHBIM METOIOM JI€YEeH s Y TalieH-
ToB ¢ 7JKHP 11pu oTcyTCTBUYM CTPYKTYPHOM TIATOJIO-
run cepaua [4]. Yiaydienue reMoanHaMUYeCKUX
mapaMeTpoB, BO3HUKAIOIIEe IOCe TPOBEICHUS
PYA wmmonarudeckoit K9, MoxkeT paccMmarpu-
BaThCS KaK BayKHAS MO3UTUBHAS MOAM(DUKAITIS Ta-
koro akropa pucka BCC kak cucrommdeckast
muchynkimd [124]. Tem He MeHee, B 9TI0XY JI0Ka3a-
TEJBbHON METUIIUHBI [T TTONTBEPKIACHUS 3TOTO
HPEIIONIOKEHNsT HeOOXOAUMbBI JTAHHBIE PAHIOMU-
3UPOBAHHBIX MCCJIEIOBAHUI C ITTUTETLHBIM TTIEPHO-
JIOM HaOJIIO/IEHNST 32 9TOI KaTeropyeil ImalieHToB.

Xupypruyeckoe jJieyeHue apuTMHil

MeToaukn psIMOTO XUPYPrUYECKOrO Uccede-
HUS WJIW PE3EKIMU apUTMOTEHHOTO odYara Tio-
MPEeKHEMY HWCIOJIB3YIOTCS B BEAYIINX XUPYPTHU-
YeCKUX TEHTPax y MalMeHTOB C PeluaAnBUPYIO-
meit KA, pedpakreproit kK MuokectBeHHoir AAT;
y marmuenToB ¢ MK/l n yacThiM1 MIOKOBBIMU pa3-
psimamu; y 60JbHBIX ¢ HeahdekTuBHOCTEIO PUA.
Xupyprudeckoe jiedeHne 00ycJIoBIMBaeT HEOOXO0-
JIUMOCTD THIATEJIbHOU TpeoneparinoHHOl Mo/ro-
TOBKW W WHTPAOIEPAIIMOHHOTO OIPe/IeJIEHNST UC-
TOYHWKA WU UCTOYHUKOB Taxukapauu. /s anu-
MUHAIMA APUTMOTEHHBIX YYaCTKOB B psjie 1eHT-
POB HCIIOJIB3YIOT MO/IXOJI, OCHOBAaHHBIN HA pe3eK-
U pyOIOBBIX TOJIell B Muokapze. Ilockoabky
TaKWe BMeNIaTeTbCTBA TOBOJBHO TPAaBMATUUYHBI,
TO MCTIOJIb3YyEeMbIe CETO/IHS B KIMHUYIECKOH TTpaK-
TUKe OTIepalliy dHAOKAPIUATbHON Pe3eKINU TI0C-
TrH()APKTHOTO Py6Ia, KPYroBoil sHIOKapAUAIb-
HOW BEHTPUKYJOTOMUU W IH/IOBEHTPUKYJIOTLIAC-
TUKW, KaK IMPaBUJIO, COUETAIOTCS C a0PTO-KOPO-
HapHBIM NTyHTHPOBaHneM. Bo BpeMs xupyprudec-
KOTO BMEIATEIbCTBA TAaKKe MOTYT UCTIOJIb30BATh-
cd aufokapauanbaasg PHA, kpuogectpykiug oua-
TOB APUTMUMU.

Takum obpaszom, tipu peruausupyiomiein KT
Ha (pore tepanun UK/I, pehpakreproii k Mmeamka-
MEeHTO3HOM Tepanuu 1 KateTepHoit PHA, Bo3aMok-
Ha Xupyprudeckas peseximsg odara ;KT man ero
npsmast PHA, uim KpuoiecTpyKIHs.

Y nmanuenToB ¢ BPOKIEHHBIM CUHAPOMOM Y711 -
nerHoro unTepBasa QT (LQTS) Boimosnenue Jse-
BOU MIEWHO-TPYAHON CUMIATUYECKON TaHTIIMO9K-
TOMWU UCTIOJIb3YETCS KaK JIOTOJHUTENbHBIN METO/T
JIeYeHUST TIPU 9acThixX anmn3ozax teparmu MK/ v
pu HerepeHocuMocTh Geta-6tokatopos [126].

PeBaCKyJIﬂpPIBaIIPIH MHORaApJZa C LE€JbI0 JE€YE€HUA
apuTMHIA

PazButne KA Hanpgamyio CBS3aHO C OCTPOU
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nim xponnveckoit UBC. B ¢Bsizu ¢ aTum, Xupyp-
ruyecKasi Wik MHTEPBEHIMOHHAS PeBACKYISIpU3a-
st THOEPHUPYIONET0 MHUOKapa MOKET YJIyd-
HIUTHh AJIEKTPUUECKYIO CTAOMIBHOCTD M CHU3UTDH
BEPOSITHOCTD PA3BUTHS JKETYTOUKOBBIX apUTMHUIH.
Takum 06pa3oM, CKPUHUHTOBasi JAUATHOCTHKA U
JIedeHWe UIIIEMUH CePJIITA TOJKHBI OBITH EPBBIMU
aTanamMu cTpatuUKaui pucka M IpophuIaKkTu-
kn BCC, OCKOJIbKY peBacKyJIsIpU3aIius Ku3He-
CIIOCOOHOTO MHUOKap/a MOKET MOAU(HUIIMPOBATH
Takol ocHoBHOM (akTop pucka BCC kak cokpa-
tutenbHas auchynkus JIXK [127]. Y paaa moc-
TUHOAPKTHBIX TAIMEHTOB >KU3HEYTPOXKaAIoIne
JKHP moryT GbITh yCTpaHEHbI PEBACKYISIPU3AIIN-
el MMOKap/ia, HO TOJIBKO B TOM CJIydae, ecJii OHU
npoBouupyiorca wumiemueit. CHU3UTH 4YaCTOTY
JKT/DIK B ocTpsiit nepuos nHdapkTa MUOKapa
[I03BOJISIET U PAHHAS PEBACKYJISIPU3AIS MUOKap-
JIa B COYETAHUY C HazHaueHneM GeTa-0I0KaTopoB.

Tem He MeHee, y 3HAYUTEIBHOTO Yncaa OOJIb-
HBIX, HECMOTPS Ha IMPOBEIEHHYIO PEBACKYISIPU3a-
1uio Muokapaa, puck pazsutusg BCC B Teuenne
roza coctasisier 13% [128]. Caenyer moHumars,
41O y GOJBHBIX ¢ OOJIBIION TLJI0MIA/bI0 PyOIa BOC-
cranosyienrie MB JIJK menee BeposiTHO, U MMII-
nanrtanust UK/ MoskeT moTpeboBaThest yike BCKO-
pe 1ocJie poBe/leHNs PeBACKYISPU3AIINN.

O0630p Mccae0BaHMIA, TTOCBAIIEHHBIX JaHHOI
pobJieMe, CBUIETENLCTBYET O TOM, YTO PEBACKY-
JIIpU3anusl MUOKap/a TPUBOIUT K YBEJTUICHUIO
BBIKMBAEMOCTH M CHUZKEHUIO YaCTOTHI PA3BUTHS
BCC B ornanentom mepuoge Habsomaenus [129].
Eciun teuenne VMBC ocnoxusercs pa3Butmem
JKA, 0cO6EHHO y MAIMEHTOB € MOPAKEHUEM CTBO-
Jia JIeBOW KOPOHAPHOU apTepuul U MPOKCUMAJIb-
HBIX OT/IEJIOB Tepe/lHel MesKKeyJ0uYKOBON BeT-
BU, TO CYIIECTBYET BBICOKas BEPOSITHOCTb TOTO,
YTO PeBACKYJISIpU3AIlis MUOKap/ia ITO3BOJIUT CHU-
3UTb YaCTOTY Pa3BUTUS U YMEHBIIUTD TSKECTD Te-
YeHUsI apUTMUYECKOTO CUH/IPOMA, 2 Y HEKOTOPBIX
MAIMEHTOB TIOJHOCTBIO €r0 YCTPAHUT.

Ha nam B3r71511, OT/I€/TBHOTO BHUMAHUS 3aCITy-
JKUBAeT BOTIPOC TIPOBEICHNS PEBACKYJISIPU3AIIIH Y
HarueHToB ¢ uiemmdeckoit stuosorueit XCH 6e3

KJIMHUYECKU BEYIUX TTPOSIBJICHUI CTEHOKAPINU
C 1eJIbI0 TTEPBUYHON U BTOPUYHOU NMPOPUIAKTUKN
BCC. B orHomeHun 5Toil KaTeropuu OOJbHBIX
KpaifHe OTPaHMYEHbI JAHHBIE O BJIUSHUU PEBACKY-
JIIpU3aIuu He TobKo Ha yactoty BCC, HO 1 Tak-
Ke Ha 00IIY10 BBIKIBAEMOCTb.

B maHHOM KOHTEKCTEe IUarHOCTHYECKOe o0cie-
noBanue 0osibHBIX ¢ XCH uiemuyeckoro resesa
JIOJIKHO BKJIIOUATh M OLIEHKY *KM3HECIIOCOOHOCTH
Muokapza. Tak, B 11eJloM psijie TIPOCTIEKTUBHBIX U
PETPOCIIEKTUBHBIX MCCJIE0BAHUM, a TAKXKe MeTa-
aHAJIM30B, OBLIO IIPOAEMOHCTPUPOBAHO, YTO Y
GOJIBHBIX € UIIEMU3UPOBAHHBIM, HO BCE ellle JKU3-
HECITOCOOHBIM MUOKAP/IOM, ITOCJIE TPOBEICHIS Pe-
BaCKYJISIPU3AIMHM OTMEYAETCST yIydIlleHne COKpa-
tutesbHOU yHKIMU JIJK 1 XapakTepucTuk BbI-
xuBaemocT [127]. HampoTus, y 6oJbHBIX 6e3
JKM3HECTTOCOOHOTO MUOKap/Ia PEBACKYJISIPU3AIIHS
Hea(hheKTUBHA, a 3HAYUT, CJeLyeT U30eraTh BbI-
MOJHEHUs KpaifHe PUCKOBAHHOUW OIeparnm.
CranmapTHOW MeTOIUKOM ST OIeHKH aHATOMUN
MUOKap/a, ero peruoHajbHON 1 0011eil coKpaTu-
TENbHOM (DYHKIUH, KU3HECTIOCOOHOCTU U, UYTO
ere BakHee, pa3MepoB WH(papKTa U TPOIEHTA
TPAHCMYPAJIbHOTO TIOPaskeHus (OTPEESIEMOTO C
MO3/THUM Ta/IOJTMHUEBBIM YCUJIEHUEM) SIBJISIETCST
MarHuTHO-pe3oHaHcHast Tomorpadus [130].

Bb160p M€Ky OCHOBHBIMU METO/IAMHU TIPSIMOI
peBackyaspuzanun (AKII wim mHTEpBEeHINOH-
HOW aHTMOIUIACTUKON) /TOJKEH OCHOBBIBATHCST HA
THIATEJBbHON OIleHKe aHATOMUM KOPOHAPHBIX TO-
paxkeHuH, 0KNIAeMOI «ITOJTHOTBI» PEBACKYJISIPU-
3al[ii, XapakTepa COYeTaHHbIX 3a00/I€BaHUI 1 Ha-
JINYUST WX OTCYTCTBUSI COIMYTCTBYIOIIETO BbIpa-
JKEHHOTO KJIAITTAHHOTO TIOPaKEHUsT CEP/IIA.

Tem He MeHee, TIPOBeJIEHNE YCIIENTHON peBac-
kyssipuzanun y 60sbHbIX UBC ¢ cucrommueckoit
MUCHYHKIMEN He CHUMAET C MOBECTKU aKTyallb-
HOCThb MeponpudTuii 1no npodunaktuke BCC u
nmrnantannn UK/ [4, 12].

B ra6mnmax VI.2 u V1.3 npuBogarcs pekoMmeH-
naruu st 6obHbix XCH ¢ cucrosmueckoii auc-
dyuxrmein JOK (DB<35%) u mnpeobiamanuem
CUMIITOMOB Jin60 creHokapann, 6o X CH.

Tabnuua VI.2.

Pexomenzanyu a1 60JbHBIX ¢ XPOHHYECKOH cepeYHoil HeJOCTATOYHOCTHIO U CUCTOINYECKOM

machyunruueii JIK (OB < 35%), ¢ npeobaasanneM CUMIITOMOB CTEHOKaPIUA

Pexkomenpauuu Knacc nokazanmii Jloka3aTeJIbHOCTb
Brinonnenne YKB Bo3MOXHO Tipu moaxoasiiei 1Ib C
aHATOMUU U MIPU HAJTMYUM XKU3HECIIOCOOHOI0 MUOKap/a.
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Tabnuua VI.3

PeKOMeHI[aH,l/II/I JJIA 00JIbHBIX C XpOHI/l‘IeCKOﬁ cepaeqﬂoifl HEJOCTATOYHOCTHIO CHCTOJINYECKOI

muchynkuueit JIK (OB < 35%), ¢ npeodiaanneM CHMITOMOB CE€PE€YHON HEOCTATOYHOCTH

(creHokapaus Ha ypoBHe I-11I kiacca wim ee oTcyTcTBHE)

JKM3HECITOCOOHOTO MuUokapaa.

Pekomennanun Knacc nokasanuii Jloka3aTenbHOCTD
Brinonnenne YKB Bo3aMoXHO Tipu
MOAXOIIIEH aHATOMUU Y MIPU HAJTMYUU 1Ib C

B oTcyTcTBHE MOKa3aHHOTO HATMIUS
KM3HECITOCOOHOTO0 MUOKapaa
peBacCKyIIpHU3aIs He PeKOMEHIYETCS.

I B

VII. CTPATUDOUKAIINA PUCKA
N ITPOOUJAKTHKA BCC ITPU OTAEJbHbBIX HO3O0JOT'NMYECKUX ®OPMAX

VII.1. Crpatudukanusa pucka u npodu-
aaktuka BCC y nanuentos ¢ UbC

VII.1.A. Crpatudukanus pucka u npodu-
naktuka BCC y nanmeHToB ¢ nocTuH()apKTHBIM
Kap/IHOCKJIEPO30M U CHCTOJINYECKOI THCPyHK-
mueit JIK

Crpatudukanus pucka

st onpeneniennst pucka pasputust BCC u BbI-
6opa Mep ee MPOOUIAKTUKN Y JTAHHOW KaTerOPHH
MaIMEeHTOB, MPekKIe BCEero, HeEOOXOANMO COCTa-
BUTH TPEJICTABIEHNE O BapuUaHTe KJIMHMYECKOTO
teyennss MBC B Kak/I0oM KOHKPETHOM CJydae
(cTabuIIbHBIN-HECTAOUITBHBII ).

Y manueHToB ¢ yKa3aHUSAMU B aHaMHe3e Ha T1e-
peHecenHblii panee (He Menee 40 mueit) uHMapKT
MHUOKap/a anroputm crparuduxaimu pucka BCC
npezcrasied B Tabsme VIIL1.1.

[TocnenoBaTesbHast peanusanus MpeICTaBIeH-
HOTO aJITOPUTMA Y JJAHHON KaTeropuu IaliueHTOB
IpeIIIoIaraeT, Ipesk/ie BCero, NCKIoYeHe HecTa-
6unbHoro Bapuanra tedenunss VIBC, a Takxke BbI-
sBJIeHe OCHOBHBIX (hakTopoB pucka BCC, uto B
KOHEYHOM UTOTE, OY/IET OIPEIEATh IePedeHb Me-
POTIPUATHIA, HEOOXOAUMBIX JIJISI TIPOBEICHUST TIeP-
BUYHOI/BTOopruHOi nmpodunmaktukn BCC B Kaxk-
JIOM KOHKPETHOM KJIMHUYECKOM CJIydae.

Pexomenmanuu no npodunakruke BCC

B coorBercTBUM € NPUHIIUIIAMU JIOKA3aTeJb-
HOU MeIMITUHBI HUKE TIPe/ICTaBJIeH TIepeyeHb Me-
PONPUATHI, KOTOPbIe HEOOXOIMMO OCYIIECTBIISTH
s mposesienust npoduiaaktuku BCC y nanuen-
TOB, UMEIOIINX YKa3aHWs B aHAMHe3€e Ha MepeHe-
CEHHBIN MH(MAPKT MUOKap/a.

Knacc I:

1. AnexBaTHOEe MeIMKAMEHTO3HOE JiedeHUe
NBC u XCH, Briaoyalomiee 06s43aTeIbHOEe Ha3Ha-
yenue (MPU OTCYTCTBUU TPOTHUBOIOKA3aHUN U
HelpreMIeMbIX M000YHBbIX 9(hdEKTOB) ClIeayIo-
IIUX TPYTIIT [TPErapaTos:

* 6era-6s10kaTOphI (A)

* uAllID (A)

* areTUJICAININIOBas KucaoTa (A)

e craTuHbI (A)

* s1IepeHoH nocyge VM 1npu CHUKEHHOU
@B JI)K B couetaHuu ¢ JIEBOKETYAOUKOBOI He-
JIOCTATOYHOCTBIO WK caxapHbIM araberom (B)

* [THKK (B)

2. BoccranoByienrie KOPOHApHOTO KPOBOTOKA
XUPYPrUYeCKUM U MHTEPBEHIIMOHHBIM METO/1a-
MU TIPU BO3MOKHOCTHU TTPOBEJIEHUS ATOI KOPPEK-
un (C).

3. B nemsx Bropuunoii nmpodunaktuku BCC
NK/I-Teparnusi pekoMeH/I0BaHA TallMeHTaM, BbI-
sxusiM mocsie MIK v reMogHAMUYECKN He-
crabuiabHoil JKT (ocHOBHBIE (DaKTOPBI PHCKA),
KOTOpbIE He ObLIN CBSI3aHbI ¢ 00OPATUMBIMK TIPHU-
YUHAMU ¥ KOTOPBIE TMTOJTYYAIOT MMOCTOSHHYIO OTITH-
MaJIbHYI0 MEINKAaMEHTO3HYI0 Tepanuio, MMeIOT
xXopormmit GyHKIIMOHANBHBIN cTaryc® u Oiaro-
TMPUSATHBIN TTPOTHO3 BBIXKMBAHUS B T€UEHME TO/IA 1
6osee (A).

4. B nensax nepsuunoii npoduiaktukun BCC
UK/I-Tepanmus pekoMeHJOBaHA TMalMeHTaM C

(* - o MmeToauKkax nposeaeHns oLeHKM byHKLMOHANBHOMO CTATYCa Bbl
MoxeTe mpounTats Ha caiite http://www.chcr.brown.edu/pcoc/
functi.htm)
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Tabnuua VII.1.1.

Crparuduxanus pucka BCC y nanueHToB ¢ nocTHH()APKTHBIM KapAHOCKIEPO30M

u cucromyeckoil mucdynkiueit JIGK

1. Ectb 1 BepuduuinpoBaHHBIN 31130/ cepedHoro apecra Beienactsue O2K/AKT?

na HeT
CM. TIYHKT 2
2. EcTb 1 cTeHOKAapAMS 1/WIN TIpU3HAKK fAectabunmsanun® redenuss MUbBC?
na HeT

Koponaporpadusi, 00cyKaaTh BO3BMOXHOCTb
peBaCKyISIpU3aLINT

CM. pasnen pekoMmeHaauuu no npodbunaktuke BCC

3. EcTb 11 3aperucTpupoBaHHbIE HEYCTONYMBBIE XKeJIyIOYKOBbIE HAPYIIEHUs puT™Ma™™*?

na

HET

XM-BOKT, o6cyxknath nposeneuue KATI, sHnoDdU

CM. TIYHKT 4

4. Ectb n KIIMHUKO-MHCTPYMCHTAJIbHLIC ITPU3HaAKN XpOHI/I‘IGCKOﬁ AHCBPU3MBI JICBOT'O )KCJ'[YI[O‘IK&?

na HET
00CYyXIaTh KapAMOXUPYPIHUECKOE JIeUCHIE
5. ®B JIXK menee 40%
na HET

cM. pazaen npodunaktuka BCC

CM. pasfen cTpaTUdUKaluMs pUCKa UM METOMIbI
npodpuiaaktuku BCC y mamueHTOB ¢ XpOHUYECKON
MBC u coxpaHHoit cuctonmuyeckoilt pynkuueit JIZK

* — nog TepmmHom aectabunnaaums Tedenns MIbC noHumaloT HectabunsHyio cTeHokapamio (cormacko onpeaenermio HauuoHanbHbix
pexomergaumii no nedenmio OKC Ges crosikoro nogvema ST Ha IKT) crenokapamio -1V PK npu otcytetamm sppexta ot ageksatHo
MPOBOAMMON QHTUAHTMHOLHOM TEPAMM, CTEHOKAPAMIO BO3HMKLLYIO MOC/E MPOBEASHNS MEPONPUSTHI MO PEBACKYAFPUIALMM MUOKAPAT

(creHTposanme, AKLL).

- nog TepmuHom Heyctoiumasie KHP normmatotca Heyctoumsas XT (HXT) n X3.

HaJIM4YMeM TaKOTO OCHOBHOTO (pakTopa puckKa
BCC xax auchyurius JIJK, obycioBieHHas
npenamectByonuM UM (#e menee uem 40 nHeit
nocsie UM), ¢ @B JIJK nmke 40%, ¢ XCH I-111
OK mno wmnaccudpukaruu NYHA, ¢ xopormmm
(byHKITMOHATBHBIM CTATYCOM, MOJIYYAIONUM OC-
TOSTHHYIO ONITUMATBHYI0 MEIUKaMEHTO3HYTO Tepa-
[UI0 ¥ UMEIOIUM OJIarONPUATHBIN [TPOTHO3 BbI-
JKUBaHUS B TedeHue rojia u 6osee (A).

5. B nensx mepsuunoii npodumaktuku BCC
NK/I-Tepanus pekoMeH/I0BaHA TAI[MEHTaM C Ha-
JIMIMEM TaKUX OCHOBHBIX (hakTopoB pucka BCC
kak auchynknus JIJK, o6ycioBienHast mpeiect-

BytonuM VM (uHe meHee yem 40 gneit nocae IM),
¢ OB JIK mmxe 40%, ¢ XCH I-111 @K o knaccn-
ukanmmm NYHA, ¢ meycroituusoit KT (1o man-
HbeiM IKI, XM-9KT) u ycroitunsoii ;KT u/mmm
@K (uumynuposannoii B xoze sH109 D), ¢ xo-
porM  (OYHKITMOHAIBHBIM CTAaTyCOM, TOJIyJaro-
VM TTOCTOSTHHYIO ONTUMATbHYI0 MEIUKAMEHTO3-
HYIO TEPAIHIO U KMEOIUM GJIaronpusiTHBII por-
HO3 BBIKHMBAHUs B TedeHue rozia u bosee (A).

Kanacc Ila:

1. AMuomapon B coderanuu ¢ Gera-6J0KaTopa-
MU y MAIMeHTOB C HAJUYMeM TaKOTO OCHOBHOTO
dakropa pucka BCC kak cumnromatuanbsie JKHP
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npu OoTcyTcTBUM 3h@eKTa OT M30JIMPOBAHHOTO
npuema 6era-610karopos (B).

2. Coranon y nanuenToB ¢ JKHP (ocHoBHOI
(hakTop pucka BCC) nipu orcyteTBum apdexra ot
npuema Gera-610katopos (C).

3. IIpoBenierne XUPypruvyecKoro JedeHns Xpo-
HrYeckoi aneBpuaMbl cepia (C).

4. PYA JKT y nmarmentoB ¢ UK/ n AAT mipn
yacThix (6Gosiee 2 pas B TO/) SIIU30/1aX OTPaB/aH-
noii tepanuu UK/ (C).

Kanacc I1b:

1. PYA y naiueHToB ¢ reMOIMTHAMUYECKH CTa-
6unbroi JKT (ocHoBHOIl (akTop pucka BCC) u
DB 6oee 40% (B).

2. Amuonapon y marentoB ¢ JKT (ocHoBHOI
axrop pucka BCC), koTopbie He TIEPEHOCST U,/ WA
oTkazbiBatoTcs nosrydars Tepanuto MK/ (C).

Knacc III:

1. Hasnauenne AAT He sBisiercst 00si3aTelb-
HBIM Y TIAIIMEHTOB ¢ aCUMIITOMHBIMU KO nimm we-
ycroitunBoit KT (ocHoBHolt hakTop pucka BCC)
(B).

2. AAT IC knacca npoTtuBornokasanbl (A).

3. Haznauenue amMmuopiapota He PeKOMEH/yeT-
cs marmenTaM ¢ TupeoTokcnkoszom (C).

VII.1.b. Crpatudukaiusi pucka ¥ MeTObI
npoduwraktukn BCC y namnueHToB ¢ XpoHuyec-
koit UBC u coxpannoii cucrommueckoii ¢pyHk-
muei JIJK

Crparundukanus pucka

CJiestyer IOHMMATh, YTO JIIOOOH TAIMEHT C Be-
pudwuimpoBanubiM auaraozom MBC noteniu-
anbHO oTHOCUTCS K Tpymie pucka BCC, a 60ib-
HIMHCTBO BHE3AIHBIX CMePTeil B aOCOMOTHBIX 3HA-
YEeHUSIX IIPUXOAUTCS Ha KaTEeropuio Juil 6e3 BbIpa-
JKEHHOW CHCTOJIMUECKON AMCHYHKIIMU MUOKApP/a
JIK [9-12, 19].

B aT0i1 rpy1iiie marueHToB Kit0UeBOe 3HaYEHNE
npruobpeTaeT BepuUKAIs U TOCIeLyoIast MO-
muduKamsg BTOPOCTENMEHHBIX (haKTOPOB PUCKA
BCC, xoropsie, 110 cyTH, ABISIOTCS U (haKTOpamMu
pucka MBC. Takum o6pasom, IIpoBeeHIE uar-
HOCTMYECKUX TECTOB M Ha3HAYeHWe MeIMKaMeH-
TO3HOUW Tepanuu (BTOpWYHAA MPOPUIAKTUKA
NBC), permamentupoBannoe HamumoHambHbIMU
PexomenpanusmMu 1Mo AMATHOCTUKE U JIEYEHUTO
xponunydeckoit UbC, o cyTtn, aagioTcst Meporipu-
ATUSIMU TI0 CTPATU(UKAIUKM PUCKA U TTPODUIAK-
tuke BCC [131].

[Togsnenne pa3znuyHbix BapuaHTOB /KA y ma-
nuenToB ¢ xporuveckoir MBC 3auacryio mosxer
OBITH CBsI3aHO C gectabuinsaiueit revenuss MUHC

u/unn nporpeccupoBanrem XCH.

B GosibInnHCTBE CirydaeB MPOOEKKN HaKeTy-
noukoBoi Taxukapauu (HIKT) y mammenTtoB c
xponndeckoit popmoit MUBC 6eccummromust. /o
HACTOSIIIETO BPEMEHU HE CYNIECTBYET OOIIeNpu-
HATBIX JIAHHBIX O TOM, UTO €€ MO/IaBJIeHne T0CTO-
BEPHO YBEJINYNBAET BbIKMBAEMOCTD. JleueHue yc-
toitauBoii JKT y manmenToB ¢ XxpoHnvyeckoi Gop-
moit UBC ompenensgercs ee KIMHUIECKUMHA TPO-
SIBJICHUSIMU M YaCTOTON ee BOSHUKHOBEHMSL. Y T1a-
IUEHTOB, C yKa3aHUSMHM B aHAMHe3€ Ha 3MU30]]
cepueunoro apecra Beaenctsue DK /KT, koto-
poiii pazBuics nocie 48 4 ot Havana OVIM, nme-
€TCs1 BBICOKMI PUCK BOBHMKHOBEHUS TIOBTOPHOTO
sanmzona OK [132-134].

s onpenenennst pucka BCC u Bei6opa Tak-
TUKW JIedeHUs y MAHHOW KaTeropuu MallieHTOB
HEOOXOIMMO YYUTHIBATh KIMHUYECKYIO KapTUHY
3aboJsieBaHUsT U BepU(UIMPOBATH BO3MOKHBIE
npuunabl pazsutus JKHP. Anroputm crpatndu-
Kal[uu pUcKa rpejcrasjien B Tabaune VIL1.2.

Pexomenaanuu no npodpunakruke BCC

Knacc I:

1. AekBaTHOE MelnKamMeHTO3HOoe tedenrie BC
n XCH, Briovatonee o0si3aTeIbHOE Ha3HAYEHUE
(TIpM OTCYTCTBUY TIPOTUBOINOKA3aHMIA U TOOOYHBIX
a(hEKTOB) CIeyIoNNX TPy TPETapaToB:

* Gera-6s10kaTopel (A)
uAIlD (A)
* AIETUJICATTUITNIIOBAsST KUCTOTA, (A)
e ctaTtuHbl (A)
[THKK (B)

2. B nensax Bropuunoii mpodunaktuku BCC
naipenTam, BbKuBIINM tocsie MK mau remou-
Hamuueckn HectabmibHoi KT (ocHoBHBIE (hak-
TOPBI PUCKA), IPY HAJTMYUU TTOKa3aHUIT PEKOMEH-
JIOBAaHO BOCCTAaHOBJIEHHE TPOXOJUMOCTA KOPO-
HapHBIX apTepuii, TAaK KaK OCTpasi UIeMHs MHO-
Kap/a, Kak mpasuo, mposoiupyet KT (B).

3. B nensix Bropuunoit npodunaktukun BCC
UK/I-Tepaniust pekoMeHJOBaHa ITallieHTaM, BbI-
sxuBiM nocsie MIK v reMogHAMUYECKN He-
crabuabHOil JKT (ocHOBHBIE (haKTOPBI PHCKa),
MPU OTCYTCTBUM BO3MOKHOCTU BOCCTAHOBJICHUS
KOPOHApPHOTO KPOBOTOKA, KOTOPBIE MOIydYaroT
MOCTOSHHYIO ONTUMAJIbHYI0 MEINKaMEHTO3HYIO
Tepanuio, UMEIOT XOpOIMUi (YHKIIMOHAIbHBIHN
cratyc*® u 6JIaronpUsATHBIN IIPOTHO3 BHIKUBAHUS B
TeueHue Toza u 6ouee (A).

[* - o MeToauKax nposeneHns OLeHKM PyHKLUMOHANLHOMO CTATYCA Bbl
moxeTe npounTats Ha caiite http:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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Tabnuua VII.1.2.

Crpatudukanusa pucka BCC y manuenrtoB ¢ xpoanueckoiit UbC

M COXPaHHOIi cucrosmueckoi ¢pynkmueit JIZK

1.EcTtb 1 npexoaduiasa i moCTodHHad NIEMHUA MUOKapaa I/I/I/II[I/I IIOBTOPHBIE OCTPbIC KOPOHAPHBLIC SHI/IBOI[LI?

Ja

HET

Koponaporpadus ¢ 1iesbto BIOOpa MeToaa
peBacKysipu3aium

CM. MYHKT 2

2. EcTb i1 3aperucTpupoBaHHbIC YCTONYMBbBIE/HEYCTOMUMBBIC XKETYI0UYKOBbIE HApyIlIeHUs pUuTMa?

Ja

HET

Koponaporpadus ¢ 1iebio BbIOOpa MeToaa
peBacKyJIsSIpU3alii

CM. peKOMEHIALMUH 10 JUATHOCTUKE U JIEYCHUIO
xponnueckoit UBC [131]

Kanacc Ila

1. Teparmust aMWOapOHOM B COYETAaHUU C
B-agpenobiaokatopamu  1enecoobpasHa s
YMEHBIIEHUS BBIPAKEHHOCTH CUMIITOMOB, 00yC-
JIOBJIEHHBIX TAaKUMU OCHOBHBIMU (haKTOpaMu
pucka BCC xak penuanBupyionias reMonHa-
muuecku crabunbhas JKT y namueHToB ¢ qucdy-
ukmueit JIJK mocse nepenecernoro OMM, koro-
PBIM He MosKeT ObiTh uMILIaHTupoBan MK/ win
OHU OTKa3bIBAIOTCS OT MPOBEIEHUs Olepaluu
nmiiantaiun (C).

2. B nensgx mepBuunoil npodumaktukn BCC
BOCCTAHOBJIEHNE KOPOHAPHOTO KPOBOTOKA XU-
PYPTrUYECKUM U/UJIN WHTEPBEHIIMOHHBIM METO-
JIOM TIPU BO3MOXKHOCTH €T0 TPOBe/IeHUsT TTOKa3a-
Ho nanuenTaM ¢ xpoandeckoit UbC n nannunem
reMOJIMHAMUYEeCKN 3HAYNMBIX CTEHO30B KOPOHAP-
ubix aptepuii (C).

3. Ummnanranus WK/ 1menecoobpasna mnpu
JledeHnu peruauBupyiomiein ycroituusoit JKT y
MarueHToB ¢ nepeHeceHHbIM paHee OUM (oc-
HoBHBIe (hakTopbl pucka BCC) ¢ HOpMasibHOM
uan GJM3KON K HOPMaJAbHOW CHCTOJIMYECKON
(byHKIIMEH JKeNy0UKOB, TOMYyYaONUX TTOCTOSTH-
HYIO ONTUMAJBHYIO JIEKAPCTBEHHYIO Tepanuio u
UMEOINX OJIATOTPUSATHBIN TIPOTHO3 [IJIsT BBIKU-
BAHWS C XOPOIUM (DYHKIIMOHAIBHBIM COCTOSTHU-
eM B Teuenue roga u 6osee (C).

Knacc ITb

1. PaguouacrorHas KaTerepHas aOJIsIus WA
Ha3HaveHue aMuoIapoHa MOKET PacCMaTpPUBATh-
cs Kak asnprepHatuBa ycranoBke MK/[ y manuen-
TOB ¢ yMepentoii quchynkuueii JIXK (DB 6osee
40%) M HaaUYMeM TaKOTO OCHOBHOTO (haKTopa
pucka BCC kak peruimBupyonias reMo[iHaMu-
yeckn crabuibHas KT (B).

Kanacc 11T

1. He pexomennyetcs naznauenne AAT B mipo-
(bunakTIuecKux 1eIIX 171 CHUKEHNS CMEePTHOC-
TH Y MAIIMEHTOB ¢ HEYCTONUMBBIMU OECCUMITTOM-
ubiMu JKA (octnosroit pakrop pucka BCC) (B).

VII.2. Crpatudukamnus pucka u mnpodu-
gaktuka BCC y nmamueHTOB ¢ XpOHUYECKOit
cepZleYHOH HeJJOCTaTOYHOCThIO

CepzeyHast HelOCTaTOYHOCTb — IATOJIOTHYEC-
KOE COCTOSTHUE, ITPH KOTOPOM CEPJEYHBIN BHIOPOC
HE COOTBETCTBYET TOTPEOHOCTH OpraHm3Ma
BCJIEZICTBUE CHUKEHUST HACOCHOM (DYHKITUU cepji-
1a. B kmuAanYeckolt mpakTuKe pa3andaioT OCTPYIO
U XPOHUYECKYIO CEpPJEYHYI0 HEeI0CTATOYHOCTD.
Cepeynast HEJJOCTATOYHOCTD HE SBJSETCS CaMO-
crosiTeTbHBIM 3a60sieBatneM. Kak mpasuiio, oHa —
OCJIOKHEHUE WM PE3YJIbTaT Pas3IMYHbIX 3a60J1e-
BaHUU U COCTOAHUI.

Y maiueHTOB ¢ XPOHUYECKOU cep/edyHoil He-
JIOCTaTOYHOCTbIO, COITPOBOKIAIONICHCS CHUKEHU-
€M CUCTOJINYeCKO (DyHKIINH, YaCTO BCTPEYaIoTCs
/KA u noseimmen puck BCC. 9tnosorus XCH, Be-
POSITHO, OKAa3bIBAET BJMSHIE Ha PAa3IMIHbIe MeXa-
HU3MBI 1 BUABI KA. [[oTOTHUTETbHBIMY TTPETNK-
topamu BCC y 6ompabix XCH siBiistioTcst BbIpa-
JKeHHas MUTpaJbHAs PETypruTaius, CHUKEeHHe
ypoBHsI reMoryiobnHa u comyterBytonias XI1TH, ¢
nporpeccuBHBIM yBesmuenuneMm pucka BCC na
cTanuu xponndeckoro auanuza [135-138]. U3
HHCTPYMEHTAJIBHBIX MOKa3aTeseil HanbOoIbIIeil
IIPOTHOCTHYECKOH ITleHHOCThIo y OGosbHbix XCH
obmamaror dpakumst Beiopoca (DB), mauTens-
HOCTh KoMILTekca QRS, Hasmmume GI0KaIbI JIEBOT
HOXKKHM Tiyuka [uca, curHas-ycpennennast JKI,
BaprabeSbHOCTh PUTMA CEP/IINA, TTaTOJOTHYECKITE
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nusMeHeHust 6apopedJiekca, aasrepHanus 3yoma T,
mucnepeust warepsaga QT, TypOyieHTHOCTD cep-
neunoro putMa [139].

Crparudukanus pucka

[l onmpenenenns pucka pazsutust BCC u BbI-
6opa Mep ee MPOOUIAKTUKN Y TAHHOW KaTEeTOPHH
MAIMEeHTOB HEOOXOMMO COCTAaBUTH IPEICTaBIIe-
Hue o rerese X CH B Ka10M KOHKPETHOM KJINHU-
YECKOM cJrydae.

B tabuune VIL.2.1. mpencraBieH ajroputm
crpatudukanuu pucka BCC y manueHToB €
XCH. TlocnenosaresibHast peanusaiiusg JaHHOTO
JTOPUTMa TO3BOJIUT OIPEIEJNUTh TepedeHb Me-
PONPUSATHI, HEOOXOAMMBIX JIJISI IIPOBEAEHUS Tep-
BUYHOI /BroprnuHoil npoduraktuku BCC B kaxk-
JIOM KOHKPETHOM KJIMHUYECKOM CJIydae.

Pexomenpanuu no npodpuinakruke BCC

Knacc 1

1. AnexBaTHOE MeEIWKAMEHTO3HOE JieYeHWe
XCH cornacno aelicrBytommuM HarmoHnaabHbIM
Pexomenpammsm mo sedenuio XCH [83], Britio-
yatoree o0s3aTesbHOEe HasHaueHue (MpH OTCYT-
CTBMM IIPOTHBOIOKA3aHUI M TOOOUHBIX dhdeK-
toB) Gera-60katopoB (A), uAIID (A), anraro-

HUCTOB asibilocTepona (A)

2. B nemsx Bropuunoii npodumaktuku BCC
NK/I-Tepaniugd pekoMeHIOBaHA IAllUEHTAM, Bbl-
skuBiM mocsie MIK v reMogHAMUYECKH He-
crabuibHoil JKT (ocHOBHBIE (hakTOPHI puCKa),
KOTOpbIe He ObLIN CBSA3aHBI ¢ 0OPATUMBIMU TIPU-
YUHAMU ¥ KOTOPBIE TMTOTYYAIOT MTOCTOSHHYIO OTITH-
MaJIbHYI0 MEINKAaMEHTO3HYI0 Teparuio, MMeIOT
XOpounii (pyHKIMOHANBHBII craTyc* m Giaarorm-
PUATHBIN TPOTHO3 BBIKMBAHMS B TeUEHUE TOA U
6onee (A).

3. B nengax nepsuunoii nmpoduiaktukn BCC
WK]/I[-tepanusi pekoMeH0BaHa MalueHTaM ¢ Ha-
JINYUEM TaKOTO OCHOBHOTO (haKTopa pUCKa Kak
michynkims JIJK, obycioBieHHast MpeAiecTBy-
oM MM (He menee uem 40 gHeit mocie UM), ¢
DB JIK nmxe 40%, ¢ XCH I-11T DK no knaccu-
dukarmmn NYHA, ¢ xopomum GyHKIIMOHATBHBIM
CTaTycoM™, TOJy4YarolMnM TOCTOSTHHYIO OITH-
MaJTbHYI0 MEIUKAMEHTO3HYIO Teparnuio U NMeo-
UM OJIATOTIPUSITHBIN MTPOTHO3 BHIKUBAHISI B Te-
yenue roga u 6osee (A).

4. B nensax nepsuyHoit npodumaktukun BCC
WK/I-Tepanusi pekoMeHi0oBaHa TallieHTaM ¢ He-

Tabnuua VII.2.1.
Crpatuduxamusg pucka BCC y nanuentos ¢ XCH

1. UMmeroTcst i maHHbIe 00 mimemMnyeckoM reHeze XCH?

na HET
Koponaporpadus, o6cyxaaTb BO3SMOXHOCTb CM. TIHKT 2
peBacKyIsSIpu3aliiu
2. EcTb 1 yka3aHUsI B aHAMHE3€ Ha 3MU30]1 CEPIeYHOTOo apecTa?
na HeT

Mepbl TpopUIIaKTUKA OYIYT ONPEaeISIThCS:
+ ®K XCH o NYHA,

» BemuuHoi OB JIK,
(cM. peKoMeHIALINHI

o npodunaktuke BCC — xiace I, myHkT 1) * HanmuuueM /oteyreTueM KA

¢ HaJIMYMEM /OTCYTCTBI/ICM IIPU3HAKOB
JCCUHXPOHM3AIINH KCITYTO0YKOB

(cM. pexomeHaauunu o npoguinakruke BCC)

3. NmetoTcst 3aperncTpupoBaHHbBIE YCTONUMBEIE/HEYCTOMUYMBBIE KeJTyTOYKOBbIE HApYIIEHUs] pUTMa?

aa HCT

XM-DKTI, obcyxmath mposeaecHue sH10D DU CM. pekoMeHaamuu no npodunaktuke BCC

[* — o meToamkax MpoBeaeHHs OUEHKM BYHKUMOHANLHOTO CTATYCA Bbl MOXETE MPOYUTATL HA CakiTe

htto:/ /www.chcr.brown.edu/pcoc/ functi.him)
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UIIEeMUYEeCKUME 3a00JI€EBAaHUSIMK  Cep/Ia, MMero-
umM OB JIDK menee 35%, XCH II-IIT DK no
krnaccuduranun NYHA (ocHoBHO# (hakTop puc-
Ka), MOJYYaIoNM ITOCTOSHHYO ONTUMAJIbHYTO Jie-
KapCTBEHHYIO Tepamnuio, ¢ XOpOoImuM (HyHKITHO-
HAJIBHBIM CTATYCOM™® 1 UMEIOIIMM OJIarompUsITHBIIN
IIPOTHO3 BBIKUBAHKS B TeueHwe roja 1 6osee (A).

5. ComyTcTBYyIONIasi Tepanusi aMUOJAPOHOM,
COTAJIOJIOM B BUJIE MOHOTEPAITUN UJTU B COUETAHNUN
¢ B-agpeHob6iokaTopaMy C I1€IbI0 YMEHbIIECHUS
cumntomoB JKT (kak ycroitumBoii, Tak U Heyc-
TOWYMBOI) pEKOMEH/I0BaHa MallMeHTaM ¢ WMII-
saatupoBanubiMu K/I, mosyyatonum Tepamnmio
o ooy XCH (C).

6. AMMOJIapOH TIOKA3aH TMallMeHTaM C I1eJIbi0
JledeHus reMojuHaMuyeckn 3Hauumbix KT u
HIKT B cayuae, ecm KapimoBepcus M,/ Uil KOP-
peKIns MPUYNH BO3HWUKHOBEHWS apUTMHUU He
CMOTJIN YCTPAHUTD WJI TIPEJIOTBPATUTD €€ PaHHUIA
peruuB (B).

Kanacc Ila

1. B nensax nepsuunoit mpodumaktukun BCC
WK/I-repanust, KOMOMHUPOBaHHAsT ¢ OMBEHTPU-
kysipaoit IKC, nokazana nanmentam ¢ XCH I11-
IV ©OK no knaccudukannn NYHA (ocHoBHO#
dakTop pucka), MOIyYAOIUM ONTUMAJIBHYTO Jie-
KapCTBEHHYIO TEPATHNIO,  KOTOPBIX U TETbHOCTh
xomtekca QRS Ha pone cunycoBoro putma rpe-
Bbimaer 120 Mc, KOTOpble UMEIOT GJIarOIPUATHBIN
IIPOrHO3 BBIKMBAHUA B TeueHue rojga u 6osee (B).

2. UK/I-Tepanus mokazaHa marfeHTaM ¢ peru-
JUBUPYIOIIEH TeMognHaMudecku crabmibHoii JKT
(ocHOBHOIT (haKTOP PHUCKA), HOPMAJTBLHOM WJTH TI0Y-
i HopMasnbHoit DB JIK, mosyuatonum onTu-
manbpHoe Jedenne XCH ¢ xopomum @ynKIimo-
HaJIbHBIM CTATyCOM™ 1 MMEIONIMM OJIaronpusTHbIN
IIPOrHO3 BbIKMBaHUs B TedeHnue roga u 6osee (C).

