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CPPX — CUHAPOM PaHHEN penoisipu3alnu XKeaya0ukKoB
CCCyY — CUHJPOM CJIa0OCTU CUHYCOBOTO y3J1a

TMA — TPAHCIO3ULIMSI MAaTUCTPAJIbHBIX apTepUi

VXT — yCTOMUMBASI XKETYIOUKOBas TAXMKAPIUST

OB — (bpakums BEIOpOCca JIEBOTO XeTyIouKa

DK — GUOPUILISALIUS KETYI0YKOB

dI1 — GUOpWIIALMS Npeacepauit

XM-BKTI' — XontepoBckoe MOHUTOpUpoBaHue DKI

XITH — XpOHMYECKas ToYeyHasi HeIoCTaTOYHOCTD
HAM® — [MUKINYECKUN aneHo3nHMOHOpocdaT

YycCcC — YacToTa cepaeYHbIX COKpallleHU

OKT — 3JIEKTpOKapauorpamma

BKC — 3JIEKTPOKAPANOCTUMYJISILIUS (3AEKTPOKAPAUOCTUMYJISITOD)
DO0U — 3JIEKTPODU3UOJIOTUYECKOE UCCIIEJOBAHNE
OxoKT — axoKapauorpadus

CHADS-2 — mkana olleHKY prucKa MHCYIIbTa y OOJIBHBIX ¢ hUOpUIUISIIINeii/
TpeneTaHUeEM IIPEACEPAUIA

CRT — KapAMOPECUHXPOHU3UPYIONIAS TePATIUS

CRT-D — TpexXKaMepHbIi KapAuoBepTep-AeduOpULISITOP

etCO, — MapiuaibHOE JaBJICHUE YTIIEKUCIOTO ra3a B KOHEUHOM mop-
LI BBIIBIXaeMOTO BO3IyXa

LQTS — CUHIPOM yIJIMHEHHOTO nHTepBana QT

NSTEMI — unpapkr muokapna 6e3 nogbema cermenrta ST

QT — untepnBan QT

QTc — KopperupoBaHHbIi uHTepBan QT

PaCO, — HanpspkeHue CO, B apTepuaabHOU KPOBU

PAP — TIOJIOXKUTEJIbHOE TaBJICHUE B JBIXaTEJIbHBIX MyTSIX

Sa0, — HaCBIIIEHUE apTepUaAIbHOM KPOBU KHUCIOPOAOM

SDNN — cTaHIapTHOe OoTKJIoOHeHe NN MHTepBaioB

STEMI — uHGapKT MUOKapaa ¢ moabeMoM cerMeHTa ST

WPW — Boabd—ITapkuHcon—Yaiit
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CMepTHOCTh OT CEepACYHO-COCYIUCTHIX 3aboneBanuii B PO saBiseTcsa
OIHOW M3 HanboJiee BLICOKMX B Mupe U coctasiseT 614 Ha 100.000 xure-
Jeit Brof [1]. OCHOBHBIE MPUUMHBI CMEPTU OT CEPACYHO-COCYIUCTBIX 3200~
JIEBaHUI — IIPOrpeCCUPOBAHKUE XPOHUYECKOI CepAeYHOI HEMOCTATOUHOCTH
(OKOJIO TIOJIOBUHEI BCEX JIETATHHBIX ICXOIOB) 1 BHE3aITHAS CePACTHAS CMEPTh
(BCC) (mpyrast momosnHa) [2, 3]. CormacHo nanHbsIM PenepalbHOI CITyKOBI
rocynapcTBeHHoOi ctaTuctuku B P® B 2016 r. OT cepaeuyHO-COCYIUCThIX
3a0oJieBaHUi1 ymepiio okoso 899.000 yenoBek. TakuM 0O6pa3oM, MbI MOKEM
TIPEIITOIOKUTD, YTO YKMCIIO BHE3AITHBIX CEPACYHBIX CMEPTEl B HAIIICH cTpaHe
B 2016 r. cocraBuiio He MeHee 300.000 uenoBek [1]. COOTBETCTBEHHO, IIPO-
onema BCC kpaliHe akTyaibHa JJI OT€YECTBEHHOTrO 3IpPaBOOXpaHEHMUSI.
WHTepec K 3101 TeMe 00yCI0BJIeH U TeM (DaKTOM, YTO CYILIECTBYET BO3MOXK-
HOCTB HCTIOJIB30BaHMS 3((PEKTUBHBIX ITPOPMIAKTIUESCKUIX Mep, HaIllpaBJICH-
HBIX Ha YJIy4IIeHUe CUTYallnu.