3. busentpukyisipHas IKC 6e3 dyHKIUN
MK/ nenecoobpasua g npegorspaiienns BCC
y manuentoB ¢ XCH III-IV @K o NYHA, @B
JIK menee 35% (ocHoBHbBIE (haKTOPBI PUCKA), [IJTH-
TeIbHOCTBIO KoMiuiekcoB QRS 160 mc (wmm 1o
MeHbIreir Mepe 120 Mc Tpu HAIMYUN IPYTUX TTPU3-
HAaKOB aCMHXPOHHOTO COKPAIIEHUS JKeTyT0YKOB),
MOJTYYAIONINX TOCTOSTHHYIO ONTUMAIBHYIO JIeKap-
CTBEHHYIO TEPANUIO U UMEIONINX OJArOmpPUsTHBIN
IIPOTHO3 BBIKMBAHUS B TedeHue roza u 6ouee (B).

Kanacc ITb

1. AMuogapon u/uau 6Gera-610KaTOPbl MOTYT
ObITh HA3HAYCHBI MAIIMEHTaM C OCHOBHBIMHU ¥ BTO-
pocrenierHbiMU (hakTopamu pucka BCC, momyua-
IOIUM ONITUMaJIbHOE JieueHue 1o nosoay XCH,
KOTOPBIM HEBO3MOKHO nMILIanTupoBatrh MK/I.

2. B nengx nepsuunoii npodwunaktukun BCC
WK/I-Tepamust MOKeT 00CYKIaThCs y MAllMEeHTORB
C HEUTIEMUYECKUME 3a00IEBAHUSIMU CEP/ITIA, UMe-
fomux @B JIJK ot 30 10 35% (ocHOBHOI hakTop
pucka), XCH I @K no knaccudukarmm NYHA,
MTOJTYYAIONINX TOCTOSTHHYIO ONTUMAJIbHYIO JIeKap-
CTBEHHYIO Tepamnuio, ¢ XOpomuM (GyHKIIMOHATIb-
HBIM cTaTycoM® M MMerommx O6JaronpusTHbINA
IIPOTHO3 BBIKMBAHUS B TedeHue roza u ouee (B).

Knacc 11T

1. Hagnayenmne aHTHApUTMUYECKUX IIperapa-
toB [C kmacca nyst sedenns KA (ocHOBHOM (hak-
top pucka BCC) He pekoMeHIyeTCsl y TTAllUEHTOB
¢ XCH (A).

2. UK/I-Tepanust He TMOKasaHa MalieHTaM C
pedpakreproit XCH, y KOTOpbBIX He Tpejoiara-
€TCsT IOCTHKeHe KOMIIEHCAITUH ee TIPOSIBJICHUH U
6JIATOTIPHSITHOTO TIPOTHO3a (A)

Tak kak Ha o0 BCC npuxoautcest okoso 50%
cmepreit y 6ompabix ¢ XCH, TO upe3BbIYaitHO
Ba)KHBIM BOIIPOCOM SIBJISIETCST TIEpBUYHAs MPodu-
gaktnka BCC. VubiMu ciioBaMu Bpad JIOJIKEH
YETKO TIPE/ICTAB/ISATh Ha KAKOM dTalle TeueHus 3a-
GoJieBaHUs TAIMEHTY HYKHO PEKOMEHI0BaTh
nmianTanuio MK/, B tabaune VIIL2.2. npex-
CTaBJIEHbl KJIACChl TOKA3aHUN K MMILIaHTAI[UN
MK/ B essix nepBuYHON MPODUIAKTUKI B 3aBU-
cumoctu oT reresa XCH, @K XCH, sennuynnbl
OB JIK n namuuus JKA.

VIIL.3. Crpatudukamnus pucka u npodpuiak-
tnka BCC y nanueHToB ¢ Opaaucucroimyec-
KHMU HapyIIeHUSIMU PUTMA U IIPOBOAMMOCTHU

[Tox TepMuHOM GpaItapUTMIK TOHUMAIOT TITH-
POKMIi crieKTp 3ab0JIeBaHMil, ITATOTeHEe3 Pa3BUTHS
KOTOPBIX TIPEeATIOJaraeT, B TOM YHcCJie, CHIKeHHe
CHCTEMHOTO BBIOPOCA B PE3yJIbTare yMEHbIIEHWUSs
YCC Beae[cTBrie HapyIIeHHs] UMITYJIbCO0OPa3o-
BaHMS B CHUHYCOBOM y3Jie U/UJIN paciHpocTpaHe-
HUs PPOHTA IENOJIAPU3AINY 110 CTPYKTYpPaMm I1po-
Bojsel cucteMbl cepana. Peanusamus BCC 1o
O6pauapuTMIUYECKOMY CIIEHAPUIO MPOMCXOANUT B
15% caydaeB [6-8]. BaxkHo moHnmath, 4to dakt
HaM9Iust OpaiiapuT™Muii, 0COOEHHO B COYETAHUN
¢ cucrommyeckoin auchynkmueit JIJK, npeamona-
raeT, TeM He MeHee, BBICOKUN U YMEPEHHBIN PUCK
PasBUTHSA JKEJTYTOUYKOBBIX TAXUAPUTMHUH Y OJTHOTO
1 TOTO Ke TalenHTa.

[* — o meToaykax nposeaeHNs OUeHKU ByHKLMOHANLHOMO CTATYCA Bbl
MoxeTe mpounTath Ha caiite http:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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Tabnuua VI1.2.2.

Ilpumenenue UK/I nns nepuyHoii npodpuraxkrukn BCC y namuentos ¢ XCH

3nayenue OB JIK, %
Menee 30 31-35 36-40
®DK no
NYHA I'ene3 XCH
Huwemuueckuii | Heuwemuueckuii | Mwemuuecxkuii | Heuwemuueckuit | Muemuveckuii | Heuwemuueckuii
NYHA I ( He paHee
I 40 nHeit ITb I (HXT +) 1Ib I (HXT +) 111
nociie ONUM)
I ( He paHee I ( He paHee
NYHA T 40 aveii I 40 e I I (HKT +) 1
nociie ONUM) nocie OUM)
I ( He paHee I ( He paHee
NYIA L 40 anei I 40 et I I (HXKT +) 1
mmociie OUM) mmocie OUM)
A it 1 it 1 it 1

[Mpumeuarme: pumckimmn upamm B TaBRMLE NOKA3QH KNACC NOKA3AHMIA K umnnanTaummn VKL,
@B JIX - ppakums Bribpoca nesoro xenygouxka; XCH — xporuyeckas cepaeyHas HegoctatouHocts;, HXT — HeycToriumsas xenygoukosast
raxukapaus; OVIM — octpeiti nHpapkt muokapaa; PK — pyHKUMOHANbHBI Knacc.

VIL.3.A. Crpatudukanusi pucka u npocdu-
aaktuka BCC y manuenTtoB ¢ auchyHknuei cu-
HoatpuaibHoro ysia (CAY)

Ha o0 marieHToB ¢ CHHAPOMOM CJ1aboCTH
cunycoBoro y3na (CCCY) npuxoauTcss OKOJO
MIOJIOBMHBI OT OOIIEro Yhcia BCeX MMILTaHTAI[MiT
IKC [140].

B otnomennn BCC y nannoii kateropuu ma-
[IMEHTOB MTPOTHO3 OY/IET OTPEIETSITHCS BhIPAKEH-
HOCTBIO KJIMHWYECKUX TPOSIBIEHUN W MPUPOIOI
OCHOBHOTO 3abosieBanusi. CUymMTaercsi, 4YTo MpoBe-
nenne tnoctosguHo IKC yiyuimaer kiamHUYeC-
KYIO CUMIITOMATHKY, HO He MOIM(DUITPYET TIpor-
HO3 y marueHToB ¢ CCCY. Omnako 2t 1aHHbIE
OBLIN TTOJTyYEHBI IOCTATOYHO JIaBHO TP ITPOBEjIe-
HUM HeOOJIBIINX, HEPAHIOMU3MPOBAHHBIX U He-
MPOCIEKTUBHBIX nccaenoBannii [141]. M3BecTHoO,
4TO oTCyTcTBHUE 1ocTosiHHON K C y manmeHToB ¢
CCCY compoBoskiaercs yXyAllleHuEM KadecTBa
JKU3HU, TOBBIIIEHNEM 3200JI€BAEMOCTH M CMEPT-
noctu. Yro xacaerca BCC, To cucremaruueckast
OlleHKa ee BKJa/a B JIOJIO JIETATbHBIX UCXOJ0B Y
3TUX MAIMEHTOB He TTpoBoauach [142].

Crpatudukanus pucka

luchynknua CAY, npuBoasias K BbIPasKeH-
HOW OpajiMKapny WM Tay3aM, MOXKET IIPOsIB-

JISITHCST 0OMOPOKOM, MTPE0OMOPOKOM, TOJIOBOKPY-
JKeHUEM, TUTIOTEH3Uel, IIPOrPeccreil MposiBIeHU
cep/leyHOll HeJOCTAaTOYHOCTH, CTEHOKapauen.
BCC y marmmenros ¢ CCCY 6oJtee BeposiTHA TTPH
HAJIMYNN TPU3HAKOB CHCTOJIMYECKON JUCHYHK-
uu muokapzaa JIZK. [Marodusnonornyecknm me-
XaHU3MOM TMOJ0OHOTO CIIEHAPUST SBJISIETCS JIJIH-
TeJbHAsl Tay3a acUCTOJUU 0e3 3aMelaioniero
putma u/uan JKA, pasBuBaionecs: B pesysabraTe
May30-3aBUCUMBIX HAPYIICHUN PenoJapU3aiiii.
Nx manudecTarms conmpoBoOKAA€TCSI HAPYIIEHUS -
MM KaK CUCTeMHOU, TaK U PErMoHapHON reMOJIu-
HaMUKH, TIpesxze Beero, co ctoponsl [THC. Crnen-
CTBUEM 3TOTO SIBJISIETCSI BEPOSITHOE BO3HUKHOBE-
HIe HeoOPATUMBIX M3MEHEHUN CO CTOPOHBI JKU3-
HEHHO BaKHBIX OPraHOB M Pa3BUTHE JIETATHHOTO
nucxona. Hammune wim orcytcTBue npenacyuiect-
BYIOIIEH CTPYKTYPHOI MATOJOTHU CEP/Ia MOKET
HUMeTh OTIpejiesisolee 3HaYeHNe IS ajlarTali-
OHHBIX M3MEHEHUIT TTapaMeTPOB CEPETHOTO BHIO-
poca, a 3HAYUT U /I XapaKTepa KJINHUYECKOrO
TedyeHus: apuT™Mun. K cokaleHunio, Ha Cero/iHsIII-
HUIT JIeHb OOIIENPUHATHIX (DaKTOPOB PUCKA Pas-
putnsi BCC y narmmentoB ¢ CCCY net. Tem ne
MeHee, YKa3aHWs B aHaMHe3e Ha Takue (haKTOpPbI
PHCKa KaK 3TM30/[bI CUHKOIIE, HAJINYKEe CTPYKTYP-
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HOW TIATOJIOTUU CEPJIIa, JJIUTEJbHbIE CUMIITOMA-
TUYHbBIE 11Aay3bl ACUCTOJUN TIPU TIPOBefieHrr X M-
IKT kope/mmpyioT ¢ HeOIaronmpUsITHBIM IPOTHO-
30M, B ToM umcJie u B otHomenun BCC. I1pu atom
clemyeT UMEeThb B BUJLY, YTO KJIIOUYE€BOE 3HAUEHME
MMeeT CUMIITOMATUYecKass 3HAYMMOCTh Tay3bl, a
He ee JUINTEeJbHOCTD (cM. Tabmuiry V.2).

IIpodunakruka BCC

[IpoBenenre MOCTOAHHOMN TIPEICEPHON U/ NI
nsyxkamepuoit IKC B coorBerctBun ¢ Harmo-
HaJIbHBIMU PeKoMeHpalusIMu 110 TIPOBEIEHUIO
IKC [70] y marmenToB ¢ CCCY yuyuinaeT cumii-
TOMATHUKY ¥ Ka4eCTBO KU3HU, YMeHbIIIaeT 3a00J1e-
BaeMOCTb U YacTOTy pas3BUTHS (DUOPUIIAINN
npeacepanii. OTianeHnuble pe3ybTaThl TPUMeHe-
nus nocrostanoil IKC u ee BimsIHNE Ha BBIKUBA-
eMocTb U Ha vactoty pasputus BCC nHa ceroj-
HSAIIHWH /IeHb HEM3BECTHBHI.

VIL.3.b. Crparuduxamus pucka u npodu-
gaktuka BCC y manueHTOB ¢ HapylmeHUSMH
AB- u BHYTPUIKeJyJ0YKOBOI NPOBOIUMOCTH

Teuenune 3a6osieBaHUI, COMPOBOKAAIOIINXCS
HapymeausamMu AB- 1 BHyTPHIKETY/I04KOBOT TTPO-
BOJIMMOCTH, O1IEHUBAJIOCh B HECKOJIBKUX HEPAH/[0-
MU3UPOBAHHBIX U O0CEPBAIMOHHBIX HCCJIEI0BA-
Husix [143, 144], B KOTOPBIX OBLIO YCTaHOBJIEHO,
YTO JJaHHbIE COCTOSIHUS YacTO aCCOIMUPYIOTCS C
cuHkorte u npecunkorre u peako — ¢ BCC. IIpose-
nenre moctosHHON JKC npuBOANT K yIydIIeHUIO
KadecTBa >KU3HM nanueHToB. Yrto kacaercss BCC,
TO TTOJTyYeHHbBIE IaHHbIe HEOHO3HAYHBI.

Hapywenus AB-nposederus

baaronpusTHBIN TPOTHO3 XapaKTepeH /Jisd 1a-
muentoB ¢ AB-6iokaznoit I u IT crenenn (Mobuir
1), Torna xak npu AB-6sokaze I crenenn (Mo-
6ull 2), Ip¥ pPasBUTUM HMHTPArMCUAIBHON WK
uHbparncuaabHON GJIOKaZ OTMEYAeTCsT MPOTpec-
cUpoBaHue HapylleHui npoBoguMoctu B AB-
6sokany 11T cremenu (cm. Tabmmiy V.2), uro Tpe-
6yer tiposesienust nocrostnnoir IKC [110].

AB-6s0okaga III crenenu yaiie Bcero Berpeya-
ercst pu VIBC win jereHepatuBHBIX 3a00J1eBa-
HUSAX cep/ia. B HecKombKux HeOOJbIIMX HepaH-
JIOMU3MPOBAHHBIX MCCJIEIOBAHUSX OBLIO TTOKa3a-
Ho, uro nocrosganasg IKC ypennuuBaer xapakre-
PUCTUKH BBIXKMBAEMOCTH Y 3TUX naineHToB [110].

Jeyx- u mpexnyuxosvie 610Ka0blL

JlanHble, ToJlyyeHHbIEe B ITPOCHEKTUBHBIX HC-
CJeIOBaHUAX Y aCUMITOMAaTUYHBIX MAIIMEHTOB C
XPOHUYECKOW JIBYXIYYKOBOW OJIOKAION, CBUJIE-
TEJBCTBYIOT 00 OTHOCHUTETHHO MEJJIEHHOM IPO-
rpeccupoBanun 3abosieBanust B AB-6iokany 111

crenienn [110]. Tem He mMeHee, y 3TOIl KaTeropun
MaIMeHTOB OTMeYaeTcsl OTHOCUTEJbHO yacToe
pasButue BCC, cBsg3aHHOe ¢ BO3HMKHOBEHHUEM
3JI0KQUECTBEHHBIX KEeJTYJ0YKOBBIX TaXMapUTMUIL.
®Daxropamu pucka BCC apisitoress UBC, XCH
U/WIn TPEeKJOHHBIN Bo3pact [145]. M3Bectho,
4TO Y MAIMEHTOB C JBYX- U TPEXITYYKOBON OJI0Ka-
JI0¥1, y KOTOPBIX UMEIOTCS YKa3aHWS B aHaMHe3€e Ha
AMM30/IbI CUHKOIIE, & TaKKe Y TAIMeHTOB ¢ MHTEeP-
murupytorteii AB-6mokanoit 111 crenenu yarie
passuBaetca BCC. IlpoBenenue MmocTOSHHOMN
IKC HesnaunTes/bHO YMEHBIITAET YACTOTY €€ BO3-
HukHOBeHUA [146]. CyIiecTByIOT MPOTUBOpEYN-
BbI€ JJaHHBIE O TPOTHOCTUYECKOM 3HAUEHUU YU~
HeHHOTO nHTepBasia HV B oTHOIIEHUN pUcKa pa3-
Butusi BCC Benencrsue Gpagmapurmuii. Tak, B
JacTHOCTH, Bepudukanun uarepsaia HV>75 mc
SIBJISIETCST CJIAOBIM TTPOTHOCTUYECKUM TTPU3HAKOM,
a ero yBesimyenue 6osee 100 Mc cBUETEIBCTBYET
0 HAJIMYNU KpaiiHe BHICOKOTO PHCKa U TpebyeT He-
3aMeIJTUTeThHOTO Havaja TTPOBEJIEHMST TTOCTOSTH-
Hott IKC [147-149].

Pouib 6s10Kaz Hokek cucrtembl Tuca-Ilypkumbe,
Kak HedaBucumoro npeaukropa BCC, takxke He-
onnosHayHa. [Ipexanosnaraercs, 4To npucoennHe-
Hie GJIOKa/Ibl OJIHON M3 HOKEK Trydka [uca mpu-
paBHUBaeTCs K BO3HUKHOBEHUIO JIOTIOJHUTEIbHO-
ro nmporuoctuyeckoro gaxkropa pucka BCC.

Y maimenTtoB 6€3 BBIPAKEHHON CTPYKTYPHOI
MATOJIOTUN cepIia (DaKT HATUMINS WU TTOSTBIICHUS
6J10Ka/Ibl OIHOI U3 HOKeK 1yuka [uca He acconu-
upyeTcsd ¢ yXyAlleHueM MPOrHO3a B OTHOIIEHUN
BCC. C npyroii cToponsl, /i TAIMEHTOB, TIepe-
Hecmux OVIM, KOTOPBIM MPOBOANIACH TPOMOO-
JIUTAYECKas Teparusi, HaJTudne Uau MpUcoeanHe-
Hue 6J10Kaj] HoxkKeK B cucteMe Tnca-Ilypkumbe sB-
JISIETCST IOTIOJTHUTENLHBIM (haKTOPOM, 00YCJIOBIIH-
BatoruM prck passutust BCC [150-152].

Bpoocoennas AB-6n0xada

B psinme wccrenoBanuii ObLIO MOKA3aHO, YTO
nmianTanmst IKC mMoxker yaydmuTh BblKUBae-
MOCTb y TIAIMEHTOB C BPOXKIAEHHON MOJHON TOTIe-
peunoit 6sokanoit [153-155]. BCC mosxker 6bITh
nepBoil MaHudecTaleir BPOXK/ICHHOU IMOJHON
MOTIEPEYHON OJIOKA/IBI Y PaHee aCUMITTOMHBIX TTa-
IIUEHTOB 0e3 CTPYKTYPHBIX 3a00JI€BaHUIN Ceplla.
Mexanusmamu BCC y mannoii kareropum maiu-
€HTOB MOTYT SBJATHCS KaK 3MU30/bI TOJTHON T0-
nepeyHoi OJIOKaAbl ¢ OTCYTCTBUEM KaKOTo-Jrbo
3aMEIaoIero puTMa, Tak W Opaan3aBUCHMbIE
3JI0KQUeCTBEHHBIE JKeJTY/[0YKOBbIe TaXUaPUTMUH.

Y nanHOU KaTeropuu MalMeHTOB yBeJUYeHUe
unTepBana QT, HasMuMe paHHUX MTOCTAETIOJSIPU-
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3auil ¥ aucnepcust pepakTepHOCTH MHUOKap/a
JKEJTYI0YKOB CIIOCOOCTBYIOT BO3HUKHOBEHMIO (ha-
tanbubix JKHP, peasmusyemMbix 1m0 MeXaHU3MY
long-short* [156, 157]. ¥ manueHToB ¢ BPOKIEH-
HOU MaToJIOThel MPOBOAIIEH CUCTEMbI cep/iia K
axropam pucka BCC otnocsTcs: nammune HCC
menee 50 B MuHYTY, yanuHeHue uHTepBasia QT,
HaJMYMe CTPYKTYPHOU matosioruu cepana [J].

AB-6n0xada nocne PU-abasuuu uau PY-mo-
ouuxauuu AB-coedunenus

[Tpo6siema BCC sBiisiercst akTyasIibHOI Y Malu-
eHToB, neperectinx PYA AB-coenunenus, B Tom
yucsue B Bapuante PU-monudukaiumn AB-coenn-
HEHWsI, TAK KaK Y 9TO# KaTeropun OOIbHbBIX 3JI0Ka-
yectBernbie JKHP Bosnukaior B 2-3% ciydaes,
0COOEHHO Y JIUI] ¢ BHIPAKEHHBIMU TPOSIBJIECHUSIMU
XCH [5, 159]. MexaHuaMm 03J10Ka4eCTBJIEHUS
APUTMHUYECKOTO CHHIPOMA B 3TOW KOTOPTE TMaIln-
€HTOB OCTaeTcs JI0 KOHIa HesdcHBbIM. CumTaercs,
YTO WMeeT 3HaueHue OpaaM3aBUCUMOE YBeJde-
HUe BPEMEHU PeToJIIPU3aIiy JKeJyT0YKOB U Xa-
paKTepPUCTUK UX pehpaKTePHOCTH B TIEPBbBIE CYTKU
MOCJTe TIPOBEEHUST PAIUOIACTOTHON a0JISIIINN UITH
moaudukanyu AB-coenutenus, 1 0COGEHHO B TEX
CIIydasix, KOT/Ia HapylieHusI penoJispusaliuy nMe-
auck ucxonaHo [160]. [Ipodpunakruka BCC B aTnx
cayvasx 3akmouaercd B ipoBesiennn DKC ¢ oTHO-
CUTENLHO BBICOKON vactotoil n IKI-mormTOpNU-
poBaHMs I1epBble 24 yaca 10cje TTpoBe/leHns J1aH-
HOT'O MHTEPBEHIIMOHHOTO BMeEIIaTeIbCTBA.

ITo manubim Zehender et al., mocsie nmmnanTa-
i DKC 12-31% nannenToB yMUPAIOT BHE3AITHO
B TEYEHUE TOCEYIONIEr0 eproaa HaOo1eH s
[161]. ABTOpBI Takke OTMETUJIM TOT (PaKT, 4YTO B
TedyeHue 1mepBoro roja rnocje nMmrranTain IKC
gactora passutuss BCC ObLia B Tpu pasa BhIIIIE,
4yeM B IIOCJeRyIollie ToJbl. ITO COIJIacyeTcs ¢
OTeYeCTBEHHBIMU JJAaHHBIMU, CBU/IETEIbCTBYIOIH-
mu 0 10%-it yvacrore Bo3nukHoBenuss BCC nocie
nviiantaiuu IKC n nposenenns PYHA AB-coe-
JIMHEHWST Y TAIMEHTOB C XPOHWUYECKOU (hopMOii
bubpmsutsiiim nipeacepauii [110, 202]. Tpemrmo-
JIaraeTcs, 4TO HapyMIEHUS 4YYBCTBUTEJIbHOCTHU
YCTPOHCTBA WJIM TPOBENEHWE CTUMYJSAIUUA B
ACUHXPOHHOM PEKUME CIIOCOOCTBYET MHUIHAIITH
3nokadectBeHHbIX JKHP [110].

OTpenpHyl0 TPYIIYy PUCKA IPEACTABISIOT
6oubtibie ¢ AB-y3/10BO# PEIUIIPOKHON TaxMKap-
nueir (ABYPT) Ha ¢done mupezacyniecTByoleit
AB-60kaner 1 crenenn. PU-moxndukanus AB-

- HMHHASA-KOPOTKASA NOCNEeAOoBATE/IbHOCTb

COeIMHEHUs, WMEIoNasi IeJbI0 ITUMHHAINIO
ABYPT, B 9Tux ciy4assx MOKeT ObITh CBsI3aHa C
pucKoM ycyrybienust HapyiieHuii AB-tmposeste-
Hust, u Bo3mosxkno, BCC. Metoanka PU-momndu-
karuu AB-coennnenusi, papaboTaHHast OTEYeCT-
BEHHBIMU aBTOPaMU, MO3BOJISIET UCKIIOYUTD 9TOT
puck [158].

Pexomenaanuu no npodpuirakruke BCC

[IpoBenenne moctossaHOM AByXKamMepHoit IKC
B COOTBETCTBUU ¢ HalnnoHaabHBIMU PEKOMeH 1a-
muamu 1o nposegennio IKC [70] y marmeHToB ¢
HapymeHusimu AB-1ipoBeieHust ysrydiiaeT cumIi-
TOMATUKY M Ka4eCTBO JKM3HH, YMeHbIIaeT 3aboie-
BaeMocCTb. /laHuple 0 BaustHUU noctogaHon DKC
B OT/IaJIEHHOM TIepro/ie HaOJII0IeH s Ha BbIKHUBA-
eMOCTb 1 BeposTHOCTh pa3putug BCC, Ha ceroj-
HSIITHWI JIeHb, TPOTUBOPEYNBDI.

VII.4. BCC npu kapiuoMuonaTusx

[Tox KapauoMuoNnaTUsSMU TIOHUMAKOT 3a00J1e-
BaHWSI MWMOKap/a, TTPU KOTOPBIX (PUKCUPYIOTCS
CTPYKTYPHBIE 1/W¥ (DYHKITMOHAJIbHbBIE HApyIIIe-
HUS B OTCYTCTBHE KOPOHAPHOTO aTepPOCKJIEPO3a,
TUIEPTOHUH, BPOKIEHHBIX WM IPUOOPETEHHBIX
MOPOKOB cepjiia. KaparnoMuonaTuu mpuHsaTO pas-
JIeJISTh 10 MOP(MOJIOTUYECKUM TIPU3HAaKaM Ha TH-
nepTpoUUECcKyIo, IUJIATAIUOHHYIO U PECTPUK-
tuBaylo KMII, aputmorennyio auciasuio rmpa-
BOTO JKeJIy/I0OUKa, a TaKyKe HeKJIacCuMuImpyeMyio
(opmy. B cBoto ouepenb, Kaxk/blil 13 BUIOB MO/I-
pasziesisieTcsl Ha CEMEWHYI0, WJIM TeHEeTUYeCKU
00yCIIOBJIEHHYIO, ¥ HECEMEHYT0 (hopMYy.

VIL.4.A. Crpatudukamus pucka u npodu-
gaktuka BCC y manuenros ¢ [IKMII

[unatammmonas kapauomuonatus (JIKMID) —
rpynna 3abojeBaHuil, (peHOTUIINYECKU OObeau-
HEHHBIX HAJUYMEM HapyIIeHUs] CUCTOJUYECKOI
(byHKIMM JIEBOTO KesylouKa W ero JujaTaiiiu,
KOTOpbIE Pa3BUBAIOTCS HE BCJIEACTBHE TeMOIMHA-
MUYECKOIi Tieperpy3ku (13-3a TopoKa WJIu TUiep-
torun) u He BeseacTBue UBC. Ilpu atom paciim-
peHue MpaBoro JKeJay0uKa MOJKET TakKe (puKcH-
pOBaThCs, HO ITO HE SBJISETCS AUATHOCTUYECKUM
kpurepueM [JKMII. Boiaessior cemeiinyio hpopmy
C U3BECTHOW MYTaIuil U ceMelHy10 (hopMy ¢ Hens-
BECTHBIM THUTIOM MyTarmu. Cpenn HeceMeHBbIX
dopm Boizesior JIKMII BeencTBre Muokapin-
ta, Oosesnp Kasacakm, JTKMII, accormmpoBan-
HYIO ¢ OepeMeHHOCThI0, sHaoKputHbIe [ITKMII, aj-
KOTOJTBbHYI0, TaXuKapauTudeckyio ¢hopmol, JJKMII
BCJIEICTBYE UPE3MEPHOIrO yIIOTPeOIeHHs CesleHa,
KapHUTHHA, THAMUHA ¥ T.II.

[TaTuneTHssT BBIKUBAEMOCTH CPEIN €BPOIEO-
upHoi pacel npu JIKMII no BHenpenus cospe-
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MEHHBIX WHTEPBEHIIMOHHBIX METO/IOB JIeUeHUs
coctasiisiia 31,4% [164]. CMepTHOCTH OT JIAHHOM
narosorun yBemumuusaercsa ot 0,10 go 1,16 nHa
10 000 cpexn my:kumH B Bosdpacte oT 35-39 10
55 - 57 netr [165]. IIpu atom na nosio BCC npuxo-
mutest 20% caydaeB cmeptu [166, 167].

BCC 10oBOJIBHO PENKO CIYKUT TTEPBBIM MTPOSIB-
JieHneM 3a00JIeBaHus, Yallle BCTPEYaeTcst y Tmalu-
€HTOB C TIPU3HAKAMU TPOTPECCUPYIOTIETO Tede-
Hus 3abonesanus [168, 169]. B GoubiuncTse
cayyaeB K annzozam BCC npuBoagT kusneyrpo-
xatorue JKA [170].

Ienemuueckuii ananus

[Tesecoobpasto obese1oBaTh POJACTBEHHUKOB
HepBOI JIMHUU POJICTBA, OCOOEHHO B CJIydae 3J10-
kadectBeHHoro teuenus JKMII u npn nammann
MATOJIOTUYECKOTO (PEHOTHUTIA, TTO3BOJISIONIETO 3a-
O/I03pUTh TeHeTnueckyto myTtanuio [171]. Ha oc-
HOBE MMEOTUXCS TAaHHBIX TeHETUIECKUI aHATN3
Ha BbIigBjeHne myTtaiun B reHe LMNA moxxet nr-
path posib B crparudukaiumn pucka BCC mpu
JKMII [172, 173]. OznHako B GOJIBIIMHCTBE CJIy-
YyaeB, MyTAIlMOHHBINA CKPUHUHT TIpoGaH/a 00J1a/ia-
eT HU3KOU abhderTuBHOCTHIO (Menee 20% 1pu
usosmmposantoit [IKMII 6e3 cormyTcTByomiero
MopaXkeHusl CKeJeTHOW MyckyJsaatyps) [171].
CrangapTHbIi HaOOP METOIMK IIPK 0OCIeI0BAHIH
BKJTIOYAET ceMeIHbII aHaMHe3 He MeHee TpeX I10-
konenuit (¢ onenkoit caygaes XCH, JIKMII,
TpaHciianTarnuu cepana, BCC, napymenuii cep-
JIEYHOTO PUTMA M TIPOBOJMUMOCTH, UHCYJIBTA WU
APYTUX TPOMOOIMOOINIECKUX OCTOKHEHUIT), a
Takke pusnkaabHbiil ocMoTp, IKI, Ix0-KI, XM-
IKT (B cryuae BCC mpobanza).

PexomeHanuu no reHETHYECKOMY TECTHPO-
BaHHIO

Knacc 1

1. ¥ Bcex nanmenTos ¢ JIKMII pexomenyercs
TIIATeJIbHOE U3YyYeHUEe CeMeHOro aHamMHe3a He
MeHee 4eM B 3-X TIoKoJieHugx (A)

2. PexoMenyercss KapuOJIOTUYECKUN CKPU-
HUHT POJICTBEHHUKOB TEPBON JIMHUU POJICTBA:
anamues, ocMmotp, IKI, IXO-KI, XM-I9KI' (B
caydae cmepTr mpodanga) (A)

3. Ilpu BbIgBICHUM y POACTBEHHUKOB MTPU3HA-
koB /IKMII pexomenmyetcs peryssipHoe Kapamo-
JIorTHYecKoe 00Cye0BaHe, HAYMHAS C PAHHETO
netctBa (Tipu lamuHonaTugx ¢ 10-12 ner) xaxpie
12-36 mecarties — 1o 10 e, kasxapie 12-24 mecsiies
— 110 20 jteT ¥ nanee Kaxkzabie 2-5 et — 10 50-60 et
U KapJMOJOTUYECKUN CKPUHUHT TIOTOMKOB IIPO-
GaH/Ia KaK/I0T0 TIoCIe/ Iy omiero mokosenust (B)

4. Eciim npusnaku JIKMII y poactBeHHUKOB

He OOHapy’KeHbl M TEHETHYECKOE TECTUPOBaHME
HEBO3MOKHO, PEKOMEH/IYETCST PETYJIIPHOE Kap/Iu-
oJiormyeckoe o6csIeIoBaHe, HauMHasi ¢ PaHHEro
nercrBa Kaxkaple 12-36 mecsaies — 1o 10 e, kask-
nbie 12-24 mecsneB —go 20 JeT u gajee Kaxkabie
2-5 net — g0 50-60 ser. (B)

5.TIpu Boigsierun y npobaraa ¢ JJTKMII B pe-
3yJibTare TeHeTUYECKOTO TeCTUPOBAHUST TPUYINH-
HOU MyTaIluy PEKOMEH/TYeTCsI TeHeTUIeCKU CKPH-
HUHT POJICTBEHHUKOB TIepBOii inHnu pozctia (B).

6. Eciv ipuunHHbIE MyTaIlUNd Y POJICTBEHHU-
KOB OTCYTCTBYIOT, CJIE/IyeT MPEKPATUTD JajIbHeli-
mee obcnenoanue (C).

7. Ecoiv mpuuuMHHBIE MYTAIlUN Y POJICTBEHHU-
KOB OTCYTCTBYIOT, HE CJIEZIye€T TPOBOANTH FeHETH-
yeckoe TectupoBanue motoMkos (C).

Knacc 1la

1. Ilpy BBISIBIEHWW TPUYUHHBIX MYTaIWH Yy
POICTBEHHUKOB O€CCUMITTOMHBIX HOCHTEIEH TIPH-
YUHHBIX MYTaIlUii PEKOMEHIYeTCSI PeTyJisipHOe
KapAroJorudeckoe obceoBanme exeromaso ¢ 10
1o 20 seT u nanee Kaxkapie 1-3 roza ¢ uCnosb3oBa-
HUEM JIOIOJHUTEIbHBIX METOL0B 00C/IeI0BaHMUS
npu wveobxoaumoctu (C).

Crpatuduxaius pucka

[Moaxomst k cTrpatudukanuun pucka BCC y na-
muenToB ¢ JIKMII He otimuaioTcs ot Tex, KOTO-
pbI€ UCIIOJIB3YIOTCS MTPU CTPATHU(UKAIIUKA PUCKA Y
marrerToB ¢ XCH nenmemuyeckoro renesa (cm.
1ab. VI1.2.1). IIpu IKMII kpaiite BbICOKMiT PUCK
BCC acconuuposan ¢ myTarusimMu B Tene LMNA.

Pexomenmaiuu no npodunakruke BCC

Knacc 1

1. AnexkBaTHOoe MeIUKAMEHTO3HOe JedeHue
XCH cornacuo texkymum HarnonanpabsiM Peko-
Menanusm 1o gevernio XCH [87], Brirtouartoniee
obsi3aresibHOE HazHayeHue (IIPU OTCYTCTBUU TIPO-
TUBOIOKa3aHWii 1 1Mo0oYHBIX addexToB) Gera-
6siokaropoB (A), nAIIMD (A), aHTaroHUCTOB aJib-
nmoctepoHa (A).

2. B nenax Bropuunoii npoduiaktukn BCC
NK/I-Teparnusi peKOMeHI0BaHa IallieHTaM, BbI-
xuBnmmM nocse MK wim remouHAMITUECKU He-
crabunbhoii JKT (ocHoBHBIE (aKTOPBI PHUCKA),
KOTOpBIE He ObLIN CBSI3aHbI ¢ OOPATHUMBIMU MTPH-
YUHAMU ¥ KOTOPbIE TIOJYUYAIOT IIOCTOSIHHYTO OTITH-
MaJIbHYI0O MeIMKaMEeHTO3HYIO Tepainio, WMeT
XOpOLIHii GYyHKIIMOHAIBHBIN cTaTyc* 1 Garonpu-
SITHBII IIPOTHO3 BhIKUBAHKS B TeYEHME roja 1 60-
aee (A).

3. B nensax nepsuunoit npodunaxktukun BCC
NK/I-Tepanust pekoMeHI0BaHa TallieHTaM C HEH-
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IEeMUYECKUMHU 3a00JIeBaHUSAMU CepJilla, MMeo-
mum DB JIXK menee 35% (ocuoBHOIT hakTop puc-
ka), XCH II-III ®K no knaccudukamuu NYHA,
MOJTYYAIOIIMM TIOCTOSTHHYO ONTUMAJIBHYIO JIeKap-
CTBEHHYIO TEparuio, ¢ XOPOITUM (DYHKITMOHAJb-
HBIM CTATyCOM* U HUMEMONMM OJIaronpusITHbII
IIPOTHO3 BBIKMBAHMS B TedeHue rojga u 6osee (A).

4. Y manmentos ¢ JKT (ocHoBHOII hakTOp pric-
Ka) TI0 MEXaHU3MY 7e-entry 1o HOKKaM myuka ['u-
ca (bundle branch reentry), BepudunupoBaHHON B
xoze 9109 MU nokazaHo MpoBeieHne KaTeTep-
Hoit abssiu ITHIIT (C).

5. ComyTcTByIOIIast Tepanus aMUOAaPOHOM,
COTAJIOJIOM B BWJI€ MOHOTEpAaluy WJIW B cOYeTa-
HUK ¢ B-aapeHobaoKaTopaMu ¢ 1eJTbi0 YMEHbIIe-
Hus cumntoMoB KT (kak ycTOWYMBOM, Tak U He-
YCTOMYUBOI) PEKOMEH/IOBaHA MAIMEHTaM C UMII-
gantupoBaHHbiMu UK/, osyyatonum tepanuto
no mosoxy JIKMII (C).

6. AMMOIapOH TTOKAa3aH MaIUeHTaM C 1eJTbIO Jie-
yenus remognHamMudeckn 3HaduMbix KT u HIKT
(ocnoBubie dakTopsl pucka BCC) B cayuae, ecn
KapJIMOBepCusi M/WJIM KOPPEKIUsS MPUYUH BO3-
HUKHOBEHUSI aDUTMUN He CMOTJIM YCTPAHUTh WJIU
MpeloTBPaTUTh ee panuuii peruans (B).

Knacc Ila

1. B nesnsax nmepBuunoil npodumaktuku BCC
WK/I-repamnusi, KOMOMHUPOBaHHAs ¢ OUBEHTPH-
kyJssipaoit IKC, nokazana nanuenTam ¢ J[KMII u
XCH III-IV @®K nmo NYHA (ocHoBHOIT (hakTop
pUCKa), MOJYyYalONIUM ONTUMAJBHYIO JIeKap-
CTBEHHYIO Tepamuio, Yy KOTOPBIX JJIUTEJbHOCTD
komttekca QRS Ha hoHe cmHyCOBOTO pUTMA TIpe-
Boiaet 120 Mc, KOTOpbie UMEIOT GJIATOTTPUSTHBI
IIPOTHO3 BBIKMBaHUS B TeueHue roja u bosee (B).

2. UK/I-Tepanus mokasaHa MmaiueHTaM ¢ peru-
JIMBUPYIOIIEN TeMojHaMuIecku ctabuabHoit JKT
(ocHOBHOI (haKTOp PHUCKA), HE3HAYUTETTBHO CHU-
xxernoin DB JIJK, mosyyaronmm onTuMaibHoe Jie-
yenue 1o nosoxy JKMII ¢ xopomum dyHKIHO-
HAJIBHBIM CTaTyCOM™ U MMEOIINM OJIarOTPUSTHBI
IIPOTHO3 BbIKUBaHKA B TeueHue roza u 6osee (C).

3. busentpukyngapuas IKC 6e3 (yHxiuu
NK/I nenecoobpasua s npegorspamienuss BCC
y manuento ¢ JJKMIT u XCH III-IV ®K no
kynaccudukar NYHA, @B JIXK menee 35% (oc-
HOBHOI (DaKTOP PHUCKA), JJTUTENbHOCTHIO KOMII-
sgexkcoB QRS 160 mc (uam o menbieit mepe 120
MC [IPY HAJIMYUU JIPYTUX IPU3HAKOB AaCMHXPOHHO-
IO COKPAIIEHUST JKeJTYTI0UYKOB ), MOJTYYaIoINX M0C-
TOSTHHYIO ONTHMAJbHYIO JIEKAPCTBEHHYIO Tepa-
U0, ¥ UMEIOIUX OJIATONPUSATHBIN MPOTHO3 BbI-
JKUBaHMS B TedeHue roja u 6osee (B).

Kanacc ITb

1. AMuomapon u/wim 6eta-6JI0KaTOPbl MOTYT
OBbITh HA3HAYEHBI MAIIMEHTaM C OCHOBHBIMU 1 BTO-
pocrenieHHbIMU (hakTopamu pucka BCC, nmosyua-
IONIMM ONTUMasbHOe JeueHue 1o moBoxy XCH,
KOTOPBIM HEBO3MOKHO nMIIanTupoBats MK/I.

2. B nengx nepsuunoii npodpumaktukn BCC
W K/I-Tepamnus MOKeT 00CYKAAaThCs Y HAIlMEHTOB
¢ IKMII, nmeronux DB JI7K ot 30 1o 35% (oc-
nouoit dakrop pucka BCC), XCH I ®K mno
kinaccudukanun NYHA, nmomxydaiomux mocTosiH-
HYIO ONTHMAJbHYIO JIEKAPDCTBEHHYIO TEPAITHIO, C
XOpOITUM (PYHKIIMOHAJbHBIM CTaTyCOM U WMeIO-
mUX GJATONPHUSTHBIN TPOrHO3 BHIKUBAHUS B Te-
yenue roja u 6osee (B).

Knacc 11T

1. Haznauenue nmpenapartos [C kmacca ams je-
yenus KA (ocnoBnoit dakrop pucka BCC) ne
pexomenayetcs y manreHToB ¢ XCH (A).

2. UK/I-Tepannsi He TOKasaHa MalMeHTaM C
pedpakreproit XCH, y KOTOPBIX MaJIOBEPOSTHO
JOCTYKEHUE KOMIIEHCAIUU U OJIarOIpPUSITHOIO
mporrosa (A).

VIL.4.b. Crpatudukamus pucka u npodu-
saktuka BCC y manueHToB ¢ runeprpoduyec-
KOil KapuoMHonaTuei

Tuneprpoduueckas kapaunomuonarus (FKMIT)
— pa3BuTHE TUTIEPTPO(PUN MUOKAP/IA JIEBOTO JKeJTy-
nouka Ge3 apTepuaIbHOI THIEPTOHNM WM KJa-
MAHHBIX TTOPOKOB cep/ria. YacToTa BCTpeyaeMOoCTH
cocrasJisiet okoJio 1 cayudast Ha 500 yesnoBek. Kpo-
Me TOTO, B COBPEMEHHOH KIacCuMUKaIum BbIIETsI-
ior TKMII, cBsizannyio ¢ o;kupeHueM, peJikue Cry-
yan ypeamepnoit [JIJK y copremenos, TKMII y
JIeTeil, MaTepu KOTOPBIX O0JIbHbI cCaXapHbIM Jirade-
tom u [KMII BerencrBue ammonoza. OObIYHO
onpesessiercs yrosenne creHok JIXK Gosee nim
paBHoe 15 MM (mist mereil GoJsiee WM paBHOE 2
CTaHJAPTHBIM OTKJIOHEHUSIM ) TIPU YCJIOBUH OTCYT-
CTBUS JIDYTUX IPUYUH, KOTOPbIE TOTEHIINATBHO
MoryT BbI3BaTh [JIJK, He compoBoskpaonrytocs
pa3BuTHeM aAusataruu Kamep cepzama [174]. Cy-
nmecTBeHHoe 3HadeHue B amarHoctuke [KMII
MMeeT HaJudre 04aroBOil rumepTpoduu Muokap-
Jla 1 U3BMEHEHUI TPOCTPAHCTBEHHOW OpUEHTAINN
KapANOMUOIIUTOB (XaOTUYHOCTh WX PACMOJIOKe-
nust) [175]. Ilpennonaraercst, 4To 3TH U3MEHEHUSI
carysKat cyOoCTpaToM JIJIst Pa3BUTHST apUTMHUIL.

[* — 0 MeToarkax MpoBEAeHN OUEHKM GYHKUMOHATLHOTO CTATYCA Bbl
MoxeTe npounTaTs Ha caiite hitp://www.chcr.brown.edu/pcoc/
functi.htm)
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I'eneTnyeckuii anaiaus

[Tockosbky 'KMII umeeT npenmytiiecTBeHHO
HACJIEe/ICTBEHHOE ITPOUCXOXK/IEHUE, TIATeJIbHbBIN
cOOp ceMelHOro aHaMHe3a IPUOOPETaeT NarHoc-
TUYECKUIT CMBICJ, TIPU 3TOM TIPH BO3MOKHOCTH
cieyer o6CIe0BaTh M POJACTBEHHUKOB OOJIBHOTO
[174, 182-185].

PexoMeHanuu o reHeTHYECKOMY TeCTHPO-
BaHUIO

Knacc 1

1. ¥ Bcex nanmentoB ¢ 'KMII pekomenayercs
TIIATEJIbHOE U3YYeHUEe CEeMEHHOro aHaMHe3a He
MeHee 4eM B 3-X TIokoJeHugx (A)

2. [enetnueckoe tecrupoBanue Ha 'KMII pe-
KOMEH/IyeTCs y TMAIUeHTOB C HETUITMYHOM KIMHU-
yeckoit kaptunoit [KMII (B).

3. CeMeitnplii cKpUHUHT, BKAodatonmuii JKI,
IXO-KTI u xamHIMYecKyo olleHKy yepes 1-1,5 Ty
JIeTell ¥ IOJIPOCTKOB, U TIPUMEPHO KaKIbIE D JIET Y
B3POCJIBIX, a TaKXe IMPOBe/IEHNe TeHEeTUIeCKOTO
TEeCTUPOBAHUS PEKOMEHIYIOTCS Y POJICTBEHHUKOB
6osbrOr0 TKMII niepBoii crenenn posctsa (B)

Crparuduxamusa pucka BCC

OTHOCUTEIBHO HU3Kas 4acToTa 3a00JIeBaHIsI
CO3/Ia€T TPYAHOCTH B CTpaTUUKAINU PUCKA
BCC y 60/bHBIX 3TOIl KaTeropyH, MOCKOJIbKY CYy-
IIECTBYET OINACHOCTb TOTO, YTO JIOXKHOIIOJIOXKU-
TeJIbHbIE Pe3YJIbTaThl JIs1 JII000T0 hakTopa cTpa-
THGUKAIIMY MOTYT BO300JI/IaTh Hajl HCTUHHO T10-
JIOKMTEJIbHBIMU pe3yJibTaTaMu. B omHOM M3 uc-
cremoBanmii 23 u3 480 GOJIBHBIX YMepJIU BHE3all-
HO, XOTSI KIIMHUYECKUe HAGJII0/IeHNs TIpe/Inoara-
JIM, 9TO OHM TPOKUBYT enle 6,5 roma. Puck BCC
ObLJI HEITOCPEJICTBEHHO CBSI3aH € TOJIIUHON CTEH-
ku JIJK. Yeranosieno, uro B Teuenue 20 et ma-
nenTol ¢ [KMII ¢ tonmunoit crenkn JIZK menee

20 MM IpaKTUYECKU He YMUPAJIHU, TOr/[a KaK y T1a-
1UeHToB ¢ TosmHo ctenku JIDK 30 mm niu 60o-
Jiee CMEPTHOCTH cocTaBua moutu 40% 3a aToT ke
nepuoJ| BpeMenu. B psne uccienoBannii 0CHOB-
HbIM (hakTopom pucka BCC ormeuen Takoii npus-
Hak Kak cootHomieHue Tommuuabl MIKII u 3anneit
crenku JIJK pasnoe 1:1. [174, 176, 177].

AMepuKaHCKas KOJIJIETUsT KapauoaoroB u EB-
POIIENiCKOe KapAnOJIOTHIecKoe OOIIeCTBO YITOpsi-
JIOYUJIU TI0 KaTeTOPUSIM U3BeCTHBIE (haKTOPBI PHC-
ka BCC kak «OCHOBHBIE» U «BO3MOKHBIE» JIJIS OT-
nenbHbix Tpymn  GoibHbix TKMIT (Tabaunma
VII.4.1). PexomeHnyercs MpOBOAUTL KIWHUYEC-
Kyto orieHky maruentToB ¢ FTKMII ans crpatudu-
karuu pucka BCC kaxapie 12-24 mecsma [174,
176, 177, 178-181].

Poub reHeTHUECKOTO TECTUPOBAHUS y TIAIINEH-
toB ¢ [KMII B oTHOMEHNN cTpaTUdWKAIINH prIC-
ka BCC B Hacrosiiiiee BpeMst ocTaeTcs J0 KOHIA
He n3yueHHo# (kaacc mokasanuii I1b, B). Tenern-
yeckoe TectupoBanue Ha ['KMII pexomenmoBano
y HallUeHTOB C HETUITUYHOUN KJIMHUYECKON KapTu-
noit TKMII (I, B). Cemeiinbiii CKpUHUHT 10JKEH
BKJIOUaTh mposenenue peructpaiuu IKI, axo-
Kapauorpaduio M KIMHUYECKYIO OIleHKY uepes
onpejieJieHHbIe TTPOMEXYTKN BpeMeHu (o1 12 110
18 MecareB y jzereil 1 MOJPOCTKOB U IIPUMEPHO
Kak/ipie 5 jieT y B3pocibix). [IpoBenenue reneru-
YeCKOIr0 TeCTMPOBAHUSI PEKOMEHJI0BAHO Yy POJI-
crBeHHUKOB OosbHOro I'KMII mepBoii cremnenun
poxactia (I, B) [174, 182-185].

[Tposenenne XM-OKI pexomenmoBano mpu
HavyaJIbHON olleHke pucka passutusg BCC y nanu-
entoB ¢ [KMII (I, B), u B nociemxyroriem — Kaxk-
nbie 1-2 rofia mpu OTCYTCTBUU yKa3aHWI B aHAM-
nese Ha amu3o/b6l KT (1la, C) [174, 179, 186].

Tabnuua VIl.4.1.

Daxropsi pucka BCC y 60ababpix TKMII

«boabmmue» dakropsl pucka passutusi BCC

Pa3sutie BCC B03MOKHO Y OTI€IbHBIX NALEHTOB

- CepreuHblit apecT

- CrioHTaHHasl yCTOMYMBast XKeJIyaI0uKoBast
TaxuKapaust

- CemeliHblii aHaMHe3 cirydaeB BCC
- HeoObsicHUMBIE CUHKOTIE
- YToJieHre CTeHOK JIEBOTO XeJyaouka = 30 MM

- HeycToituuBas crioHTaHHAsI XKeJIyI104KOoBasI
TaxuKapaust

- QuOPMLIILINS TIpeAce pait
- MimemMusa muoxapaa
- Hauyue BbICOKO PUCKOBBIX MyTallMii TeHOB

- HTeHcuBHas (copeBHOBaTeNIbHAS) (hU3nIecKast
Harpyska
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Crpecc-tect ¢ koutposem A/l n IKT saBnsgercs
JKeJiaTesbHbIM 1t cTpatudukaium pucka BCCy
naimerToB ¢ [KMII (Ila, B). [latomornueckuii
orBer AJl Bo Bpems Tecta (ompezpessiercss 160
Kak HecrmocoOHOCTD K yBesmdennto A/l 6osee uem
Ha 20 MM pr. cT. uan nagenne AJl 6osree yem Ha 20
MM PT.CT. BO BpeMsI TecTa) TpejjiaraeTcs pac-
CMaTpUBaTh Kak OCHOBHOM (hakTOp, 00yCIaBInBa-
formmii pruck passutust BCC [187-189].

Hekoropsie aBTOPBI TIpejiaraioT paccMaTpu-
BaThb MPT cepaia ¢ rajjoJnuHueM Kak JIOTOJHU-
TEJIbHYI0 METOIUKY, TTOMOTAIONTYI0 KJIWHUIIUCTY B
cTpaTu(UKAINT PUCKA W TPUHSATUN TAKTUYECKO-
ro pemienud (Ila, C) y nanneHToB ¢ yCTaHOBJIEH-
HbiM auartHo3oM ['KMII npu HeBo3MOKHOCTH
crpatudukauu pucka BCC Ha ocHoBanum 00-
nien3BecTHbIX hakTopos [174, 190].

Pexomenpanuu no npopunakruke BCC

Knacc 1

1. UK/I-Tepanuio ciemxyeT TPOBOJUTD MAITHEH-
tam ¢ 'KMII n takumu ocHOBHBIMU (haKTOpaMu
pucka BCC kax ycroitunBas KT wiu OIK, koTo-
PhIe MOTYYAIOT ONTUMABLHYIO JIEKAPCTBEHHYIO Te-
parmio 0OCHOBHOTO 3a00JIeBaHUs, UMEIOT XOPOIIHii
(OYHKIMOHANBHBIA cTAaTyc U OJIarompusITHbII
IIPOTHO3 BBIKMBaHM B TeueHue roga u 6osee (B).

2. Bera-610kaTOpbl PEKOMEH/LYIOTCS JIJIST Jieue-
HUST CUMIITOMHBIX B3POCJBIX IAIlMEHTOB C
0OCTPYKTUBHOW Wi HEOOCTPYKTHBHON (hOPMOit
I'KMII, 1O ux ciegyer UCIOIb30BATH C OCTOPOXK-
HOCTBIO Y TTAIMEHTOB C CHHYCOBO# OpasinKapaneit
niu HapymeausiMu AB-mipoBogumoctu (B).

3. CenrtanbHass MUOTOMUS [I7IS1 JIEUEHUS TIAlln-
€HTOB C TSKeTbIMU PehpaKTEPHBIMU K KOHCEPBA-
TUBHOW Tepanuy cUMIToMamMu® u oOCTpyKIueit
BTJIK (C)** .

Kaacc Ila

1. UK/[-Tepanus nokasaHa aJisl IEPBUYHON U
BropuyHoi npodunaktukn BCC y marnueHToB ¢
F'KMII, nmeronmx Kak MUHUMYM OJIUH U3 OCHOB-
HBIX (hakTopoB prcka (cm. Tabn. VIL4.1) — cep-
JIeYHbI apecT, crioHTanHast ycroiunsas KT, ce-
MeltHbIi aHamHe3 BCC, cuHKoIaJIbHBIE COCTOSI-
HUS HESICHOW 3TUOJIOTUH, TOuHA cTeHkn JIZK

* — Knunuyeckme cumntomsl skmouaiot crerokapamio -V PK, 06-
MOPOKM, NPesobMOPOYHbIE COCTOSIHUS, TONOBOKPYXEHMUE, MMNOTEH-
3010, KOTOPbIE COXPAHSIOTCS, HECMOTPS HO OMTUMAITBHYIO MEAMKAMEH-
To3Hylo Tepanmio. [pagment gasnenms 8 BIJIX 8 coctosHmm nokos
WM NPY BLINONHEHMM (PUBHMONOTUYECKOMN HArPY3KM SOIIXEH MPEBLILATH
50 mm pr. cT.

** — Onepaumst BOMXHA BHIMOMHATLECS TOMLKO OMbITHBIMM XMPYPTaMM
(sbinonHuBLMMK He meHee 20 npoueayp MM paboTaOWMMM B LEHT-
pe, roe BeinonHseTcs He mernee 50 npouenyp 8 rog).

Oostee 30 MM, narosiormuyeckue usameHenus AJ]
IIPU HATPY304HOM 1Tpo6e, CIIOHTaHHAs HEYCTONYN-
Bas JK'T, KoTopble TIOJIy4aloT MMOCTOSTHHYIO JieKap-
CTBEHHYIO Tepamnuio, ¢ XOPOHmM (HyHKITHOHAIb-
HBIM CTaTyCOM ¥ UMEIOT OJIATONPHUSITHBIN TPOTHO3
BbIKMBaHMS B TedeHue roga u bosee (C).

2. CiuproBasi aMO0IM3aIus MOKa3aHa B3pPOC-
aeiM O6obHBIM [TKMII ¢ oberpyknmein BTJIK
(ocHOBHOI (hakTOp pPUCKA y JaHHOW KaTeropuu
MAIMeHTOB) TpU yCJI0BUM pedpakTepHOCTH
CUMIITOMOB K MEJMKaMEHTO3HOHN Tepanuy M Ha-
JINYUU IPOTUBOTIOKA3aHU K TTPOBEIEHUIO MUOTO-
MUH /MHUOIKTOMUHU, 00OYCIOBIEHHBIX CEPhE3HBIMMU
COIYTCTBYIONUMK 3a60/IeBAaHUSMK ¥/WJINA TIpe-
KJIOHHBIM Bo3pacToMm (B).

3. AMmrozapoH MOsKeT ObITh IIPerapaToM BhIbopa
qtst siedenus nairedToB ¢ 'KMII co crotikoit KT
u/ummn MK B anamuese (0CHOBHBIE (haKTOPBI PHC-
Ka), mpu HeBo3MoxkHOCTH nMtTantarmm MK/ (C).

4. [IpoBesenue pacuiupeHHON MHUOIKTOMUN
MOKET 0OCY/KIAThCS Y TAIUNEHTOB ¢ 0OCTPYKTUB-
Hoit hopmoit TKMII u pesucteHTHOCTBIO K Men-
kamenTo3Hoi Tepanuu (C).

Knacc ITb

1. IlpumeHenre aMrogapoHa MOXKeT ObITh OI1-
PaBIaHO JIJIsl IPOBEIEHUST TIEPBUYHON TTPOdUIaK-
tukn BCC y mnanwmenTtoB ¢ I'KMII, nmetonmmx
oMH njau OoJiee OCHOBHBIX (HaKTOPOB pHCKa
BCC, eciin HEBO3MOKHO BbBIIIOJHUTH UMILJIAHTA-
mmio UK/ (C).

2. lMocrosunas npyxkamepHas IKC ¢ ykopo-
yeHHOIT AB-3a/ep/kKoil MoKeT ObITh MOKa3aHa
60sibHBIM 06CTpYKTUBHON hopmoit TKMII ¢ BbI-
paKeHHBIMU CUMIITOMaMU 3a00/ieBanust, pedpak-
TEPHBIMU K JIEKAPCTBEHHOI TePAruy U He SIBJISIO-
HIUXCST KaHIUAATaMHy JIJIsI TPOIIEYPhI CENTaTbHOI
PENYKIINH, TIPU YCJTOBUHM CHUKEHUSI CUCTOJINYEC-
koro rpamuenta BTJIJK na 25% wu Gosee mpu
npobHoi aByxkameproii DKC ¢ onTrMaabHbIM
3HaueHueM AB-zanepxku (B).

3. OIBIT UCMIOTH30BAHUS COTAIOJIA OTPAaHUYEH
y nanuentos ¢ 'KMII, no ero ucnosnbpzoBanue
BO3MOKHO B OT/IEJTbHBIX KIMHUYECKUX CUTYaIh-
ax, ocobenno y manuentos ¢ UK/ (C).

Kanacc 11T

1. Ummimanranms UK]J[ we pexomenjyercs
6osbabIM TKMII ¢ oTcyTcTBUEM OCHOBHBIX (hak-
topoB pucka BCC (C).

2. Umnmantanuas UK/l we pexomenmyercs
60sbHBIM TKMII ¢ 10I0/KUTENBHBIM TEHOTHIIOM
(BO3MOXKHBIN (haKTOP PUCKA) U OTCYTCTBUEM KJIU-
Huueckoit cumnromatuku (C).

3. CniuproBast smMboM3aIs He JO0JKHA BbI-
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HOJTHATHCST Y OOJIBHBIX ¢ BHIPAKEHHOM THIIEPTPO-
dueit MIKII (6osiee 30 MM) B CBSI3U C Heolpe/ie-
JIeHHOU 3()(HEKTUBHOCTBIO TPOIEAYPHI Y JaHHOU
kateropuu namnueHToB (C).

4. CriuproBasi sMOOJM3aIMsl He JOJIKHA BBI-
MOJTHSATCST Y OECCUMITTOMHBIX MAI[HEHTOB, Y OOJIb-
HBIX C MeIMKaMEHTO3HO KOHTPOJIUPYEMbBIMU
CUMIITOMAaMH¥, y TIAIUEHTOB C TPeIoIaraeMbIMU
OTlepaTUBHBIMU BMeIIATeIbCTBAMU Ha CepiIle,
KOT/Ia MUOIKTOMUSI MOKET OBITh BBITIOJHEHA, KaK
yacTb nin arar oneparuu (C).

5. Hagnauenue uurpatos, HudeaunnHa u Bbi-
COKUX JI03 INYPETUKOB SIBJISIETCS TIOTEHITNATBHO
OIacHBIM y TanueHToB ¢ obcTpykTusHoin TKMIIT
(C).

6. HazHaueHue cepieuHbIX TIUKO3UIOB IPU
orcyrctBun DII sBisieTcss mMoTeHIMATBHO OMac-
ubiM y Gosbrbix TKMIT (B).

VIIL.4.B. Crpatuduxamus pucka u npodu-
paktuka BCC y manuenros ¢ AJITIK

ApuTMOreHHas KapAMOMMOIATHS/TACTLIA3US
npasoro sxkeaynouka (AITIK) — saboseBanue, xa-
paKTepusyolieecss IIPOTPECCUPYIONIUM 3aMelre-
HUEM MUOKap/ia IPaBOTO JKeJTyI0YKa JKIUPOBO 1
(bubPO3HOI TKAHBIO, COMTPOBOKAAIONIEECS CHITKE-
HUEeM (DYHKIIMH TPABOTO JKeIy0UKa, KITMHIYECKN
MPEUMYIIECTBEHHO TIPOSIBJISIONIASCS JKETYI0YKO-
BBIMHM HapylieHusiMu putMma. JlokaszaHo Haciej-
crBenHoe npoucxoxaenne AJIIIJK; kpome Toro,
CYUTAETCS, YTO B PA3BUTUU 3a00JI€BAHMSI MOTYT
UMeTh 3HaueHWe BOCIATUTENbHBIE TPOIIECCHI.
[191-193].

[To maHHBIM TTUIEMUOJIOTUYECKUX MCCIE0BA-
uuii Bcrpedaemoctb AJ[TIK B 06mieit nomyssiiiun
cocrassger or 1:1000 go 1:5000, coorHomenue
MY’KUMH M sKeHIH cpean Oosbhbix ¢ AJ[TIK
coctasiiget 3:1 [194-197]. A/ITIJK — onna 13 Hau-
60stee yacThix npuunH BCC y i mostoske 35 jier
B pa3BuThiX cTpanax mupa [196, 197]. Poccutic-
KHe 3MHIeMHOJIOTHYeCKre JTaHHbIE COOTBETCTBY-
ot mupoBsiM: A/[IT/K saBisitercst BTopoit 1Mo 3Ha-
gumocTu npuannoit BCC y s < 35 net (14,1%)
nocne ankorombHON KMII ¢ pacnpenenenvem
yMepIIuX GONBHBIX IO TIOJTY B COOTHOIIEHIH MY K-
yun un keamuH 3:1 [197]. Cemeiinbie (opmbl
AJITIXK cocraBistior kKak MuHEMYM 50% OT BCex
CJIy4aeB C MPEUMYINECTBEHHO ayTOCOMHO-IOMMU-
HAHTHBIM TUIIOM HACJeA0BaHus (MAeHTUDUIIIPO-
BaHO 12 TE€HOB, KOJUPYIONTUX PA3JTUIHbIE KOMIIO-
HEHThl MHMOKApPAUATBHBIX IECMOCOM) U Bapua-
6eJIbHOIT ITeHeTpanTHOCTbIO [4, 191, 359].

[luarnos AJITIK ycranaBimBaeTcst Ha OCHOBa-
HUU COBOKYITHOCTU «OOJIBIITIX> U «MaJIbIX» JIAar-

HOCTUYECKMX KPUTEepueB coraacHo MeskayHapo-
HbIM kpuTepusM auardocturu AJ[IIZK 1994 roxa
B Mogudurannu 2010 roga [191, 198].

Tenetnueckwuit ananus

JlaHHbIE TEHETHYECKOTO TECTUPOBAHUS Y HOJIb-
uoeix ¢ A/IIT7K B HacTosIIee BpeMst 0ueHb OrpaHu-
YEeHBI, YTO He MTO3BOJISET JIeJIaTh BHIBOJBI O €T0 PO-
Jm B crpatudukamnuu pucka BCC u onpeenennu
seuebHOl ctpaternn y 6oababix ¢ AJITIK. Huxe
[EePEUYHCIIEHbI YCIOBUsI, TIPH KOTOPBIX I1EJIeCO00-
pPasHO MPOBOANTH TeHETUYECKOe TeCTUPOBAHUE Y
JAaHHOM KaTeropuu namuenTos [191].

PexomeHanuu no reHETHYECKOMY TECTHPO-
BaHHIO

Kaacc ITb

1. KoMmIuiekcHOe TecTUpoBaHuE TEHOB, KOAUPY-
fo1ire GesTKi MUOKapAnaIbHbIX gecMocoM (DSC2,
DSG2, DSP, JUP, PKP2, TMEM43) 1enecoo6-
pasHo y mammentoB ¢ auartnosom AJIITIK, ycra-
HOBJIEHHBIM B COOTBETCTBUU ¢ MeKIyHAPOIHBIMU
Kpurepusamu B momudukarmu 2010 1. (C).

2. TeHeTHYeCcKOe TECTHPOBAHME MOXKET OBITh
PEKOMEH/IOBAHO TMAIMEHTAM C BBICOKOW BEPOST-
vocteio Hammausg AJIIIYK cornacno Mesxkmyna-
ponubiM Kputepusim B mopudukaruu 2010 roaa,
T.€. TIPU HaI4uK 1-r0 GOJIBIIOTO MU 2-X MaJIbIX
xputepues ALK (C).

3. [Touck crnenudndekoii MyTaluyu TOKa3aH
yjIeHaM CeMbHM W OJIVIKANIINM POJICTBEHHUKAM
GOJIbHBIX C JOKA3aHHOI T€HETUIECKU JIeTEPMIHI-
poBarHoii (opmoit A/IITJK B cayyae ompenere-
HUs y 6OMBLHOTO 1eeKTHOTO TeHa, OTBETCTBEHHO-
ro 3a passutue 3abomeBanus (C).

Knacc 11T

1. TeneTnueckoe TeCcTUPOBAHME HE IOKA3AHO
HaIeHTaM Mpyu HAJTMYUU TOJIbKO 1 Masoro Kpure-
pusa AJIIIK cormacao Mesxkmynaponabim Kpure-
puam B mogudukarum 2010 roga (C).

310pOBbIe HOCUTEN JIe(DEKTHBIX TEHOB HE Tpe-
OyroT CrierpuIecKoro MmpohuIaKTHIECKOro Je-
yeHUs. JTa KaTeropus Jul OyAeT HyKIaTbCs B
PETYJISIPHOM CKPUHUHTOBOM 00CJIeIOBAaHUU C
[eJbI0 PaHHEH JAMAarHOCTHKU OeCCUMITTOMHBIX
JKA, BrmouaiomeMm B cebs THIaTEIbHBIA cOOP
aHaMHe3a M TeHeaJOTUYeCKUl aHau3 MpPU TeHe-
TUYecKn JeTepMuHupoBaHHbIX dopmax AJ[IIIK,
peructpammio IKI' B 12 oTBenenusx, mposejienmne
XM-9KI, ananmza Mo3iHUX MOTEHIIUAIOB JKeJTy-
JIOYKOB, TPOOBI ¢ (DU3UYECKON HArpy3Koil u
tpancropakasipHoit IXO-KI' [191, 200].

Crparndukanus pucka

[TaTOTHOMOHUYHBIMY KJIWHWUYECKUMU TTPOSIB-
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geausimu AJ/[TIJK asmnsiores JKA, Bappupytotme
ot oguHOo4HOI KD mo ycroituuboit KT u DK,
npusozstieit k BCC. Ilocnennss, B cBoio oue-
pejib, MOKET OBITH TIEPBBIM M €JIMHCTBEHHBIM KJIH-
HUYECKUM TIPOSIBJIEHUEM 3TOTO 3aboJeBaHUs
[191]. Haunbosree yacTo BCTPEUATOIIMMUCST CHMII-
tomamu A/IITK aBisitorcst taxukapaust u/uin
ontytenus cepaieOnenust, cuakore u BCC, ko-
Topbie HabmoxaoTes B 27, 26 u 23% ciaydaes co-
orBercTBerHO [191-194]. DK saBisiercss mexa-
HI3MOM MrHOBeHHOIT BCC y MOJIO/IBIX GOJIBHBIX €
AJITIFK, xoTOpbIE /10 ATOTO SABJSIJIUCH ACUMITTOM-
HbIMHU. Y OGOJIBHBIX C [JIUTEJHHBIM aHAMHE30M
AJITIK Gosiee BeposiTHA BOBMOKHOCTD PETHCTPA-
UM YCTOMYUBBIX MOHOMOP(HBIX T'eMOJUHAMU-
geckn crabunbhbix JKT [193]. ITporpeccuposa-
HIie 3a00JI€BAHUST MOKET ITPOSIBIISITHCS KIMHITYEC-
KUMH CHUMITOMaMK OUBEHTPUKYJISIPHON cepjied-
HOIi HEIOCTATOYHOCTH.

KA ¢ mopdosorneit kommiekcoB QRS 1o tu-
ny BJIHIIT sBigiorcst OTIHYUTENbHON 0cOOEH-
Hoctbio A/[IT/K 1 ykaspiBaloT Ha TpaBOKeTy104-
KOBBIII XapaKkTep apuTMuUil. Y MaiueHToB ¢ 1ud-
dysubivu popmamu AJITIK mMoxker HabmoxaTh-
cd HECKOJIbKO Mopdojorniecknx kiaccoB sKA
[191-194].

BCC aBasieTcss 0CHOBHBIM BHUIOM CMEPTH_IIPU
nanHoi maronorun u 0,08-9,0% OGoubHBIX C
AJIIITGK B rox ymupatot BHesarHo [191, 194, 199-
201]. Ornocuresnbro yacto BCC y 6osbHBIX €
AJITIK pasBuBaetcs npu (pusmdeckoil HarpysKe,
u yacroTa Bcrpedaemoctu A/IIIJK cpenn BHe3arr-
HO YMEPIIUX CIIOPTCMEHOB focTuTaet 25% [191].

PeTpocrieKTUBHBIN KIMHUYECKUN W TTATOMOP-
donornyeckuii aHAIN3bl CBUAETEIBCTBYIOT, UTO
KkpoMe ocHOBHBIX (hakTopoB pucka BCC (ykasa-
HUe B aHaMHe3e Ha 91130/ CEePeYHOr0 apecTa, Ha-
JM4re CUHKONAJIBHBIX COCTOSHUH, 3MU30/bl yC-
tortuuBoit JKT) kmHUUeckoe 3HAUEHNE B IAHHOM
KaTeropuu GOJBHBIX MOTYT UMETh: MOJIOION BO3-
pacT, OTSITOIIEHHBIN ceMEeNHbIN aHaMHE3, 3aHI TS
podeCcCUOHATBHBIM CIIOPTOM, COKPATUTEIbHAs
MUC(hYHKITUS MTPABOTO KETy/I0YKa, BOBJIEUEHNE B
MaTOJOTHYECKUI TPOIlecC JIEeBOTO JKeTy/I0uKa,
TUCTIEpCUs JTATENbHOCTH KomTmekca QRS>40
MC, HapyTIeHus PenoIsIPU3aIi B TPY/IHBIX OTBE-
nenngx IKI [199, 200]. Oxnako, nporHocTuyec-
Kas 3HAYMMOCTHh KaKI0TO W3 BBITIETePeUnCIeH-
HBIX (DAaKTOPOB U UX KOMOMHAIIUS YETKO He OIpe-
nenenbl. B 2011 r. na ocHoBanuu pesysasraTos 10-
JIeTHero HabJII0AeHKs 3a TPYIINOi, COCTOSAIIEN U3
96 6osbrbIx AJITIJK, OBLIO TIOKa3aHO, YTO TIPUCO-
ennnenue auchynkmmm JIZK k mpeacymiectByio-

meilt quedynkuun 1K asisiioch Hanbosiee He-
GJIATOTIPUSATHBIM TIPOTHOCTUYECKUM (DAaKTOPOM B
OTHOTIIEHNU UX BbIkMBaemoctu [191].

Pexomenaanuu no npodpunakruke BCC

Knacc 1

1. Ummumanranms K/ mokazana mg mpodu-
gaktukn BCC naiuenTaM ¢ yCTaHOBJIEHHBIM JIH-
araoszom AJIIIK, npu Hanmmumm joka3aHHoOM yc-
tortunBoit JKT wman smmsona @K (ocHoBHBIE
(haxTopBI prcKa), UMEIOIIM XOPOIINIT (HyHKITHO-
HAJBHBIN cTaTyc®, TP yCJIOBUU OKUAEMON MTPO-
JOJIKUTEIbHOCTH Ku3Hu Oosiee 1 roma (B).

Kanacc 1lla

1. Immnanrarus K/ moxer 6biTh ahhexTns-
Ha juta podunaktuku BCC y manmeHToB ¢ TSKE-
JgbeiMu hopmamu AJITIK, mmetorux Takue gakTo-
PBI PHCKa KaK BOBJIEUEHUE B TATOJOTMUYECKUH TTPO-
niecc JIJK, cemeitnniit anamuez BCC y oxHoro u 60-
Jiee Y4JIeHOB ceMbH (MJTM HAJIM4Yue y YJIEHOB CEMbU
STIM30/I0B CTHKOTIE HESICHOM 3THOJIOTUH, B CJIyUasIX,
korga KT nim DK He ObLIM UCKITIOYEHBI KaK TPU-
YUHA CHUHKOTE), WMEONUX XOPONIHi (PyHKIINO-
HAJBHBIN CTATYyC, TIPU YCJIOBUHM OKUAEMON TTPO-
nospkuTesnbHocTH skusnu 6osee 1 roga (C).

2. AMUOIapOH WJIM COTAJION MOXKET ObITh (-
dextuBen mns nedenusi ycronumpoit KT wminm
DK (ocHoBHBIE (haKTOPBI PUCKA) Y TTAITMEHTOB C
AZIIIK 1py HEBO3MOMKHOCTH WJIM HEIEen1ecoo0-
pasnoctu umiuianTaruu MK/ (C).

3. PagnovactoTHas KateTepHast abJIsIIvsI eJie-
cooOpasHa B KauyeCcTBe JIOMOJHUTETHHOTO METOIA
nedenns mannenToB ¢ A/[IIJK, y koTopbrx nmerot-
cs pertnanBel yeroitunBoil JKT, HecMoTpst Ha TTpo-
Bosmmyio AAT (C).

Knacc ITb

1. Ounokapaunanpioe IDU moxkeT MpoBo-
IUTHCS y TAIIMEHTOB C YCTAHOBJIEHHBIM JIMAarHO-
3om AJIIIJK nns crparudukanuu pucka BCC, a
taxke i onieHkn ahdexruBHoctn AAT (C).

VIL.5. BCC npu cunapome WPW

Cunrznpom WPW — at0 coueranue IKI-peno-
MeHa, WITIOCTPUPYIOIIETO TIPEBO30Y KIEHNE Ke-
JIyTOYKOB Cep/lia IO JOTOJTHUTENIbHOMY (aHO-
MaJIbHOMY) aTPUOBEHTPUKYJISIPHOMY COEINHe-
nuio ([IABC) u mapokcusmMaibHON aTPUOBEHTPHU-
KYJISIDHON PEeNUTIPOKHON (pe-enmpu) TaXuKap/uu
(ABPT), Bosuukaioieii B pesyJsbraTe peajimn3a-
M1 MeXaHu3Ma MOBTOPHOTO BXOJAa 3JIEKTpUYec-

(* — o MmeToauKkax nposeaeHns oLeHKMU dyHKLMOHANBHOMO CTATYCa Bbl
MoxeTe npounTats Ha caiite http:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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KOTO BO30Y’KIEHUsI, CTPYKTYPHBIMU COCTaBJISIIO-
HNIUMU KOMTIOHEHTAMU KOTOPOTO SIBJISTIOTCST BPOK-
JIeHHOe /106aBOYHOE aTPUOBEHTPUKYJISIPHOE COe-
JIMHEHNE, HOPMaTbHOE ATPUOBEHTPUKYJIISTPHOE CO-
emuHenue (ABC), Muokapa nipeicepauii u skeuy-
noukos [202-204].

O denomene WPW roBopsT B TOM cJiydae, ec-
JIN y TIarimeHTa Ha (hoHe CMHYCOBOTO PUTMA Ha T10-
BepxHocTHOM IKI mmeroTcss mpusHaku aHTepo-
rpagHOoTO (OT TpeIcepans K Keaya0uKaM ) TTpoBe-
nerust o JTABC (mpenBo30yskaeHre KeTymod-
KOB), HO B aHaMHe3e HeT YKa3aHul Ha KIUHUYeC-
Kue nposgsiaenns unu daxt Bepudukaiun ABPT
na IKI [202, 203].

[Tpu «curpome WPW s nipenBos0OyskieHue xe-
JIyIOYKOB MOJKET COUETAThCS ¢ MHOW CUMIITOMATH-
yecKol Taxukapauet, oranaHoir ot ABPT, nampu-
Mep — (GUOPHILISIIINEN UM TPETIETAHNEM TIPEICep-
it [202-204].

[To mraHHBIM PAa3TMIHBIX ABTOPOB PACIIPOCTpPa-
HeHHOCTh cuHapoMa WPW B o0rmeit nomysisiiiun
cocrasaisiet 0,1-0,3% [202-205].

Cpenn narmenTtoB ¢ cungpomom WPW puck
BCC B teuenue 3-10 ner cocrasager ot 0,15 1o
0,39%, 4to BbIIIE OOIIEMONMYJISIIUHOHHOTO PHCKA

BCC [202-204, 211, 212]. Hepenko cepieunslii
apecT SBJSETCS TIePBBIM KIMHWUYECKUM CHUMIITO-
MoM cuHzpomMa WPW,

K ocnoBubIM hakTopam pucka BCC y naiuen-
TOB ¢ cuHApoMoM,/ernomeroM WPW (B mopsinke
YMEHBIITEHUS NX 3HAUNMOCTH ) OTHOCSITCS: STTU30/T
bUOPMILISIINY TIPEACEPANiA ¢ BETMIUHON WHTEP-
Basa RR 260 Mc 1 menee Ha ¢oHe aHTEpOTpaTHO-
ro npoBesienust o JIABC, nasvune cuHKOTATh-
HBIX COCTOSHHWI B aHaMHe3e, CTPYKTypHas IaTo-
JIOTUS cepjilla, CeMeUHbI aHaMHe3 CUHAPOMa
WPW u BCC, Benmmunna aHTeporpajinoro ped-
pakrepHoro niepuozia JJABC menbiie 270 mc [204,
207, 208, 211-213].

Crparudukanus pucka

AnroputMm crpatudukanun pucka BCC npen-
crasiier B Tabsuiie VIL.5.1. OH ocHOBaH Ha BbISIB-
JIEHUW OCHOBHBIX (DaKTOPOB PHMCKAa BO3HUKHOBE-
Husg BCC y nmanmentos ¢ cungpomom WPW [204,
208, 210]. [HocmenoBaTesnbHast peasn3alus AaH-
HOTO aJITOPUTMA TIO3BOJIUT OTIPE/IEJIUTD TIepeveHb
MEpOIPUATHI, HEOOXOAMMBIX JIJIsI TIPOBEACHUS
nepBuYHOI/BropryHOi mpodumaktukun BCC B
KQKZIOM KOHKPETHOM KJIMHUYECKOM CJIy4ae.

[Ipu crparndukanmu pucka BCC y ganHoii ka-

Tabnuua VII.5.1

Crparudukanus pucka BCC y manuenTos ¢ cunapomom WPW

1. Ectb 11 mpu3Haku npeaBo30yxneHnst Ha DKI

Ja

HET

CM. TIYHKT 2

2. EcTb 11 cuMIiToMaTuyeckast TaxuKapaus I/I/ NI CUHKOITAJIbHBIC COCTOAHMA B aHAMHE3C

na HeT
sH109DU u PYA JABC CM. MYHKT 3
3. Ectb 11 ceMeiiHblii aHaMHe3 cuHapoma WPW u BCC
na HeT
sH10DDPU n PYA TABC CM. MYHKT 4
4. EcTb 11 CTPYKTYpHAas aTOJOTHS cepaLia
na HET
sH10ODPU u PYA TABC CM. MYHKT 5

5. I1penBo30yxaeHre Keaya0uYKOB aCUMIITOMHO

Cm. pexomendayuu no npopunaxmuxe BCC
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TETOPUU TAIMEHTOB OCHOBHON 3aj1aueil sIBJISIeTCs
BbISIBJIEHNE KIMHUYECKUX TTPU3HAKOB (OCHOBHBIX
(bakTOpOB pHUCKa 1 UX COUETAHUST ), ACCOTTMUPOBAH-
HBIX ¢ BBICOKUM prckoM pasputust BCC. B xoneu-
HOM UTOTE, 3TO OYJIET OTPE/Ie/ISATh OCIeI0BATE -
HOCTh Meponpusituii 1o ipodusiaktuke BCC.

Pexomenaanuu no npodunakruke BCC

Knacc 1

1. BosibHBIM € TIpU3HAKAMU TPEABO30YKIEHUST
xemaynoukoB Ha IJKI, mepenecmm cepiednblit
apect, HeoObsICHUMbBIE 0OMOPOKH (OCHOBHBIE (haK-
TOPbI PUCKA) UJIN CUMIITOMATUIHYIO TAXUKAPIHUIO,
nokasano nposesieane PUYA JIABC (B).

2. [Tanmentam ¢ GuOpUILIAIMEN TIpeacepAnii
(o 1pyTON peICEepIHON TaXUKap/iueit ), Corpo-
BOJK/IAIONIENCS BBICOKOYACTOTHOM aKTUBAIMEN
MUOKap/ia KeJIyI0YKOB (BEJTMUYMHON WHTEpBasa
RR 260 mc 1 MmeHee Ha (hoHe aHTEPOTPATHOTO TTIPO-
Benenusa 1o /JJABC — ocHoBHOI (akTop prcka
BCC), mokazano nposeznenne PUA (B).

3. Y nanumentoB ¢ curgpomom WPW, nmero-
MM OCHOBHbBIE (DAKTOPHI PUCKA U KOTOPbIE TIPe/I-
MOYNTAIOT MEMKAMEHTO3HYIO TEPAIUIO ITPOBe/ie-
Huto PYA, cpeacrBamu Boibopa siiistiorest AATT T
kacca niau amuogapon (C)

4. [IpencraBuTesiIM PUCKOBBIX Ipodeccuit
(TUJTOTHI CAMOJIETOB, BOJUTEIH OOIECTBEHHOTO
TPaHCIIOPTA, CIIOPTCMEHBI ) Y KOTOPBIX IMarHOCTH-
pyetcsi cunzapom/dhenomen WPW BHe 3aBucu-
MOCTH OT HAJIMYUsI CHMIITOMOB M BEJTAYMHBI aHTe-
porpagnoro IPII /TABC mokazano mpoBejeHue
PYA JTABC paxke mpw OTCyTCTBUU OCHOBHBIX
akropos pucka BCC (B).

5. [TanmenTor ¢ heromerom WPW, y KoTOPBIX
anTeporpaanbiii IPII JIABC menee 270 mc, moxa-
3ano nposezienne PYA JIABC (ocHoBHOI (hakTop
pucka) (B).

Knacc Illa

1. TTarmentam ¢ mpu3HAKaMu MPeaBO30YKe-
HuUs skesy109KkoB Ha KT, oTcyTCTBEM OCHOBHBIX
(bakTopoB pucka (ykazaHus B aHaMHe3€ Ha CUMII-
TOMATUYHYIO TaXWUKap/Wio, CUHKOIE, CeMENHbII
anamue3 BCC, Hanmune cTpyKTYpPHOI MATOJIOTHH
cepana, Beamynna anteporpajgnoro DPIT JIABC
6osee 270 Mc) MoKasaHO AMHAMUYECKOE HAOJIIO-
nenne kapaunosiorom (C).

2. [TanmenTaM ¢ HpU3HAKaMHU IPeABO30YIKIe-
Hug xerynodkos Ha JKI, orcyTcTBreM B anamHe-
3 yKazaHuil Ha CUMITOMAaTUYHYIO TaXUKapIUIo,
cuHKoIle, ceMennbiM anamiueoM BCC, namnunem
CTPYKTYPHOM IAaTOJIOTUU CEP/IIIA, Y KOTOPBIX BEJIH-
yiaa anteporpagnoro DPIT JJABC 6osee 270 wmc,
He nokazano HasHauenue AAII (C).

Kanacc ITb

1. ¥ nanuentos ¢ henomerom WPW, y koro-
pbix BennunHa anteporpaanoro IPII JTABC npe-
BhimaeT 270 Mc, Bo3amoskHO 1mpoBeieHns: PHA (C).

Knacc 111

1. ITarmentam ¢ cuaipoMoM /penomenom WPW
MPOTUBOIIOKA3aHO Ha3HAYeHWe IUTOKCHHA, OeTa-
610kaTopoB, Bepanamuia u ATD (C).

VII.6. BCC npu nopokax KjanaHoB cep/ia

VII.6.A. BCC npu BpO:KIEHHBIX NOPOKax
cepana

Crpatuduxamus pucka

Bposxnennbie mopoku cepamna (BIIC) mpen-
CTaBJISAIOT 060 MHOTOOOPA3HBIN CIIEKTP aHATO-
MUYECKUX U (DUBMOJOTHIECKUX /1e(eKTOB ¢ pas-
JINYHBIMU BapUaHTaMHU KJIUHUYECKOIO TeUeHMUsI
3aboJieBaHusl. PUCK pasBUTHS apUTMUIT Ha ITpej-
M TIOCJTEONEePAITMOHHOM 3dTarax XUPyprudecKoit
KOPPEKITNU TTOPOKa TMPEANoIaraeT BO3MOKHOCTh
BCC. Ocob6ennocTs COCTOUT B TOM, 4TO OoJiee
75% wmuajienyeckux u netckux cmepteit or BIIC
IPOMCXOAUT B CTAalMOHAPe, GOJNBIINHCTBO U3 KO-
TOPBIX — B X0jie omneparuii. OcrajibHble cMepTH
MIPOUCXO/ISIT BHE CTallOHApa WJIU B peaHuMaIln-
OHHBIX OT/IEJIEHUSIX B pe3yJIbTaTe JIPYTUX BPOK-
JICHHBIX aHOMAJWN Pa3BUTUA WU cericuca. Y
GOJIbHBIX, OllepupoBaHHbIX 110 moBoxy BIIC B Bo3-
pacte ctapiie 20 JieT, OTMeYaeTcst IPOrPeccupyio-
mee yBesnuenue yactorbl BCC u cepeano-cocy-
JIUCTO CMEPTHOCTH.

C Boicokum puckom BCC B oTaseHHOM 11€pHo-
ne accormmupyiorest 5 turno BIIC: terpaga Masio,
D- u L-tpancno3uiinsi MarucTpajbHBIX apTepuii,
CTEHO3 aOPThl M (PYHKIIMOHATIBHO €UHCTBEHHbII
xesypouek. Haubosiblee KOJMYECTBO JAHHBIX O
yactote pazputust BCC nipu BIIC npuxoastcs va
nanuenToB ¢ Terpagoil Masto. B obszaresbHOM
HOPSIIKE OTIEPUPOBAHHBIM OOJIBHBIM C AIM301aMH
BCC B anamHe3e 10JKHBI BBITTOJTHSATHCS KAK MHBA-
3WBHOE MCCJIe/IOBaHNE TEMOJAMHAMUKY, TaK U 9HJI0-
IDU. Ilonoxurenpubie pesynasratel aH10D DI,
BHE 3aBUCUMOCTHU OT KJIMHUYECKOTO CTaTyca Taiu-
€HTa, MO3BOJISIIOT BBISABUTH OOJBHBIX C BBICOKHUM
puckom BCC B oTajieHHOM Tepuozie Toce Xu-
PYpPrudeckoii KOppeKIuy opoKa.

Haubosee pacrnpocrpaHeHHast BpOKIEHHAsS
QHOMaJINSI Pa3BUTHUS KOPOHAPHBIX apTEPHii, CBSI-
3anHas ¢ BbicokuM puckom BCC B Mos1010M BO3-
pacre — OTXOK/IEHUE JIEBOII KOPOHAPHOM apTepru
n3 mnpaBoro cuHyca BasbcanbBbl. [Ipennosarae-
mbiMu MexanuamMamu BCC sipiistiorest inbo octpast
AHTYJISAIAS yCThs KOPOHAPHOW apTepuu U, Kak
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CJIe/ICTBYE, ee mepernd, nbo KOMIIPECCHUs JIEBOii
KOPOHAPHOI apTepuu, MPUBO/SININE K Pa3BUTHIO
OCTPOIi UIIEMUH MUOKap/ia C MOCJAEAYIONUM Pas-
putreM KT nmm OJK. /[narnos ycranaBiamBaeTcst
B xozte KAT u coryxuT 1mmokasanuem K mpoBeIeHUI0
XUPYPruvecKoi peBacKyJIIpU3aIiuu MUOKap/Ia.

CyrecTByeT orpaHUdeHHOE KOJIMYECTBO IKCIIe-
PUMEHTAJTbHBIX JTAHHBIX, HA OCHOBAHUM KOTOPBIX
MOKHO ObLIO ObI PEKOMEHJIOBAThH OIIpPe/eeHHYIO
TaKTUKY BeleHHs OOJIbHBIX C 9TUMU 3a00/IeBaHII-
Mu. JleyeHne HEOTJOKHBIX COCTOSIHUMN, Pa3BUB-
IIUXCS B paMKaX OCHOBHOTO 3a00JI€BaHMs, KOTOPOE
OTHOCHTCSI K 9TOMY pasjieJly, OCyIIecTBsieTcs: Oe3
KaKHUX-J1100 crerupuueckux 0Co6eHHOCTEN.