B npencraBienHsix HanmoHanbHbIX PekoMeHmanusix, Takxke, Kak U B
TepBOM U3AaHUHU, BeieameM B 2012 1. [4], MbI TPOIOJIKUIIN UCTIOJIb30BaTh
MPUHIIUIIEL AJITOPUTMHUPOBAHUS TIPUHSITHS PEIICHII TIPU Pa3TNIHBIX KT -
HUYECKUX CUTYaIUSIX.

ITpu paspaboTke gaHHOrO M3naHus PekomeHpaluii rpymma 3KCrnepToB
HCITOIb30BaJIa COBPEMEHHbBIC JOCTIDKEHUS B BOIIPOCAX MPOTHO3MPOBAHMS
u npenoTBpareHusT BCC y pa3sanyHBIX KaTeTOpHUii OOJBHBIX W TPYIIIT Hace-
JICHWsI, OTPakeHHBIX B BBIIIEIIINX HEJABHO OTEUECTBEHHBIX, EBpOMeicKIX
n AMepukaHckux Pekomenmauusx [5—7].

B oTnuuue oT BBIIICYTIOMSIHYTBIX PEKOMEHIAIINIT Hallla TpyTIIia SKCIIePTOB
TIOCUMTAJIA IIeJIeCO00Pa3HBIM 00JIee TIOAPOOHO PACCMOTPETh BOIIPOCHI CTPa-
Tudukanuu pucka u npopuiaktuku BCC y Takux KaTeropuii maimeHToB
KaK TMOXWUJIbIe MallMeHThl, MAallMeHThI C TPAHCIUIAHTUPOBAHHBIM CEPILIEM.

HanHple PexoMeHmalum mo3BoJIAT HIMPOKOMY KpPYTy Bpadeil (Tepares-
TOB, KApAMOJIOTOB, KAapINOXUPYPIOB, peHTTEHXUPYPIOB, peaHNMAaTOJIOTOB)
B TTOBCETHEBHOW KJIMHWYECKOU MPAaKTUKE BBISBISATH (pakTophl pucka BCC
U B KaXIOM KOHKPETHOM cJlyyae pa3paboTaTh ONTUMAaJIbHYIO IPOrpaMMy IO
ee nMpouIakTUKe.

Hacrosmme PekoMeHmaim sSIBISIIOTCS TIPOIOIKECHIEM PAOOTHI IO CO3-
JaHUIO U peanu3aunu 3pdexkTuBHON porpaMmsl npodunaktuku BCC B
Hallleil cTpaHe, HayaToilt Hamu B 2012 1.

Takxe, Kak u nepBoe uUX u3znaHue, PekoMmeHgalryu OCHOBaHbI Ha TIpeli-
CTaBJICHNU 00 OCHOBHBIX M BTOPOCTEIIEHHBIX (pakTopax pucka BCC.

I. BeegeHune 11

BrisiBieHre OCHOBHBIX (DaKTOPOB pUCKa Tpe/IioiaracT BLIOOp B TIOJIb3Y
Oouiee arpeccuBHBIX MeTOOB NMpodunakTuku BCC (nmpoBeaeHre UHTEPBEH-
LIMOHHOTO /WU XUPYPTUIECKOTO JICUCHUST).