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. Uvmnanramus MK/l mpoBoanTcs maiueH-
TaM ¢ BposkeHHbIM TopokoM cepna (BIIC), me-
peHeclIuM cepiiedHblii apecT (OCHOBHOH (haKTop
pucka BCC), ecan npuunna 3abojieBaHus ycTa-
HOBJIEHA B X0/1e 00CIe0BaHMSI 1 OBLIU MCKIII0Ye-
HBI WHBIE OOpaTHMble MPUYUHBL VIMILIaHTaIms
NK/I npoBoauTcs manueHTaM ¢ XoporumM (HyHK-
IIMOHATIBHBIM CTATyCOM ™, TIOJIYYaIONIUM JIJIUTEb-
HYIO ONTUMAJIBHYIO JIEKAPCTBEHHYIO TEParuio 1
UMEOIIUM GJIATONPUATHBIN IIPOTHO3 BHIKUBAHUST
B TeyeHue roza u 6osee (B).

2. boabnbiv ¢ BIIC u cniontanHoil ycroitun-
Boil /KT (ocrHoBHOM hakTop pucka BCC) mokasa-
HO TIPOBe/leHNEe WHBA3WBHOTO MCCJIEOBAHUS Tia-
paMeTpoB BHYTPUCEPIEYHON TEeMOAMHAMUKU W
a0 DU. PekomenyeMbie METOIBI TEPATTUU —
KaTeTepHast abJIAIs WK XUPYPrUYecKoe Jiede-
nue JKT. Ecoiu ykazanubie MeTobl HeahheKTIB-
HbI, TO pekomenayercs ummnanTarus UK/ (C).

Knacc Ila

1. luBa3uBHYIO OIIEHKY IMapaMeTpOB BHYTPHU-
cepiieuHoi reMoguHaMuk 1 aun0I DU 1esneco-
obpasHo npoBoauTh narrentam ¢ BIIC, nmero-
muM ocHOBHbBIE (hakTopel pucka BCC — ykazanus
B aHAMHe3€e Ha HeOObSICHUMBIE DIIM30/Ibl CHHKOIIE
U HapylieHue COKPATUTEIbHON (DYHKIIMU JKey-
JIOYKOB.

2. B orcyTcTBUE OTIPE/ICTIEHHON 1 TOTEHITN A b-
HO KOPPUTHUPYEMOI MPUINHBI CEPAEYHOTO apecTa
(ocHoBHOIT (akTop pucka) mMmiiantaius MK/
1esiecooOpasHa HalueHTaM ¢ XOPOIM (hyHKIHO-
HaJIbHBIM CTAaTyCOM®, MOJTYYalOIIUM JJTUTETbHYIO
OTITUMAJTHHYIO JIEKAPCTBEHHYTO TEPAITHIO U UMEIO-
MM OJIarONPUSTHBINA IIPOTHO3 /i1 BBIKUBAHKS B
Teyenue roza u 6osee (B).

Knacc IIb

1. ITposenenwe 1m0 DU MoKeT 00CYKIATHCS

y nanuenToB ¢ BIIC u napubIMM KesTyZ104KOBBIMU
akcrpacuctosamu (FKI) mim HIK'T st onpeniese-
HUg prcka Bo3HUKHOBeHud yctounsoi sKT (C).
Kanacc 11T
1. Haznauenne mpodunaktndeckoit AAT He
nokazano 6osbHBIM ¢ GeccummnromubiM BIIC u
emquanunbiMu JK9 (C).

VIIL.6.5. BCC npu npuo6peTeHHbIX MOPOKax
cepana

Crpatuduxaius pucka

B Hacrosiiee Bpemst OTCyTCTBYIOT JIaHHbIE, CBU-
JIETEJILCTBYIOIINE O TOM, YTO IJIACTUKA WJIA TIPOTeE-
3UpOBaHNE MUTPAJIBHOTO KJIallaHa YMEHbBINAIOT KO-
sndectBO KA y manueHToB ¢ KJIaaHHBIMU TTOPO-
kamu cepaiia. [loaToMy oreHKa KIMHIYECKOTro coc-
TOSTHUST 9TOU KaTeTOPUH MAIMEHTOB U UX JieueHue
MIPOBOMIATCS HA OCHOBAHUM CYIIECTBYIONIUX PEKO-
MEH/IAITHIT JIJIST KasK/I0TO 13 3a60JIeBaHMil.

Pexomengannu no npodpunakruke BCC

Knacc 1

1. KimmHunyaeckast oleHKa COCTOSTHUSI OOTBHBIX €
KJIaNaHHBIMKA TTOpPOKaMu cep/ia u KA, a Takke
BbIOOP TAKTUKM WX JIEYEHUs JOJKHBI OCYIIECT-
BJISITHCST HA OCHOBAHWMU CYIIECTBYIOIIUX B HACTOSI-
1ee BpeMsi PeKOMEH/IaInii 110 MarHOCTHKE U Jie-
YEHWIO TIOPOKOB CEP/IIA U BBISIBJIEHUIO OCHOBHBIX
u BTOopocTeneHHbIX (hpakTopos pucka BCC (C).

Knacc IIb

1. [TosuTnBHOE 3HAYEHME TIJIACTUKU WU TTPO-
Te3MPOBAHUS MUTPATBHOTO KJIallaHa y MaIneHTOB
C TIPOJIATICOM MUTPATBHOTO KJIATIAHA, TSKEIOH
MUTPAIBHOU peryprutaieii, coueTalonieics c re-
MojnHaMudeckn 3HaunMbiMu JKA (ocHOBHOI
¢akTop pucka), B OTHOIIEHUU TPOPUIAKTUKN
BCC ne aBnsercsa noxkazanupivu (C).

VIL.7. BCC npu MmeTab0/IMYeCKUX M BOCIa-
JIMTEJHHBIX 32a00J€BaHUSIX

VIL.7.A. Crpatuduxamnusi pucka u npodu-
aaktuka BCC y namueHToB ¢ MHOKap/IUTOM H
UH(EKITUOHHBIM YHIOKAPIUTOM

Muoxapoum

MuokapanT — nmopaskeHue CepAeTHON MBITIIIHI
MIPENMYTIECTBEHHO BOCIAIUTEIBHOTO XapaKTepa,
00y CJIOBJIEHHOE HETIOCPEACTBEHHBIM UJIH OTOCPe-
JIOBAaHHBIM Yepe3 UMMYHHbIE MEXaHU3MbI BO3/I€li-
cTBUEM UH(DEKIINH, TTAaPa3UTaPHOUI WJIN TTPOTO30M-
HOWl WHBA3WM, XUMUYECKUX UJIU (HU3UUECKUX

(* — o meToamkax nposeaeHus oLeHKU YHKLUMOHQILHOTO CTATYCa Bbl
MoxeTe npounTaTs Ha caite hitp:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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(hakTOpoB, a Takke BO3HUKAIOIIEe NP ajlJIepru-
4eCKUX U ayTOMMMYHHBIX 3a6o/ieBanusx [214].

Haunbosiee wactbiM 39THOJOTHYECKUM (HaKTO-
pPOM, OOYCJIOBJIMBAIONINM PAa3BUTHE MUOKAP/HTA
6ostee yeM B 60% cirydaes, SIBJISIETCSI BUPYCHAsT WH-
dexrms [215]. B eBporeiickoii Moy Jisiiuy caMmbIM
YACTBIM BUPYCHBIM T€HOMOM, OTIPEIEISIONNMCS B
6uorntatax MUOKap/a, SIBJIsTETCsT mapBoBupyc B-19
1 BUPYC Tepieca yesnoBeka - 6 [216]. 113 Gakrepu-
QJIBHBIX ar€HTOB HAanOOJIbIIIee 3HAYEHUE B MTOCJIE]-
HIE TO/IbI IPUOOPETAIOT BHY TPUKJIETOYHBIE BO30Y-
nurenu (pon Chlamidia) [218]. Cpeau apyrux
IPUYUH BBIIEJSIOT TIPSIMOE W OIMOCPEIOBAHHOE
BO3/IEMICTBUE TOKCUYECKUX BEIIECTB, B TOM YHCJIE
JIEKAPCTB, aJJIePIrIYecKue N ayTOMMMYHHbBIE Peak-
MU Y JIUIL C CUCTEMHBIMU 3a00JieBaHusIME (KOJI-
JIaTE€HO3bI, OITyXOJIM, CAapKOW/I03, Hecrelmbudec-
KUH g3BeHHbIN KouT) [214, 217, 219].

BerpeuaemocTh MUOKapauTa B pPa3IMIHBIX
crpanax EBporibl pasindaercst B pa3bl U KoJieO-
aetcs ot 0,12% no 12% [215, 216]. B xapauosoru-
YeCKUX CTAI[MOHAPAX JMArHO3 MUOKApPIUTA BbIC-
TaBJIsIeTcss MeHee yeM B 1% ciydaes, B TO JKe Bpe-
M TI0 IAHHBIM ayTOTICUU €TO NMPU3HAKYU BbISBJIS-
fotes B 3-9% [218].

PesysibraTel cexium BHE3AITHO YMEPIIUX JIO-
nieit 06HapyKuBaioT MOPhOJIOTHIECKIe MaPKEPhI
mMuokapauTa B 8,6% ciyudaes [219], a'y sui; MmoJio-
ke 40 et — B 12% caydaes [220]. [To HekoTOPBIM
TAHHBIM, MUOKAPAWUT SIBJISETCS BeAyIIeH TTPpUIn-
HO BHE3aITHOI cMepTH y feteit [8].

Hemnocpencresennsim Mexanusmom BCC vy
OOJIbHBIX MUOKAPIUTOM SIBJISIOTCS CTOWKHUE Ha-
PYIIEHUST PUTMA 1/UJIU TTPOBOIUMOCTH, KOTOPBIE
10 JAHHBIM 3IUJIEMUOJOTUYECKOTO UCCIe0Ba-
nust ESETCID, mpoBenernoro B EBporte, peruct-
pupyiorcs B 18% cayuaes [221]. IIpu atom mipoc-
JIEKMBAETCS CBSI3b MEK/Y YACTOTOH U TSKECThIO
pasBUTHS HapylleHul put™Ma u MopdoJsorndec-
KMM BapuaHTOM MHMOKap/UTa; B YACTHOCTH, HAW-
6OJIbINAs BBIPAKEHHOCTh aPUTMUYECKOTO CHH[I-
poMa XapaKTepHa JIJIsi TUTAaHTOKJIETOYHOTO MHO-
kapauta. [lo maHHBIM Apyroro mccieaoBaHUs
[222, 223], okouio 5% caydaeB MuokapauTa aebio-
TUPYIOT Pa3BUTHEM KEJTY0IKOBON TaXUKAPINH.

Bmecrte ¢ TeM, MporHocTHYECKas POJib ApUT-
MU, KaK M KJIMHUKO-UHCTPYMEHTAJIbHBIX [[aH-
HBIX, B yacTHOcTH HU3KoN DB, B ManudectrHom
nepro/ie MUOKap/nTa /10 HACTOSIIIIEr0 BpeMEeH! He
ycTaHoBJIeHa. Bo MHOTHX cirydasx Ha doHe ajiek-
BAaTHOI Teparnuy HACTYNAeT TOJHOE MCYe3HOBe-
HUe TOM00HBIX cMITTOMOB [218].

B cBa3u ¢ aTUM pekoMeHanK 10 TPodUIaK-

trke BCC y 60JIbHBIX MUOKAPIUTOM UMEIOT Kpaii-
He OrpaHMYeHHbIH XapakTep, B OCHOBHOM OTHO-
CSTCST K OCTPOMY Tiepuojty 3aboseBanust. Jlyst me-
JIMKAaMEHTO3HOU Teparyy KeJyTI0YKOBBIX TaxXua-
putMuii ahGeKTUBHO Ha3HAUYeHWe aMHUOapoHa
[224]. Ycranoska Bpemennoro IKC B octpoii da-
3e MUOKap/InTa MOKa3aHa MPW BO3HUKHOBEHUN Te-
MOJIMHAMITYECKU 3HAUMMBbIX OpaJinapuTMHUiL, TOT/a
Kak Borpoc 06 umiianraiu MK/ B atot nepuos
He paccMmaTpuBaeTcst. Bmecte ¢ tem, B 6ostee 110371
Hue cpokH, Korja Ha done ajekBatioil AAT cox-
PAHSIOTCS YCTOMUYNBbIE TeMOJIMTHAMUYECKH 3HAUN-
MbI€ KeJIyTOYKOBbIE HAPYIIEHUsT PUTMA CEP/IIIa, a
[IPOTHO3 [IJIs1 JKU3HK MalienTa O1aronpusiTet B Te-
YyeHUe, KaK MUHUMYM, KaJeHJapHOTO TO/a, MMII-
nanrtarus K/ Mmosker 6bITh peKOMEHIOBaHa.
Hnpexuuonnwiii sndoxapoum
Wudeximonnsiii sapokapant (M13) — Bocranu-
TeJIbHOE TTOPaKeHNe KJIAMaHHBIX CTPYKTYP, TIPUC-
TEHOYHOTO 3HIOKAP/IA, SHOTENS B 30HE BPOK-
JMEHHOTO TIOPOKAa MArvCTPAIbHBIX COCYIOB, 00ycC-
JIOBJIEHHOE TIPSIMBIM BHEIPEHHEM BO30YIUTES U
IPOTEKAIOIIee Yyalle BCEro 10 TUITY CEercuca 0CTpo
WIN TIOJI0CTPO, € IUPKYJISAIMENd BO30YAUTENS B
KPOBH, TPOMOOIMOOIMAMM, KMMYHOIIATOJIOTHYEC-
KMMU U3MEHEHUSIMU ¥ OCTIOKHEHUsIMU [225].
OcnoBHbIME BO30OyuTesiMu V19 B mocsieiHme
NECATUIIETUST SIBJIIOTCS CTA(PUIOKOKK, CTPEINTO-
KOKK U 9HTEPOKOKK, KOTOPBIE BBIIEJSIOTCS y TIO-
JIABJISIOIEr0 OOJIBIMMHCTBA OOJIBHBIX € TOJOKHU-
TEJIbHOM TeMOKYJIBTYpoii [226, 227]. ITpocrexnBa-
€TCs CBI3b MEXIY ATHOJOTHUECKUM (haKTOPOM ¥
BapHaHTOM TedeHus 3aboseBanus. Tak, mpu mojao-
cTpoM TeueHuu 19 0CHOBHBIM BO3OY/HUTEIEM SIB-
JITIOTCS PA3IMYHbIe BUJIBI Streptococcus, B TO Bpe-
M Kak ocTpoe TedeHre V1D Hanbosiee yacTo acco-
UUpoBaHo ¢ uudeknuenn Staphylococcus [228].
Ocobennoctbio anuaeMuonornn M3 mocien-
HUX JIET SIBJISIETCS TIOsIBJIeHNE 0cOObIX (hopm: M1y
HAapKOMAHOB C MPEUMYIIECTBEHHBIM MTOPAKEHNEM
TPEXCTBOPUYATOTO KJianaHa, MO mpoTesa KianaHa,
N3O y manmeHToB ¢ MMIIIAHTUPOBAHHBIM 9JIEKTPO-
KapIUOCTUMYJIITOPOM U OOJIBHBIX, HAXO/SATIINXCST
Ha MMPOTPAaMMHOM TeMoauanuse, 119 y penumnmen-
TOB TPaHCILIAHTUPOBaHHOTO oprana [229, 230].
OpHoii 3 BaskHeinmx npobaem D B HacTOsI-
1ee BpeMs CJIelyeT TPU3HATh PACTYIIYI0 pe3uc-
TEHTHOCTh BO30OyMTEIel K HanboJiee 4acTo Ipu-
MEeHSIEMbIM aHTHOMOTUKAM, YTO BO MHOTOM 00ycC-
JIABJIMBAET BBICOKME TIOKA3aTEeI CMEPTHOCTH 1TPU
JaHHOM 3200JIEBAaHNHU, JOCTUTAIONIIE JIa)Ke B IOC-
nuTanbHbIX yeaoBusix 10-26% [231-233]. Bosb-
NIMHCTBO CMEPTEi, HACTYNAIOINX BHE3AITHO, TTPO-
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HCXOJSAT 110 IPUYMHE OCTPOIi cep/ledHOl HelocTa-
TOYHOCTHU BCJIEJCTBYE IECTPYKIIMU KJIAaHa, 0o
Ha (oHEe MOJHMEHOCHOIO CENTHYEeCKOro IIOKa,
KaK [PABUJIO, aCCOIIMUPOBAHHOTO ¢ abCiienpoBa-
HUEM KJIAITAaHHOTO KOJIbI[A; OTHAKO 1T0 CBOEMY Me-
XaHU3MY TT0I00HbBIE CJIy4and He MOTYT OBITh OTHe-
cennl kK BCC [234]. Bmecte ¢ Tem, hopmupoBanme
abcriecca B 00/1aCTH MEKIKETYIOYKOBOI TIEPETO-
poaku (MJKII) mnu pacnpoctpanenre THOMHOTO
mporecca ¢ KOJbIIa a0PTAJTbHOTO KJalmaHa Ha
MJKII MoskeT IpUBECTH K Pa3pyIIEHUIO TIPOBOJIS-
nieil cucteMbl cepaiia U (HOPMUPOBAHUIO TTOTHOM
AB-6s0kabt u passutuio BCC [234]. B a1oii cBsi-
3u, pazsutre AB-6i0Kkap! y marenTa ¢ 119 Beer-
Jla JIOJIKHO HACTOPAKUBATh B OTHOIIIEHUU TaKOTO
IPO3HOTO OCJIOKHEHUsT, Kak abciecc.

Jleuenne 60bHBIX 11D 10/IKHO OBITH ITATE -
HBIM, KOMTIJIEKCHBIM Y MHOTOKOMITOHEHTHBIM. Bo
BCEX CJIyYasix IOJKHA TIPOBOAUTHCS aHTUMUKPOO-
Hag Teparus ¢ y9eTOM 3THOJOTHIeCKOTo (hakTopa,
B OOJIBIIMHCTBE CJIy4aeB ¢ IPUMEHeHneM KOMO-
HAIUU aHTUOAKTepUaNbHbIX cpeacTB [231-234].
OCHOBHBIMU HAIPABJICHUSIMU JIEYCHUS, TIOMUMO
aHTUOAKTEPUAIBLHOM TEPaIiK, SBJISAIOTCS TaKKe
XUPYPruvecKoe JieueHue U 3aMeCTUTeIbHAs UM-
MYyHHas Teparusi.

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. [IpoBesieHrEe 9TUOTPOITHON, TTATOTEHETUYEC-
KO ¥ CUMTIITOMAaTUYECKOH Teparuu B OCTPOil (ha-
3e muokapaura (C).

2. Xupyprudeckas KOPPeKIHs OCTPON HeJo-
CTATOYHOCTH AOPTAJTBHOTO KJallaHa, acCOIMUPO-
Bannoit ¢ JKT, mpu oTcyTcTBUU TIPOTUBOTIOKA3a-
nuii (C).

3. Xupypruyeckoe JiedeHre OCTPOro 3H/I0Kap-
JIATA, OCJIOKHEHHOTO abCIeccOM a0PThl MJIU KJla-
MAHHOTO KOJIBI[A, ACCOIMUPOBAaHHbBIX ¢ AB-Omoka-
JIOH, TIpU OTCYTCTBUU MpoTuBotnokazanuii (C).

Kaacc Ila

1. Ummnanranms MK/ moxer 6bith addex-
TUBHOU y TMAIMEHTOB C JKU3HeyrposkaonmmMmu KA
(oCcHOBHOI (haKTOP PHCKa) BHE OCTPOH (ha3bl MUO-
Kap/nTa, TOJYYalONINX TTOCTOSHHYIO ONTHMAJIb-
HYIO JIEKAPCTBEHHYIO TEPAIUIO W UMEINNX OJa-
TONPUATHBIN MTPOTHO3 /IJIsI BBKUBAHUS B T€UEHME
1 roga u 6oisee (C).

2. AAT uenecoobpasHa y HalMeHTOB C HeycC-
toituuBoii u ycroinuusoit KT B ocTpoii haze muo-
kapauTa (C).

Kanacc 111

1. Ummnanramus MK/l #He okazana B ocTpoit
daze muokapauta (C).

VIL.7.b. Crpatuduramusi pucka u npodu-
naktuka BCC npu MeTa60/1M4eCKOM CHHAPOME,
OKMPEHUH, 1HeTe U AaHOPEKCHH

MerabouecKkuii CUHAPOM TPEACTABIISIET CO-
6011 COBOKYITHOCTh B3aMMOCBSI3aHHBIX (DaKTOPOB
pHUCKa BO3HUKHOBEHUS W MTPOTPECCUPOBAHUS CEP-
JIETHO-COCYIUCTBIX 3a00/I€BaHNI, 00 CIOBJIEHHBIX
aTepockyiepozoM [235-238]. OcHoBHbIE €r0 coc-
TaBJSIONIE — A0OMUHAIBLHOE OKUPEHWE, TIOBBI-
mennoe A/l, areporennas mucaunuaemMus (TOBBI-
IIeHre YPOBHSI TPUTJIUIIEPUIOB U CHIKEHUE XO-
JiecTeprHa JIMTIOPOTENI0B BBICOKOH TJIOTHOCTH B
KPOBM ), PE3UCTEHTHOCTb K MHCYJUHY (KJINHUYEC-
KU TIPOSIBJISIETCS] HApyIIeHUeM TOJIEPAaHTHOCTH K
[JIIOKO3€e, TUIIePIVINKeMuell HaTOIaK U CaXxapHbIM
muaberom 2 tumna). [yt MeTaboIm4ecKoro CHHAPO-
Ma XapaKTePHbI TIPOTPOMOOTHIECKIE 1 ITPOBOCIIA-
JINTeJIbHblE U3MEHEHUSI CUCTEMbI TeMOCTa3a, a TaK-
’Ke MHOTOYMCJIEHHbIE MeTaboJMYecKue U IHIOK-
punHble HapymieHus [236, 237, 239]. Kpurepun
JIMarHOCTUKN MeTabOoJMYeCKOro CHHAPOMA IPO-
JIOJLKAIOT YTOUHSATBCS U 0OCYKAaThest. Tak, skc-
nepThl Beepoceniickoro Hay9HOTO 001IecTBa Kap-
JIMOJIOTOB HACTAMBAIOT Ha BEAYyIIEH posu abioMu-
HAJIBLHOTO OKUpeHust (M30BITOYHOTO HAKOTLIEHUS
BUCIIEPAJIILHOTO JKKMPa) B MaroreHese MeTaboJim-
YECKOTO CUH/IPOMA U BO3PAXKAIOT TTPOTUB YPaBHU-
BaHMSI 3HAYMMOCTU ITOTO (pakTopa C APYyTUMU
kputepusimu auarsoctukn [240]. IlepecmarpuBa-
eTcsl TaKKe JI0IyCTUMasi OKPYKHOCTb TaJuu, KO-
TOpAast 10 CETOHAIIHUM ITPe/ICTaBICHUSIM J0JKHA
COOTBETCTBOBATh ATHUYECKON MMPUHAJIECKHOCTH U
ctpaHe nposkuBanus nHausuaa [237]. Ilpu mera-
GOJIMYECKOM CHUHIPOME OIUCAH Psiji U3MEHEHNI],
HOTEHIIMAJIBHO CIIOCOOCTBYONMNX BO3HUKHOBE-
Huto BCC — yBesmuenue M TEIbHOCTU U TACTIED-
cun untepBasia QT [241-245], usmeHenust Bapua-
GeJIHHOCTH PUTMA CEP/IIA, CBUIETETbCTBYIONIHE O
peobJIalaHIN CUMITATHYECKUX BIUSHUN HA CUHY -
COBBII PUTM W/UJW CHUKEHUW BaryCHOW aKTUB-
HocTh [245-255], runepTpodus JTeBOTO JKeTya04-
Ka [256-258]. Kpome TorO, 11pN BHIPpA)KEHHBIX Me-
TabOJIMYECKUX PACCTPOICTBAX HE MCKIIOUEHO BBe-
JleHre JTOToJHUTEeNbHBIX (hakTopoB pucka BCC:
runokanuemun [259], runorsaukeMuu, croco6-
CTBYIOIIEH aKTUBAIIMK CHUMIATAYECKON HEPBHOMN
CUCTEeMBI I HapYIIEHUIO PeroIsipu3aliii MUoKap-
na ¢ ynnunenveM natepsaia QT [260, 2611, a Tak-
’Ke CHHPOMa 0OCTPYKTUBHOTO AITHOd CHA, COMPSI-
’KEHHOT'O ¢ HAJIMYeM MHOTMX KOMIIOHEHTOB MeTa-
6OJIMYECKOTO CUHIPOMA, BKJIIOUAsT Mpeobiajianie
CUMITATUYECKOI akTUBHOCTH [262-265].

BoipaskeHHbIE paccTpOUCTBA MUTAHUS, A TAKIKE
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Ype3MepHbIe MEpPhI 10 UX OBICTPON KOPPEKITUH,
MoryT criocobctBoBath BosHukHOBeHMIO BCC.
Puck BCC 0co6eHHO BBICOK IIPU BbIPaKEHHOM
OKMPEHUH, TIPEBBIIIAs IaHHBII TT0Ka3aTesIb B 110-
MYJISIAA Y JIUI], COTIOCTAaBUMBIX IO BO3PACTy, B
40-60 pa3z [266, 267]. Ckopee Bcero, 3TO CBI3aHO C
BO3HUKHOBEHUEM YTPOKAIOMINX KU3HW JKETy/10U-
KOBBIX apUTMWH, OJHAKO y BHE3AITHO YMEPIINUX
MOJIOZIBIX JITOZIEH BBISBJISINCH TaKKe M3MEHEHUS
npoBojisIieit cucrteMbl cepana [268]. Cpenn daxk-
TOPOB, npeipacnosaraioiux kK BCC, y st ¢ oxku-
peHreM OIUCAHBL: yBeJTWYeHUe IIUTEeJbHOCTH 1
nucriepcun uatepBasiia QT, dopmupoBanue xa-
PaKTEPHBIX CTPYKTYPHBIX WM3MEHEHUii cepjiia
(kaparomerasus, AUJIATaIMs JIEBOTO JKeJTy/I0YKa,
runeptpodust KapAHOMOIUTOB (€3 MPU3HAKOB
MHTEPCTUITHAILHOTO (hrbpo3a), a TakKe 00CTPYyK-
TuBHOEe amnHos cHa [270-274]. Puck BCC npnm
O’KUPEHUM MOKHO CYIIECTBEHHO YMEHBIIUTD IIPH
cHUKeHUH Macchl Tesia. OOpaTUMBbI TaKsKe MPOsIB-
JIEeHUs Kap/uoTaTiy u yajimHerne narepBaia QT,
0cOOEHHO Ha PAaHHUX CTAAMsIX 3a00seBanus [275-
277]. HuskokasopuiiHasi auera, CIocoOCTBYIO-
1asT CHUYKEHUTIO MaCChl TeJIa, T0JIKHA OBITh XOPO-
mo cbamancupoBanHoil. EcTh coobIeHust 0 Bo3-
HUKHOBeHWU aputmuii u caydasx BCC npu uc-
MOJIb30BAHUU JIJIUTEJIbHBIX, He cOaJaHCHPOBaH-
HbBIX, OY€Hb HU3KOKAJIOPUITHBIX JIUET U JIeYeOHOTO
roJsiofiarst (0COOEHHO JIMET C TIPUMEHEHUEM JKHU/I-
KUX IPOTenHOB) [278-282].

CMepTHOCTB y JIUI] ¢ HEPBHON aHOPEKCHel KO-
nebsercs or 5 10 20%, a dakTHYecKuii IOKa3a-
TeJib, BEPOSITHO, COCTaBJIsIeT OKoJio 6%. [283].
Cuwnraercs, uto mouTtu 1/3 jeTajbHbIX NCXO/IOB, B
TOM Y¥CJIe BO BpeMsT BO30OGHOBJICHUST TIPUEMa TIH-
II[{, TIPOMCXOUT U3-3a 3a00JI€BAaHUN Cepilla, O/l-
HAKO TOYHbIE JaHHbIE O TOM, YeM OOYyCJOBJIEHA
BCC, otcyrcrByior. /lmnTesbHOE TOJIOIAHUE TTPU-
BOJIUT K aTPOMUM CepAeYHON MBITIIIbI, CHHYCOBO
Opanukapany, yainaenno narepsaia QT, a tak-
Ke AJIEKTPOJIUTHBIM PACCTPONCTBAM, yCYyTyOIisiio-
MMM 9TU HapymieHus. boabimmHCcTBO TaToI0TH-
YeCKUX W3MEHEHWIl CO CTOPOHBI Ceplla I0JI-
HOCTBIO OOPAaTHUMBI TIOCJE HAJJIEXKAIET0 BO300-
HOBJieHUs1 nuTanus [284-286]. OcaoxkHeHns,
CBSI3AHHBIE C BO30OHOBJIEHUEM TUTAHWS Y JJIU-
TeJTbHO TOJIO/IABIINX, BKJIOYAIOT CepeyHble, HEB-
pOJIOTMYECKHE W TeMaTOJOTUYeCKhe PacCTpOii-
cTBa, 00YCJIOBJEHHBIE BO3HUKHOBEHUEM 1cOHa-
JIAHCA JKUJKOCTU U 9J1eKTposinToB. Cepjiedrbie oc-
JIOKHEHWST BO3HUKAIOT, KaK MPABUJIO, B MEPBYIO
HeJIEeTIO MOCJIe Havaja MpUeMa MU U 0ObIYHO
CBSI3aHBl C BBIPA)KEHHBIM JeDUIIMTOM MUTAHWS,

runoocharemMueil U UCIOJb30BAHUEM TOJHKO
napeHTepajabHoro nutanus [287-290].

Crparndukanusa pucka BCC

Kaxp1ii 13 OCHOBHBIX KOMIIOHEHTOB MeTabo-
JIMYECKOTO cuHpoMa (OKUpEeHUe, apTepraibHas
rUIepTeH3us], HapylleHre oOMeHa JIMIKIOB, ca-
XapHbIi 1radeT), Oyydn B JOCTATOTHON CTETEeHN
BBIpaKEHHBIM, sABJsIeTcsa (akTopom pucka BCC
[291, 292]. B nacrosiiiee Bpems He sICHO, HeCeT Jin
oObeIMHEH e TUX TPeIPACTIoNaraoIux (HakTo-
pPOB B paMKax MeTabOJMYeCKOTO CHHAPOMA JI0-
MOJIHUTENbHYIO WHMOPMAINIO, TO3BOJISIONYIO
yay4dmuTth ctpatudukanuio pucka BCC [292].

Pexomenaanuu mo npodpunakruke BCC

Knacc 1

1. Ocobennocreil POGUMAKTUKI ¥ JICUCHUST
yrpoxatormux xu3uu KA (ocHoBHOI dakTOp
pucka) 1 BCC y 60ibHBIX ¢ MeTaGOJMYECKUM
CUHIPOMOM, OKUPEHNEeM, aHOPEKCUel WU TpHu-
JIEPKUBAIOIIUXCS OTIpeieIEHHON aueThl HeT. Me-
porpusiTust 1o npepoTBpaiiennio BCC nomkHb
OBITh TAKUMHU K€, KaK U TPH APYTUX 3a00I€BaHU-
SIX. ITO MOIpa3yMeBaeT, YTO cTpaTuduKaIms puc-
ka u npodunaktuka BCC y aToil kaTeropun mna-
IIUEHTOB OCYIIECTBJISIETCS Ha OCHOBAHUH BBISIBJIE-
HUSI OCHOBHBIX M BTOPOCTETIEHHBIX (DAKTOPOB pHrcC-
ka. [Ipodpwmrakruka BCC Oymer s3akiouaThCs B
nmitantaiuu UK/ manuentam ¢ xopomum
(OYHKIMOHATIBHBIM CTATyCOM® 1 GJIATOIPUSITHHIM
IPOTHO30M BBIKMBAEMOCTH B TeueHue roja u 0o-
Jiee, KOTOPBIE TIOJYYalOT IJIUTETbHYI0 ONTHMAJTb-
HYI0 JiekapcTBeHHY0 Tepanuio (C).

Knacc Ila

1. IIporpaMMHOe CHUIKEHUE MAcChl Teja TPU
oskrpeHnn (MoMUKaIIS BTOPOCTENEHHOTO (hak-
topa pucka BCC) u tnatelbHO KOHTPOJIUPYEMOE
BO30OHOBJIEHUE TUTAHMS TPH AHOPEKCHU MOKET
a(ppeKTUBHO CHU3UTD PUCK BO3HUKHOBEeHUS KA 1
BCC (C).

Kanacc 111

1. JlmrenbHble, HecOaJaHCUPOBAHHBIE, OYEHb
HU3KOKAJIOPUITHBIE JUETHI U JiedeOHOE TOJIOAHUE
He PEKOMEHJIYIOTCSI, TOCKOJbKY OHM MOTYT OBITH
OTIACHBIMU W TTPUBO/IUTD K PA3BUTHUIO YTPOKAIOIIIX
xuzan KA (C).

VIL.7.B. Crpatuduranus pucka u npodu-
saktuka BCC y namnueHToB ¢ 3HOKPUHHBIMU
HapyIeHUIMHU

(* — o meToaukax NpoBeaeHIs OLUEHKU GYHKLMOHONBHOIO CTATyCa Bbl
MoxeTe npounTats Ha caiite hitp://www.chcr.brown.edu/pcoc/
functi.htm)
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Crpatudukamnusa pucka

Hapymienust ropMoHa/IBHON peryJsiiiii MOTYT
SBJIATBCS TIPSIMOM MJIM OIIOCPEIOBAaHHON NTPUYM-
Hoit BCC B pesysibTaTe pa3BUTHS KU3HEYTPOXKA-
IONIMX HapyHmIeHU PUTMa M MPOBOAMMOCTU. JH-
JIOKPUHOTIATUHM MOTYT OKa3bIBaTh KaK HETOCPE]I-
CTBEHHOE BJIMSHUE Ha MUWoOKap/ (Hampumep, de-
OXPOMOITUTOMA, TUPEOTOKCUKO3, TUIOTUPEO3),
TaK U OBITh IPUYUHON PasBUTHS COCTOSTHUH, KO-
TOpBbIE TIOTEHIIUATBbHO MOTYT COIPOBOKIATHCS
PHCKOM Pa3BUTHS apuTMUil (Hampumep, 3JeKTpo-
JINTHBIE HApYIIIEHNs, CBI3aHHbIe ¢ ANChHYHKINEH
TOPMOHOB KOPBI HajnodeyHnnkos). Hekoropwie
9HJIOKPUHHbBIE HAPYIIEHUS COTIPOBOKIAIOTCS Pa3-
BUTHEM YCJIOBHIi, CIIOCOOCTBYIOMINX TIOSIBJIEHHIO
CTPYKTYPHOH TATOJIOTUN cep/lla, IPU KOTOPOii
nmeetcs puck pazsutust BCC (manpumep, auciu-
nugeMust yBenanduBaeT puck pasputug UBC, a
BTOpUYHAS apTepuajibHas TUIEPTEH3US IHJ0-
KPUHHOTO reHe3a CocoOCTBYET PA3BUTHIO THITEP-
Tpoduu muokapaa JI7K).

Caxapmouii ouadbem

I3BecTHO, YTO B TIOIMYJISIUN GOJBHBIX, Hepe-
Hecmx VUM, auarnos caxapHoro auabera yBeJi-
yrBaeT puck passutus BCC [293-295]. IIpeario-
JlaraeMbIMU MeXaHU3MaMH, JieXKalllUMU B OCHOBE
pazsutusi BCC y 310l kKaTeropuu NalueHToB, SB-
JIAI0TCS aBTOHOMHAsT HelfpolaTus, pu KOTOPOii
Habmomaercst yBeandenne narepsaia QT, a Tak-
JKe TsKeash aCMMIITOMHAs WIeMUs MHOKap/a,
criocoberByioras passurnio KT u DIK.

Hopmammsanusi ypoBHS TJIMKEMUN WA YPOB-
HS1 TJIMKUPOBAHHOTO reMoryiobuHa HBA1c ymerb-
[IAeT PUCK CEPAEYHO-COCYAUCTHIX 3a00I€BAHMUIL.
O/HaKO JAaHHBIX O TOM, YTO ITPU 3TOM ITPOUCXOIUT
YMeHbIlleHe KOJIMYecTBa BHE3AITHBIX CMepTel —
Her. Harpotus, B psijie MccienoBanuii ObLIO TIpo-
JIEMOHCTPUPOBAHO, YTO MHTEHCUBHBII KOHTPOJb
TJIMKEMUHU, OCOOEHHO TIPH HAJTWYMKH CHMIITOMOB
ABTOHOMHOI HelpOTIaThH, TOBbIIIAET PUCK PA3BU-
st BCC, uTo MOKeT ObITh CBSI3aHO C YBEJIMUYEHU-
€M PHUCKa Pa3BUTUS TMIIOTTTMKEMUYECKUX COCTOSI-
HUIA, KOTOPBIE COMTPOBOXKAAIOTCS YAJTMHEHNEM WH-
tepBara QT u ymeHbIlleHUEM YPOBHS KaJWs ChI-
BOPOTKH KPOBH.

Axpomezanus

OCHOBHOIT IPUYUHON cMePTH Y OOJIBHBIX C aK-
poMerasiveii sBJsgeTcs HopakeHue cepiedHo-Cco-
cymuctoit cuctemsl [296]. Ilpu anurtenbHo cytie-
CTBYIOIEN W aKTWUBHOW (C COXPaHEHHOW TuIlep-
cekpelueil TopMoOHa pocTa) aKpoMeraJanuu pa3Bu-
BaeTcsl TaK HasblBaeMasl aKpoMerajnyeckas Kap-
JIMOTIATHS, KOTOpasl XapaKTepu3yeTcst KOHIEHTPU-

yeckol runeprpodureil MUOKap/a, ANacTOJIndec-
KOM, a TMo3Ke W CHUCTOJUYECKOW AnchyHKIUeH
JIJK ¢ pasBuTHeM TsKeJoN, pedpaKTepHOI K Me-
JINKAMEHTO3HOUM Teparuu, CepAedyHON HeoCcTa-
TOYHOCTH. X POHMYECKAS TUTIEPCEKPEIHSI TOPMOHA
pocra (I'P) u uncymHOMOKOGHOTO (hakTOpa poc-
ta-1 (UIIMDP-1) Taxke cOMPOBOKIAETCS Pa3BU-
THeM mHeyanHopesuctenTHoCcTH, C/l 2 THma, Amc-
JIUTTHIEMUN U CIIOCOOCTBYET TIOSIBIIEHUIO apTePH-
anproit runeprersun u [JIJK. ¥ 6ombHbix akpo-
Merajn4ecKoil KapAuonaTieil yaiie, yeM B o0miei
HOMYJIATNN, 00HAPYKUBAIOT PA3JINYHbIE HAPYIITe-
HUS pUTMa 1 IpoBouMocTH cep/ia [297]. Hacro-
ta JKHP koppesupyet ¢ 1IUTeIbHOCTBIO aHAMHE-
3a 3ab0JieBaHMsl, a UX TeMOANHAMUYeCKast 3HAU-
MoCTh — ¢ BbIpaskerHocTbio [JIJK B Gosblieit
CTEIEeHM, HEsKEIH ¢ OMOXUMUYECKUMK MapKepaMu
aKTUBHOCTH 3abosieBaHusi. [0 HEKOTOPBIM JIaH-
HBIM OK0JIO 75 % OOJIbHBIX aKpOMeETAJIMEN CTpajia-
0T CUHJPOMOM aITHO3/TUTIONHO3 cHa [298], mpu
KOTOPOM HEPEIKO BCTPEYAIOTCS KU3HEOIACHbIE
HapylieHnust putMa cepiamna. Y 56% O0JbHBIX ak-
TUBHOU aKpoMerajueil perucTpupyroTcs Mo3H1ue
MOTEHIINABI JKETY/I0YKOB, HAJNINE KOTOPHIX He
3aBUCHUT OT BO3pacra, Iojia OOJIbHBIX, IJIUTE]b-
HOCTH 3200JIeBaHUsT U BBIPAKEHHOCTH TUTIEPTPO-
$unm seBoro xemxynouka [299, 300]. Tem re menee,
OKOHYATeJIbHOE CYXIEHUE O TPOTHOCTUYECKOM
3HAYEHUN TO3/[HUX TOTEHITUAIOB JKEJYJ0YKOB B
orHotmennu prcka passutst BCC y 6oJbHbBIX aK-
pomerasiueil oka He copmupoBano. Hopmamnu-
3arust (o cumskenue) I'P u UTTMDP-1 npuBoaut
K YMEHbBIIIEHUIO 4acTOThI 7KO.

Pexomenmanuu no npodunakruke BCC

Knacc 1

1. Taktuka Tepanmuu KA, xotopas BisieTcs
BTOPUYHON 110 OTHONIEHUIO K 9HJOKPUHHBIM Ha-
PYIIEHUsIM, TOJKHA OBITH HATIPaBJIeHa HA KOPPEK-
IIMIO AJIEKTPOJIUTHOTO jircOaianca u JedeHue oc-
HoBHOTO 3a60seBanust (C).

2. OcobeHHocTeil MPOPUIAKTUKA W JICUCHUST
yrposkaionux skusnu sKA (ocHoBHOI (akTop
pucka) u BCC y 60JIbHBIX ¢ 9HIOKPUHHBIME 3260-
JieBaHUsIMU HeT. MepOoTnpusiTUs TOJKHBI OBITH Ta-
KUMU JKe, KaK U MPH JPYTuX 3a00JeBaHUSIX. ITO
O3HayvaeT, 4To cTpaTuuKaims pucka u mnpodu-
gaktka BCC y aToil KaTeropuu maieHToB ocy-
IIECTBJISIETCS. HA OCHOBAHWM BBISBIEHUS OCHOB-
HBIX M BTOPOCTeNeHHbIX (hakTopoB pucka. [Ipose-
nenve npopuiaktuku BCC BKIOYaeT, B TOM 4uC-
ae, ummanTanmio MK/ u 9KC nanmmenTtam, Koto-
pble TIOJIyYaloT JJIMTEbHYIO ONTHUMAJIBHYIO Jie-
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KapCTBEHHYIO Tepanuio, ¢ XOpPOIuM (YHKIIHNO-
HAJIBHBIM CTATYyCOM ¥ OJIATONPUSITHBIM TIPOTHO-
30M BBIKMBaeMOCTH B TedeHue roga u 6osee (C).

VIL.7.I. Crpatudukamusa pucka u npocu-
aaktuka BCC y manueHTOB ¢ TepMUHAJIbHOI
cTajieii moYeyHoi HeI0CTaTOYHOCTH

Crpatudukaiius pucka

Oxkosio 40% maIueHToB ¢ TEPMUHAIBHOW CTa-
JlMeil T10YeYHOU HeJ0CTaTOYHOCTH YMMUPAIOT OT
CepeYHO-COCYANCThIX 3a00eBanuii, us Hux 20%
— BaesanHo [301-302]. ITomumo KopoHApPHOTO
aTepOCKJIEPO3a JIOMOJHUTENbHBIMU (haKTOpaMu
pHCKa pa3BUTHUS BHE3AIMTHOU CEPAEYHON CMEpPTU Y
HaIMEHTOB XPOHUYECKOW OOJIE3HBIO MOYEK MOTYT
6biTh TJIOK, ypemudeckast KapAMOMHOTIATHSI, aHe-
Mus, yainHeHue uHTepBaia QT u yBesnueHue
€ro JINCTIEPCHUN, CHUKEHNE BapradeJbHOCTH Ccep-
JIEYHOTO PHUTMA, a TaKKe OBICTPble M3MEHEHUsI
oObemMa IUPKYINPYIOIIEil KPOBU U 3JIEKTPOJIUTOB,
HeaIeKBaTHOCTh ANan3a, runepdocdaremus, Tu-
nepmapatupeo3 u 1p [302, 303].

Pexomenaanuu no npodpunakruke BCC

Knacc I

1. Ins npodunaktukn BCC y 6oJIbHBIX Tep-
MUHAJIBHON MMOYEYHON HEJ0CTAaTOYHOCTHIO HeoO-
X0/INMO BBISIBJISITH OcHOBHBIE (FKHP, cucronuyec-
Kast [ucyHKIMS, CUHKOIE, CepPICYHbI apecT B
aHaMHe3€e) U MOAU(UIIMPOBATH BTOPOCTETIEHHBIE
(akToppl pucka (apTepWajibHAs THUIEPTOHUS,
JIUCTUTINIEMUS, TUTIEPTINKEMUs ), a TakKe (hak-
TOPBl PUCKA, CBsI3aHHbIE C XPOHUYECKOH 00-
JIE3HBIO TOYEeK U AUain30M (JedeHure Hedporex-
HOW aHeMWW W THIeprapaTupeo3a, ycTpaHeHue
nedurnra Butamuna D, ajieKkBaTHBIN Auain3, U3-
GeraTh MPUMEHEHUST IUATUIHON JKUIKOCTHU C HU3-
KUM coziep:kanueM Kaaus 1 Kanpims) (C).

Knacc Illa

1. B nensx sropuunoit npopunaktukn BCC y
MAIMEeHTOB, HAXO/IIUXCS Ha TTPOTPAMMHOM Te-
MOJIMAJT3€e WU TIOCTOSTHHOM aMOyJIaTOPHOM T1e-
PUTOHEATIBHOM [Majin3e, MOKa3aHO Ha3HaueHue
6JI0KaTOPOB AaHTMOTEH3MHOBBIX pettenTopoB (C) u
AAII III xmacca (C).