Hanuuue BTopocteneHHbIX (hakTopoB prcka BCC npeanoaraet ucnoib-
30BaHMe OoJiee CIep>KaHHOM TAKTUKH, KOTOpasi 3aKkjitovyaeTcs B Monuduka-
uuu GakTopoB prcKa Pa3BUTHUSI OCHOBHOIO 3a00JieBaHUSI Y KOHKPETHOTO
00JIbHOTO (HarpuMep, 0TKa3 OT KypeHUsI, CHUKEHUE MacChl Tejla) U OTTH-
MM3aLIMK eT0 MEINKAMEHTO3HOTO JICUeHUSI.
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Il. MEXAHU3MbI U NPUYUHBI BCC.
ONPEAENEHUA U TEPMUHBI

Omnpenenenne BCC. Ilon BHe3amHOI cMepPThIO TTOHUMAIOT HEHACUJIIb-
CTBEHHYIO CMEPTh, PA3BUBIIIYIOCS MOMEHTAIBHO U HACTYITUBIIIYIO B TeUE-
HUE Jaca ¢ MOMEHTa BOSHMKHOBEHUS OCTPHIX U3MEHEHUI B KIIMHUYECKOM
cTtatyce 6osbHOro [1].

Crenyet pa3invaTh 6He3anHyH cepdeyHyio cmepms (BHE3aImHasi CMEPTh OT
CepIeYHON IPUUMNHBI) U 8He3anHyro cmepms. KpuTepru IMarHoCTUKY ITOCTE T -
Helt cxomHbl ¢ onpeneneHruemM BCC, ¢ TeM oTiimunremM, 4To BHe3aITHasi CMepTh
pa3BUBACTCS B pe3yIbTaTe HeKapaIUaJIbHBIX IPUYMH, B YaCTHOCTH, TAKMX KaK
MacCHBHasi TPOMO03MOOJINS JIETOYHOI apTeprM, pa3pbiB aHEBPU3MBI COCY-
JIOB TOJIOBHOTO MO3Ta M T.1I.

Mexanu3mbl BCC. CoracHO TaHHBIM, TTOJYYeHHBIM TIPU TIPOBEICHUN
XM-BKT y naumeHTOB, yMePIIMX BHE3AITHO, YCTAHOBJIEHO, UTO B TOIABIISI-
foleM 00JIbIIMHCTBE ciiydaeB (85%) mexanusmamu pasutus BCC spisi-
FOTCS JKeJTyTOUYKOBbIE TaXMAPUTMUM — KeaynoukoBas Taxukapaus (2KT) u
dubpuutsams xeaynoukoB (PXK) ¢ mocnenyoimM pa3BUTHEM aCUCTOINH.
OcraBuecst 15% npuxoasiTest Ha A0J110 OpaarapuTMUA U aCUCTONINH [2—4]
(puc. I1.1). PazBuTue ocTpoii IeBOKEIyTOUKOBOM HEMOCTATOYHOCTH Ha (poHE
apUTMMU COTIPOBOKIACTCS HAPYIICHUSIMU, KaK CUCTEMHOM, TaK M peTHOHAap-
HOI TeMOAMHAMUKH, TIpexae Bcero co croponsl LIHC. B pesynbrate Mmoryt
BO3HUKHYTh HEOOpAaTUMBbIC U3MEHEHUS B XKM3HEHHO BaXKHBIX OpraHax, IIpH-
BOJSIIINE K JIeTaTbHOMY ucxony. [1o3ToMy KITI04eBYIO POJIb B KIIMHUYECKOM
WHTEPIIPETAlINH 3JI0KaueCTBEHHOTO TeUCHMUS JIF0OO0M apUTMUH 1 OoTIpenesie-
HUS ee XXKM3HEYIPOXKaIoIIero XapakTepa CiaenyeT CUMTaTh: BOSHUKHOBEHNE
00MOpoOKa, MpeaoOoMOpPOKa, TOJTOBOKPYKEHUSI, apTepUabHON TUITOTEH3WH,

15%

45%

Puc. ll.1. MexaHuambl BCC. NpeacraeneHa

avarpamma, otobpaxarollasi ponb pas-

NUYHBIX BULOB HapyLleHUs puTMa 1 npo-

BOAMMOCTK cepgua B passutumn BCC.
40% Bpaon — nons 6paancUCTONMYECKNX Ha-
pyweHui, npusoaswmx k BCC; ®X — dwm-
H6punnsauma xenynodkos; KT — xenynoy-
KoBasi Taxukapaus

B bpagn- O ®K O KT
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MporpeccupoBaHUe MPOSIBICHU CepAeUHON HEAOCTATOYHOCTU, CTEHOKap-
nuto. Hanuuue nam oTcyTcTBUE MPeACyeCTBYIOLIEH CTPYKTYpHOI MaToj10-
TUU Ceplla MOXET UMEThb OMpeAessiollee 3HaYeHUe IS ananTalluOHHbIX
U3MEHEHUI TapaMeTPOB CepeYHOro BbIOpOCa, a 3HAUUT U JJIS1 XapaKTepa
KJIMHUYECKOTO TCUCHUST apUTMUU.

VY maumeHTOB ¢ OTCYTCTBUEM BBIPAXKEHHOU CTPYKTYPHOU IMAaTOJIOTHU
cepaua BCC, kak mpaBuWio, BO3HUKAET M3-3a pa3BUTUS TonuMopdHoit KT
wnu KT nio Tuny forsades de pointes [5]. Y O0JbHBIX ¢ HATUYUEM CTPYKTYP-
HOI matojoruu cepaua, ByactHocty ¢ UbC, xenynoukoBble apuTMUU BO3-
HUKAIOT TUOO 13-3a MOSIBJIEHUSI OCTPOU UILIEeMUU MUOKap/a, TMOO0 B pe3yib-
TaTe peaaus3aluu MexaHu3Ma pe-eHmpu B 00J1aCTU MOCTUH(bAPKTHOTO pyoLia
(B TOM ciiyyae HapylIeHUsI KOPOHAPHOTO KPOBOTOKA HE SIBJISIOTCS TPUY K-
Hoit aputMun) [1, 6—8]. Uro KacaeTcst OpaarCUCTOINYECKUX MEXAHMU3MOB,
TO CIIEHApHii, CBI3aHHBIN C UX BOSHUKHOBEHUEM, XapaKTepeH IS MallieH-
TOB C TEPMHUHAJTBHBIMU CTAIUSIMH CTPYKTYPHOM TTATOJIOTUHU CepIaLia U OTHO-

CHUTENIbHO penok (mocturaer 15%)
[6-—8].

ITyckoBbiMU (akTOpaMu pas-
BUTHUS (DaTaIbHBIX apUTMUIT MOTYT
SIBJISITBCSI UIBMEHEHUsI TOHyCa Bere-
TaTMBHOI HEPBHO CUCTEMBI (TTOBbI-
eHWe CUMIIAaTUIeCKOTO /UK
TMOHIKEHUE MTapacUMIIaTUYECKOT0),
(usnyeckast Harpy3Ka, mpueM HeKo-
TOPBIX JIEKAPCTBEHHBIX CPENCTB,
SJIEKTPOJUTHBIE HApYIICHUSsI, TOK-
CUYECKUE BO3IEUCTBUSI, TUTIOKCHSI.