2. B nesax nepsuunoit npopunaktuku BCC y
MaIMeHTOB, HAXOAAINUXCS Ha TMPOTPAMMHOM Te-
MOZIMAJIM3€e WU TIOCTOSHHOM aMOyJIaTOPHOM Iie-
PUTOHEAJIBHOM JMain3e, TI0KAa3aHO Ha3HaueHue
uAIllO (B).

3. Y nanueHToB ¢ XpOHUYECKOI 6OJIE3HBIO T10-
4yek U ocHOBHbIMU (hakTopamu pucka BCC (yr-
POKAONUMU KU3HU aPUTMUSIMU U CUCTOJIMYEC-
kol puchynkiuein JIK) MK/[-repanusg umeer

MPENMYTIECTBO HAJl MEIUKAMEHTO3HOU Teparu-
eil, OJTHaKO y JAMAJN3HBIX MAI[MEHTOB 6JIaromnpu-
ATHBIN a(hDeKT aTOTO BU/Ia JIeueHUs Ha BbIXKUBa-
eMOCTh He J0Ka3aH. PemreHne 06 MMIJIaHTAIIMN
UK/ cnepyer npuHUMaTh WHAWBUIYAJIBHO, C
Y4eTOM COCTOSTHUS MallMeHTa W 0KUIaeMO TTPO-
nosxurenbaoct ku3uu (C). Haxoxnenume Ha
MIPOrpaMMHOM TeMOJIMaJIN3e WU TTOCTOSTHHOM
aMOyJIaTOPHOM IIEPUTOHEATIBHOM AHMANN3E, TEM
He MeHee, He JIOJUKHO PAacCMaTPUBATBhCI KaK pe-
MAIONUH aPTYMEHT B TOJIb3y 0TKa3a OT WMIIJIaH-
ranun MK/,

Kanacc ITb

1. B nenax nepsuunoit npodunaktuku BCCy
naruenToB ¢ MIBC, naxoasmiuxcst Ha mporpam-
MHOM TeMOJIMaJIN3€e WU MOCTOSTHHOM aMOyJ1atop-
HOM TIEPUTOHEATTHHOM JIMAJN3€, MOKET 00CyK-
JlaThCsl HasHAUeHUe CEeJIEKTHBHBIX OeTa-0JI0KaTo-
pos (C).

2. B nenax nepsuunoit npocdunaktuku BCC y
MaIeHTOB TP OTCYTCTBUM MPU3HAKOB MTOPasKe-
HUS KOPOHAPHBIX apTepuil, HaXOIAIIUXCSI Ha
MIPOTPAMMHOM TEMO/INATU3E WJIA TIOCTOSTHHOM aM-
OyJIaTOPHOM TIEPUTOHEATBHOM [Ha/ii3e, MOKET
obcyskaarbes HasHayenne Hukopanauaa (C).

VIL.8. BCC npu 60ie3HsIX nepuKapaa

Pexomenaanuu no npodpunakruke BCC

Knacc 1

1. Crparudukarug pucka u npodUIaAKTHIKA
BCC y manmenToB ¢ 60JIe3HAME TepUKapaa ocy-
MIECTBJISETCS HAa OCHOBAHWW BBISBJIEHUS OCHOB-
HBIX U BTOPOCTENEHHbBIX (hakTOpOB pucka. [Ipose-
nerne mpopuIaKTUKN MOIPa3yMeBAET, B TOM UHC-
se, mumiianraruio MK /] marmertamM ¢ OCHOBHBIMU
(haxropamu pucka BCC, koTopble moJsiy4aioT 1Jin-
TEJBHYI0 ONTUMAJbHYIO JIEKADCTBEHHYIO Tepa-
MUT0, ¢ XOPOIINUM (DYHKIIMOHAJIBHBIM CTAaTyCOM™ 1
6JIATOTIPUSATHBIM POTHO30M BBIKUBAEMOCTH B Te-
yenue roga u 6osee (C)

VII.9. BCC y nanueHTOB XpOHHYECKOM
0OCTPYKTHBHOI 60JIE3HBIO JIETKHX

XpoHudeckast 06CTPYKTUBHAS GOJIE3HB JIETKIX
(XOBJ) — 010 13 HanboJiee pacpocTPaHEHHBIX
3a00JIEBAHUI B3POCJIOTO HACEJIEHUS] BO BCEM MU-
pe, KOTOpbIM cTpajaet ot 7 10 18,2 % suir crapiie
40 ner [304-306]. B nociennue 25 jer Habmozna-
eTcsl HeyKJIOoHHbIN pocT cmeptHocTH 0T XOBJI 1
o nporuosam akciieproB BO3 x 2020 roxy nan-

[* — 0 MeToarkax MpoBEAeHN OUEHKM GYHKUMOHATLHOTO CTATYCA Bbl
MoxeTe npounTaTs Ha caiite hitp://www.chcr.brown.edu/pcoc/
functi.htm)
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Has [aToJIOTH 3aliMeT 3-e MecTo cpe/i BeeX IpU-
yuH cmeptu [307].

XOBJI — aro xpoHudeckoe 3abojieBaHue, Xa-
pakTepusylolieecs MMepCUCTUPYIONIMM OrpaHuye-
HUEM BO3/IyTITHOTO MTOTOKA B /IBIXaTEIbHBIX MY TSIX,
KOTOpOe OOBIYHO HOCHUT MPOTPECCUPYIONINI Xa-
paKTep M CBSI3aHO C BOCTIAJIUTEIbHBIM OTBETOM Ha
JTUTETbHOE BIbIXaHWE YACTHUIl WU Ta30B. 14-
x&ecTh Tedennss XOBJI Bo MHOTOM ompesiessieTcst
4acTOTON 06OCTPEHUIT U COMYTCTBYIOIIEH aTOI0-
rueit [308]. HaubGosiee wacToii comyTcTBYIONIIEH
pobsiemoii y 6osbabix XOBJI siBasiioTest cepiied-
HO-coCyucTbie 3abosieBaHust, B OOJIBITHHCTBE
cayyaeB — UDBC, cepmeynasi HeI0CTaTOUHOCTD,
bubpUILIATIS IPeIcepInii 1 apTepuaibHas I'i-
neptonus. [lo 1aHHBIM KPYITHOTO MCCIe10BaHus,
BkJtodasiero 6osee 1800 marueHToB, y 60JbHBIX
XODbJI cymectByer moBbineHHblii B 3,36 pasa
PHCK CMEPTH OT CEPJIEYHO-COCYTUCTBIX COOBITUI B
1eJIOM 1 B 5,65 pa3a — OT UIIeMUYecKoil OoJe3Hn
cepana [309]. Mmeerca npsimasg 3aBUCUMOCTH
pHICKa CMEPTH OT BEJTMUUHBI 00beMa (hOpCUPOBaH-
Horo Bbiioxa 3a 1-10 cexynny (ODB1) — riaBHo-
r0 KOJIMYECTBEHHOTO KPUTEPUsT OPOHXUATLHON
obcrpykuuu [310].

[Ipy 3TOM MAIMeHThI, HAXOASIINecs: Ha OoJiee
serkux cragusax XOBJI, umeor ropasao 6oJbiie
PHICKOB YMepETh He OT JIbIXaTeJbHOW HEI0CTaTOU-
HOCTH, a OT CepIeyHO-cocyiucTol nartosoruu [311].

INMUIEMUOTIOTUYECKUE JTaHHBIE TI0 COYETAHWIO
XOBJI ¢ cepmeunoil maTOJIOTHEN TPEACTABISIOT
JIOCTATOYHO MUPOKUi Anana3on mudp. Hampuwmep,
B uccyenoBannm VALIANT cpemn 14703 marmen-
TOB C OCTPBIM MH(APKTOM MHOKapAa OKOJIO 9%
nMesn comyTceTrBytomyio XODBJI. Ilpu atowm, y
6ospbix XOBJI Habsoganacs 30%-s seraib-
HOCTb, B TO BpeM Kak 1ipu otcytctBuu XOBJI ona
cocraBusia 19%. Bouee 27% 6ombabix XOBJI cpa-
JlaJIi cepIeYHOl HeJIOCTATOUHOCTBIO elIle 10 BKJIIO-
yeHud B uccaenoBanue [312]. B apyrom xpymHom
ucciaemoBanny, npoanasusuporasiieM 400 000
rocriutanusanuii nanuenToB XOBJI B oTnenenus
BETEPAHOB, COIMYTCTBYIOIIAS TMATOJIOTHUS KOPOHAP-
HBIX apTepuil BecTpevyasach B 33,6% ciydaes [313].

[TaToreHeTnyeckn CTOMbL yYacTas acCOIMAIIMS
XObJI, UBC, cepaeunoii HETOCTATOUHOCTH W
APUTMUIN OTIPEIEJISIETCS TIEJIBIM PSIOM 00CTOSI-
TEJILCTB: BO-TIEPBBIX, 9TO OOIIUN TOMUHUPY IO
daktop prcka — Kypenue. Bo-BTopbix, 06a Buja
MATOJIOTUU SIBJISIIOTCS 3aBUCUMBIMU OT BO3PacTa,
3a00JIEBAEMOCTh MIMU TIPOTPECCUBHO HAapacTaer
nocse 50 set. B TpeTbux —peMoiesupoBaHue mpa-
BBIX OT/IEJIOB CEP/IIa SIBJISETCS OTBETOM Ha Pa3BU-

BAIONIYIOCS JIETOUYHYIO TUIEPTeH3WI0. B deTBep-
TBIX, CUCTEMHOE€ BOCIAJeHUE, OKUCIUTETbHBINI
cTpecc, rurepkamius, xapakrepubie s XODBJI,
BE/YT K YCKOPEHUIO MTPOIIECCOB aTeporeHe3a u siB-
JIAIOTCS TIpOBOKaTOpaMu aputmuii. M HakoHer,
MMeeT MeCTO B3aMMHOE HeTaTUBHOE BJIMSHUE Me-
JIMKAaMEHTO3HOU Teparnu, KOT/la TperapaThl /I
JIEYeHNST CepeYHON MAaTOJOTUN MOTYT YXY/IITATh
tedenne XOBJI, a GPOHXOIUTUKK — IIPOBOIKPO-
BaTh KU3HEYTPOKAIONINE APUTMUN.

Crpatuduxaius pucka

[Tpu onpenenennn crenenn pucka BCC y ma-
muentoB ¢ XOBJI HeoOXoAMMO yYUTHIBAThH JBa
OCHOBHBIX (hakTOpAa:

- CTeleHb OrpaHWYEeHUs BO3/YIITHOTO MOTOKA,
onpeiesiieMyto TIPU CITUPOMETPUH;

- aHaAMHe3 TTAINeHTa, TPEsK/Ie BCETO — yKa3aHUs
Ha HAJIMYWE COMYTCTBYIONINX WU TTePEeHECEHHbBIX
3a00/IeBaHUll, YBEJIWYUBAONIUX Y OOJbHBIX
XOBJI puck BCC, a Takske JieKapCTBEHHBIN
aHaMHe3.

[Hamments! ¢ Beamunnoii ODB1 Gosabiie 60%
He WMEIOT JIOMOJHUTENBHBIX PHUCKOB Pa3BUTHUSI
BCC, nostomy ux BejieHMEe He OTJIMYAETCS OT TaK-
TUKWA IS JIPYTUX TAIMEHTOB, HE CTPAJIAloNnuX
XOBbJI.

VY 6oabubix ¢ mokazatesem ODB1 ausxe 60%,
1 OTCyTCTBHEM (haKTOPOB PHUCKA B aHAMHe3e Iie-
JIeCOOOPA3HO TMEPUOUYECKN TIPOBOANTH XOJITE-
poBckoe MouuTopupoBanue IKI mig cBoespe-
MEHHOTO BBISIBJIEHUST CKPBITON KapAMaTbHON Tma-
TOJIOTHH.

HauboJbiiiero BHUMaHKS B OTHOLIEHUH IPO-
dunaktukn BCC Tpebyer rpyrma marieHToB ¢
XOBJI, y KoTOpbIX COYeTAIOTCS CHUKEHHAS BeJIU-
yrra ODB1<60% u Hammume 3abosieBanuii cep-
JIEYHO-COCY/TUCTON CUCTEMBL. B aToM ciiydae He-
00XOIMMO PacCMOTPETh BO3MOKHOCTb BHECEHWMS
M3MEHEHWN B IJIAH BeJIEHUST MAlMeHTa C I1eJIbI0
npodpunaktTukun BCC B cooTBETCTBUU C TIPUBE-
JIEHHbIMU HYKe pekoMmenparugamu (puc. VIL9.1).

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. Ocobennoctu npodutaktuku BCC y 60J1b-
Hbix ¢ XOBJI 6asupyrorcst Ha BBISIBICHUN OCHOB-
HBIX U BTOPOCTETIEHHBIX (PaKTOPOB prCKa. ITO TOJI-
pasyMeBaet, B ToM uuce, nmitanranuio MK/ na-
IIMeHTaM, MMEIOIUM OCHOBHBIE (haKTOPBI PUCKA
BCC, koropble Mony4aioT JTUTETbHYIO ONITUMAJIb-
HYIO JIEKAPCTBEHHYIO TEPATTHIO, C XOPOIINM (PyHK-
[IUOHAJIBHBIM CTaTyCcOM™ U OJIArONPUSTHBIM TIPOT-
HO30M BBIKUBAEMOCTH B TedeHue roja u 6oee (B).

2. ITpu ucnomb3oBanmm GeTa-6JI0KaTOPOB, TIPEI-
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MauunenT c XOBbJ1

@ criupomempus @

[ O®B 1 > 60% ]

HeT

[ O®B 1<60% j

Aa

JNleueHune XOB/
no obwum npasunam

o

-NMOCTOAHHbIN NPUEM MHFANALMOHHbIX 3-2 arOHUCTOB

EcTtb nn paKkTopbl prucka BCC:
OcHOBHbIE:
e ®B meHee 40%
e cepZeyHblii apecT B aHamHese
e XCH
® 3nM304bl ycTonumBom KT
BTopocreneHHble:
- caxapHbI auaber,
- apTepuanbHas rmnepTeH3uns,
- ero4YyHas runepTeHsus,
- BO3pacT cTapuwe 65 ner,

KOpoTKoro aeicteunsa 6onee 6 nos/cyr )

Cm. pekomeHgaumm no npodpunaktmke BCC
y 60s1bHbIX XOB/1

Puc. VIL.9.1. Crpatueumkaums pucka BCC
y naumentos ¢ XOBJI

MOYTEeHNE JIOJKHO OT/IaBaThCsl CEJIEKTUBHBIM TIpe-
mapartam, osokupyionM -1 pererrropsi (A).

Kanacc Ila

1.V 6obubix XOBJI ¢ XCH naubosee npes-
MOYTUTETHHBIM TIPENapaToM, He TPUBOJSIINM K
camxenno OMB1 (ocHOBHOI Mapkep 00CTpyK-
1K) U KauecTBa JKU3HU, SABJSETCS OMCOIPOJIOJ
(B).

2. [Tatmentor XOBJI cTabuiabHOTO TedyeHus,
npUHUMAIOIIe TeOMUINH U -2 arOHUCTDI JIJTU-
TEJIbHOTO JIeMCTBUS, HE WMEIOT IOBBIIIEHHOTO
pucka BCC (B).

Knacc IIb

1. UnranammonHbie KOPTUKOCTEPOUIBI YMEHbB-
mraior puck passutusg BCC y 6ombabix XOBJI (B).

2. Ioxusbie 601pabie XOBJI, crapuie 65 et
uMeIoT MeHbInuii puck pazsutusg BCC mpu npue-
Me WHTAJISIIMOHHBIX -2 aroHUCTOB AJUTETHHOTO
NEeNCTBUS, YeM TIPU MCIIOJIb30BAHNY MHTAJISIITUOH-
HBIX aHTUXOJUHEPTUYECKUX IIperapaToB JJu-
TesibHOTO feticTBus (B).

3. [IpuMeHeHMEe TTOPOITKOBOM MHTAISITNOHHOM
(hopmbl THOTpOTIMYMA He yBenuuuBaeT puck BCC
y 60spHBIX XOBJI (B).

Kanacc 11T

1. Caenyer usberath Ha3HAYEHUST BBICOKUX /103
B-2 aroHUCTOB TManmeHTaM ¢ HeCTaOWIbHOU CTe-
Hokapueit (A).

2. llpumenenue 14-4jeHHBIX MAKPOJUIOB
(9pUTPOMUIIHA, KIAPUTPOMUIINHA) MOJKET COII-
poBOKIaThcs yamnHenueMm untepsasa QT u yse-
JINYEHUEM PUCKA BOSHUKHOBEHUSI JKeJTyT0UKOBbBIX
aputmuii (ocHoBHOU (hakTop pucka BCC ) (B).

3. HaznavyeHnue MHTAISAIIMOHHOTO UITPATPOIINY-
ma Opomujia nanurenTam ¢ XOBJI acconuupyercst
¢ yBeaumvyenueM pucka BCC (B) .

4. borbupie XOBJI u XCH, noayvaromnye nn-
rasisiinoHHbIe 3-2 aTOHUCTHI KOPOTKOTO IEWCTBIS,
umeioT Oosiee Boicokuii prick BCC 1o cpaBHeHUIo
C JIMIAMU He MPUHUMAIONIMME MOA00HBIE Mpera-
patsl (A).

5. Pemienve o mipoBesieHnn a0pTO-KOPOHAPHO-
ro myHrupoBanust y GoapHbix XOBJI ¢ ODB1
<60% M0JIKHO TPUHUMATBCS C YYE€TOM TOTO (haK-

(* - o MeToamKax nposeneHns OLeHKM PyHKLUMOHANLHOIO CTATYCA Bbl
MoxeTe npounTtats Ha caiie http://www.chcr.brown.edu/pcoc/
functi.htm)
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Ta, YTO y JAHHOI KaTeropuu MaIllMeHTOB PUCK
CMEPTH B TIOCJIEONEPAIIMOHHOM IE€PUOJIE JOCTO-
BepHoO BbilIe (B).

VII.10. BCC npu HeiipoMbIiieyHbIx 3a00-
JIeBaHUSX

HacsieictBerHblie HellpoMbIIiedHble 3a60J1eBa-
HUsT (MUOTOHWYECKAs MBbINIeYHas ANCTPodus,
curgpom Kepuca-Ceiipa, muoguctpoduss Ipba,
muonaTuss Imepu-/Ipeiidyca, ipyrue BUIB MUO-
natuii) MOTYT TIpeapacrojiaratb K Pa3BUTHIO
Mpe/iCepAHbIX apUTMU, HapyIlIeHUH TPOBOJIU-
mocti, AB-6s0kane, monomopdnoi KT wiu mo-
sumopduoit KT n BCC [314-320]. Knunnuec-
K€ TIPOSIBJIEHUS], YKa3bIBAIOIIE HA BO3MOKHOCTD
Hasmuust cyoctpata st passutrst BCC, 10BoJib-
HO pasHooOpasibl. BCC gBisercs Xopouio mpor-
HO3UPYEMBIM BBISIBJISIEMBIM OCJIOKHEHUEM HEKO-
TOPBIX HEHPOMBIIIEYHBIX 3a60JI€BAaHUIT, OHAKO
MPOTPECCUpPOBaHNe HAPYIIEHUI TPOBOIUMOCTU
MozKeT ObITh Herpeackasdyembim [321-330]. B cay-
yae TIOpakeHWsI Cepilla, B YaCTHOCTH, MPU MbI-
mIeYHoi gucTpodun, HeoO6XoAUMO 0OpalaTh BHU-
MaHUe Ha MUHWMAJTbHBbIE KJINHUYECKUE CUMIITO-
MBI WJIM 3JEeKTpoKapauorpadmyecKkne IPOosiBIe-
HUS TIPU OTIpe/ieJIeHUN TIOKa3aHWi K MMIITaHTa-
un IKC nim MK/] n nposenennto anpodDU.

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. CymectBytfomas cTpaTtuduKanus pucka
BCC y mnanueHToB ¢ HEHPOMBIIIEYHBIME 3a00J1€-
BAHWSIMHU TO/IPA3yMeBAET BHISBIECHNE OCHOBHBIX U
BTOpOCTENEeHHBIX (hakTOpoB pucka. [IpuHimmes
npodunaktkn BCC He oTamyanTcs OT TeX, KO-
TOpble MPUMEHSIOTCS TIPU JIEYeHUU MAIUEeHTOB
6e3 atux paccTpoicts (A).

Kanacc ITb

1. Mmmnantanus IKC moxker obcyKaaTbest y
MAIMeHTOB C HACJIE/ICTBEHHBIMU ITPOTPECCUPYIO-
UMK HEPHPOMBITIEYHBIMEI 3a00I€BaHusIMU (Ha-
pUMep: MUOTOHWYECKAsT MUCTPO(Us, CUHIPOM
Kepuca-Ceiipa, muomucrpodus Ipba, MUOIATHS
Imepu-/Ipeiicdyca u T.11.) ¢ HaITTIMEM TaKOTO (hax-
topa pucka BCC kak AB-6sokana (B Tom umcie
AB-6s10kazpl 1 cremenn), KOTOPbIi SIBJISIETCST OC-
HOBHBIM Yy JIaHHOU TPYMIBI TAIMEHTOB, Aaske TTPU
OTCYTCTBUM KJIWHUYECKOW CUMITOMATHUKHA. ITO
00YCJIOBJIEHO TeM, YTO Y TAKKX OOJbHBIX BO3MOK-
HO OCTpoe TIporpeccupoBanuie Hapymienuit AB-
npoBoauMocTH (B).

VII.11. BCC y nanMeHTOB ¢ KaHAJIOIATHSIMU
U CUHIPOMOM PaHHEl penojsapu3aium Kery-
JIOYKOB

Cunzpom ynimunennoro nnrepsaia QT, cunu-
pom ykopouenHoro untepsasia QT, cunpom bpy-
raja 1 KarexoJaMuHepruyeckas HnoJuMopdHas
JKeJIyJIOYKOBas TaxMKap/us, SBJSAIOTCS PeIKUMU
HacJIeICTBEHHBIMU 3200JI€BaHUSIMU, BBI3BAHHBIMU
HapylieHneM padoThl HOHHBIX KaHAJIOB (KaHaJIO-
natusimu ). OHU 00YCIOBJIEHBI MyTaIuein (-siMi)
TeHOB, KOAMPYIONIUX JINOO CTPOEHIEe TTOPo0Opasy-
IOIX OEJIKOB, U060 crienn(UIecKnx CBI3bIBaKO-
IIUX ¥ CTPOUTETBHBIX OEJIKOB HOHHBIX KaHAJIOB, &
TakKe perenTopoB u (hepMEHTOB, KOTOPbIE SBJIS-
I0TCS KITIOUEBBIMU CTPYKTYPHO-(DYHKITMOHATTbHBI-
MU KOMIIOHEHTaMU1 HOPMaJIbHOI 1 aOHOPMaJTb-
HOH 2J1eKTPO(MU3NOTOTHUECKON CUCTEMBI Cep/IIia.
[TatoreHeTnyecku GJIU3KUM K BBIIIEO3HAYCHHBIM
3a00JIEBAHUSIM CJIEIYEeT CYMTATh CHHAPOM PaHHel
penossipuzanuu xkery1oukoB (CPPIK). Omnako,
CTPOTO TOBOPST, OTHECEHHUE MOCJIEIHETO K pyOpuKe
KaHAJIOMATUI 10 HACTOSIIIETO BpeMeHH 06Cy:K/Ia-
ercd. Kinnuyeckass 3HaAUMMOCTb KaHaJIOIaTUN
00yCJIOBJIEHA TEM, YTO BCE OHU COTIPSKEHBI C Te-
HETUYECKHU JIETEPMUHUPOBAHHBIM BBICOKUM PHC-
koM BosHukHOBeHusa BCC npu otcyTcTBun
CTPYKTYPHBIX aHOMAJIUH cep/iiia.

VIIL.11.A. Cunzgpom y/UIMHEHHOTO MHTepBa-
aa QT

Cunzpom yjmuaenHoro uHTepsasia QT (LOQTS)
— HacJeACTBeHHOe 3a00JIeBaHue, XapaKTepu3yIo-
neecst TATOJIOTUYECKUM Y/ITMHEHNEM WHTepBasa
QT na IKT noxkoa (QTc > 460 mc y keHIUH U
QTec > 440 Mc y My»KUnH), CHHKOIQJIbHBIMHU COCTO-
sHusMA 1 BbicOKUM prickom BCC Benenctue pas-
BUTHS TTOJUMOPMHON KeTyT0UKOBOH TaXUKapAUn
tura mupyat ( torsades de pointes”).

CymectByeT HeckosbKo kiaaccudukarmii LOTS.
[To Mmexanuamy HacJieZIOBaHUS U COITYTCTBYIOIINM
KJIMHUYECKUM TIPOSIBJICHUSIM BBIIEJSIOT 2 THUIIA
CUHJIpOMa:

1 tun — cungpom Pomano-Yopma (RWS),
00ycJIoBIeH MyTalsiMid B 12-Tu pas/iMuHbIX Te-
HaX, TIePeIaeTCs Ay TOCOMHO-ZIOMUHAHTHBIM Ty TEM.

2 Tun — cunapom /xxepsenma-Jlanre-Humb-
cena (JLNS), o0ycioByien MyTalusiMu B 2-X reHax,
nepesiaeTcs ayTOCOMHO-PETIECCUBHBIM TTyTeM. S1B-
JITeTCST PUYMHON puOm3uTenbHo 1% Beex ciry-
4YaeB BPOXK/JIEHHOU TJIyXOHeMOTbl. BposkaeHHas
[JIyXOTa SIBJSIETCST 00s13aTEJIbHBIM OTJIMYNTEb-
HBIM ITPU3HAKOM: OHA JIBYCTOPOHHSIS, TIE€PIENTOP-
HOTO TWIIA, He 3aTparuBaeT HU3KUI 3BYKOBOM
cnekTp. Bosnukaer BeiencTBue norepu pyHKIMN
KoprueBa oprana n3-3a KpUTUYECKOTO CHUKEHUS
KOJIN4eCTBAa MOHOB KaJIMsl B OMBIBAIOIIEl ero *Kujl-
koctu. LQTS obHapykeH BO BCeX 9THUYECKUX
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rpynnax. Bposkaennsiit cunpom LQT Berpeuaet-
cst ¢ yactoroit 1-2:10000 u oOyciaBarBaeT OKOJIO
3000 neTanbHBIX UCXOJ0B eKeroaHo. IlepBoIii Thm
cunzpoma (RWS) Bcrpevaercs yame — 1:5000-
7000, Bropoii Tun (JLNS) — pexe — 1,6-6:1000000,
o/lHaKo B /[aHWM BCTpEYaeMOCTh €ro 3HAYNTETHHO
Boiiie 1:200 000.

B 3aBucmMocCTH OT KJIMHWMYECKOTO BapuaHTa
teaennst LQTS Boinensior:

1. m3oJMpOBaHHOE Y/JIMHEHWE WHTEpBaJa
QT (40%);

2. cuHKOIle ¢ yjiunHenneM uHTepBajia QT
(38%);

3. cunkone 6e3 yamuHeHust uaTepBaga QT
(11%);

4. ckpbITast hopMa — «HEMOe», JIATEHTHOe
teuenue (11%), KoTopas npejrnoaraeT HaJTHIne
BbICOKOTO pricka cuakore u BCC 6e3 kaknx-gm60
OYEBUHBIX (DEHOTUITNIECKUX MPOSIBJIEHUIT 3200~
sneanud. [locneanuii MOKHO ¢ BBICOKOU BEpOSIT-
HOCTBIO IMaTHOCTUPOBATDH TOJBKO PETPOCIIEKTUB-
HO, TIOCJie BHE3AMHOW CMEpPTH POJCTBEHHUKOB
npobaH/ia, CIUTABIIMXCS PaHee TPAKTHYECKU 3/10-
POBBIMU.

Y myskunH 3abosieBaHue MpoTeKaer B OoJee
OCTPOHl M 3JI0KaueCTBEHHOH ¢opMe, UTO Xapak-
TEPHO /IS BCEX BO3PACTHBIX TPYII U, OCOOEHHO,
11 IOIpOCTKOB. Prck pazsutus cunkore u BCC
y JKEHITMH BO3pacTaeT K MePUO/y MOJOBOTO CO3-
peBaHus.

LQTS pasBuBaercsa BciencTBue MyTaruii B 13
reHax, Ha OCHOBAaHWM 4ero BbieasioT 13 reHotu-
noB cungpoma LQT. Ito myranun B 6-Tn remax
kaymmeBbix KananoB (KCNQ71, KCNH2, KCNE1,
KCNE2, KCNJ2, KCNJ5), 2-x reHax HAaTPUEBBIX Ka-
HanoB (SCNSA, SCN4B), 1-oM reHe KajblMeBbIX
kaHasoB (CACNA1C) w 4-x reHax crenuduyec-
KUX CBSI3BIBAIONINX U CTPOUTEJNbHBIX OEJIKOB
(AKAPY, ANKY9, CAV3, SNTA1). B pesynbrare Ju-
60 CHWKAeTCsl KOHIIEHTPAIlUsI MOHOB Kajus B
KJIeTKe, JT1OO YBEJINYEHUBAETCSI KOHIEHTPAIIUH
MOHOB HaTpusi M Kasbing u Hapymaetcd Na/Ca
0OMEH, 4TO CIOCOOCTBYET YBEJUYEHUIO JIJTUTEIb-
HOCTH TTOTEHIIUANA IEHCTBUS.

[Tepsoiii renorun cungapoma (LQT1) cambrii
pacmpocTpaHeHHbIi 1 BcTpedaercst B 35-50% ciry-
yaeB Bcex BapuanToB cungpoMa LQT u B 90% ciry-
"aeB 00yCJIOBINBAET pa3BuThe cuuapoma /Ixepse-
na-Jlanre-Huibcona, B TO BpeMsi Kak OCTaJIbHbIE
10% cBsizanbl ¢ msathiv reHotunoM (LQTS). Bro-
poii renotun cunzapoma (LQT2) Berpeuaercst B 25-
40% carygaes. I1lectoii renorun cunzgpoma (LQT6)
(berorunmueckn cxoznen ¢ LQT2, Ho peructpupy-

eTcst Topasfo peske. TpeTwil reHOTHN CHHApPOMa
(LQT3) Bcrpeuaercst B 5-10% coryuae. OcranbHble
TeHOTHITBI SIBJISTIOTCST HanboJiee peikuMu hopMaMu
1 BCTpevaioTcsi MeHee 4eM B 1,5% ciryuaes.

Cunopom Anoepcena

Cunnpom Anzpepcena (uaum LQT7) — pemnkoe
HACJIE[ICTBEHHOE 3a00JI€BaHIe, XapaKTePU3YeTCsI
MEePUONIECKN Pa3BUBAIONINMCS THIIEP- W THIIO-
KaIMeMIYeCKIM TTapaJniyoM, HapyIeHsIMUA Pa3-
BUTHS CKeJIeTa, AMCMOPOUIECKIMU TTPU3HAKAMHA,
yIJIuHEeHHBIM uHTepBasoM QT jKeTysmouKoBbIMU
apuT™MusiMu, crieniududeckum 3yorom T 1 yacto
oueHb BeipaskenHbiM 3y6iiom U [331, 332]. Cuna-
poMm cBg3aH ¢ mytarusamu B rene KCNJ2, kogupy-
IoleM KasireBble KaHasbl Tha K1.

Kusneyrpoxatomime KA 10cTaTOuHO pesKku y
GOJLHBIX ¢ CUHAPOMOM AH/IEpCEHa, HO, HECMOTPST
HA 9TO Y TAaKUX MAIMEHTOB OBLIM OMUCAHBI HITH30-
IbI BHe3ammHo cMept [332-334]. OmnbIT edenns
HEBEJMK. Y MOJIONION JKEHIUHBI C CHUHIPOMOM
Annepcena n mytanueit R278W B rene KCNJ2 ne-
YeHne aMUOIAPOHOM U alleTa30JIaMU/IOM BBbI3Ba-
JIO TIPOJIOJKUTETbHOE YJIydIlleHre KapuoJIOTH-
YeCKUX M MBIIMIEYHBIX cuMITOMOB. [leproanyec-
KU Tapajnd B OGOJBIIUHCTBE CJIYYa€B MOKET
OBITH IPEIOTBPAIIEH TPUEMOM TIPENaPaTOB KaJust
per os [335]. Ilonoxurensuoiii achdekt ot B-aape-
HOOGJIOKATOPOB Y 9TOW KaTeropuu GOJbHBIX HE J10-
Ka3aH. /laHHbIE O MTOJOKUTENTLHOM BIIMSIHUU 0J10-
KaTOPOB KaJbIUEBbIX KAHAJIOB B OTHOIIEHUW
APUTMUU TaKKe OCHOBAHbBI HA KIMHUYECKOM OTH-
CaHWU OMHOTO equHCTBeHHOTO caydas. Coobra-
ercst 00 3(hhEKTUBHOCTH AHTHAPUTMUIECKOTO JIe-
yerns npernapatamu I C kimacca — durekanHugzoMm
[336, 337] n arartuzunom [338].

Cunopom Tumomu

Cunnpom Tumorn (mam LQT8) — pemkoe Ha-
CJIeJICTBEHHOE 3a00JieBaHMe, XapaKTePU3yeTC s
yanmuHenreMm wHTepBasia QT datasbHbIMU apuT-
MUSIMM, CUH/AKTHJIMEH, TUIOTJIMKEMUeH, THIo-
TepMUeil, 3aMe/lJIeHueM YMCTBEHHOTO Pa3BUTHS,
BPO’K/IEHHBIMH TTOPOKAMHU CEP/IITa, UMMYHHBIM J1€-
utmrTom, BpoXKIEHHBIMUA AaHOMATMSIMUA PAa3BUTHS
u aytusmom. Omucana mpexosimas AB 6rokana
tuma 2:1, Bo3HUKAaoMas BCAEICTBUE YBETMIEHUS
ITUTETHBHOCTH TIEPUO/Ia PEMOJISIPU3AINN  JKeTTy-
JI0OYKOB, a He BCJE/ICTBUE HAPYIIEHUS TTPOBO/IU-
moct B AB-coemunenun [339, 340]. Cunmapom
TuMOTH accolMUpOBaH C MyTalUsIMU B TeHe
CACNA1C, xomupyiotiem oul-cyObemHAIly Kasb-
IIMEBBIX KaHaioB. MyTarusi cioco6CTByeT pa3Bu-
TUIO BHYTPUKJIETOYHON TIeperpy3ku HOHAMU
KaJIbIIMs BO BceX TKaHsax [341].
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Tenetnueckue ocodennocru cunapoma LQT

1. /IBoe u3 5 HOCUTEsIEll MyTaHTHBIX aJljieseit
He nmetoT yauHennst Q.

2. IleHeTpaHTHOCTb HU3Kad W Pa3jnyHa y pas-
HbIX TUOB cuHApoMa LOQTI<LOT2<LQT3.

3. [leneTpaHTHOCTD CYTIECTBEHHO yBEJINYNBA-
€TCsI TIPU IPUMEHEHUN CPEJICTB, YAJTNHSIONIINX WH-
tepBan QT.

4. BeccuMNITOMHBIE HOCUTEITN TATOJOTUYECKUAX
aJijiesielt UMEeIoT MEHBITUI PUCK (DaTaTbHBIX apUT-
MU, HO 9TOT PUCK CYIIECTBEHHO TIOBBIIIAETCS B
cydae mpHreMa JIeKapCTB, YAJIUHSIONUX WHTEP-
Bast QT. TIpumepto y 20% GOJBHBIX, UMEIOINX
BropuyHoe ymnHenue QT, BBIABISAIOTCS crelu-
uueckue pig LQTS myTanumm.

5. Koppessitist Mesxy reHOTUTIOM U (heHOTH-
mom umeercd Tosibko y LOQT1-LQTS.

6. Boicokas reneTmyeckasi TeTeporeHHocTh: 13
reHoB, 6osree 760 MyTarmii.

7. Hacnenyercst mpeuMyIIeCTBEHHO ayTOCOM-
Ho-foMuHaHTHBIM TiyTeM, a LQT1 u LQTS5 eme u
AyTOCOMHO-PEIECCUBHBIM.

8. 5-10% caryuyaeB cunzpoma LQT paszsuBaior-
Cs1 BCJIEJICTBHE CIIOHTAHHBIX CIIOPAIUYECKUX MY-
Tanuil.

9. 20-25% cayuaeB cunzapoma LQT sBistiorest
reHeTHYECKN HEeYJIOBUMBIMHE, 4TO TPeOyeT TMOMCKa
HOBBIX TPUYMHHBIX MY TaIUH.

10. ¥ psima 60bHBIX (DUKCUPYIOTCS MYTAIHH
Cpasy B HECKOJIbKHMX IeHaX, 4TO IIPUBONT K OoJiee
BBIPAKEHHBIM KJIMHUYECKIM MPOSBJIEHUSAM 3a60-
JIeBaHUSI.

B HacTosiiee BpeMs ecTb TeXHUUYECKUE BO3-

MOKHOCTU HCCJIeJIOBAaHUS MOJHOW TI0CJIe/10Ba-
TEJIBHOCTU KOIMPYIOIIell YaCTH COOTBETCTBYIOIIe-
ro rena [342-344].

Crparndukanus pucka

Ha ocHoBanum 3HaHWS TEHOTHTA, TTOJIA U 3HA-
yenust uaTepBata QT mpousBoamnTcs crpaTudu-
Kalusl PUCKA Pa3BUTHUSI CUHKOIIE, JKETY/I0UYKOBBIX
apurmuii u BCC (rabauma VILL11.1). [345, 346].
[IpoBenenue Tecta ¢ puanueckoil Harpy3Koi, Ko-
TOPBIiA Y GOJIBHOTO ¢ CUHKOTIAJBHBIM COCTOSTHUEM
B aHaMHe3e MPOBOIMPYET pa3BUTHE MOJUMOPQh-
HOU JKeJTYITOYKOBOW TaxuKapAuu W/WJIU BbIpa-
xeHHoe (Oosee 520 Mc) yaIMHEHUE KOPPETHPO-
BanHoro uHrepsata QT u anprepanuio 3ybma T,
SBJISIETCS] JIOTIOJTHUTETbHBIM (DaKTOPOM, YTBEPIK-
JAIONIMM PHUCK Pa3BUTHUS SKU3HEYTPOXKAIOIINX
aputmuii [347]. EcTh euHUYHbBIE JaHHBIE, KOTO-
pbl€ YKa3bIBAIOT, YTO TUIl MYTAI[UU MOXKET UMeTh
CyIIleCTBEHHOE 3HAYeHNe B OIpeeIeHUN TTPOTHO-
3a 6OJILHOTO U MOKeT OBITh OCHOBAHUEM JIJIsI TTPe-
BenTuBoi nMitantanuu MK/I . 9to kacaercsa my-
tarun A341V rena KCNQ [348]. bonbabie JLNS,
CUHAPOMOM THMOTU M IPYTUMU TOMO3UTOTHBIMU
CHHIPOMAMU TOABEPKEHBI Hanbosee BBHICOKOMY
pucky BCC yxxe B seTrckom BospacTe. BoJibHble,
peannMupoBantbie mocae BCC, nmetor nanbosee
HeOMATONMPUSATHBIN IPOTHO3 TTOBTOPHON OCTaHOB-
KM CEP/IIA, C OTHOCUTETHHBIM PHCKOM, ITOBBIIIEH-
HbIM B 12,9 pas. Pacrionoxkenue MyTaiuu B IOpo-
obpasyioleM permoHe Gejika CUNTAeTCsl He3aBU-
cuMbIM reHeTndecknM daxrtopom pucka BCC, co-
nocrapuMbiM ¢ yamuHenuem QT .>500 mc [349].
Puick cMepT y 6€CCUMIITOMHBIX HOCUTEJIeN MyTa-

Tabnuuya VII.11.1

Crparudukaius pucka y 00JbHBIX C BPOKIEHHbIM cuHApoMom LQT

fgggéﬁ; iﬂj(J)I ?g;g;a QTc B 1okoe TeHoTun ITon
LQT1 MYX/KeH
Bricokuii (>50%) > 500 mc LQT2 MY>K/>KeH
LQT3 MYX
> wmum < 500 mc LQT3 XKEH
Cpennuii (30-49%) <500 mc LQT3 MYyK
LQT2 XEeH
LQT2 MyX
Huszkuit (<30%) <500 mc
LQT1 My3K/5KeH
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1uii, mpuBoaInx K pazsutuio LOT1, makcuma-
JieH B MoJiojoM Bozpacte [350].

PexoMeHnanuu 1o reHeTH4ECKOMY T€CTUPO-
BaHHUIO

Knacc 1

1. PekoMeH/IOBAHO BBITIOJIHATh TEHETUYECKOEe
TeCTUPOBAHNE HA HATMYNE BPOKIEHHOTO CHH/IPO-
Ma yminHenHoro mHTepBaia QT Bcem gmetam u
mo/pocTKaM ¢ yanmHeHuem uHTepBaia QT nHa
IKT nokos (QTec > 460 Mc — y U1 JKEHCKOTO TI0-
gau QTc > 440 Mc — y My’>KCKOTO), UMEIOIIHUM OC-
HoBHbBIe (hakTopbl prucka BCC (HeoObsicHUMbBIE
CUHKOIIE, Cep/IeYHbIll apecT B aHaMHe3e, ceMell-
uoiii anamie3 BCC), a Takke neTsaM, cTpajao-
muM snutencreit, 6es addekra ot crerupuyec-
Kot repanuu (B).

Kaacc Ila

1. TeneTnveckoe TecTUpOBaHME PEKOMEHIOBA-
HO BceM OOJIbHBIM, UMEIOTIIM BbICOKOBEPOSITHBII
nuarno3 LQTS, ocHoBaHHBIN Ha JaHHBIX aHaMHe-
3a, IKT-penorunmposanus 3aboeBanus (Ha oc-
HOBaHUU BBITOTHEHHBIX 12-kananproit IKI B mo-
KOe 1/UJIN B X0/le TTPOBeIeHNS (DYHKITMOHATHHBIX
npob ¢ Gu3MYecKoil Harpyskoil wan uHdysuei
karexosaMutoB) (C).

2. Tenetnueckoe TecTupoBaHe PEKOMEH/I0BAHO
BCeM OeCCUMITTOMHBIM OOJTbHBIM, Y KOTOPBIX Ha Ce-
pun 12-ranampuHbix IJKI 1MOKOsS BBISABISETCS
QTc>480 mc (metn) nau QTe>500 mc (B3pociibie)
B OTCYTCTBHE 3a00JIEBAHUN WJIM COCTOSIHWH, CIO-
cOOHBIX BbI3BaTh yymHenne wHTepBasa QT (Ta-
KUX, KaK 3JeKTPOJUTHbIE HApyIIeHWUs, TUTIEPTPO-
(bust Mmuokapja, 6;10Kka1a HoXKek mydka [mca u T.1.)
(©).

3. Ecain reHetnyeckoe wucciefioBaHue Yy IPO-
GaHIa MPUBEJIO K BBISIBJEHUIO MyTallUH, OTBET-
ctBernoit 3a LQTS, pojcTBeHHUKaM TIEPBON U
BTOPOH CTelleHN POJCTBA, HE3aBUCHUMO OT KJIMHU-
4yecKoro (peHoTuIa, oKa3aHo CeJIeKTUBHOE reHe-
tuueckoe tectupoBanue (C).

Knacc IIb

1. ITpn BoigBaennn yaimaeans QT, BeiaBanHO-
rO IPUMEHEHNEM JIeKapCTBEHHBIX ITPENapaTos, Te-
HETUYECKOE TEeCTUPOBAHUE IPEOCTABISET BO3-
MO’KHOCTH BBISIBUTb HOCHUTEIBCTBO MYTAIlUi, OT-
BETCTBEHHBIX 3a nepBuyHbIe hopmer LOQTS (B).

2. Ecsii oTCyTCTBYET BO3MOKHOCTD TECTUPOBA-
HUS BCEX U3BECTHBIX MYyTaIlMii, BO3MOKHO TTPOBe-
JIeHHe CeJIeKTUBHOIO aHaIn3a TeHOB, OTBETCTBEH-
ueix 3a LQT1-3 (KCNQ1, KCNH2, SCN5A) (C).

3. It pojicTBEHHUKOB GOJIbHBIX 1-2 cTenenn ¢
BTOPUYHBIM CUHIPOMOM Y/IJTMHEHHOTO WHTEPBAJa
QT pekomenayercs BbliostHenue 12-kaHaabHOM

IKT mnokosg (C).

IIpodpunakruka BCC

M3menenust obpasa kusHu. Eciau reHOTHI
CHH/IPOMA yCTAaHOBJIEH, TO u3MeHeHHe 00Opa3za
KU3HU PEKOMEH/IyeTCs TIPOBOIUTD C YIETOM BJIU-
SHUS CcTenn(UIecKNX TPUTTEPHBIX MEXaHU3MOB
daranbubix ncxonoB [345, 351-354].

Boapubim ¢ LQT1 u LQTS pexomenmyercs
MaKCHUMAJTbHO OTPAHUYUTDH (PU3NUecKue Harpys-
K1, 0COOEHHO COCTS3aTeIbHYI0 CIIOPTUBHYIO /€S-
TeJIbHOCTD [355], nIaBanue, CIPUHT, TAHIIBI WU
OCYIIECTBJISITh X MMOJI HAOIIO/IEHUEM Bpaya.

Bosbabiv ¢ LQT2 u LQT6 cienyer usberarsb
BO3/ICHCTBUST CUJIBHBIX 3MOIMII (CTpax, 3JI0CTb,
7124, 9K3aMEHbI ), BHE3AITHBIX aKyCTUYECKUX CTH-
MyJi0B (OyIUIBHIK, CUTHAJ aBTOMOOWJISI, 3BOHOK
tesiechoHa), 0c0OEHHO BO BpeMst cHa. [[1st HuX Tak-
JKe SBJISIETCS BBICOKO PHCKOBBIM B OTHOIIEHWH
passutus KapaunaibHbix cobbituii (JKA, BCC)
MOCJIEPOIOBHIN Tepuos. Kpome Toro, Tpureppom
MOJKET SBUTHCS TIPUEM JIEKapCTB, YIJIUHSIONINX
untepBan QT [356]*. Crenyer usberatsh mprema
MUIIEBbIX 00aBOK C HEOPEIETEHHBIM XUMUYEC-
KIM COCTaBOM.

Jlevenne. Ha ocHOBaHMM 3HAHUS TEHOTHIIA
curgpoma LQT ocymecrBisiercs: moab0p UHAN-
BU/IyaJIbHOI TepareBTUYEeCKOil cTpaTeruy, BKJIIO-
Jast He TOJIbKO PEKOMEH/IAINH 110 U3MEHEHHIO 00-
pasa ;KU3HH, HO W 10 TPUMEHEHUIO criermduiec-
KHUX JIEKAPCTBEHHBIX TIPEMapaToB ¥ MMILTAHTAIIIHT
WK/ [342, 357-339].

CBoeBpeMeHHO Ha3HAYEHHAsT MeINKaMEeHTO3-
Hast Teparus (MPeUMyIecTBeHHO Oera-6J10KaTo-
pbl) IpefoTBpallaeT cuHkome Gosee yeM y 87%
6osbHbIX. OHAKO B-a/1eH00I0KATOPBI MeHee 3bh-
dekTuBHbI y 60J1bHBIX ¢ TeHOTHIIOM LQT2 11 BO06-
e He a(hheKTUBHBI (1 /1a’ke TTPOTUBOTIOKA3AHbI )
y 60sbHBIX ¢ reHotuniom LQT3 [360].

Nmnnantanmsa UK/ asisercs MeTogzoM BbIOO-
pa st JiedeHus1 TaKuxX OOJIBHBIX MPU IMU30/aX
Cep/IeyHoro apecta B aHaMHe3e U 1pu Headdex-
TUBHOCTHU KOHCEPBATUBHON Tepanuu [342, 360].

Xupypruueckoe yajeHue JeBOTro 3Be319aTOr0
TaHTJIUs, TPOBEJIECHHOE C I1IeJIbI0 yCTPaHEHUS
ACUMMMETPUYHON CUMTIATUYEeCKOU BeTeTaTUBHON
WHHEPBAIMM CeP/IIia, SBJSIONIEHCS apuTMOTeH-
HBbIM (haKTOPOM, TPUBOJIUT K HEKOTOPOMY YKOPO-
yenuio nHTepasia QT [361].

BeccnMnTOMHBIM HOCUTEISIM MY TaIIUi MOKET
OBITh PEKOMEH/IOBAH MPOMUITAKTHYECKHIT TPUEM
6eta-6s10kaTopos [358, 359].

* — nepeveHb MEOMKAMEHTOB COREPXMTCA Ha carte www.gtdrug.org
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Pexomenmanuu no npodunaxkruke BCC

Knacc 1

1. BolIbHBIM € yCTAHOBJIEHHBIM MarHO30M
(KJIMHUYEeCKNU M/WJN C ITIOMOIIBIO MOJIEKYJISIPHO-
TeHeTUYECKOTO MCCJIEIOBAHNS) CUHIPOMA YJIN-
HeHHoro unHtepBasa QT pexkomeH/ryeTcst n3mMeHe-
Hue obpasa xusnu (B).

2. BosbpHBIE € YCTAHOBJEHHBIM JAMATrHO30M
(KTUHUYECKH U/UTU YCTAHOBJIEHHBIM C TIOMOTIIHIO
MOJIEKYJISIPHO-TEHETUYECKOTO HCCJIeI0BAHNUS)
cuHApoMa yamrmHeHHoro nntepBana QT e momk-
HBI IPUHUMATD JIeKapCTBEHHbIE TTpenapaThl, KOTO-
phie BeI3bIBAIOT ysmuHenne naTepsaia QT (B).

3. B nemsx mepsuunoit npodpunaktuku BCC
GOJILHBIM C MATHO30M CHUHPOMA YJUHEHHOTO
untepBana QT (LQT3), ycraHOBJIEHHBIM C TIO-
MOTIIBIO MOJIEKYJISTPHO-TEHETUYECKOTO MCCIeI0Ba-
Hus, pekomenayercs nmiiantaug UK/ (B).

4. B nengx sropuunoii npopunaktuku BCC
MareHTaM ¢ IUarHO30M CUHIPOMA YIJTUHEHHOTO
nnrepsasia QT (LQT1, LOT2, LQTS u LQT6), yc-
TAHOBJICHHBIM C TIOMOIIBIO MOJIEKYJISIPHO-TEHETH-
YECKOTO MCCJIEeIOBAHNS, UMEIONNM YKa3aHWus B
aHaMHe3e Ha 31130/l Cep/eyHoro apecta (OCHOB-
HOH (haKTOp pHCKa,) PEKOMEH/IyeTCs WUMILJIaHTa-
st UK/ (B).

Kanacc 1lla

1. Bera-aspeHOOJIOKATOPBI PEKOMEHIYIOTCS
MareHTaM ¢ MarHO30M CUHIPOMA YIJTUHEHHOTO
unTepBasia QT (LQT1 u LQTS5), ycraHOBIEHHBIM
C TTIOMOIITBIO0 MOJIEKYJISIPHO-TEHETUYECKOTO MCCTe-
nosanusi (B).

2. Hasnauenue mipernapaToB KaJaus PpeKOMEHTY -
eTcsl TMaleHTaM € JUArHO30M CHUHPOMa YJIU-
nennoro untepBata QT (LQT2 u LQT6), ycra-
HOBJICHHBIM C TIOMOIIBIO MOJIEKYJISIPHO-TeHeTHU-
yeckoro uccaenoBanus (B).

3. Haznauenme AAII IB knacca pekomenyer-
¢ MalMeHTaM ¢ JAMarHo30M CUH/IPOMA YAJIUHEH-
Horo uaTepBasa QT (LQT3), yctaHOBJIEHHBIM C
MTOMOIIBIO MOJIEKYJITPHO-TEHETHYECKOTO MCCJIe-
JIOBaHUS.

4. Nmmunanraruss MK/L onpaprana manuenTam
C KJIMHUYECKUM JMaTHO30M CHUHIPOMA YJIMHEH-
Horo nHTepBasia QT ¢ HammureM OCHOBHBIX (hak-
TopoB pucka BCC (cunkorme u/Mian skesrynouKo-
Bble apuT™MuM) Ha (oHe npuema B-aapeHob0Ka-
topos (B).

Kanacc ITb

1. brokaropsl kambineBbix kanaisoB u AAIL IB
KJIacca MOTYT OBITh HA3HAYEHBI TTAI[MEHTAM C [[1a-
TFHO30M CHH/[pOMa y/nHeHHOro unrtepBaia QT
(LQT2 u LQT6), ycraHoBIEeHHBIM € IIOMOIIBIO

MOJIEKYJISIPHO-TeHeTUYeCKOTO uccenoBanus (B).
2. BeccuMIITOMHBIM HOCHUTEJISIM TTPUYUHHBIX

MyTaliii MOKET OBITh PEKOMEHI0OBAH MPOdUIaK-

THUYeCKUi preM Gera-60katopos (B).

3. JIeBOCTOPOHHSIST CHUMITATIKTOMHST MOYKET 00-
CYKIATHCST Y OOTBHBIX C KITMHUYECKUM JIMarHO30M
cuHapoMa yaimHeHHOTo WHTepBasa QT, mmero-
mux ocHoBHBIe (hakTopsl pucka BCC (ykazanus B
aHaMHe3e Ha 3nu30/] cepaeyHoro apecta, sKT 1o
TUITy <IIUPYy3T») Ha (oHe mpuema OeTa-aapeHo-
6s0katopos (B).

Knacc 11T

1. Hasnauenne Gera-0JIOKATOPOB M HUKOPaH-
JIAJIa TIPOTUBOIIOKA3aHO OOJIBHBIM C JHarHO30M
cuazgpoma yanuaennoro narepsaia QT (LQT3),
YCTAHOBJIEHHBIM C TIOMOIIIbIO MOJIEKYJISIPHO-TeHe-
tnaeckoro nccaemoBanus (C).

VII.11.b. Cuaapom yKOpOYE€HHOTO HHTepPBa-
aa QT

Cunppom ykopouernoro uatepaia QT (SQTS)
— reHeTnvecku 00ycJIOBJIeHHOe 3abojieBaHue, Xa-
paKTepHU3YIOIIeecs: YKOPOUeHNeM, Kak abCOTIOTHO-
ro (QT < 300 - 340 mc), Tak ¥ KOPPUTHPOBAHHOTO
(QT,. < 320 mc) snavenus unreppana QT, Bbico-
KUM, CHMMETPUYHBIM, OCTPOKOHEYHbIM 3y01ioM T n
GOJIBIIIM CTIEKTPOM HAPYIIEHUET CEPEYHOTO PUTMA
ot @II o KA.

O6Mmopok 1 BCC 06bIYHO ciTydaroTcst B COCTO-
STHUW TIOKOST Wi BO cHe. OOMOPOK MTPY CUHIPOME
SQT Bcrpevaercst meree yacto, yem BCC, koTo-
past SIBJISIeTCS TIEPBBIM MPOsIBJIEHHEM 3a00JieBa-
HUS Yy OOJIBIIMHCTBA MAIIMEHTOB.

[uarnoctuueckue kputepun SQTS [362], oc-
HOBaHHbIE Ha OaJbHOM OIlEHKEe KINHIYECKUX J[aH-
HBIX M JIAHHBIX TEHOTUTTUPOBAHUS, TIPEICTABICHBI
B Tabumite VII.11.2.

[Ipu sTOM CcHHAPOME OTMEYaeTcsi ocadieHe
amgantaiuu narepsasia QT k nusmenennsim YCC, n
M09TOMY €T0 U3MEPEHUsI 11eJIeCO000PA3HO OCYTIIEeCT-
BisAiTh TP YCC okoJio 60 B MUH /1151 UCKIIIOYEHUS
WUCKaKEHUS Pe3yJbTaToB, BHOCHUMBIX (hOPMYJIOi
koppekir bBaserra. HeobxoanmMo WCKIOYEHE
BTOPUYHOTO XapaKTepa U3MeHEeHMH, TaK KaK K yKO-
podyennio nHTepBasia QT MOTYT TPUBOUTH TaKme
COCTOSTHUSI KaK THIEPKAJIbIUeMUsl, TUITOKAJIMe-
MU, WHTOKCUKAIUS CEepPAEIHBIMU TIMKO3UIAMHU,
aIu/103, TUIIO- WJIA TUTIEPTEPMUS, TIPUEM HEKOTO-
poix AAT (MuxcenmnTus, Tokannu). Pacrpocrtpa-
HenHoctb SQTS nHe nsBecTHa.

3a pa3BUTHE TUITNYHBIX KINHUYECKUX ITPOSIB-
JieHn# BposkieHHoro cunipomMa SQT oTBeTcTBEH-
HBI MYTaIlUU B 5 Pa3JINYHBIX TeHaX, HA OCHOBAHUU
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Tabnuuya VII.11.2.
Huarnoctuueckue kputepuu SQTS

JInarHocTuyecKne KpuTepuu Baxnst
Hnunna QT , ms |
<370
<350 2
<330 3

WHTepBal oT TOYKM J 10 MaKCUMaJIBHOTO

1
ypoBHs (uka) T <120 ms

AHaMHe3

CepaeyHblil apecT B aHaMHe3e 2

HoxymentupoBanHas KT unu opubpuasius ’

JKEJTYTOYKOB

CuHkorne 6e3 SIBHbIX TPUYNH 1

MepuaTtellbHasE apUTMUS 1

CeMeiiHblii aHAMHE3

PoncTBenHuku 1-ii u 2-ii TMHUU POACTBA, ’

MMeIoLINE BBICOKOBEPOSITHBIN SQTS

BHe3amHO HEOOBSICHUMO yMepIIe 1

PONCTBEHHUKH 1-i1 1 2-11 TMHUU POICTBA

CuHIpOM MJIafeHISCKO BHE3AITHOM CMEPTH 1

T'enoTun

BrisgBieHa onrcaHHas paHee MyTallHs 2

MyTanysi HeM3BeCTHOI 3HAYMMOCTH,

BoisiBeHHas B reHax KCNH2, KCNQI, 1

KCNIJ2

OneHka BeposiTHOCTH AuarHo3a SQTS

4n
Hanuuue STQS BBICOKOBEPOSITHO
Ooutee
Hanuuue STQS BeposiTHO 3
Hanuuue STQS mManoBeposiTHO 1-2

KOTOPBIX BBIIEJSAIOT 5 TeHOTHIIOB cuHapoMa SQT.
ITOo MyTalnuu B 3-X TeHaX KaJMEBBIX KaHAJOB
(KCNQ1, KCNH2, KCNJ2) n 2-x TeHax KaJjblue-
BbIX KaHasioB (CACNA1C, CACNB2B). CnenctBu-
eM 9TUX MYyTallMil SIBJSETCS JUOO yBeJTHMYeHue
KOHIIEHTPAIIMY WOHOB Kajiusi B KJETKe, JuOO

YMEHbIIIeHWe KOHI[EHTPAINY MOHOB KaJIbIUs, YTO
MPUBOJIUT K YKOPOUEHUTO TIOTEHITHAJIA JIECTBUS B
kapauomuonurax. lenotunsr cunapoma SQT,
CBsSI3aHHBIE C MYTAIMSIMU B T€HAX KaJbIIMEBbIX Ka-
HAJIOB, 00s13aTeIbHO (PEHOTUTTHIECKN COYETAIOTCST
¢ cunagpomoM bpyrazna. [Ipumenerue XuHUIMHA
MOKET BOCCTAHABJIWBATH MPOAOJIKUTEIBHOCTH
QT [363]. EanaCcTBEHHBIM METOOM HPOMUIAK-
tnkn BBC aBmsierca nvmmanrtanmsa MK/ [364].
Tenernyeckuil aHanu3, MO-BUAMMOMY, HE HeCeT
JOTIOTHUTEHbHON WH(OpPMAIUM B OTHOIIEHUN
pucka passutus BBC.

Tenernueckue ocodoennoctu SQTS

1. Huskasg meHeTpaHTHOCTb.

2. Bo3MOXKHO 6eCcCHMITTOMHOE HOCHTEIHCTBO
MAaTOJIOTUYECKUX aJlIesIel.

3. Koppensiug Mexxay TeHoTUIioMm u (heHoTu-
MTOM OTCYTCTBYET.

4. Bpicokasi reHeTHUYeCKasi T€TEPOTeHHOCTD: O
reHoB, 6oJtee 5 MyTaIlwmii.

5. Hacsepyercst ayToCOMHO-TOMUHAHTHBIM ITY-
TEM.

6. Bo3amMoskHbBI criopajimuecKrie ciydan.

Pexomenaanuu no reHeTUHYECKOMY T€CTHPO-
BaHUIO

Kanacc 1la

1. TeHeTnueckoe TecTUpOBaHUE CJENYyeT BbI-
HOJTHSITH JIJIsT YTOYHEHUsT IUarHo3a y OOJIbHBIX C
HU3KOU M MPOMEKYTOUHOU BEPOSITHOCTBIO HAJIU-
ynsg SQTS (C).

Knacc IIb

1. TecTupoBanue POACTBEHHUKOB OOJBHOTO
PEKOMEH/IOBAHO TP BBIABJICHUN MTATOTEHETHYEC-
Koii myTaruu y npobanga (C).

Pexomenaanuu no npodpuwiakruke BCC

Knacc 1

1. B mnensax sropuunoii npodwunaktukun BCC
GOJIHBIM C JIMATHO30M CHHPOMa YKOPOYEHHOIO
nnatepBasia QT 1pu HaTMYMU OCHOBHBIX (DAKTOPOB
pucka BCC (cepneunblii apecT B aHaMHe3€e, CHHKO-
Te, MHYIIUPOBAHHbBIE B XOJI€ TPOBEJICHUST IHI0D-
DU ycroitunBble TEMOAMHAMUYECKH 3HAYNMbBIE
JKHP) pexomennosana umimantarus UK/ (C).

Kanacc Ila

1. IlarmmerTam ¢ BBICOKOBEPOSITHBIM JTMATHO30M
SQTS pexomennyerca nmrmiantaius UK/ (B).

2. HaszHaueHue XUHUMHA MOKET ObITh 3(hdek-
TUBHBIM i1 cHskennst pucka BCC y mannenToB
C CHHJIPOMOM yKOpoueHHOTO nHTepBasa QT, ecan
Bo3MokHOCTh mMIianTanmu WK/ orcyrcrByer
).

VII.11.B. Cunapom bpyraga

Cunzpom Bpyrazma (BrS) — renernueckn o6yc-
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JIOBJIEHHOE 3a00JIeBaHIe, PA3BUBAIOIIEECST BCJIE-
CTBHME aHOMAJIbHOU 3JIEKTPODU3NOIOrNIecKOi
AKTUBHOCTH TUKAp/a TPABOTO JKENYI0YKa B 00-
JIACTH BBIHOCSIIETO TPAKTA.

Cunkorie 1 BCC nipu cunzipome bpyraja yacto
BO3HMKAIOT B COCTOSTHUY TIOKOS UJTW BO BPEMS CHA.

Cunopom bpyeada xapaxmepusyemcs cneuu-
GPuueckum IKI-nammeprom:

- MOCTOSTHHASL MJIM TPAH3UTOPHAst OJT0Ka/a mpa-
BO HOXKU TTyuka [uca;

- norbeéM cermenTa ST (Touku J) B oTBeieHUX
V1-V3 (Boizensior Tpu IKI - Tuma);

- WHBepTHPOBaHHbI 3yOerl T B OTBefeHMSIX
V1-V3;

- Ieproinyeckoe yasnHenue nurepsaia PQ;

- mapokcuambl JKT Bo BpeMsi cHKOTIE;

- <3NCUJIOH»-BOJIHA B oTBeneHnu V1 B Buje
«3a3ybpunbl» Ha cermente ST (B 30% cayuaes).

Tounad cTenieHb pacIpOCTPAaHEHHOCTU CUH/IPO-
Ma bpyrana nenssectna. B cpennem B Mupe Bposk-
JleHHbIN cuHpoM Bpyraza Bcrpeudaercs ¢ yacto-
toit 1-60:10 000; 8 EBpomie — 1:10 000, npuyem B
o/Hoi#t u3 obacreil Beabruu — 1:100 000. B Espo-
ne cuHApoM bpyraja vaiie BbISBJSETCS Y TPE]I-
CTaBUTEJIell <«KaBKa3CKOTO» 3THUYECKOTO THUIIA
(BerxomIbl M3 cTpan Bocrounoit EBpomnbr). [l
crpan lOro-Bocrounoit Asun u /lasbrero Bocto-
Ka 3TOT IToKasartesb coctasiger > 5 Ha 10 000, oco-
oenno B Tannange, va @umnnunax u dnonun. B
Tannanze exXerofHo yMUPAIOT OT 3TOTO CUHPOMA
~ 2500 uesnoBek. B Poccuu yacrora perucrparu
9TOTO 3a60JIEBaHUST TPUMEPHO COOTBETCTBYET €B-
porneiickoii [365]. 3BecTHo, uTo cunapom Bpyra-
Jla He 3apeTUCTPUPOBaH y ahpo-aMepUKaHIIEB.

Ornuncano HECKOJIBKO KIMHUYECKUX BAPUAHTOB
cunipoma bpyraza:

1. Knaccuyeckmne m3oampoBaHHbIE M3MEHEHUS
Ha OKI;

2. Cunkorie co crnenuuiecKuMu U3MeHeHUs -
mu Ha IKT;

3. Cunkone 6e3 crenuuyecKnx H3MEHEHMI
Ha JKI;

4. CkpoiTag ¢popMa — «HEMOe», JTaTEeHTHOE Te-
YeHue.

3a pa3BUTHE TUMTNYHBIX KIUHUYECKUX TTPOSIB-
JIeHUU BPOXK/eHHOTO cuHapoMa bpyraga oTBet-
CTBEHHBI MyTAIIMK B 8 PA3JINYHBIX T€HAX, HA OCHO-
BaHUU YE€TO BBIAEJSIOT 8 TEHOTUIIOB CHUHAPOMA
Bpyraga. 9to myranum B 3-X reHaX HATPUEBBIX
kaHayioB (SCN5A, SCN1B, SCN3B), 2-x renax ka-
sueBbix kaHasnoB (KCNE3, KCNJ8), 2-x rtenax
kaspiueBbiX kananoB (CACNA1C, CACNB2B) u
OJTHOM TeHe TJauTepoJi-3-gocdar meruporeHass!

1 tuna (GPDTL). CnenctBueM aTUX MyTaluii aB-
JisieTcst b0 CHYZKEHVe KOHI[EHTPAIIMK MOHOB HaT-
PUst U KaJIbIIUST B KJIETKE, JIMOO yBeJMUeHNe KOHIe-
HTPAIUU WOHOB KaJIWsl, YTO CHOCOOCTBYET CeJIeK-
TUBHOMY YKOPOUEHHIO TIOTEHI[HAIA IEHCTBUST AITH-
Kap/a mpaBoro skeaymnouka [342, 366]. B Poccun
UMEEeTCS] OrPAHUYEHHBIN OIBIT TeHOTUITUPOBAHUS
GOJIBHBIX € CHHAPOMOM Bpyraza, ofHaKo, Kak Mu-
HUMYM B TPETU CJIYYaeB UMEIOT MECTO MYTAIK B
rere SCNSA, ipu 5TOM BCe BBISIBJIEHHbBIE MY TaIlH
paHee He PeTHUCTPUPOBATHCDH [367].

Crpatuduxaius pucka

[TpexukTopaMu HeOGJATONPUATHOIO MCXOJA
1IpU CUHJIpOMe bpyraza saBiasioTess MysKCKOU T10JI,
CUHKOIIE WJW BHe3alHasi CMEPTh B CEMENHOM
aHaMHese, CIIOHTAaHHBIU IoabeM cermenHta ST B
orBeseHnax V1-V3 B komMOMHAUM ¢ CHHKOIIE,
CIIOHTaHHbBIe N3MeHeHus cermenta ST 1 mepBbIi
IKT-tin cunapoma.

B xome nposenenust su109 DU y GONBHBIX €
cuHipoMoM bBpyrajzia MOTYT WHAYITUPOBATHCS Te-
MOJIMHAMWYECKU 3HAUMMbIE JKeJTYJI0YKOBBIE TaXU-
apUTMUU, KOTOPbIe HEPEJKO BEPUPUITUPYIOTCS
OOJIBHBIMM KaK KJIWHUYecKue. TeM He MeHee, 9H-
n0I)DU Hesb3st cCYUTATDH «30JI0TBIM CTAHAPTOM >
npu nposenenun crpatudukanuu pucka BCC,
IMarHOCTUYecKas IIEHHOCTDh 9TOTO MCCJe0BAHUS
HeBesnKa [368].

JlaHHBIX, Kacalomuxcs PyTUHHOTO TPUMEHe-
HUS TEHOTUTIMPOBAHUS 715 orleHkn prucka BBC
Het. B oxHoii n3 paboT GbLIO TIOKa3aHO, YTO HAJIU-
yue mytaruii B rene SCNSA, conmpoBOXKIAIONTIXCS
roTepel (DyHKIIMU 9TOTO MOHHOTO KaHaIa, MOKET
CBUJIETEIBCTBOBATH O HEOJIArOIPUSTHOM [IPOTHO-

3e [369].

TeneTnueckue 0coOeHHOCTH cUHIPOMa Bpy-
raja:

1. Huskast nmenerpaTHOCTD (~25%).

2. crionib3oBaHue GJI0KAaTOPOB HATPUEBBIX Ka-
HaJoB (aliMaJIvH) 11T UIeHTU(UKAIIIN TTOPaKeH-
HBIX JIIOJIEN YBEJIMYUBAET MEHETPAHTHOCTB 10 80%.

3. Bo3aMOKHO 6eCcCHMITOMHOE HOCHTEThCTBO
[ATOJIOTMYECKUX aJlyIesIell.

4. Koppesnsanus ¢ heHOTUIIoM nMeeTcst He TIpu
BCEX TEHOTHUTIAX.

5. Beicokasi reneTnueckasi reTeporeHHOCTH: 8
reHoB, 6osiee 400 MyTarii.

6. Hacsieryetcs ayTocOMHO-TOMUHAHTHBIM 1Y -
TEM.

Toapko y 25% mnanmeHToB OOHAPYKUBAIOTCS
OTIMICAaHHBIE MYTAIIHH.
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PexomeHianuu no reHeTHYECKOMY T€CTHPO-
BaHUIO

Knacc 1

1. PekoMeH/IOBAHO BBITIOJIHATh TEHETUYECKOe
TEeCTUPOBAaHME Ha BPOKIEHHbIN cuHIpoM bpyrana
BCEM JIETSAM W TOAPOCTKAM TIPW HAJIWYUU CIEIH-
uaeckoro IKI-naTTepHa, y KOTOPhIX MMEIOTCS
Takue ocHoBHBIE (hakTophl pucka BCC, kak anm-
30/IbI CUHKOIIE, CEP/eYHBIII apecT B aHaAMHe3e,
JKHP, ciiyaan BCC B cembe (B).

Kaacc ITb

1. Unentnpukanms Ttuma myTanuu B TeHe
SCN5A MoxeT 1aThb TOTOJHUTEIbHYI0 HHpOPMa-
o 1o ooy pucka pazsutug BCC (B).

2. TectupoBaHue POJCTBEHHUKOB OOJHHOTO
PEKOMEH/IOBAHO TIPU YCJIOBUU BBISBJIEHUS IATO-
reHeTHYeCKO MyTaluu y podaH/ia.

Knacc IIT

1. Tenetmyeckoe TecTHpOBaHUE HE TOKA3aHO
GECCUMIITOMHBIM MallueHTaM MMPU HAJIUIuu Opy-
rajonogoororo IKT-narrepha 2 wim 3 tuma.

Pexomenaanuu no npodpuiakruke BCC

Knacc I

1. ITarmenTam ¢ auarHosom cuHapoma bpyra-
11a, YCTAHOBJIEHHBIM KJIMHUYECKU U/WJTH Ha OCHO-
BaHWM MOJIEKYJISIPHOTO aHA/IN3a, UMEIOIUM yKa-
3aHUS Ha HIU30]] CEP/IEYHOTO apecTa B aHAMHe3e
(ocnoBnoii hakTop pucka BCC), pekomenmoBana
nvitanTanust UK/ (C).

Knacc Ila

1. [Maruentam ¢ cuaapomom bpyraza co cron-
TaHHBIM TIO/ITbeMOoM cerMeHTa ST B OTBeeHUsX
V1-V3, umeionum ykazaHus B aHaMHe3e Ha J1H-
307161 cuHKoT1e (0ocHOBHOM (hakTop pucka BCC) u
BepUMUITNPOBAHHBIMYA TTPUUUHHBIMUA MYTAI[USIMU
B reHe SCNSA, pekomeHsoBaHA WMILIAHTAIUS
UK/ (C).

2. KnmHn4yeckuit MOHUTOPUHT YacTOTHI CIIOH-
TaHHOTrO moabema cermenta ST 1emecoobpasHo
MPOBOIUTH y TAIMEHTOB, KaK C KJIWHWUYECKUMU
posiBJIeHusIMI 3a00JIeBaHMsl, TaK 1 0e3 HUX, Y KO-
TOPBIX TTObeM cerMeHTa ST BO3HUKAET TOJbKO B
pesyJbraTe BBITIOJTHEHUS TTPOBOKAIIMOHHBIX (hap-
makosormdeckux 1mpoo (C).

3. Nmmmanranus MK/l mokasana namuenTaM ¢
cungipoMoM bpyrasa u xopommm GyHKIIMOHAb-
HBIM CTaTyCOM, OJIarONPUSATHBIM IIPOTHO30M BbI-
JKUBaHMS B TedeHre Toa u 6oJiee, y KOTOPHIX Obl-
na sepudunmposana KT, ne mpuBeninas k ocra-
HOBKe cepjieqaHo-cocynuctoi fesrenpbHoctr (C).

Kaacc ITb

1. ITposenenue 2110 DU MoxeT 006CYKAATH-

cd s crpatuduKaly pucKka y TAIUEHTOB C
cuHipoMoM bpyrazia co crioHTaHHBIM MTOBEMOM
cermenTa ST, 6e3 myrtaruu B reie SCN5SA u ka-
Kux-11060 KianHudeckux nposiiennii (C).

2. XUHUIMH MOJKET NPUMEHSITHCS JIJISI YMEHb-
IeHNs BhIPA)KEHHOCTH ajieBaliuu cermenTa ST u
JIEIEHUST «QPUTMUUECKOTO TMTOPMay Y MaIMeHTOB
¢ cungpomoM bpyrazga (C).

Knacc 111

1. BosibubiM ¢ cungpomom bpyraza mpoTuso-
nokazano Haznauenne AAII IC knacca (Bkiaouas
(haexkaunun n nponadenon) u A kmacca (BkJIio-
Yyasg TPOKANHAMUJL U TU30TTUPAMU/L ).

VII.11.I. KarexosamMuHepruyeckasi IMoOJIu-
MopdHas KeTy10YKoBask TAXUKaPIUS

Karexomamuneprudeckas moimMopdHas ke-
aynoukoBast Taxukapaus (KIIZKT) — ato nacaen-
CTBEHHBIN CHHIPOM, XapaKTePU3YIONIHICS 3JIeKT-
PHUYECKOI HeCTAOMIBHOCTHIO KApPAMOMUOIUTOB,
BO3HUKAIONIEH BCJIEACTBUE OCTPON aKTUBAIUMHI
CUMIIATUYECKOH HepBHOI cucTeMbl (Ha ore ¢u-
3MYECKON MM HMOIMOHATBHON HArpy3Ku) W MPHU-
BOJISIIIIMI K BHE3AITHOH cMepTH.

Ha 9KI mnokos BHe mpucTyIa He uMeeTcsl Ka-
KUX-JTMO0 MATOJOTHYECKIX U3MEHEHUH. APUTMUST
MOKET OBITh BOCIIPOM3BE/IEHA IPU MPOBEIEHUH
TecTa ¢ GU3NIECKON HArpy3KOW WU MeUKaMeH-
TO3HBIX MPOO ¢ BHYTPUBEHHBIM BBEIEHMEM KaTe-
xosaMuHOB. CootBerctBenno, OosmbHbiM KIIJKT
Tpebyercsi orpaHnyeHre (HhU3MIECKON HATPy3KH;
TaKWM JIIOJSIM KaTeTOPUYECKN 3arperieHo 3aHu-
Martbcs crioptoM [370].

Jlyis meteil co 3J10Ka4eCTBEHHOM, CUHKOIIAJIb-
Hoii ¢popmoii KITJKT BeisiBiIeH psi ocobeHHOCTE
CHHYCOBOTO PUTMa, KOTOPBIE MOTYT CIIOCOOCTBO-
BaThb paHHEMY, JNOKJIMHUYECKOMY BBISIBJECHUIO
6osbHbIx ¢ KITKT B momysistimm.

Imu 0cOOEHHOCU COCMABNSIOM XAPAKMEPHLIL
IKT-nammepm:

- TTIOCTOSTHHOE WJTW TPAaH3WUTOPHOE YKOPOUEHe
untepBana PQ (< 0,11¢) 6e3 apyrux KT mposis-
geauit WPW-cunnpoma;

- cuHycoBasi OpauKap/Ius;

- BBICOKHMI TUPKaAHbIN nHaeke npu XM-9KT
(> 1,45).

Beiensior 2 renoruna KIT)KT. Tlepssriit reno-
tunt KIKT (CVPT1) cBsasan ¢ MmyTanusiMu B re-
He puaHOAMHOBBIX pereniTopoB RYR2, BTOpoii re-
votun KIIPKT (CVPT2) cBsasan ¢ myTanugamu B
rere kajbcekBecTpuna-2 (CASQ2). B pesysbrate
MPOUCXOUT YCHJIEHHOE BBICBOOOK/IEHNE HOHOB
KaJIbIMS U3 CAPKOIJIA3MAaTHYeCKOTO PETUKYJIyMa
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B OTBET Ha BXOJ] MIOHOB KaJIbI[NS B KJIETKY, BbI3bI-
Basi TEeperpy3Ky KJIETOK WOHAMU KaJsbIugd, UYTO
MPUBOAUT K 0OPaTHOMY HAIPABJICHIIO aKTHBAIIUN
CTEHKH JKEeJTy/I0YKOB, YCUJIMBAET TpaHCMeMOpaH-
HYIO JUCHEPCUIO PEMOJISIPU3AIUM U 3aIlycKaeT
KT nmo mexaHu3My MOBTOPHOTO BXO/Ia 3JIEKTPU-
yeckoro BosOyskieHus, T.e. pe-earpu [371, 372].
Bera-6s0kaTopbl WHOTAA HE TPEIOTBPAIIAIOT
aputmun. EcTb ykazanus Ha 3(h@PeKTUBHOCTD
TIPpUMEHEHNST BeparaMuia, BO3MOKHO, HETTOCPe/I-
CTBEHHO B3aMMO/ICHICTBYIONIETO C PUAHOINHOBBI-
MU PeTenToOpamu.

B paszsutuu KIIJKT npenrnosnaraercs yuactue
u Apyrux re’oB. Cunraercs, 4To MyTallugd B reHe
KNJ2? cBg3aHa He TOJBKO C pa3BUTHEM CUHIPOMA
Anpepcena/LQT7, Ho u ¢ npuunnoit KITZKT 3 re-
Hotumna (CPVT3.) ¥V oxnoro 6osbroro ¢ KIDKT
omycaHa MyTallusg B TeHe aHKMpWHa-B, KoTopas
Tak)kKe MMeeT MeCTO TIPW Pa3BUTUU CUHPOMA Y]I-
sunaennoro natepsanga QT 4 tumna [373]. Boamosxk-
HO, MyTaruu B reHe RYR2 o6yc/OBIUBAIOT Tak
Ha3bIBa€MbBI CUH/IPOM BHE3AITHOW CMEPTHU y MJIa-
neniieB [342]. B mocrentee BpeMst UMeIOTCS TIPe/I-
MOJIOJKEHUs], 4TO UanonaTudeckas GuoOpuIIsIms
JKEJTYIOYKOB MOJKET SBJISTHCS OAHONW n3 (hopMm
nannoro 3aboseanus (KITKT).

Crparndukanms pucka

K daxropam pucka BCC B ganHoii kateropun
MaIenToB OTHOCSTCST: 3apeructpupoBannas MK,
cemeiinbiii anamae3 BCC, mosBeHe CUMIITOMOB
B JIETCKOM BO3pacTe, HAJIMYUE B aHAMHE3e 0OMO-
POYHBIX COCTOSTHU, (h3NIecKast aKTUBHOCTD.

Tenetnueckue ocodennoct cunapoma KITZKT

1. Huskas nmeneTpaHTHOCTb.

2. BoaMoxHO 0OeccUMIITOMHOE HOCUTEJIbCTBO
MIATOJIOTUYECKUX ajlIesIei.

3. Koppensmug mexay reHoTunom u peHoTu-
ITOM OTCYTCTBYET.

4. Boicokast reHeTmyecKasi reTepOTeHHOCTD: 4
rena, 6osiee 170 myTarruii.

5. Hacsiepyetcst mipeumyIiiecTBEHHO ayTOCOM-
HO-JIOMUHAHTHBIM, PeKe ayTOCOMHO-PEeIecChB-
HBIM TTyTEM.

PexomeHnanum mo reHeTHYECKOMY TE€CTUPO-
BaHHIO

Knacc 1

1. PekoMeHI0BaHO BBITIOJTHATL TEHETUYECKOE
TecTUpoBanue Ha BpoxAeHHbIH cunapom KITZKT
BCEM JIETSIM U MTOJIPOCTKAM C TaKUMU (paKTOpaMu
pucka BCC kak nHaynupoBanHbie (HU3NUECKOMI
WJIW CUJIBHOW 9MOITMOHATBbHON HArpy3Ko# Mmosu-

Mopduas KT, cuakore, cepieunblii apecT, a Tak-
JKe JINTaM, UMEIOTIINM B CEMETHOM aHaMHe3e yKa-
3anus Ha BCC (B).

2. [eneTnueckoe TeCcTUPOBaHWE PEKOMEHIOBA-
HO OOJIBHBIM € BBICOKOH BEPOSITHOCTBIO IMAarHO3a
KIIJKT, ocHoBaHHOM Ha JaHHBIX aHaMHe3a, ce-
MEWHOU MCTOPHUU, IJEKTPOKapAUOrpadruiecKoM
dhenoTHIE 3a00JI€BaHNsI, PE3YJIBTaTaX CTPECC-Tec-
TOB ¢ (pusnyeckoil Harpyskoi (TpeaMuJI-TecT)
wim BBeJleHreM KatexosaMuHoB (C).

Knacc ITb

1. TeneTnueckoe TecTUpPOBaHWE POJICTBEHHU-
KOB 1-2 cTernenu po/icTBa pEKOMEHI0BAHO TIPH yC-
JIOBUM BBISBJIEHUS TTATOTEHETUYECKOU MYTaIlun y
npobana.

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. [TarmenTaM ¢ yCTaHOBJEHHBIM J[MarHO30M
KITKT (xmmHUYeCK™ U /UJIH ¢ TIOMOIITBIO MOJIEKY -
JIIPHO-TEHETUYECKOTO WCCJIe/IOBAHNS) PEKOMEH-
JyeTcs u3MeHeHre 00pasa JKU3HU (MaKCUMaJIbHOe
orpannuenvie (GpU3NUECKUX HATPY30K, COPEBHOBA-
TEeJbHOU CHOPTUBHOU /eATENbHOCTH, CUJIbHBIX
amoruit) (B).

2. ManmenTam ¢ auarnozom KIIZKT, ycranos-
JIEHHBIM KJWHWYECKH, PEKOMEHJ/IyeTCsI HaszHaue-
Hue 6era-6mokatopos (C).

3. B nenax Bropuunoii mpodumaktukn BCC
MalyeHTaM ¢ yCTaHOBJIeHHBIM inaraozom KIT/KT
(KJIIMHUYECKHN U/UJU € TIOMOIIBIO MOJIEKYJISIPHO-
TreHEeTUYECKOTO UCCTIE0BAHMS ), IMEIONTUX OCHOB-
HOU (baKTOp PHCKA KaK yKa3aHWs B aHaMHe3e Ha
Cep/IeYHbINl apecT, PEKOMEH/IYEeTCS UMILJIaHTAIUs
WK/l u nasuauenwue 6era-6s0katopos (C).

Kanacc Ila

1. B nenax sropuunoii npodunaktuku BCC
ManyveHTaM ¢ yCTaHOBJIeHHbIM auarao3om KIT/KT
(KIMHUYECKU U/UJU € TIOMOIIBIO MOJIEKYJISIPHO-
TeHETUYECKOTO UCCIIe/IOBAHUS ), UMEIOIUM TaKOM
OCHOBHOI (haKTOp PUCKa KaK yKa3aHue B aHAMHe-
3€ Ha CepIeIHBIN apecT, pa3BUBIIIelics Ha oHe Te-
parun Oeta-0I0KaTOPaMu, PEKOMEH/IYETCST MMII-
ganatarusa UK/ (C).

Knacc ITb

1. IlarmenTam ¢ yCTaHOBJIEHHBIM B JIETCKOM WJTN
3pesiom Bozpacte anarnozom KIIZKT (¢ momoribio
MOJIEKYJISIPHO-TEHETUIECKOTO MCCIIeIOBAHNS ) TIPH
OTCYTCTBUU KJIMHUYECKUX MTPOSIBJIEHUI, PEKOMEH-
nyercst HazHauyeHue Gera-610karopos (C).

VII.11./1. Cunapom paHHeill penosapu3anuu
JKeJIy/IOUKOB

CunzpoM paHHEH peroJsIpu3anuu sKeTya04u-
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koB (CPPJK) Briepsbie 6b11 onucan B 1936 roxy,
O/ITHAKO €ro IPOTHOCTUYEeCKOe 3HayeHue /0 CUX
nop He onpezenero [374]. CPP/K xapakrepusy-
eTcsl CJelyIoIUMU dJIeKTpoKapaAnorpaduiecku-
MU TIPOSBIAEHUSAMU: 1) TOPU30OHTATLHBIM UJTU HUC-
xoaumM noabeMoM cermenta ST > 0,1 mB ¢ BbI-
MYKJIOCTBIO, HAIPABJIEHHOW KHU3Y; 2) HaJIu4neMm
TOYKHK coe/inHeHus1 (junction point) WM BOJHBI
coeuHerns (J-wave) Ha HUCXOMAIEM KOJIEHE
3y6O1a R; 3) MOBOpOTOM 3JIEKTPUUYECKOI OCH CEPII-
11a TPOTUB YaCOBOU CTPEJIKHU TI0 MPOJOTHLHON OCH;
4) GBICTPBIM U PE3KVM HapaCTaHMEM aMILIATY/IbI
3y6ia R B TPyIHBIX OTBEIEHUSAX C OJHOBPEMEH-
HBIM YMEHBIIIEHUEM UJIN UCYe3HOBEHMEM 3y0ria S.

Jlo 2008 1. 60JBIIMHCTBO aBTOPOB CXOIUJINCH
B0 Muenun, uto CPPJK He Gosee yem pobpokaue-
CTBEHHBIN 2JeKTpoKapauorpadudeckuii GeHo-
MmeH [374, 375]. B 2008 r. mpakTudeckn oHOBpe-
MEHHO JIBe TPYIIIBI aBTOPOB OIyOJIMKOBAJIU C-
CTIeTOBAHUS «CJIy9ail-KOHTPOJIb», MOCTAaBUBIITHE
MO/l COMHEHUE GJIArONPUSATHOE TIPOTHOCTUYECKOE
snauenue CPPK [376, 377]. B o6oux ucciegosa-
HUSAX TOoYKa | B 3-6 pas uatie perncTpupoBasiach B
nwkaux (11, 111, avF) u 6okosbix (V4-6) orsee-
HUSX Y TAIMEHTOB ¢ UANOTATHYeCKON (hrbOpuILIs-
1Uel JKeJyI0UKOB 110 CPAaBHEHUIO CO 3/[0POBLIMU
JIMTIAMH, & aMIIUTY /1A J-BOJIHBI ObLIa BBIIIE.

PerpocriekTuBHBIN ~aHAIU3 KCCIAEOBAHUS
Social Insurance Institution's Coronary Heart
Disease Study, mokasas, 4to B 001I€l oMYA
HaJu4re J-BOJTHBI B HIDKHUX OTBENEHUSX acCo-
urpyercst ¢ 6oJsiee BBICOKUM PUCKOM CMEPTH OT
CepZIeYHBIX TPUYMH, HO KPUBbBIE BBIKMBAEMOCTH
HAYMHAIOT PACXOAUTHCS yepe3 15 JieT HabroaeHust
[378]. [Toxoxkue mamHble OBLIA MOJYYEHBI U TIPU
PETPOCIIEKTUBHOM aHAJIN3€ HEMEIIKOH 4acTu Mpo-
exra MONICA [379]. Antzelevitch C. u Yan G-X.
npetokuan HoByto kiaccuduraimio CPPIK, B
KOTOPOIi THI 2 ¥ 3 CUHPOMA CUUTAETCS TIOTEHIH-
AJIbHO apUTMOTEHHBIM, a Y TallMeHTOB C TUIIOM 3
CyIlleCTBYeT BBICOKAsl BEPOATHOCTb Pa3BUTHUS
asiekTpudeckoro mrropma [380].

Pexomenaanuu no npodunakruke BCC

Knacc Ila

1. Hanmuwme J-BOJHBI B HUKHUX OTBEAEHUSIX
(I, 11, avF) moskeT ABASATHCS OCHOBHBIM (DaKTO-
pom pucka passutus @K (unu naxke BCC), a
Takke (PaKTOPOM, YBEJUYMBAIONUM IIpe/Ipaciio-
JIO3KEHHOCTD K Pa3BUTHIO (haTaJbHBIX apUTMUI BO
BpeMs uiemun muokapa (B).

2. CpencrBom BIOOpa tipu passutun ;KA (oc-
HOBHOU (PakTOp PUCKA) WJIHU BJIEKTPUUECKOTO

mropma Ha ¢poHe CPPIK B HUXKHUX OTBeneHNIX
apysietcd yBemmuenne YCC 3a cueT nmpoBejieHus
BpeMenHoOl yuamatomnieir IKC uam BBeneHus
nzonporepeHona (B).