BepositHocts BCC y ntui1 ¢ Hanu-
YueM CTPYKTYPHOUW MaTOJOTUU
cepilia B TeueHue roaa B 7,5 BhIlle,
YeM y IallMeHTOB 0e3 CTPYKTYPHOI
naTtosoruu cepaua [8]. Cpenu 3a60-
JIEBaHU cepjiiia OCHOBHOI TTPUYM-
Hoit BCC gasngercss UBC, Ha nomto
KoTopoii ipuxonutest 10 80% Bcex
caydaes [6—8]. Kpome UBC, BCC
BCTpevaeTcs y MalMeHTOB C TujiaTa-
uronHou (JIKMIT) [1, 6] u runep-
TpOoUIECKOI KapIMOMUOTIATUSIMU
(FKMIT) [1, 6], apuT™MOreHHO# q1c-

Tabnuua I1.1
MpuunHbI BHE3aNHOW cepaevyHON CMepTU
(apanTupoBaHo M3 J. Ruskin, 1998)

N6C

AvnataunoHHasa KapauomuonaTtua

TUNepTPOdMs NEBOTO Xenygouka

runepTpoduryeckas kapamomMuonaTus

nproBpeTeHHbIe NOPOKM cepaLa

BPOXAEHHbBIE NOPOKM CepaLa

OCTpPbI MUOKapAUT

apuTMoreHHas gucnnasua NpaBoro Xenyaodka

aHoMarnuu pasBuUTHSi KOPOHAPHBIX apTepuii

capkonaos

amMmmnonaos

onyxonu cepaua

LVBEPTUKYIbI NEBOIO Xenyaoyka

cusgpom WPW

CVMHAPOM yANMHEHHOTO MHTepBana QT

cuHapom bpyrapa

KaTexonammHeprudeckas nonnMopdHas xeny-
[04KOBasi TaxMKapamst

CMHAPOM KOPOTKOro MHTepBana QT

JleKapCTBeHHadA NpoapnTMmsa

KOKanHoBasa MHTOKCUKaLNA

BbIPaXXEHHBIN SNEKTPONUTHBIA AncbanaHc

nanonaTtnyeckas xenyagovkosasa Taxvkapana
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masueil npasoro xeaymouka (AJITK) [1, 6], nmpu cunagpomax bpyraga u
yaJrHeHHoro uHrepBajia QT, aHoMaIusIX pa3BUTUSI KOPOHAPHBIX apTepuii
W IPYTYX MaTOJOTUYECKUX COCTOSIHUSIX, TIEPEYEeHb KOTOPIX MpPeACTaBIeH B
Ta6amne I1.1.

OnpeneneHus U TepMuHbl. Ham npeacTtasiisieTcs Leaecoodpa3HbIM B 1aH-
HbIX PekoMeHaalusx 1ath onpeaejeHue OCHOBHbBIM TEPMUHAM, KOTOPhIE B
TOCIIEAYIOIIEM OYIyT BCTpeUaThCs Aajiee 1Mo TeKeTy (Tadsmna 11.2).

Tabnuua I1.2
CnoBsapb TepMuHOB (no andaBuTy)
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Xenydo4ykoeass maxukapdusi deyHanpaeneHHasi — XXT C anbTepHaLuMein SNeKTpU4eckon ocu
cepALa Bo (pOHTaNbHON MIOCKOCTY; ee pa3BUTNE YacTo CBS3AHO C WHTOKCUKAaLWend CepaeyHbl-
MU TIIMKO3NaaMu.

Xenydoykosass maxukapdusi MoHoMopghHast — XT, uMetoLLas HenameHHyto Mopdomnormio kom-
nnekca QRS B 12 otBeneHnsix noBepxHocTHoOM IKT.

Xenydoukoeass maxukapdusi Heycmotiyueas (HXT) — )T, cocTosiLuas kak MUHUMYM 13 4 xe-
NyA,04KOBbIX KOMMIEKCOB, MaKCUManbHOV NPOAOIKUTENBHOCTLIO He 6onee 30 ¢, koTopas npekpa-
LLIaeTCs CaMOCTOSATENBHO.

Xenydo4koeass maxukapdusi mo muny torsades de pointes — XT, kotopasi 06bI4HO accouuu-
pyeTcs ¢ yannHernem nHtepaanos QT unu QTc. SKI™ Bo Bpems apuTMnM xapakTepuayeTcs «CKpy-
YMBaHWEM» HanpaBneHHOCTH kommnnekcoB QRS OTHOCUTENBHO M303MEKTPUYECKON JIMHUN.
Xenydoykoeass maxukapdusi monumopgpHasi — XXT, BO BpeMsi KOTOpPOM B 12 0TBEAEHMSIX NOBEPX-
HocTHoW JKI™ n3mensieTcs koHdurypaumus komnnekca QRS. YacTota akTuBauuy KenyaodkoB Ha
dhoHe XKT Haxoautcs B ananasore ot 100 go 250 B MUHYTY.

Xenydoykosass maxukapdus ¢ yupkynayuel umnynbca no Hoxkam ny4ka l'uca no mexa-
Hu3my pe-eumpu (bundle-branch re-entrant tachycardia) — pa3suBaeTcsi BCeacTB/e peani-
3auun MexaHu3ma pe-eHTpu B cucteme lMca-MypkuHbe. OBbIYHO, Ha noBepxHocTHo JKI™ peru-
ctpupyetcs XKT ¢ koHdurypaumen komnnekca QRS no tuny 6nokagel neBov HOXkM nyyka Mmca
(BJTHMI); BEICKOYacTOTHas (okono 200 yaapoB B MUHYTY); 4acTo BO3HWKaET y naumeHTos ¢ AKMIT.
Xenydo4koeass maxukapousi ycmoliiyueasi (YXKT) — ato XT npogomxutensHocTbio 6onee 30 c,
334aCTyI0 He KyNupYILLAscs CMOHTaHHO.

XKenydoukoeblie HapyweHUs pumMa 2eMOOUHaMuYecKu HecmabunbHble — OX, TpeneTtaHue
XXenyaouKkoB, ycTonymnBas/HeycTonumsas XXT n/mnu xenynoykoBas aKCTPacUCTONKS, KOTOpbIE CO-
MPOBOXAAIOTCS BbIPXXEHHBIMW reMOAVHAMUYECKU 3HAUNMbBIMU KITMHUYECKMU NPOSBIEHNSIMM (ro-
NOBOKPY)KEHWE, NPECUHKOMNE, CUHKOMe, TMOTEH3UsI, NPOrpeccpoBaHNe NPOSIBREH cepaeyHo
HEeoCTaTOMHOCTH, CTEHOKapAus).

Xenydoukoebie HapyweHusi pumma 2eMoOUHaMU4ecKu cmabusnbHbie — YCTONYMBas/HEYCTON-
yueas XT n/mnu xenygoykoBas akcTpacucTonms (K3), KoTopble CONPOBOXAAIOTCA MUHUMATbHbI-
MU KIIMHUYECKW NPOSBEHNAMM (HanpyumMep, Nerkoe roroBOKpYXeHue, oLLyLieHne cepalebneHns,
TeHAEHUMS K TUMOTOHNN).

OcmaHoska kposoobpaujeHusi (ocmaHoska cepduya) — npekpalleHne cepaeqHo-CoCyANCTON
[esTenbHOCTH

OmHoweHue WaHcoe — Mepa BbIPAXEHHOCTU CBSI3N MeXAY COCTOSIHUEM UNU BO3AENCTBUEM U
3abonesaHnem nnu ncxopom. LLiaHC BO3HUKHOBEHUS COBbLITUS ABMSAETCA OTHOLLEHMEM MEXAY Be-
POSITHOCTBIO €r0 MOSABIEHNS Y BEPOSITHOCTBIO €ro HemosiBneHns. OTHOLLEHME LWaHCOB BbIMUCTIS-
eTCsl B pesynsrate AeNeHns BEPOSITHOCTW NOSIBNEHNS COBbITUS B OAHOIA rpynne Ha BEPOSITHOCTb
€ro nosiBNeHns B Apyron

lMeHempaHmHocme — NONYNALMOHHOE NOHATWE, O3HAYAET AONI0 UHAVBWAOB, Y KOTOPBIX UMEIOT-
€5 NposiBNeHns kakoro-nnbo npusHaka (3abonesaHusi), cpeam Bcex nuu, obnagatowmx mytaumen
B 3aHTEPECOBaHHOM reHe;

lMpo6aHd — nepBbIN YneH cemby, MO NOBOAY KOTOPOrO MPOBOANTCS MEAMKO-TeHETUYECKoe KOH-
CynbTUPOBaHVE;