3. JloitembHBIN TpUeM XUHUWHA TTOKa3aH st
npoBenenus npopunaktukn BCC wa done Hamm-
yusg IKI-npusnakos CPPJK B HmxHUX OTBee-
Husix (B)

VII.12. BCC npu cuHapome amHo3/TUIO-
IHOE CHa

AITHO? BO BpeMsI CHa OTIPEIEJISIOT KaK MpeKpa-
TieHne JBUKEHUs BO3/YITHOTO MOTOKA Yepe3 HO-
COBYIO U POTOBYIO mosioctu B Tedenue 10 u Gosee
cexkyHn [381].

B 3aBucuMocTr OT MexaHn3Ma BO3SHUKHOBEHUS
pa3IMyaoT /[Ba OCHOBHBIX BHUJA allHO?: 0OCTPYK-
TUBHOE U TIeHTpajbHOoe. B HacTosIee Bpems ycra-
HOBJIEHHBIM (DAKTOM SIBJISIETCS TO, YTO 0K0JI0 90%
BCEX 3IM30/I0B alTHO? BO BpPEMS CHA CBI3aHBI C
o6CTPyKIMEN BepxHUX JbixarebHbIX myTeit (B/IIT).

B nocsieiee BpeMst B KIMHUYECKYIO IPAKTUKY
TaKKe IMUPOKO BOIILJIO MOHSATUE 2UNONH0I, KOTO-
poe BriepBbie Ob110 onucano Block et al. kak anu-
30716 TIOBEPXHOCTHOTO [IBIXaHUS, COIPOBOKAe-
Mble flecarypaiueit [382].

Jlnst Gostee TOYHOTO ydyeTa IMU30/0B JIbIXa-
TeJTbHBIX HApPYIIEHUH BO BPEMS CHA B AHTJIOSI3bIY-
HOW JiUTepaType HUCIOJb3YIOT TaKyKe STU30/bI
RERA, uto pactmmdposbiBaeTcs Kak "respiratory
effort-related arousal" u mMoxHO TepeBecTH Kak
«dIT-axkruBarusa [383] B pesyJibraTe pecnupa-
topHoro ycuaus» (IPY). Takum obpasom, 1o
IPY mnoxpaszymMmeBaioT anm30/1 AbIXaTeJbHOTO Ha-
pyIIeHus, cOonpoBokAaeMbiii JII-akTuBamnuei
W MUKPOIPOOYKIEHUEM TOJIOBHOTO MO3Ta, Ya-
1le BCEro SBJISIONINICS Pe3yJIbTaTOM ITOBBIIIEH-
HOTO COIIPOTHBJIEHNS BEPXHUX JIBIXaTeJIbHBIX ITy-
teil. [Ipu aToM M3MeHeHUsT HA KaHAJIAX, PETUCT-
pUpYyIOMKX bIXaHne (OPOHA3AJbHBIN BO3IYIII-
HBII TIOTOK, TOPAaKOaOIOMUHAIbHBIE [BUKEHIIST ),
He JIOJUKHBI TTO/ITAIaTh MO/ KPUTEPUHU allHOd WJTH
rUnonHos [384].

Takum 06pa3oM, B HACTOSIIIEE BPEMsSI BMECTO
yIoTpebIsieMOro paHee TEPMHHA <«CHHIPOM 00-
CTPYKTHUBHOTO aITHO? CHA» UCTIOIB3YIOT «CHHIPOM
0OCTPYKTHBHOTO alTHO3/TUIIONHOD CHa». B aTOM
cJyvae, Ha3BaHue CUHApoMa GoJiee TOYHO OTpaka-
eT ero NaTo(U3NOJOTMYECKYIO CYIITHOCTb.

B nacrosiiee BpeMs CTaHAAPTOM JUJISI OIIEHKU
CTETIeHW TSIKECTU JIBIXaTeJNbHbIX HapyIIeHUN BO
BpeMsI CHa SABJISETCS T.H. MH/IEKC alTHO3 /TUTIOITHOD
(AT), xoTopselil mpemycMaTpuBaeT KOJUYECT-
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BEHHYIO OIIEHKY 3THN30/I0B allHOd, TUIIOMHO WU
IPY 3a oxun yac cHa. O cuHApOME 0OCTPYKTUB-
Horo amHo3/runonHod cHa (COATC) roBopsrt B
ToM ciy4ae, korga MAT > 5 coueraercst ¢ KanuHu-
YeCKOW CUMIITOMATUKOM.

B coorserctBum ¢ MexayHapoaHON KJaccu-
(bukanmeir HapymeHU cHa TPOSBIEHUS BO CHE
CUH/IPOMA alTHO3 OOCTPYKTHBHOTO TeHe3a WJIH
COATC Bcrpeuatorcs, 110 MeHblIeil mepe, y 1-2%
Bceil nonyssiiuu. B Bo3pacTtHoit rpytie ot 30 10
60 set, 4% myskuuH u 2% xeuun umeior TAI> 5
B COYETAaHUU C KJIUHUYECKOW CHUMIITOMATUKON
COATC.

[IpoBenenune monmcoMHorpadpuIecKkoro uccie-
JIOBAHUS MTPEyCMaTpUBaeT 00bEKTUBHYTO OIIEHKY
He TOJIBKO CTPYKTYPbI CHA, HO M TOUYHOE KOJTNYECT-
BEHHOE W Ka4eCTBEHHOE OTIpe/leIeHIe JbIXaTe lb-
HBIX HapyIIeHU BO BpeMs cHa. B xoze mommcoMm-
HOTpaUIeCKOTO MCCIETOBAHUS TaKKe MOTYT
OBITH BBISIBJIEHBI STTM30IbI CHHYC-apecTa WJIH pe-
xomsmieir AB-6sokana I-111 crenenn.

B nacrosimiee Bpemst COAI'C pacemarpuBaercs
KaK HEe3aBUCUMbBIN TTPEIUKTOP PAa3BUTHUS apTepH-
aJbHON THuneprensun [385].

[umokcemus BeJieficTBYE AlTHO? BO BPEMs CHa
MOKET TPUBO/INTH K PA3BUTHUIO UIIEMUN MUOKaP-
na [385] u xemymoukoBeix aputmuii [386]. Y
60sbpHBIX COAT'C BO BpeMs cHa HEpeIKO OTMeya-
10TCS TIOTEHIMaJMbHO (aTasbHble aputmun [387,
388]. B panzomMusupoBaHHOM ucciefoBaHun 41
6osbroro ¢ COAT'C, mosyuasimux CPAP-tepa-
nuio (0T continuous positive airway pressure) , Obi-
JIO YCTAHOBJIEHO, UTO B TIOATPYTIE GOJMBHBIX, Y KO-
TOPBIX OCYIIECTBJISIICS TEPEXO] ¢ JiedeOHOTOo
YPOBHSI JIaBjieHust Ha cyOTepaneBTUYECKUil ypo-
BeHb, B TeUEHUE IBYX HeJ/leJIb OTMEUEHO JIOCTOBEP-
Hoe yseanmdenue murepsana QT. u mHTEpBasa
TpTe(c), a Takke AUCIEPCUU PENOJISIPU3ATTUN
(TpTe/QT) [389].

CymectBenna posib COAI'C u B pasButum
BHE3AITHOW CepAeTHON CMepTH BO BpeMs cHa. B
oTJiune OT ObIIenpusHaHHoro (akra, CBHUjIE-
TeJTBCTBYIOMIETO O TOM, YTO MUK CEPAETHO-COCY-
JIUCTON CMEPTHOCTHU B OOIIEN TOMYISIUN TIPUX0-
nuTcd Ha panHue yTpenHue vackl (¢ 6.00 mo
12.00), y 60ompabix COATC HaumBbicIIast 4acToTta
BHE3AIMMHOW CePAEYHO-COCYJUCTON CMEPTHOCTHU
MPUXOAUTCS HAa HOuHOM epuor Bpemenu (¢ 00.00
1o 6.00) [390].

ATTHO3 BO BpeMsI CHA TIPUBOJIUT K PA3BUTHIO OC-
TaHOBOK cuHycoBoro yaia [390], AB-6iokas pas-
JIMYHBIX CTeTNeHeH, BIJIOTh /0 TOJTHOW ToTepey-
Ho#t Gokazs [391].

B Hacrosiiiiee Bpemst cpe/icTBOM BbIOOpa Jieue-
nust COAT'C saBasercst T.H. CPAP-Ttepanus — me-
TO/L CO3/IaHUS IOCTOSIHHOTO TI0JIOXKUTEIBbHOTO
JABJICHUS B JIBIXaTEJbHBIX MYTSX. B pyccKos3bIu-
HOW JiuTepaType Ha MPOTSKEHUH MOCTEeTHUX JIeT
YKOPEHUJICST CO3BYUYHBIN aHTJIOSI3BIYHON aO0peBu-
aType TePMUH — «CHUTIAI»-Tepamus.

OnHuM 13 TIABHBIX TPEUMYIIECTB UCIIOIb30-
BaHUsI «CUMAI»-TePAiu Y OOJbHBIX apTepUab-
HOU I'MIIEPTOHMEN SIBJISIETCS YacTO HabJII0JaeMoe
CHUKeHMe ToBbINeHHoTo A/l, a mHOTIA 1 TToJTHAS
ero Hopmasuzanus [392-394]. Ilpu ucnosb3osa-
HUU <«CUTIAMl»-TePalui MCY€3ai0T U OCTAHOBKH
CHHYCOBOTO y3J1a, KOTOPbIE OBLIM aCCOIMUPOBa-
HBI C 3MM30/IlaMU JIBIXaTeJIbHBIX HAPYIIEHWH, a
TaKKe B 3HAUNTEIHHON CTETIeHN YMEHBIIAITCS 1
Ipyrue HapylieHus pUTMa Cep/Ila, acCOIMUPO-
BaHHbIE C alTHO? BO Bpemd cHa [394]. 7-yeTHee
Habonenne 3a GombHBIMU COATC BBISIBHIO
JIOCTOBEPHOE YMEHbIIIEHNE BHE3AITHOU CepPICUHOM
CMEPTH B TPYTITIE TTOJTYIABIINX «CUTIATT»-TE€PATTUIO
MO0 CPaBHEHWIO C TeMU TAIMEeHTaMH, KOTOpbIe
MOCYUTAJIH JIAHHYIO TePATHio Ui cebst HerpreM-
semoii [3935].

Crpatunduxamus pucka

B Tabauie VII.12.1. npencraBieH aJaroputm
crpatucdurkanum pucka BCC y mammeHTOB C
COATC.

Pexomenaanuu mo npodunakruke BCC

Knacc I

1. Crpatudukanmusg pucka u npohUITaAKTIKA
BCC y nanimenTo ¢ COATI'C ocytecTBiisieTcs Ha
OCHOBAHWY BBISIBJIEHUS OCHOBHBIX U BTOpOCTE-
MeHHBIX (haKTOPOB PUCKA. ITO MOJIPa3yMeBaeT, B
ToM uncJie, uMmitanranuio MK/ namuentam ¢ xo-
porutiM (bYHKIIMOHAJIBHBIM CcTaTycoM® u Garo-
HIPUSATHBIM ITPOTHO30M BBIKUBAEMOCTH B T€UeHUE
rofa u 0oJiee, KOTOPbIE IMOJYYAIOT JTHUTEIHbHYIO
OTNITUMAJIBHYIO JiekapcTBeHHY10 Tepanuto (C).

Kaacc Ila

1. BosbHBIM ¢ OPAMCUCTOTMYECKUME HAPY-
MIEHNSIMA PUTMa Cep/IIa, aCCOMMMPOBAHHBIMU C
COATC, mokaszaHo TMpOBeIEHNE <«CUTIAIl»-Tepa-
mun. Ummmaaramuio IKC y Takux marnueHnToB
ciepyer o0CyKIaTh MPU COXPaHEeHUH OparCuc-
TOJINYECKUX HAPYIIEHUN pUTMa cepira Ha (oHe
aJIeKBATHO TTPOBOJIMMOI «cumai»-Tepanuu (B).

(* — 0 meToamkax nposeaeHus OLeHKU YHKLUMOHANLHOrO CTATYCa Bbl
MoxeTe npounTaTs Ha caite hitp:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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Tabnuua VII.12.1.

Crparuduranus pucka BCC y nanueHToB ¢ CHHIPOM anHO9,/ TUIOIHOD CHA

1.Bepudunuponan nnarno3 COAI'C

Ja

HET

CM. TIyHKT 2

Crpatudukanus prucka u npodunakruka BCC Ha
OCHOBAaHMWU OOIIETTPUHSATHIX MPUHIIMIIOB

2. UAT > 15

Ja

HET

[Monbop «cunan»-Tepanuu Niu HeMHBA3UBHOMN
BEHTWISILIUN

CHukeHue Beca, Koppekuust JIOP marosnoruu,
yctpaHeHue gpakTopoB pucka COAI'C

CYTOYHOTO MOHUTOpHpOoBaHus DKI

3. EcTb in HapylmcHudg putMa 1 IpoBOAMMOCTH BO BPpEMA HOYHOI'O MJIM JHEBHOI'O CHA ITPU ITPOBCACHUUN

Ja

HET

CM. pekoMeHaauu no npoduiaktuke BCC npu
COATC

Crparudukanus prucka u npodunaktuka BCC
0a3upyeTcsl Ha OCHOBAaHWU BBISIBJICHUSI OCHOBHBIX U
BTOpOCTeneHHbIX (hakTopoB pucka BCC u
OOIIETTPUHSTHIX MPUHIUTIOB MpodriakTuku BCC

[Mpumeuarme: VAT — unpekc anHos,/munonnos; COAIC — cunapom anHos,/mnonHos cra; BCC — sHesan+as cepaeyHas cmepTs.

VII.13. BCC npu ke1y10YKOBBIX apPUTMHUSX CTPYKTYPHO HOPMAJBHOTO ceplia

VII.13.A. Crpatudukanus pucka u npodu-
saktuka BCC y manueHToB ¢ uuonaTuyeCcKuMu
JKeJIyIOUKOBBIMH apPUTMUSIMU

Ha ceroguantuuii eHb MOHATUE «CTPYKTYPHO
HOPMAJILHOIO Cepjilla» CTaHOBUTCS Bce OoJjiee u
GoJiee YCIOBHBIM, T.K. B KJIUHUYECKYIO ITPAKTHKY
AKTUBHO BHEJPSIIOTCS METOJbI YJIBTPACTPYKTYP-
HOTO WCCJIE/IOBAaHUSI MUOKapa, creruduieckue
UMMYHOJIOTMYECKHE TeCThbl, OHMOICHS W IPOY.,
IpUMEHEHNEe KOTOPBIX CYNIECTBEHHO COKPATHIIO
KOJIMYECTBO IAIMEHTOB ¢ KIMHUYECKU 3HAYMMBbI-
MU KeJTyZI0YKOBBIMU HAPYIIEHUSIMU PUTMA U He-
W3MEHEHHOW Ccep/eyHol Mblniieil. B meiicTBu-
TeJbHOCTH, HAKAIJIUBAETCS BCe OOJIbIIe JaHHBIX,
CBU/IETEJIBCTBYIONINX O TOM, YTO TPUYMHAMK BO3-
HUKHOBEHNSI «MUHUMAJbHBIX W3MEHEHUN MHO-
kapaa» 12K wnu JIJK y manuentos ¢ 7KA moryr
ObITh Kak gebror AJIIK, Tak 1 maTeHTHBIT MUO-
Kap/inT, TPOTEKAIONTHI TI0 apUTMOTEHHOMY BapH-
aHTy, a TaKKe HEKOTOPble JApyrue, bojiee peaKue
nozosiornu [202, 396-400].

HauboJee yactoii Jokanusaiyei nuonaTuyec-
KHUX JKEJYJIOYKOBBIX apUTMUN SIBJISTIOTCST Oa3ajib-

HBIE OT/IENIbI CeP/ITIa, a UMEHHO — BBIHOCSIIIIE TPaK-
o1 JieBoro (BTJIZK) n mpasoro (BTIIK) skemymou-
KOB cep/ilia 1, Tak Ha3biBaeMas, (DacIuKyIsTpHas Ta-
xukapaust (DT), apurMoreHHbIN cyOCTpaT KOTO-
pOIi IETEPMUHUPOBAH MECTOM DPa3BETBJIEHUS 3a]I-
Hel WK cpeiHel (3HAYUTEbHO PesKe — Tepe/THe )
BeTBU Tyuyka luca Ha BosiokHa [lypkunbe. /[pyrue
JIOKQJIN3AI[M apPUTMOTEHHBIX 30H BCTPEYAIOTCS
sHaunTesbHO pexe [202, 401]. lebror apurmuyec-
KOTO CHH/[POMA TIPUXO/IUTCS Ha BO3PACT /10 35 JIeT, a
B caydae DT — no 25 ser [401].

Houonamuueckue ne6oicenyoourosvLe

apummuu

Haubosee TunudHoi JIOKaaM3amnueil apurMo-
FeHHBIX 30H SBJSIETCS MOJAKJIalaHHas 00JacTh
BTJI’K B mipoexnuu JjieBoro, MpaBoro U HEKOPO-
HapHoro cuHycoB BasbcanbBbl. Peske BcTpeuaer-
Cs1 AaNMKap/IMaabHas JIOKAIN3AIMs 30H apUTMUHU B
npoekiuu ctBojia JIKA win yerea [IMIKB, a
takske iputounas yactb JIZK (ITTJIJK) nox 3az-
Hell nian niepesineit crBopkamu MK B mMecTe 1ipu-
KperieHud nornepedHbix xopa JIZK [401].

XapakrepHo mpeobJiaanue Jui My;KCKOTO MO-
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ga ¢ geborom KA mo 25-30 ser. Kinmnnyecku
ApUTMUST XapaKTepuayercsl 10O6pPOKaYeCTBEHHBIM
Te4YeHUEeM, C PEIKUM Pa3BUTHEM TeMOMHAMUYeC-
K1 3HaunMbIX mapokcusmoB JKT. Oxnako, B TH-
MIYHBIX CJyYasgX XapaKTepHa BbIPaKeHHAS 9KTO-
nu4yeckass aKTUBHOCTb B BWJI€ M30JUPOBAHHBIX,
MAapHBIX U TPYHHOBBIX 9KCTPACUCTOJN U HEYCTOM-
uynBoii JKT Ha (hoHe TeHAeHIINU K CUHYCOBOM Opa-
mukapaun. [Ipu aarerbHoCTH aHaMHe3a Gogee 5
Jiet B otcytceTBre AAT onmmcanbl crydan ucxoza B
apuTMoreHHyio kapauonaruio [202, 401].

Houonamuueckue xnceayoouxosvie apummuu
u3 BTIIK

Ha ceropnsiniamii ieHb GOJIbIIast 4acTh apuT-
muii u3 BTIIJK npu zerambHOM KJIMHUYECKOM
aHaJIM3e OKa3bIBAETCST HO30JIOTUYECKU TTPUHAIIe-
xamteid k rpymre gebota AJITIK nau matentHO
MIPOTEKATOTIETO aPUTMOTEHHOTO BapUaHTa 04aro-
Boro mMuokapauta [202, 396-400]. Takum oGpa-
30M, CETO/IHS TIOCTYJIaT O TOM, 9YTO CAaMOI YacTOI
JIoKau3arueil mpu uanonatTudecknx KA gaBirs-
ercst BTIIJK, mosxet ObiTh TIepecmoTpen. [Ipuan-
Ha — paciimpeHyre BO3MOKHOCTEN TUarHOoCTUYecC-
KUX METO/IUK.

Hau6osiee THIMYHBIMU JIOKATUBAIUSIME SIBJISI-
1oTcsa neperopojounas obmactb BTIIK mop kia-
MIaHOM JIETOYHOI apTepuu (TUITUYHA IS aDUTMO-
TeHHOTO BapHWaHTa JIATEHTHOTO MUOKAp/ANTa), pe-
’Ke — TlepeTHereperopoouHas 06J1acThb 1Mo/ KJia-
naroM JIA u nieperopoodHast 001acTh HaJl KJiara-
HoMm JIA. /Ipyrue mmpaBoKeryI09KOBbIe TOKATN3a-
mnu (mepenusisi crenka BTIIZK, mputounsrii
TpakT, Bepxymika [I7K) Bcrpeuatorcs 3naumTesnb-
HO peske U TIOYTHU BCETa CBUIETETBCTBYIOT O CY-
IECTBYIOIIEH CKPBITON HO30J0rMu (paHHUE CTa-
mun AJITIK) [202, 396-400].

KimHryeckn apuTMusi XapakTepuayercs 100-
POKavYeCTBEHHBIM T€UEHUEM C PEIKUM Pa3BUTHEM
reMOJIMHAMUYECKN 3HAUYNMBbIX Mapokcu3moB JKT.
BbipaskeHHOCTh 9KTONMMYECKON aKTUBHOCTH MO-
JKET BapbUPOBATh OT €IMHUYHBIX 9KCTPACUCTOJ B
cytku 1o H/KT. B aroii rpynmne nmanuenTos onpe-
JIeJIEeHHO He TPOCJIeKUBAeTCs CKJIOHHOCTh K TeH-
JepHOi akmeHTyamnun. /{e6roT apuT™Mu OOBIYHO
MIPOMCXOUT B Bo3pacTe 710 35 jet [401].

Dacyuxynapnas 1e60%xceay0ouxosas

maxuxapous

B rpynne @T npeobiagaor HamMeHThl MysK-
CKOTO 110J1a, 1e6I0T 3a00JIeBaHusI OOBIYHO ITPUXO-
JIUTCST Ha BO3PACT JI0 25 JIeT.

KnvHnueckuMu TpOSIBJICHUSIMA JTAHHOTO Ba-
pHMaHTa apUTMUUN SIBJISIIOTCST CTaOUJIbHbIE TTPHCTY-
bl yeroiruuoit JKT, kak mpaBuio, mpoTtekaonme

C MUHUMQJbHOU TeMOJUHAMUYECKON 3Hayu-
MOCTBIO, JIETKO KyIUPYIOIecss BHYTPUBEHHBIM
BBe/IeHNEM HU30MTHHA. Y OOJBITHHCTBA MallUeH-
TOB B MEKITPHUCTYITHOM TTE€PUOJIe HAOTIONAETCS OT-
CYTCTBHE IKTOIMYECKOW >KETyMTOUYKOBON aKTUB-
noctu. lenernyeckue nerepmunanTsl DT He u3zy-
yeHbl. [[pu oTcyTCcTBUM JledeHNsT U HETTPEPhIBHO-
permanBupytomieit popme Teuenns KT onmcanbr
Cy4au MCX0/Ia B ApUTMOTEHHYIO KapANOIaThIo, C
XOPOIIUM BoccTaHoBIeHeM pasmepos u @B JIJK
npu ycrpaneruu KT [4].

Crpartuduxamnusa pucka

B rabmumax VII.13.1-VIL.13.5 upexacrasien
asnroputm ctpatuduranuu pucka BCC y namuen-
ToB ¢ KA CTPyTypHO HOPMAJILHOTO CEPLIA.

OO6uine TPU3HAKOB, BKJIIOYEHHBIX B aHAJIH3,
00YCJIOBJIEHO CJIOKHOCTBIO BBISIBJIEHUST W HEOYe-
BupiHOCTHIO prucka BCC y mammeHToB cO CTPYK-
TYPHO HOPMaJbHBIM MHOKapaoM. Kpome Toro,
JKA cTpyKTYpHO HOPMaJIBHOTO CEP/IIIa BO MHOTOM
MOTYT ObITh 0OYCJIOBJIEHBI ellé He M3YYEeHHOIT Te-
HETUYECKU JIeTePMUHUPOBAHHON MTAaTOJIOTHEN, (he-
HOTUTTUYECKUMU TPOSIBICHUSAMHI KOTOPOU MOTYT
ObITh TaK Ha3bIBaeMble <HeCHelupuIecKne» ns3-
Menenud Ha IKI Tpansutoproro xapakrepa. [Ipu
uanonarudeckux JKA cieayer 6bITh HACTOPOKEH-
HBIM B OTHONeHWU panHux craauii AJIIIJK n
APUTMOTeHHOI0 BapraHTa JIATEHTHOTO MUOKaP/U-
Ta; AuddepeHIuaIbHblil 1MarHo3 Mexk/Iy 3TUMU
JBYMsI HO30JI0TUYeCKUMU (hopMaMu GbIBaeT Kpaii-
He 3aTPyIHUTETbHBIM Oe3 TIPOBe/IeHNUsT TeHeTHYeC-
KOTO UCCJIe/IOBAaHUS.

Pexomenmaiuu no npodunakruke BCC

Knacc 1

1. PYA nokasana maiuentam 6e3 CTpyKTypPHOI
MATOJIOTUN Cepjilla ¢ MapOKCU3MaTIbHON WM He-
npepoiBHO-pertuauBupytomein KT uz BTIIK/
BTJIK (ocunoBuoti aktop pucka BCC) mipu pe-
3UCTEHTHOCTH, HEIIEPEHOCUMOCTU WJIM OTKa3e OT
nposesieansi AAT (B).

2. PYA nokasana BceM TIallueHTaM C JIEBOKEITy-
NOUKOBO#I (hactmkyisiproit Taxukapaueit (O T)(A).

3. [Ipocbunaktuyeckas AAT mokaszana maru-
€HTaM CO CTPYKTYPHO HOPMAJIbHBIM CEpJIIIeM TTpU
onpezessseMoil Tpasanuu apuTMuu 1o Lown BbI-
e I1Tb (ocHosHoi daxrop pucka BCC) (C).

4. 1Ipn BBISBIEHUM <«MUHUMAJIbHBIX H3MeHe-
nuity 11K /JIJK, yknaapiBaonmxcsa B paMKy apuT-
MOTEHHOTO BapUaHTa JIATeHTHOTO MUOKAp/INTa, KaK
MIPUYMHBI BO3HUKHOBeHU YKA (0OCHOBHOI (haKTOP
pucka BCC), mokazaHo nmatoreHeTu4ecKoe 1 3THO-
TPOITHOE JiedeH e OCHOBHOTO 3a00/I€BaHIsI BHE 3a-
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BUCUMOCTH OT jisintesibHocT anamHesa (C).

5. Ilpu BBISIBJIEHUH <«MUHUMAJIbHBIX H3MEHe-
Huity 117K (pexxe — JIJK), He ykimaapiBaiommnxcs B
paMKH JIATEHTHOTO MHWOKApANUTa, KaK TPUYUHbBI
BosHukHOoBeHus1 JKA (ocHoBHOII (akTOp pHCcKa
BCC), nokazaHo reHeTHyecKoe TeCTUPOBAHUE
11 uckmouenns geodrora ATTIK.

6. Mmmmanranmusgs MK/l moxasamna marmenTam
6e3 cTPYKTYypHOI marosoruu cepamna ¢ ;KA, nepe-
sxuBiuM BCC (ocnosnoit dakrop pucka BCC)
6e3 TPOBOIUPYIONUX 0OpaTUMbIX ipudnH. (B).

7. Nvmmumantanus MK]l moxasana marpeHTam
6€e3 CTPYKTYPHOIl 11aTOJOIMK Cepjilla ¢ YCTOUYu-
Boii JKT (ocHoBHoIi hakTop prcka BCC), Tpebdy-
IOIIeil JIJIsT KYIMUPOBaHUS MEIMKAMEHTO3HON WU
AJIEKTPUYECKON KapAMOBEPCHH, TIPU OTCYTCTBUU

apdexra ot npodunakruyeckoii AAT u Head-
dextusnoctu PHYA (C).

Kanacc Ila

1. PYA nokasana maieHTaM 6€3 CTPYKTYPHOI
MATOJIOTUN CeP/IIla C YCTOMYMBON WA HETTPEPBIBHO
permauBupytomieit KT (ocHoBHOI hakTOp prcka
BCC). PUA B aTHX ciy4asix pacCMaTpUBAeTCsT Kak
amsrepHaTBa AAT Tpu mpexamouTeHnn MaryeH-
TOM MHTepBeHIMoHHOTO BHjia Jederus (C).

2. Tlpopunakruueckass AAT Gera-6okaropa-
MU WJIH COTQJOJIOM TOKa3aHa MaireHTam Oe3
CTPYKTYPHOI TATOJIOTUH Cep/lia IpU olpejieisie-
moii rpaganun JKA o Lown sbire ITb (ocHoBHOI
aktop pucka BCC), npoBonupyiornieiicst ¢hpusn-
YeCKOW HaTpy3KOi U peructpupyiornieiicst mpu XM
npeuMyIiecTBeHHo B HeBHOE Bpemst (C).

Tabnuya VI1.13.1

Kiaunnuyeckue manupie

1. Dnmu3on BCC B aHamHe3e

Ha

Her

O6cyxnath umruiantauuo MKJT

CM. MYHKT 2

2. T'onoBoKpyXeHUsI, CUHKOIaJIbHble cocTostHUSI Ha (poHe KT

Ja

Her

O6cyxnath Bo3MoxHocTb DDU, PYHA

CM. IIyHKT 3

3. Opplilika npu Gusnueckux Harpyskax Ha ¢oHe KA

Ha

Her

Oocyxnatb AAT unu 9O u PYA

CM. MYHKT 4

4. Mupykuust KT v yBennueHne kKojaudectBa 2KOC Ha doHe (pu3nuecKoil Harpy3ku Ui B

BOCCTAaHOBUTECIIbHOM IIEPUOAC

Ha

Her

AAT B-610KaTopaMu,/ COTaJIOIOM,;

OO0cyxaath Bo3MoxHocTh DDU, PUA

CM. IIYHKT 5

5. BDddekT oT npoBOAUMOK

aHTUAPUTMUUYECKON Teparnuu

Ha

Hert

JwvHamuueckoe HaOJIOAeHNE KapIruoI0roM

CM. pEKOMECHIalINHN
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Tabnuuya VI1.13.2

AHamMHecTHY€ecKHe (B T.4. ceMeiiHble) JaHHbIe

1. CuHKOMaJbHbBIE COCTOSTHUS HEM3BECTHOIM STHOJIOTUM B aHAMHE3

Ja

Her

Oocyxnath npoBeaeHe DDOU

CM. TIIYHKT 2

2. CuHKOMAJIbHBIE COCTOSHUS Y pPOOCTBEHHMKOB

Jla

Her

['eHeTHUecKast KOHCYJIbTallus, KapZ[HOJTOFI/I‘ICCKI/IVI

CKPUMHHMHI KPOBHBIX POACTBCHHUKOB, B T.4Y. neren

CM. IIyHKT 3

3. JlaHHbIE O HAJIMYMM XKEJIyTOUYKOBOU apUTMUU Y POACTBEHHUKOB

Ja

Her

I'enernyeckas KOHCYyJIbTallusi, KapHI/IOJIOI‘I/I‘{CCKI/Iﬁ

CKPUHUHI KPOBHBIX POJCTBEHHUKOB, B T.4. ACTEH

CM. MYHKT 4

4. Peammzanus ImpoapUTMUIECKUX M/ I apUTMOTEHHBIX 3(h(PeKTOB JIeKapCTBEHHBIX MPErapaToB

Jla

Her

Koppexkus AAT, obecyxnate DDOU
IeHeTHUECKAasT KOHCY/IbTALIVS

CM. PCKOMCHIOAIIUN

3. [Tpodumaxtuyeckas AAT npemaparamu 1C
KJlacca IMOKa3aHa MarreHTaM 0e3 CTPYKTYpPHOH
MATOJIOTUU CeP/IIla TIPU OIpe/esIsieMOii Tpalaliuu
KA 1o Lown sbime ITb (ocHoBHOIT dakTop prc-
ka BCC), BozHukawoieii Ha (oHE CHUHYCOBOW
OpasvKapanu, MoAaBJsIonieiics (GU3nIecKon
Harpys3Koii u perucrpupyionieiics mpu XM npeun-
MyIecTBeHHO B HOuHOe BpeMmst (C).

4. Tlposenerne IunoIDU 11esecoobpasHo y
nanuentoB ¢ KA 06e3 CTPyKTYpHOI MaToOJOrUn
cep/ia ¢ kajmobaMu Ha cep/iebueHune, aTmu30/bl
TOJIOBOKPY’KEHUS W CUHKOTATbHBIE COCTOSHUS,
ecIM B KayecTBe TPUYUHBI WX BO3HUKHOBEHUS
npeanosaraercss KT (ocHoBHOU hakTOp pucKa
BCC) (B).

Kanacc ITb

1. PYA nokasana naiuentam 6e3 CTpyKTypPHOI
MaTOJIOTUU CePIla ¢ YCTOWYNBOM MOHOMOP(HOM
/KA us BTIIK/BTJIJK, npu onpenenseMoii rpa-
manuu aput™Mun 110 Lown Bbitre I1Ib (ocHoBHOI
dakrop pucka BCC). PUA B aTux ciaydyagx pac-

cMaTpuBaeTcst Kak aimbrepHaruBa AAT mipu mipes-
MOYTEHUU TAIMEHTOM WHTEPBEHIIMOHHOTO BUA
sedenus (C).

2. BciomoratenbHasg mpoduirakTudeckas Te-
panusi OMaKOpPOM PEKOMEHYeTCs TalueHTaM C
KA (ocHoBHoil (pakrop pucka BCC) 6e3 cTpyk-
TypHOI matosiornu cepana (C).

Kanacc 11T

1. lIpocpunakruyeckass AAT He mokazaHa ma-
1ueHTaM 0e3 CTPYKTYPHOW MaTOJIOTUU Cepjla
npu onpenesnsieMoii rpagarun KA mo Lown Hinke
ITa (C).

2. llpopunaxrrueckas AAT ne mokaszana ma-
IreHTaM 0e3 CTPYKTYPHOU ITATOJIOTHH CEPIa ¢
nebiotom KA (nuMTeNbHOCTh apPUTMUYECKOTO
aHamMHe3a He nipeBbiinaet 2 MecsieB) (C).

3. PYA ne nokasana naiuentam 6e3 CTPyKTYp-
HOH TIATOJIOTHU CeP/IIla ¢ YCTOWYNUBOM MOHOMOP(-
noit JKA u3 BTIIK/BTJIJK nmpu onpenensemoii
rpaganuu aputmun mo Lown aike IIb (C).

4. PYA He nokaszana maiueHtam 6e3 CTpyKTyp-
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Tabnuuya VI1.13.3.

Hannbie KT 1 X0ITEpOBCKOTr0O MOHUTOPHPOBAHUS

1. CrabmibHble TTapokcu3Mbl KT

Ha

Het

Oo6cyxnate DOU,
PYA (nipu HeadbdextuBHocTH —UK]I)

CM. MYHKT 4

2. JmurenpHocth uukiaa KT menee 360 mc

Ha

Her

O6cyxnate DDPU Ha npeamet nHayKIunu OXK
(3a uckmouernuem OT).
Ecin @K He mHIyLMpyeTcs — CM. 1. 1

CM. MYyHKT 1

3. lluprHa 3KTOIUUYECKOTO KOMII

nekca QRS mipu KT 6osee 160 mc

Ha

Her

O6cyxnate DDU Ha mpeaMeT MHAYKIIUU
nonumopdHoit KT/DXK (3a uckmouenuem KT u3
MPOEKILUU MPABOro/HEKOPOHAPHOTO CUHYCOB
BanbcanbBel aopthl 13 BTJIK)

CM. MyHKT 1

4. I'papanus 2KA no Lown IIb u Bbllie

Ha

Her

IMonbop AAT, obcyxnate DO, PUA

CM. IIyHKT 5

5. BrisBineHue TTO3JHUX MOTCHUMAJIOB KCJIYJOYKOB

Ha

Her

OO0cyxaaTh TIPOBEACHNE HATPY30UHBIX TTpo6, DDA

CM. IIyHKT 6

6. TpansutopHoe n3MeHeHue umnTeabHOoCTH QT 3a

Ipeacjibl HOpMaTUBHbBIX 3HAYEHUI T10 JAHHBIM XM

Ha Her
AHann3 npuHumMaeMmbix AAIT;
CM. IIyHKT 7
reHeTUYeCKoe KOHCYIbTUPOBAHUE
7. Hucnepcust unrepBaia QT Gonee 100 mc
Ha Her
OO0cyXaaTh IIPOBEACHNE HATPY30UYHBIX ITpo6, DDU CM. TIyHKT 8
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Tabnuya VI1.13.3.
(npodomkeHue)

HMannbie KT 1 X0ITEpOBCKOTO MOHUTOPUPOBAHHUS

8. Hanuune eBoaHbl Ha DKI', B T.4. TpaH3UTOPHOIA, 1O JaHHBIM XM

Ha Hert
l'eHeTUecKoe KOHCYIbTMPOBAHUE HA MPEAMET
ne6rora AJTTK CM. IYHKT 9

9. Hanuuwe j-BoaHbl Ha DKI', B T.4. TpaH3UTOPHOI, MO JaHHBIM XM

Ha

Her

T'eHeTHuecKoe KOHCYJIbTUPOBAHWE

cM. myHKT 10

10. Hanuuue «3a3yopun» Ha R - 3y61ie skronuyeckoro QRS

Ja

Her

OO6cyXIaTh TTpoBeIeHNe HATPY30YHbBIX 1Tpoo, DDU
(ripu aputMmuu Bbie [Ibrpagamyu mo Lown)

cM. myHKT 11

11. BoisiBeHME MUKPOBOJIBTHOU ajibTepHalMy 3youa T nmo gjaHHbIM XM

Ha

Her

OO6CcyXmaTh TPOBeAeHNE HATPY30YHEBIX TIpo0, DDPU

CM. MYHKT 12

12. Ipexonsiume HapylieHus: ipoBoaumoctu (AB, B2K)

Ja

Her

OO0cyxaaTh IPOBEACHNE HArpy30uHbIX TTpod, DDU;
MMMYHOJIOTUYECKOE MCCIIeIOBaHNUE Ha JIAaTCeHTHBIIM
MMOKAPIUT

CM. MYyHKT 13

13. IMonurtonueie KA rpanauuu I1b u BbIile 110 Lown

Ha

Her

OO0cyXnaTh MpoBeIeHNEe HAarpy30uHbIX 1Tpob, DDU;
MMMYHOJIOTMUECKOE MCCIIeOBaHNe Ha JJATeHTHBIN
MMOKAapINT

CM. MyHKT 14

14. CoyeraHue NpencepaHbIX U KeJTyT0UKOBBIX apUTMUI

Ha Her
MmMMmyHoOJIOrMYecKoe McciiefoBaHe Ha JIATEHTHBIN JIMHAMHYECKOE HAGIOEHHE KADIHOIOrOM
MUOKApIUT
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HOU naTosioruu cepna ¢ gedrorom KA (miuresnb-
HOCTb APUTMUYECKOTO aHaMHe3a He TIpeBbInaet 6
mecaien) (C).

5. PUA e nokazana mamueHTam ¢ BbISIBJIEHHbI-
MU <«MUHUMaJIbHbIMU u3MeHeHusamu 1K /JI7Ks,
VKJIQ/IBIBAIOTIIUMUCS B PAMKU apUTMOTEHHOTO Ba-
pHaHTa JIATEHTHOTO MUOKAP/NTA, /10 3aBEPIIeHUS
MIPOBEJICHUSI TIATOTEHETUYECKON W 3TUOTPOITHOM
Tepary OCHOBHOTO 3a00JIeBAHMSL.

VIL.13.B. Crpatudukanus pucka u npodu-
naktuka BCC y nanyueHToB ¢ 9J1eKTPOJIUTHBIMU
HapyUIeHHSIMH

Kimnnyeckn 3HauMMble HAPYIIECHUS 9JIEKTPO-
JIMTHOTO OasiaHca MOTYT TIPUBOJUTH K KI3HEYTPO-
JKAIONUM HapyIIeHUsIM PUTMa U TPOBOJUMOCTH
IIPU CTPYKTYPHO HOPMAJIbHOM MHUOKap/Ie.

Haubosree gacTo BeTpevaomnecs: B KINHUYEC-
KOl TIPAaKTUKE CUTYaIlMy Pa3BUTHUS 3JEKTPOJUT-
HBIX HapYIIEHU CJIeyolue:

1. IlpumeneHne MOYETOHHBIX TMpEMapaToOB
(TIpesk/ie BCero — THa3WIHbIX IUYPETUKOB).

2. VIHTOKCHUKAITUS CePAETHBIMU TITMKO3UAMH.

3. Octpag u XpoHUUecKast moYevyHasi HeJ[oCcTa-
TOYHOCTb, B T.4. XDOHUYECKUI TeMOINAIN3.

4. [loctniepysnonnbie 37€KTPOIUTHBIE HAPY-
IIeHUsI, HETIOCPE/ICTBEHHO CBA3aHHBIE C TIPOBe/ie-
HIEM UCKYCCTBEHHOTO KPOBOOOPAIIEHNSI.

5. MaccuBnbie reMoTpancdys3uu.

6. XpoHnueckre WHTOKCUKAIUH: AJTKOTOJb-
Hasg/HapKOTUYeCcKast 3aBUCUMOCTb.

7. Tononanue u aHOpeKCUsl.

[Tpuunnoit BCC B aTtux ciy4asix MOTYT OBITH
cJemytole HapyeHus:

1. Tunokamemus. [IprMeHeHe MOYETOHHBIX
npenaparos, ocyaoxkuenne MK, remonuionus, ru-
MIePUHCYIMHEMUS, bIXaTeIbHbII 1 MeTabo Iyec-
KU aJKajio3, aKTUBAllUsl PEHUH-aHTUOTEH3MH-
AJIbJIOCTEPOHOBOI CUCTEMBI 1 ITPOY.

Ocnodcnenus: ipeficep/iHble U JKeJTy/I0YKOBBIE
APUTMUMN.

2. Tunepkamuemus. Kpome ciiygaeB moyed-
HOHM HEIOCTaTOYHOCTH, YPOBEHb KaIWs B KPOBU
MOKET MOBBIIIATHCS TPU METabOJUYECKOM allu-
J103€, TEMOJIN3€e U TeMOTJIOONHYPHUU Ha MTOYBE TIep-
(y3mOHHOTO TOBPEKIEHUS KPOBH, MPU T€MOTO-
pakce, MAaCCUBHBIX TeMOTPaHC(Y3UIX, BBEICHUN
KaJIMIICOIEePIKAIMX MPErnaparoB B OGOJBIIUX J0-
3ax, Hapumep Ipu GOJIOCHOM ObICTPOM BBejle-
Huu 6ostee 10 mute E/] kanueBoil cosu MeHUINII-
JINHA U IIPOY.

Ocnoxcrenusi: GJOKAIbI TPOBEIECHUST DJIEKTPHU-

YeCKOT0 UMITYJIbCa, OCTAHOBKA CEPJIla B CUCTOJTY.

3. lmmomarnuemus. [Ipumenenue auypern-
KOB, TepeuBaHre OOJIbITNX KOJMYECTB IUTPAT-
HOIl KPOBW, MCKYCCTBEHHOE KPOBOOOpAIlEeHNE,
KapAuoTOKcuuecKuit apeKT asipeHaInHa u mpou.

Ocnosxcnenus: ipu eunnTe Marnuss Kapuo-
MUOLUTHI B M30bITKE TEPSIOT KaJIMii, KOTOPBI 3a-
MeNAeTCs HATPUEM U BOMOH. JTOT MPOIECC MOH-
HOro AucbajaHca CylIeCTBEHHO ycyryOJiser uiie-
MUYECKHe MTOBPEXKICHUS KapAMOMHUOIINTOB, a
MHOIZa ¥ caM 110 cebe IpeloIpenessieT cepaed-
HbIil apecT Ha Gone KT Tumna «nupysts.

4. Tunepmarauemusi. OcTpad MmovyeyHast Hejoc-
TaTOYHOCTD C aHypUeEil, M3OBITOYHOE MapeHTepalb-
HOe BBeJIEHUE TIPENapaToB MarHus B OPTaHU3M.

Ocnojxcnenusi: paccTpoiicTBa TIPeCEepPaHO-Ke-
JIYTOYKOBOM TPOBOIMMOCTH, TIPU KOHIIEHTPAIuu
Maruus B miasme 10 2,5-3,0 mmoabxar”. Ipu xon-
nenTpanun 3,5-4,0 MMospxa! HacTymaer riay6o-
KOe yTHeTEeHUE TeHTPATbHON HEPBHOW CUCTEMBI —
TaK HAa3bIBAEMbIN «MarHe3UaJTbHBIT HAPKO3».

5. lunepkanpuuemusi. Tuasuanbie aUypeTu-
KM, 3JI0Ka4eCTBEeHHbIe HOBOOOpPa3OBaHMsI, Iperia-
paTel IUTHA, HPEOXPOMOITMTOMA, IHTOKPUHHAS T1a-
TOJIOTHSI.

Ocnosxcnenus: KeyJOuKOBble apUTMUH, HApPY-
HIeHUS TTPOBOIUMOCTH.

6. TumokanpiuemMuss. XpPOHUIECKUN HEKOM-
MEHCUPOBAHHBIN AJTKOJI03 TIPU PA3TMYHBIX MHTOK-
CUIKAITVMSIX, SHOKPUHHAS TTATOJIOTHs, TUIOATbOY-
MUHEMUS, TUTIOMaraueMust U poY.