Mpoghunakmuka eHe3anHol cepAe4yHOU cMepmu — 3TO KOMMIEKC MEPONPUSTUIA, NPOBOAUMBIX
Yy NL, NEpeXVBLLNX CepAEYHbI apecT (BTOpUYHas npodunaktuka) unn y nauneHTos 6es anuso-
[I0B CEpLEeYHOro apecta B aHaMHe3e, MELLMX BbICOKUIA puck pa3sutns BCC (nepeuyHas npo-
unaktuka).

PacnpocmpaHeHHocmb 3ab6onesaHusi — [ONS NWLL B NONYNALMM, MMEIOLLWX AaHHOe 3abonesa-
HVe B JaHHbIN Neprog BPEMEHU

Puck omHocumesnbHbIl — OTHOLLEHWE YacTOTbl BO3HUKHOBEHWSI CODbLITUS B 1CCresyemoi rpyn-
ne K YacToTe BO3HUKHOBEHWS COBLITIS B KOHTPOMBHO rpynne

CepdeyHblIli apecm — 3T0 NpekpaLleHne CepAeYHO-COCYaANCTON AeSTENbHOCT BCNEACTBIE Xe-
NyA04KOBOM Taxvkapauu niunu oubpunnsaLmy Xenynoukos, AOKYMEHTUPOBAHHBIX 3MeKTpokapan-
orpacuyeckum cnocobom (6e3 SKI-BepudrkaLmm He cyLLecTByeT AenHULMM).

TpenemaHue enydo4Kkoe — opraHu3oBaHHas (korebaHus AnuHbl LKna He npesbiwatoT 30 Mc) xe-
NyA04KOBas apUTMMS C HacTOTOM akTMBaLMK xenyaoukos okono 300 B MUHYTY (anuHa unkna — 200
MC), XapaKTepu3ytoLLasicst MOHOMOPHO KoHdurypaLmen komnnekcoB QRS Ha noepxHocTHow KT
11 OTCYTCTBMEM U303MEKTPUYECKOTO MHTEPBaNa Mexay COCEAHUMM KENYA04YKOBbIMM KOMMIEKCaMU.
®aKkmophbl pucka — 3T0 KNWHUYECKMe NPU3HaKK, YkasblBatoLLme Ha BEpOSITHOCTb pa3suTus BCC y
KOHKPETHOrO MaLWeHTa B TeKyLeM KaneHaapHoOM rogy.

Gubpunnsyus xesnydoykoe — BbICOKOYACTOTHbIN, 06bl4HO Gonee 300 yaapos B MUHYTY (AnWHa
umkna coctasnsiet 180 MC 1 MeHee) HeperynsapHbIN Xenyao4KoBbI PUTM C BbIPaXXEHHOW Bapua-
6enbHOCTbI0 ANMHBI LyKa, Mopdonorui 1 amnnutyael komnnekcos QRS.

Yacmoma ecmpevyaemocmu (UHyuUGeHmMHocms) 3abosiegaHust — [ONS NUL, B NONYNSLUNN, Y KO-
TopbIx 3aboneBaHne BO3HWKAET B TeHeHWE OnpeeneHHOro NpoMexXyTka BpEMEHN.
OkcnpeccusHocmb — CTeneHb KONMYECTBEHHON BbIPAXEHHOCTU Kakoro-nnbo npusHaka (3abo-
nesaHus).