Ocnoxcnenus: ynmuaeane natepsana QT, KT
o Tuy torsades de pointes.

Pexomenaanuu no npodpuinakruke BCC

Knacc 1

1. [IpumeHeHre TpemapaToB coJjiell Kanud u
MarHus OMpaB/laHO TIPU JIeUeHUU U JJIsT Tpodu-
gaktuku JKA y manueHToB pu ipuemMe TUasujl-
HbIX InypeTukoB (B).

2. [IpumeHenre mpemnapaToB coOJed Kanusd u
MarHus ONPaBIAHO TIPU JIEYEHUH U /7T TPoUIaK-
TukK KA y nmanuenTosB 1ocie onepanuii ¢ UCKyc-
crBenHbIM KpoBoobpamierrem (KIII u mpoud.) (B).

Knacc Ila

1. Y manuenToB ¢ Bepu@uinpoBaHHBIMH YTPO-
JKAIOMMMU KU3HUu JKA M CTPYKTYpHO HOPMaJIb-
HBIM Cep/IEeM I11eJ1ecO00pasHO MOAJAEePKUBATH
YPOBEHDb KaJiisg ChIBOPOTKM KPOBU B JIMAIIa30HE
4,5-5,5 mmouin /71 (C).

2. IIpuMenenne IpernapaToB cOJIell Kaaus U
MarHus OMpaB/laHO TIPU JIeUeHUU U JIJIsT Tpodu-
Jaktuku KA y marnumeHToOB MPU WHTOKCUKAIUU
cepiedabiMu rko3uamu (B).
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Tabnuya VII.13.4.
IZI.':IHHI»I(% HUHCTPYMEHTAJbHBIX METOJO0B UCCJIE€NOBAHUSA

1. MPT: 30HBI (pUOpO3a/MCTOHUYECHUS B MUOKApPAE XKEJTYIOUKOB cepiia

Jla Her

Hudd. nnarno3 mexay aedrotom AITTK

CM. IIyHKT 2
U JATeHTHBIM MUOKapAUTOM

2. MPT: 30HBI XXUPOBBIX BKIIIOUEHUI WHTPAMHOKAPINAIHHO

Jla Her

I'eHeTyecKkoe uccienoBaHUe s

CM. MYHKT 3
uckiatoueHus/Bepuduxkanuu AJJTTK

3. MPT: 30HBI XUPOBbIX BKJIIOUEHUI 3MUKaApAUATbHO

Ha Her

I/IMMYHOHOFI/ILIGCKOG UCCJIEIOBAHUE HA JIATEHTHbINA

CM. IIyHKT 4
MUOKapAUT

4. MPT: HakoIUleHMe KOHTpacTa MHTpaMMOKapaAUalbHO B paHHIOW a3y

Jla Her

I/IMMYHOJ'IOFI/ILICCKOG UCCJIEIOBAHUE HA JIATEHTHbBINA

CM. IIyHKT 5
MMOKAapIUT

5. MTP: HakomieHue KOHTpacTa MUHTpaMUOKapAualIbHO B OTCPOUYEHHYIO (ha3y

Ha Her

Hudd. nnarno3 mexmy aedotom AJTTZK

CM. TIYHKT 6
1 JaTeHTHBIM MUOKapIUTOM

6. MPT: pacumpenue BTITXK/ BTJI2K

Jla Her

Hudd. nnarno3 mexny aedotom AITTK

CM. MYHKT 7
U JaTeHTHBIM MUOKapIUTOM

7. CumHTurpadusi: 30HbI MO3auuHOU runonepdy3uu Muokapaa JIZK

Jla Her

I/IMMYHOJIOF MYECKOE MCCIEA0BAHNE HA JATEHTHBIN

JuHaMuyeckoe HaOJIoAeHUEe KapaUOJI0rOM
MUOKapAuT
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Tabnuua VI1.13.5.

annbie sugokapauanspaoro IMU

1. Munykuua @2K Ha (oHe cTaHIAPTH3UPOBAHHOTO MPOTOKOJIA CTHMYJISAIMH JKeJIyT09KO

Ja

Her

Oocyxnats MK]/I

CM. ITYHKT 2

2. Nuayknusa nommopdHoi 2KT Ha (doHe cTaHAaApPTHOI MPOrpaMMUPOBAHHON CTHMYJISLAM

Ha

Her

Oo6cyxnate UK]I

CM. IIyHKT 3

3. VHaykuus MoHOMOp(hHOIT BbICOKOYACTOTHOM remoauHaMudeckn 3Haunmoii 2KT Ha ¢one

CTAHJAPTHON NMPOrpaMMHMPOBAHHOM CTUMYJIALMKA

Ha

Her

Oo6cyxnate PYA /UK

O6cyxnate PUA/AAT

Knacc ITb

1. IlpumeHenne mpenapaTtoB coJieli Kajius u
MarHus OMpPaB/laHO TPU JIeYeHUN U [ Tpodhu-
gaktuku JKA y MarueHToB co CTPYKTYPHO HOP-
MaJIbHBIM MUOKAP/IOM TIPU OCTPBIX W XPOHUYEC-
KUX aJKOTOJbHBIX ¥ HAPKOTUYECKUX MHTOKCUKA-
mustx, anopekcuu (C).

Knacc 11T

1. [lpumenenne mpenapaToB cojell Kaaus ¥
Maraus He TTOKa3aHo TalieHTaM ¢ OCTPON 1 Xpo-
HUYECKOH TIouevHoi HepoctaTounocthio (B).

VII.14. Ceass BCC ¢ pusnueckumu pax-
TOPaMHU U TOKCUYHBIMHU BellleCTBAMH

VIIL.14.A. Rypenue u BCC

Kypenue orserctBenno 3a 30% Bcex JieTasb-
HBIX UCXO0JI0B, cBsidanHbIX ¢ UBC, ogHako B mmaHe
npexaynpesxaenus BCC oHo sBisieTcss caMmocTos-
TeJTBHBIM (DAaKTOPOM pUCKa BHE 3aBUCUMOCTH OT
Hammung wim otcyTersust IBC kak ocHoBHOTO
3aboseBanust [46, 59, 402]. AkTuBanust CUMITATH-
YecKOW HEPBHON CHUCTEMBbI, BbI3BAHHAS HUKOTH-
HOM, MOJKET CHIKaTh BapuabesJbHOCTh PUTMA
cep/illa ¥ TOBBINIATH BEPOSITHOCTh BO3HUKHOBE-
nust JKA u BCC [403-407]. IIpekparenue Kype-
HUs 3HaYUTEbHO cHUKaeT puck BCC.

Pexomenmanuu no crpatudukanuu pucka u
npoduiaaktuke BCC

Knacc 1

1. Kypenue (1maccuBHOE KypeHue) HaCTOSITe b-

HO He PEKOMEH/IyeTCsI BceM Hal[ieHTaM ¢ HaJTnuu-
eM OCHOBHBIX (BepudwuiimpoBanubie KA n/man
npenorspainierHoir BCC) u BTOpocTeneHHBIX
akTopos pucka BCC (B).

2. [lpuctpactie K KypeHUIO IOJIKHO BBISIC-
HATBCS Yy BCEX MAIMEHTOB C TaKWUM OCHOBHBIM
axropom pucka BCC kak /KA, orpaskaTbcs B Me-
JTUIIMHCKOM JIOKYMEHTAINH, a TTalfieHTaM HeoOX0-
JIMMO HACTOATENBHO PEKOMEH/IOBATH MPOTPAMMBI,
criocobcTByIoIIre pekpaineHunio kyperus (C).

VII.14.B. Jlumaast u BCC

Crarunbl cumzkaior puck passutusg ;KA/BCC
y narmentoB ¢ UbC u nmemuyeckoit kapuona-
THEH, BepOsITHO, 32 CYeT aHTUUIIIEMUYECKOTO, a He
AHTUAPUTMHUYECKOTO apdeKTa. Y MnainueHTos ¢ He-
UIIeMUYECKUM TeHe30M KapJMolaTuil HazHaueHue
CTaTUHOB He IPUBOJAUT K CHMXKEHUIO pHUCKA
KA/BCC [408].

Hecmotps Ha To, uto ipu MBC nmeetcs cBg3b
MEXKIY TOBBIMIEHHBIM PUCKOM BO3HUKHOBEHWS
JKT/BCC u BbICOKMM ypOBHEM O0ILETO XOJIecTe-
pUHA, JUTIONPOTEUIOB OY€Hb HU3KOH TJIOTHOCTH,
JIUTIOTIPOTEU/I0OB HU3KOW TJIOTHOCTH, HUSKUM
YPOBHEM JIUTIONPOTENIOB BBICOKOH IJIOTHOCTU B
COYETaHWH C BBICOKUM YPOBHEM TPUTJIUIIEPUIOB U
arosiurnionporenia B, addexkTuBHOCTL Tepanuu
CTaTMHAMU, B IJIaHE CHUKEHUS PUCKA Pa3BUTUS
HKA/BCC, He 3aBUCUT OT AWHAMUKU JIATTUIOB
[409]. UccaenoBanuii 1o oTieHKe BJAUSHUE CHUKE-
HUS YPOBHS JIMIIU/IOB HA YAaCTOTY BO3HUKHOBEHUS
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BCC B pamkax mepBuYHOU TPOMUITAKTUKA HE
IPOBO/INJINCH. TeM He MeHee, Takoe BJIUSHUE MO-
JKeT ObITh CIIPOTHO3MPOBAHO HA OCHOBAHUU TOTO,
YTO CHUKEHUE YPOBHS JTUTTUIOB COTIPOBOKIAETCS
YMEHbBIIEHNEM OTHOCUTEJIBHOTO PUCKA CMEPTH OT
NBC u ppyrux npuuns Ha 20-40% [49, 410, 411].

Hwusknit yposens [TH/KK u omera-3 unmexc
SBJISAIOTCS HE3aBUCUMBIMU (haKTOpaMu pHCKa
cmeptu ot UBC, 0cobeHHO TI0cIe TIepeHeCeHHOTO
cepaeunoro apecta [412, 413]. B HeckosbKuX nc-
ciefoBaHusx 6bLI0 ToKazano, yto ITHIKK, npeu-
MYIIECTBEHHO B 3JKCIIEPUMEHTATBHBIX MOJIEJISX,
MoryT cauzkaTh yactoty BCC, Bo3M0KHO, 3a cueT
npexaynpexaenust KA [412-415]. ToGaBieHue
I[TH/KK x crangapTHOI Tepaliuu MOKET CHUKATh
BepositHocth BCC y 6ospabix IBC [95, 416].
BwmecTe ¢ Tem, 710 HacTOSIIETO BpeMEHN COXPaHs-
I0TCST PA3HOUTEHUS MEK/TY dKCTIePUMEHTATbHBIMI
1 KIMHTYECKUMU JJAHHBIMHU B OTHOIIIEHWY CHITKE-
nust pucka kak JKA, tak m BCC nipu naznauenun
[THIKK [417].

PexoMeHnmanuu no crpaTuuKanuu pucka u
npopurakruxe BCC

Knacc 1

1. Tepanus cratunamu appekTBHA y TTaIeH-
ToB ¢ UBC nigd yMeHbIlleHUsT PUCKA Pa3BUTHS
KA/BCC (A).

Knacc IIb

1. ITH7KK mnokazanbl namuentaM ¢ MBC, nme-
oM KA, B nobaBiieHne K CTaHIapTHOM Tepa-
nuu (B).

VII.15. Crpatuduramus pucka u npodu-
aaktuka BCC y oTaeabHBIX TPyl HaceJIeHUs

VIIL.15.A. Crpatucdukanus pucka u npodu-
aaktuka BCC y cnoprcMeHoB

[To naHHBIM WTATBAHCKUX HCCIeI0BaTENIEH
[418, 419], vactora BCC y ciopTcMeHOB cocTas-
JIgeT y MYKUYMH My KeHimuH — 2,6 u 1,1 nHa
100 000 crropTcMeHoOB B TO, 9TO B 2,4 pa3a BBIIIIE,
YeM y JIUIT COMTOCTAaBUMOTO BO3PacTa, HO He 3aHU-
MaloNmMxcs cnoptoM perysasgpro. Cpenu ¢paniry-
3ckux criopremenoB caaydan BCC peructpupyiot-
cs etrte vare — 6,5 caydaes Ha 100 000 [420]. /lan-
Hble HartmoHabHOTO pernctpa BCC cnioprcMenos
Mmosiofioro Bozpacta B CIIIA cBuzetembcTBYIOT O
nporpeccuBHoM yBeaudenun BCC B Teuenme
MOCJeIHUX 2,5 AeCSITUIETUI B cpeiHeM Ha 6% B
rox [421]. B nacrosiee Bpemst B Poccuu moo6-
HbI€ CTATUCTUYECKUE OTUYEThI OTCYTCTBYIOT.

Haubosee vacto BCC perucrpupyercst y i,
podeCcCOHATBHO 3aHUMAIONXCsT GyTOOTIOM (OT
30% 110 40% Bcex cyuaeB BCC B criopTe B cTpanax

Esporer u CIIIA). C HECKOIBKO MeHbIIEN Y4acTo-
toit BCC BoigBageTcda B 6ackeTOoJIe, BEJIOTOHKAX U
B KOHTaKTHBIX Bujiax criopra [418, 419]. IIpoce-
JKUBaeTcs oTueTmBag B3anMocBsisb BCC B criopte
C TeHJIePHBIM MpuU3HaKoM — Oosiee 90% ymeprmx
BHE3AITHO CIIOPTCMEHOB — MYy»KunHbI [418, 422].

ITo maHHBIM HEKOTOPBIX MCCJIEJ0OBAHWN, HAW-
6omee yacroit nmpuunuoit BCC cpeant MOIOIBIX
CTIOPTCMEHOB SBJSIETCS TUTIepTpodudeckas Kap-
JTMOMUOTIATHUS, JIOJS1 KOTOPOIl MOMKET TOCTUTATh
28-36% cayuaes [18, 421, 424]. I3 npyrux npu-
yuH BCC BbIIe/III0T pa3inyHble aHOMaJIUKA KOPO-
HapHbIX cocynoB (14-17%), Hanboiee yacThIM Ba-
PUAHTOM W3 KOTOPBIX SIBJSIETCS OTXOXK/EHUe Jie-
BOW KODOHApHOI apTepuu OT IPABOTO CHUHYCA
BasbcanbBor; Muokapantel (okosio 5%), AJITIK
(okoJ10 5%).

Bwmecre ¢ TeM, BBICKa3bIBAIOTCS COMHEHUS B ITpa-
BOMOUHOCTH 1tocTaHoBKH uarHo3a 'KMII Bo Bcex
cIrydasix OOHApysKeHUs HA CEKITUU BBIPAKEHHOU T~
neprpocduu JIK [418, 425, 426]. HekoTopbimMu oTe-
YeCTBEHHBIMU aBTOPAMU IIPEJJIaraeTcss TePMUH
KOMNEHCAMOPHO-2Unepmpopuueckas cmpeccopuas
Kapouomuonamust, OCHOBHBIM OTJIYMEM KOTOPOIi
or TKMII saBisieTcst o6paTHast JUHAMKUKA M3MEHe-
HUil Maccel Muokapaa JIJK mocre npekpatienus
(pusnueckux Harpysok [424]. IIpu aToM 04eBUIHO,
uro Hamure [JIK y criopremena siBiisiercst HebJa-
TONPUATHBIM IIPOTHOCTUYECKUM (DaKTOPOM pa3BU-
s BCC.

[Tporrosuposanne BCC B cmopte sBisercs
Ype3BbIYANHO TPY/IHOH 3a/1aueil, TOCKOIbKY OKOJIO
80% Jnil, ymepiiux BHE3AITHO, He IPeIbsBIISIN
KaKuX-1160 5Kamob HaKaHyHe CMEPTH, a B aHAMHe-
3e y HUX OTcyTcTBoBasiiM ykazanusg Ha BCC y
ponctBeHHNKOB [418]. Tem He MeHee, B HEKOTOPHIX
crpanax EBporner u CIIIA npenokeHo HECKOJIBKO
npotokoJioB it npodunaktukun BCC y crop-
TCMEHOB, BKJIIOUAIONINX B ce0s1 JaHHbIe cOopa Ka-
700, aHaMHe3a, B TOM 4YHCJIe CeMeNHOro, (husu-
KaJIbHOTO 00CJIeI0BaHMs, a TaKKe B HEKOTOPBIX
CTpaHaX — WHCTPYMEHTAJIBHBIX HCCJIEIOBAHUI,
Brutovast KT u/mm Ixo-KI. B Urtanuu BBeje-
HUE TaKOTO MTPOTOKOJIA TIO3BOJINJIO CHU3UTD YaCTO-
Ty BCC y ciopremenos ¢ 1980-x mo 2000-e rosipl B
3,5-5 pas [427, 428].

B 2011 r. B Poccuun omy6imMKoBaHbI HEpBbIe
HanuonanpHble peKkOMeHAAIMU TI0 JIOMYCKY
CIIOPTCMEHOB C OTKJIOHEHUSIMU CO CTOPOHBI Cep-
JIEYHO-COCYIUCTON CHCTEMBI K TPEHUPOBOYHO-CO-
peBHOBaTeIbHOMY Tpoiieccy [355]. B nux npenu-
JlaraeTcsl JABYXOTAINHBIM aJTOPUTM CKPUHUHTA
CTIOPTCMEHA C TeJTBI0 PeneHus BOTIpoca O 0Ty C-
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Ke K 3aHATHAM criopToM: 1) aHain3 JaHHBIX aHaM-
He3a, OCMOTpa W PerucTpaiusl MOBepXHOCTHOMN
IKT B 12 orBeienusix; 2) yriaybieHHOE MEAUITNH-
ckoe obcneoBanue (MU OTSTOIEHHOM CeMeil-
HOM aHaMHe3e, CUMIITOMaX, TaTOJIOTUU TPU OC-
MoTpe nin udmMeHeHusax Ha JKI, He CBSI3BaHHBIX C
TPEHUPOBOYHBIM TIPOIECCOM ).

OtnepHOT0 BHUMAHUS 3aCTyKUBAeT BOTIPOC O
NMPUHATUU PEIIeHUus 1O JOMYCKY K 3aHATHSIM
CIIOPTOM B cJlyvae BbISIBJIEHUS] TOW WM MHOW T1a-
TOJIOTUM CePAEUYHO-COCYAUCTON cuctembl. [lan-
HBII pas/iest BBIXOIUT 32 pAMKH HACTOSIIIETO JIOKY-
MEeHTa, OH MoAPOOHO paccMoTpeH B Harmonasn-
HBIX PEKOMEHAIMSX T10 JOIYCKY CIIOPTCMEHOB C
OTKJIOHEHUSIMU CO CTOPOHBI CEPEYHO-COCY/INC-
TOH cuCTEeMBbI K TPEHHPOBOYHO-COPEBHOBATEIBHO-
My mporieccy [355].

PexoMenpanuu mo crpatuduKanmuu pHCKa
u npopunaktuxke BCC

Knacc 1

1. Ilpu KIUHWUYECKOHN OIleHKEe CIIOPTCMEHOB
cJIe/lyeT TIPOBOUTD TIATEIbHbIN cOOp aHaMHe3a
(BKJIIOYas ceMelHBbIN aHaMHe3 MpesKieBpeMeHHON
cveptu wi BCC), pusnkanbHbIi OCMOTP U peru-
crparuio KT B 12 orBenennsax (C).

2. 1Ipu BbIABJIEHUU y CHOPTCMEHa Cep/ledyHo-
COCYIIMCTBIX 3a00JIEBAHUN CJIE/IyeT PENTUTh BOII-
pPOC O BO3MOXKHOCTU IIPOJIOJIKEHUST 3aHATUSMU
CIIOPTOM, XapakTepe W CTeNneHW (QU3NIeCKOn
narpysku (C).

Knacc Ila

1. IIpu BBISABIEHWN OTATOIIEHHOTO CEMEWHOTO
aHaMHe3a, CUMIITOMOB, MAaTOJOTUH TIPU OCMOTpe
nin udmMeHennsax Ha JKI, e cBsa3aHHBIX ¢ TpeHU-
POBOYHBIM TIPOIECCOM, CJIELYET TIPOBECTH YIIy0-
JIEHHOE MEMIINHCKOEe 00C/Ie0BaHNe, BKIIOYAI0-
mee IXoKT u, mpu HeOOXOAMMOCTH — PSIJ| APYTUX
cnerupundeckux tectoB (crpecc-tect, MPT, amm-
teabHoe MonutopupoBanue IKI, angod DU u

ap.) (C).

VII.15.6. Crpatudukaius pucka u npodu-
gaktTuka BCC y po/JCTBEHHHKOB NAIME€HTOB,
noru6mmx or BCC

Pexomenaanuu no crpatuukanuu pucka
npodunaxkruke BCC

Knacc 1

1. Tenetuyeckoe TecTUpPOBaHUE PEKOMEH/YET-
Cs1 BCeM TallieHTaM ¢ ceMelinbiM anamue3om BCC
(cunppombr LQT, SQT, KIIKT, bpyraga u t.1.)
(B).

2. TirarebHOE MHCTPYMEHTATIbHOE 006CTIe/0-
Banne (IKI, OXO-KI, mabopaTopHble TecThl U

JIp.) PEKOMEH/IyeTcsl BCceM IallMeHTaM C ceMeii-
HbiM aHamue3oM BCC (C).

Onenka BO3MOKHBIX (DAKTOPOB PHUCKA PEKO-
MEHJIY€eTCSI BCEM TalMeHTaM C CeMeiTHbIM aHaMHe-
30M BHE3AITHON CMEPTH C T1€JThIO BBISIBIICHWS JIUTL C
BbicokuM puckom BCC [429]. Bmecte ¢ Tem, miug
kaxoro 3abosesanus (IKMII, cumapom yusm-
Hennoro nntepsana QT, cunapom bpyrama u npy-
TUe) CYIECTBYIOT OTAeTbHBIE TeJieBble (paKTOPbI
crpatuduranum pucka [429-432]. IlpoBenenne
FEHEeTUYECKOTO TECTUPOBAHMSI IETECO00PA3HO Y
MarueHToB ¢ ceMeliHbiM anamuezom BCC [432].

VII.15.B. Crpatudukanus puca u npodu-
paktuka BCC y no:kuiipIx namueHToB
Yacrtora BCC yBesmuuBaeTcst ¢ BO3pacTOM
[429, 430]. /KA saBisioTcs HepeJKUM KJIMHUYEC-
KVM CHUMIITOMOM Yy TIOKUJIBIX JIFO/IEl, 0COOEHHO
MIPU HAJWYUU CTPYKTYPHOU MATOJIOTUM CepiIia
[433-435]. KA MOTYT SBISATHCS TIPEABECTHUKAMM
necrabunuzanuu MBC u BCC [436, 438].
[Tpodunakruka BCC y manmeHToOB TOXKUIOTO
Bo3pacta ¢ KA IpUHIUITHATBHO He OTJINYAETCS OT
PEKOMEH/IOBAHHBIX BbIIIIE TTOAXO/M0B. /151 tevenust
KA y noxumbix s, ocobento ¢ MBC, pekomeH-
JLyeTCst UCTI0JIb30BaTh GeTa-0JI0KATOPBI, TIPH OTCYT-
CTBMM TIPOTMBOIOKA3aHWi K ux mpuemy. OpHako,
HECMOTPST Ha JI0Ka3aHHYI0 9(p(HEKTUBHOCTb B OTHO-
IIIEHUY CHIDKEHUST CMEPTHOCTH OT BCEX MPUYUH U
BCC, uzosmpoBaHHOe UX IIPUMEHEHNE MOKET OBbITh
HEIOCTATOYHBIM Y TIOXKUIIBIX Jifosielt. [Ipu neuenvm
JKUsHeyrposkatomux KA mpeanoyTuTesbHoN ABJIs-
ercst KoMOMHAIMsI OeTa-0I0KaTOPOB ¢ aMUOAPO-
HOM WJI MOHOTEPAs aMIOIaPOHOM, B CJTydae He-
nepeHocumMoctu Oera-610katopos [29, 437].
Heckobko panoMU3MpOBaHHBIX TIPOCIIEKTHB-
HBIX MCCJIE/IOBAHUI TTPOJAEMOHCTPUPOBAIN dhheK-
tuBHOoCcT, MK/[ B OTHOIIEHUN TIEPBUYHON M BTO-
puunoii poduinaktukn BCC y narueHTos, crpa-
natorux BC, o cpaBuenuio ¢ AAT Bo Bcex BO3-
pacTHBIX rpymmax [25-27, 31-34]. Bee atu uccreno-
BaHUS BKJIOYAIN 3HAYUTEIBHOE YHICJIO TTAITNEHTOB
B Bo3pacte crapiie 63 JeT. Psij akcriepuMeHTasb-
HBIX WCCJIEIOBAaHUI CBUIETETBCTBYET O TOM, UTO
WHBA3WBHBIE METO/IbI JICUCHNST TTAITMEeHTOB C YTIPO-
xKatomuMmu ku3Hn JKA oxnHakoBO 3(hdEeKTUBHBI
KaK B TIOJKUJIOM, TaK ¥ B MOJIOZIOM Bo3dpacre [439-
441]. ITarmeHTsl CTAPUECKOTO BO3PACTa, MMEIOITHe
MHO’KECTBEHHYIO COITYTCTBYIOIIYIO IaTOJIOTHIO U
OrpaHUYEHHYIO MTPOTHO3UPYEMYIO TTPOIOJIKUTE -
HOCTb JKU3HU, MOTYT He TTO/IXOJNTh B KAYeCTBE KaH-
munatoB s MK/I-teparuun, naske eciv OHU yI0B-
JIETBOPSTIOT KPUTEPUSIM JIJIsI €€ TIPOBEICHMS.
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PexomMenmanuu no crpatuduKaliui pucka u
npoduiaaktuke BCC

Knacc 1

1. Ioxwubie manueHTs! ¢ JKA TOJIKHBI JIEYUTH-
Cs1, KaK MTPaBUJIO, TaK Ke, KakK 1 OOJIbHBIE MOJIOIOTO
BO3pacta. JTO TMOApa3yMeBaeT, YTo CTpartuduka-
1mg pucka u npodumaktuka BCC y monibix ma-
IIUEHTOB OCYIIECTBIIAETCS HA OCHOBAaHUY BBISIBIIE-
HUS OCHOBHBIX U BTOPOCTENEHHBIX (haKTOPOB PHC-
ka. IIposenenne npodunaktuku BCC BKouaeT, B
toM uuciae, nMmimtanranuio MK/ u OKC namuen-
TaM, KOTOPbIE TMOJIyYalOT JJIUTENbHYIO ONTUMAJIb-
HYIO JIEKAPCTBEHHYIO TEPAITNIO, C XOPOIIMM (hyHK-
IUOHAJIBHBIM CTaTycOM™ U GJIArOIPUSATHBIM IIPOT-
HO30M BBIKMBAaEMOCTH B TeyeHue roza u bosee (C)

2. losupoBku u mogbop 103 AAIl MoJKHBI
OBITh CKOPPEKTUPOBAHBI C YYETOM M3MEHEHHO
apMaKOKMHETUKY Y MOKMIIBIX artueHToB (C).

Knacc 11T

1. [IpoBenenne NK/[-Tepanvu y maiieHToB C
MTPOTHO3UPYEMOI TIPOAOIKUTETHHOCTBIO KU3HU
MeHee Tojia BCJIeJICTBIE OCHOBHBIX U COITyTCTBYIO-
mux 3aboseBanuii Heresecoobpasto (C).

2. AATI T xyracca He OJDKHBI HA3HAYATHCS T10-
JKUJIBIM TAlleHTaM ¢ OpraHn4YecKrMHU 3a00JeBa-
Husimu cepiiia (A).

VIII. SARJIIOYEHUE

B Poccum miposioskaeT octaBaTthesl aKTyallb-
HOH TIpo6JIeMa CMEPTHOCTH OT CEPEYHO-COCY [IHC-
TBIX 3200 1eBaHuil. I[Ipy 9TOM, Ha /10JI10 BHE3AITHOI
Cep/IeYHON CMEePTH TTPUXOIUTCI OKOJIO TIOJIOBUHBI
BCEX JIETATTHHBIX UCXO/OB.

Peanmuzanus ciienapus BCC npoucxoant B pe-
3yJbTaTe Pa3BUTUS OCTPOIl JIEBOXKETYIOYKOBOM
HEJI0OCTAaTOYHOCTH Ha (DOHE 37I0KAYECTBEHHBIX JKe-
JIYZIOYKOBBIX apuUTMUM, MaHudecTarusd KOTOPHIX
COTIPOBOJK/IAETCS HAPYIIEHUSIMU KaK CUCTEMHOTM,
TaKk U PETMOHAPHOW TeMOJAMHAMUKH, TIPEK/IE BCe-
ro — co croponsl ITHC. CnencTBuem atoro siBiisi-
eTCsl BEPOSITHOE BO3HUKHOBEHHE HeOOPaTUMBIX
M3MEHEHUH CO CTOPOHBI JKU3HEHHO Ba’KHBIX Opra-
HOB W Pa3BUTHE JieTaJTbHOTO HMcxoaa. Hammuame
MWW OTCYTCTBUE TIPEACYIIECTBYIONIEH CTPYKTYP-
HOW TTaTOJIOTUH CEP/IIa MOKET UMETD OTIPe/IeISTIo-

[* - o MeToauKax nposeneHNs OLeHKU PyHKLMOHANLHOMO CTATYCA Bbl
MmoxeTe npounTats Ha caiite http:/ /www.chcr.brown.edu/pcoc/
functi.htm)

niee 3HaueHue JJI a/laliTalliOHHBIX HU3MEeHEeHUI
[apaMeTPOB CEPIEYHOTO BHIOPOCA, & 3HAUUT — JIJIsI
XapakTepa KJIMHMYECKOro TedeHusi aputmuu. B
9TOM CBSI3U KJIIOUYEBBIM 3HAYEHHMEM /ISl KIMHIYeC-
KOl WHTEPIIpeTaIiuy 3JI0Ka4eCTBEHHOTO TeYeHUs
JI0001 apUTMUH, OTTPEIeJIEHUsI ee JKI3HEYTPOosKa-
IOIETO XapaKTepa CJEAYEeT CYUTaTh. 0OMOPOK,
peJ0OMOPOK, TOJOBOKPY’KEHUE, TUITOTEH3UIO,
MPOTPECCUIO TIPOSBJIEHUN CepPAeYHON HerocTa-
TOYHOCTH, CTEHOKAP/IUIO.

Wcnonb3oBannie coOBpeMeHHBIX MEAMITMHCKUX
TEeXHOJIOTUH, 3aKJII0YAIOINUXCS B UMILIAHTAIINN
Kap/IHOBEPTEPOB-1e(hUOPUIISTOPOB, MO3BOJISET
ahdhexTBHO TPOBOANTH MPOMUTAKTUKY BHE3AII-
HOII cep/ieuyHoil cMepTH. B mocsieaame roapl B pam-
KaX TroCy/lapCTBEHHOTIO IPOEKTa <«310pPOBbe» B
Pa3IMYHBIX PErvMoHaX Halleil cTpaHbl OBLIO OT-
KPBITO HECKOJIBKO (heZiepabHbIX KapAUOXUPYPTH-
YeCcKUX TeHTPOB. TeM He MeHee, KOJUIEeCTBO MPO-
BE/IEHHBIX WMIIJTAHTAIINI KapIuoBepPTEPOB-Ie-
GUOPUIIATOPOB HE YIOBJIETBOPSIET CPEIHUM
noTpeOHOCTSM W3 pacueTa Ha 1 MJIH JKuTeseit
CTPaHbBI U 3HAUMTEJBHO HUIKE TAKOBBIX TTOKa3aTe-
Jieil TI0 CpaBHEHUIO C BeAyIIMMHU eBPOIeiHCcKUMU
crpanamu u CIITA.

[maBHOW NpUUYMHON JAAHHOTO TOJIOKEHUS JieJT
ABJISIETCS He CTOJIbKO HeJ0CTaTouHoe (PUHAHCU-
pOBaHUE JIAHHOTO Pasfiesia, CKOJIbKO, TPEeK/Ie Bce-
r0, OTCYTCTBHE CHUCTEMHOTO TIOJXO/Ia K a/leKBaT-
HOI KJIMHUYECKOI olleHKe OOJIbHBIX ¢ 3ab0J1eBa-
HUSIMU CEPAETHO-COCYINCTON CHUCTEMBI; pa3HOe
«MOHUMaHue» GOJBLHOTO BpayaMy KapIHOJOTaMHu,
TeparneBTaM¥, WHTEPBEHIIMOHUCTAMU, KapIUOXU-
pypraMu; mMOCPeJCTBEHHBIM YPOBHEM TTOCTIEC/INTI-
JIOMHOTO 00pa30BaHUsI 10 JAHHON MTPoOIEMaTHKE,
a Takyke OTCYTCTBUEM ayITa KaueCcTBa OKa3bIBae-
MOW MEIMIMHCKON TOMOIIM, HAallpaBJIECHHOUW Ha
npeporspaiienne BCC.

Hacrosiimue Pexomenpanum SBiasioTcsl OTHUM
13 ATATIOB CO3/IAaHUS U Peaqn3aliuy B KpaTdaninme
cpok# a(pHeKTUBHOI TPOTPAMMBbI IPODUITAKTUKI
BHE3AIMTHOUW Cep/IeYHON CMePTU B HaIllel CTpaHe.
PaGouwii BapuaHT pemnieHus TPoOJIeMbl TPOdU-
gaktukn BCC mpezacTaBieH B TPUIOKEHUU K
HACTOSTINM PEKOMEHIAITISIM.
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MMPUTTOXKEHWE

Co3nanue Jie4eOHO-00pa30BaTEIbHBIX IIEHTPOB MO NPO(PUIAKTHKE
BHE3aIHOM CepAeYHOu CMepTH

(1IpoekT)

I.[em; CO3aHUA IIEHTPOB HpO(l)l/IJIaKTI/IKI/I BHe3all-
HOM ceplieyHoit cMepTH

[ToxaroroBka B kpaTyaiilinie CPOKU BbICOKOKBA-
JUGUIUPOBAHHBIX MEUIIMHCKAX KaJ[POB, CIO-
COOHBIX OPraHU30BaTh U OCYLIECTBUTH 9(P(hHEKTUB-
HYIO TIPOTrpaMMy MPO(MUIaKTUKN BHE3AIMHOW cep-
JIEYHO CMEPTH B JIEY€OHBIX YUPEKACHUSIX Halenl
CTpaHbI.

AKTyaJbHOCTb POOJIEMBI U €€ PelIeHHE

B Poccum mpomoskaeT octaBaThCS aKTyasb-
HOU TpobJieMa CMEPTHOCTHU OT CEPAETHO-COCY/TUC-
TBIX 3a00seBanuil. [Ipu aTOM Ha 10J110 BHE3ATHON
CEepIeYHOl CMepPTH TPUXOIUTCS OKOJIO TTOJIOBUHBI
BCeX JIeTaIbHBIX UCX0/I0B. M cniosib30Banue coBpe-
MEHHBIX MEIUIIMHCKUX TEXHOJOTUH, 3aKJII0valio-
IUXCST B MMILIAHTALUN KapAuoBepTepoB-aedu6-
punngaropos (MKJ/I), mossonger addextuBro
MPOBOIUTH MPOMUTAKTUKY BHE3AITHON CeP/IeUHOM
cmeptu (BCC). B nociennune rogpl B paMKax ro-
CYZIaPCTBEHHOTO MPOEKTa «370POBbE> B Pa3Iny-
HBIX PETMOHAX HaIllel CTPAaHbI OBLJIO OTKPHITO HEC-
KOJbKO (heepasbHbIX KapAUOXUPYPIHIECKUX
1eHTpoB. TeM He MeHee, KOTMYECTBO TTPOBEICH-
HBIX WMILIAHTAI[UN KapAnoBepTepOB-1ebubpuI-
JIITOPOB HE YIOBJIETBOPSIET CPETHUM MOTPEOHOC-
TSIM 13 pacueta Ha 1 MJIH JKuTeJel cTpaHbl U 3Ha-
YUTEJNbHO HUKE TAKOBBIX TIOKa3aTesel 10 cpaBHe-
HUIO C BEAYNIUMU €BPONENCKUMH CTPaHAMHU W
CIIIA. B Poccuu B 2011 1. imaHupyeTcst IpoBejie-
Hure 700 omepanuii UMILJIAHTAIMI KapAuoBepTe-
POB-1e(buOPUIIATOPOB (OKOJO 5 MMILTAHTAIAN
Ha 1 MuH Hacesnenus), Toraa kak B CIITA exero-
HO uMIuTaHTupyercst 6osee 600 kaparoBEPTEPOB-
neuOpUIIITOPOB Ha 1 MITH HaceTeHusI.

[naBHOW NPUYMHON JAAHHOTO TOJIOKEHUS JIeJ
ABJIAETCS HE CTOJBKO HemocTaTouHoe (huHaHCH-
poBaHMe IAHHOTO pasfiesia, CKOJIbKO, TIpexk/ie Bee-
r0, OTCYTCTBUE CHUCTEMHOTO TO/XO0JIa K aJieKBaT-
HON KJMHUYECKON olleHKe GOJIbHBIX ¢ 3a00JeBa-
HUSIMHU CEP/IEYHO-COCYIUCTON CUCTEMbI, pa3HOe
«IOHUMaHKe» GOJILHOTO BpayaMy KapHOJIOTaMH,
TepaneBTaMu, WHTEPBEHIIMOHHBIMU Kap/IH0JIoTa-
MU, KapAMOXUPYPraMu, TOCPEJCTBEHHBIM YPOB-
HEM TTOCJIETUTIIIOMHOTO 00pa3oBaHMsI MO JTaHHON
npobyieMaTHKe, a TaKsKe OTCYTCTBUEM ayuTa Ka-

yecTBa OKa3blBaeMOU MEIUIIMHCKOU IIOMOIIH,
HarpaByeHHOH Ha npodunakTuky BCC.

Cpe/r 00beKTUBHBIX IPUYNH HEYIOBIETBOPH-
TEJIbHOTO COCTOSTHUST TIPOOJIEMBL: KapAHMOXUPYPIH-
YyecKue I[eHTPbl B OCHOBHOM IPU3BaHbl 3aHUMAaTh-
cs1 «OOJIBIIUMU» OIEepPaIUsIMK, TAKUMU KaK KOp-
PEKIUS BPOKIEHHBIX U IIPUOOPETEHHBIX TIOPOKOB
cep/illa, aOpPTO-KOPAHAPHOE NIYHTUPOBAHUE U
MHOTO€ JIPyTOe.

Hospli moxo, UMeIoTuii 11eJIbI0 TPeIoTBPa-
menre BCC, TpebGyer HOBOI METOIOJIOTHH TIO/I0O-
TOBKM CIIEIIMAJNCTOB, HOBOTO 00pa3a MX KJIMHM-
YeCKOTO MBITIIEHNS, KOTOPBIH BOSHUKAET Ha CTHI-
Ke Kap/MOJIOTUH, KapAUOXUPYPTUH, PEHTTEHOJIO-
TUHW, aHECTE3NOJOTUN-PEaHNMAaTOJIOTUN, MaTeMa-
TUKWA U WHKEHEPUU.

Crpareruyeckoe pelieHHe NpoOJeMbl 3aK-
JII0YAETCA B TPEX dTANax ee peau3aluu:

[TepBblii — cospanue Ha Oase Kadeap Kapauo-
Jiorun, 6a3UPYIOINXCsT B MHOTOITPO(MUIIBHBIX CTa-
IIMOHApax, CHUCTEMBI apUTMOJIOTUMYECKON TIOCT-
JMILIOMHOI ITOATOTOBKU BpaueOHBIX KaJpOB M3
ypcia TMPaKTUKYIONIUX Kap/AWOJIOTOB B paMKax
MpoBesieHns 72-9acOBBIX IIUKJIOB TEMATHIECKOTO
YCOBEPIIEHCTBOBaHMS, 144-4acOBBIX IUKJIOB 00-
IIIET0 YCOBEPIIEHCTBOBaHUs, a Takke 504-uaco-
BBIX IIUKJIOB MEPBUYHON 1epernoiIroToBku. B xoze
JTAHHBIX TTUKJIOB TIPEATIOJIAraeTcsi OCBOEHUE TIPe/I-
MeTa, T.e. (POpMUPOBAHUE Yy KYPCAHTOB YETKOTO
IOHMMaHUsI B OTHOIIEHWH OTOOpa MAIUEHTOB -
KaH/IM/IaTOB Ha BHE3AITHYTO CEP/IEYHYIO CMEPTH, UX
HOCJIE/LYTOIero JiedeHust U HabmogeHus. B Teue-
HIE TIEPBOTO JKe rojia 00yYeHNsI BO3MOKHO OUHOE
obyuenue 300 criennaancToB U 3a09HO, C UCITOJIb-
30BaHMEM WHTEPHET-TPAHCJSAIUN TTPOBOJIMMOTO
nukaa — 600 cnemmanucros. Obmiee KOIMIECTBO
— 900-1000 yenoBek B TeyeHME MEPBOTO Ke TojA
(byHKITMOHUPOBAHUS TPOTPAMMBI.

B xopie BTOpOro atamma aTH Bpauu HAIPaBJISIOT-
csa B deneparbHble KapIUOXUPYPrudyecKkue MeHT-
PBI 10 MECTY JKUTEJIbCTBA U PadOTHI, T/I€ OHU OCBa-
WBaIOT METOJAWKU IPOBEIEHUS OTHOCUTEJIHBHO
MPOCTHIX MHTEPBEHIIMOHHBIX TTPOIEYP, & UMEHHO
— nMitantamuin MK/,

76 KnnHnyeckas npaktvika Ne4, 2012

http://clinpractice.ru



Kaunngeckue pexomenzaruu

Ha TpeTbem aTare aTu criennajaucTbl Oprannu30-
BBIBAIOT U 00ecrieyrBaoT paboTy IO aJeKBaTHBIM
obbemam umiLianTanuii UKL (1.e. mo npoduiax-
TUKE BHE3aITHON Cep/leyHOl cMepTH) Ha 6ase yiKe
CYIIECTBYIOIINX JIe4eOHBIX yUpeskaeHuii (00mact-
HbI€, TOPOJICKIE, PailOHHbIE OOJBLHUIIBI — BE3/IE,
T7ie eCTh BO3MOKHBIE YCJIOBHSA) BO BCEX PETHOHAX
Poccun.

Ucxonss u3 HeOOXOAMMOCTU TIPOBEIEHUS
56 000 wmrmIaHTaUil KapanoBepTepoB-aedusd-
punsaTopoB (oxoso 400 nMriantanuii Ha 1 MaH
HaceJIeHusT) KasK/blil TaKOI HEeHTP J0J/UKeH OyaeT
OCYIIECTBJIATh ¥ 0OeCIeYynBaTh JAMHAMUYECKOE
HabJIr0/IeHre U TeCTUPOBaHUeE 32 56 HOBBIMU MMIT-
JIAHTUPOBAHHBIMH YCTPONCTBAMHU KaK/IbI TOI.

ITOT MOXO/I, OOBETMHSIIONNI YCUTUST KITTH-
YeCKUX CHEeNUATNCTOB Pa3JIUIHOTO TPODUIIS,
MTO3BOJIUT B KpaTdallliie CPOKU (70 TPeX JIieT)
obectieunTh aJeKBaTHBI 00beM TPOMUIAKTHKY
BHE3AIHOMN CePAEeYHON CMEPTH BO BeeX CyObeKTax
Poccuiickoit @enepannm.

Posb Biacreii MeCTHOrO, pPerHOHApHOTO H
dbenepaspHoro ypoBHeil B peajM3anuu Ipo-
rpammbl ipopuaaktTuku BCC

JIist JiedeHust JKU3HEYTPOKAIONMX apUTMUI,
BO3HMKAOIINX BHE CTAllMOHAPA, MOKET OBITH 3(-
(DEKTUBHBIM HCIIOJIb30BaHUE HapPYKHBIX Aeduo-
pusisTopoB. Vcmosmb3oBanue JaHHOTO METO/IA B
OOIIECTBEHHBIX MECTaX MOKET MMETh BakKHOE
3HAUEHUE JisI COKPAIEHUsT BPEMEHU OT Havasa
CEPIIEYHOTO apecTa JI0 MOMEHTA BBITIOJTHEHMUST Jie-
4eOHOI 1epnOPUIIATINN.

Yeunust Biacteii MeCcTHOTO U (heiepanbHOTO
YPOBHEH MOTYT ObITh HANpaBJieHbl Ha (hOPMUPO-
BaHUE COOTBETCTBYIONIEH 3aKOHOIATEBHOI Hasbl
Y peaM3aliio MPorpaMM 10 pa3MelleHuo0 Ha-
PYKHBIX 1eUOPUITIATOPOB B IIKOJAX, CHOPTHB-
HBIX YUPEKAEHUSX, MeCTaX € BBICOKOW ILIOT-
HOCTBIO CKOTIJIEHUSI HACEIEHUsT, adPOTIOPTax, BOK-
3aj7ax, a TakKe Ha camoJieTaX U JPYTUX TpaHC-
HOPTHBIX CPEJICTBaX.

KnuHnyeckas npaktuka Ne4, 2012
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