Sphekm apummozeHHbIl — NPSAMON pe3ynbTaT HeNpeackasyemMoro anekTpodr3nMonornieckoro
[ENCTBUSA aHTMapUTMIUYECKOro NpenapaTa Ha KneTki NPoBOAsLLEl CUCTEMbI CepaLia U M1okapaa,
06ycroBn1BaloLLMIA NOSIBIIEHNE HOBBIX apUTMUI

Sphekm npoapummuyeckuli — yTHKENEHNE KNUHUYECKOTO BapuaHTa Te4eHus n/unm yxygue-
HWe XapaKTepuUCTUK NPeaCYLLECTBYIOLLEN apuTMIUK, BCNIEACTBIE Ha3HAYEHNs aHTapUTMUYECKON
Tepanum
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ll. KNACCbl PEKOMEHOALIMXA N YPOBHM
AOKA3ATEJNIbHOCTU

IMonoxenus HacTosAmux PekoMeHnammii 6a3upyroTCcs Ha COBPEMEHHBIX
MPUHIIMIIAX T0oKa3aTeJIbHONM MEIUIIMHBI U MPEACTaBICHBI B BUIE KJIAaCCOB
MMOKa3aHUl ¢ TeM WJIX MHBIM YPOBHEM JI0Ka3aTeIbHOCTU KaK MJIS METOIOB
JMAarHOCTUKU, IIPUMEHSIEMBbIX IpU cTpatudukaimu pucka BCC, Tak u MmeTo-
0B ee nmpodunakTrky (Tadauma I11.1).

YpoBeHb T0Ka3aTeIbHOCTU TOT'O MM MHOTO MOJIOKEHMS CIMTACTCS:

* Hauebicuum (KIacc A) — TIpY HAJTUIMU TaHHBIX OOJIBIIIOT0 KOJIMYEeCTBA
PaHIOMU3UPOBAHHBIX KIMHUYECKUX MCCIACAOBAHUMN U/WUIM TaHHBIX
MeTa-aHaJln3a;

* cpednum (Kiacc B) — mipu HaIMUYMM OrpaHMYEHHOTO KOJIMYECTBA PaH-
JTOMM3MPOBAHHBIX (OMHOTO) /W1 HEPaHIOMM3UPOBAHHBIX UCCIICI0-
BaHUU;

* Huswum (knacc C) — eciim OCHOBaHUEM IJIS €TI0 BBEICHUS IMTOCTYKIIO
OIKMCaHME OTACIBHBIX KIMHUUECKHUX CIydyaeB U/WIM MHEHUE SKCIIep-
TOB.

Tabnuua Ill. 1
Knaccbl nokasaHumn

Knacc nokasaHuu KommeHTapum

Ycnosus, Ans KOTOPbIX MMEOTCS [oKkasaTenbCTa W/nu eauHoayLInE O Mob-
3e 11 9 HEKTUBHOCTN ANArHOCTUYECKON NMPOLeAYPbI UMM METOAA NeYeHns
Ycnosus, Ans KOTOPbIX MMEOTCS NPOTMBOPEYMBLIE CBIUAETENLCTBA U/Mnu pac-
Knacc Il XOX[AEHNE MHEHN OTHOCUTENbHO MOMb3bl M 3MEKTUBHOCTU AMArHOCTNYe-
CKOW NnpoLeaypbl Uy MeToaa neveHnst

lNpeobnapatoT aokasaTensCcTBa UMM MHEHUS B NOMb3y ANarHOCTUYECKOW Npo-
Lefypbl Mnn MeToaa NeyYeHns

lMonb3a v athdekTMBHOCTL ANArHOCTUYECKOI NPOLeAYPbI UM METOAA fneve-
HWSt MeHee 060CHOBaHbI [JOKa3aTeNbCTBAMM I MHEHWEM SKCMepTOB

Ycnosus, Ans KOTOPbIX MMEOTCA [okasaTenbCTaa W/unu eauHogyLIne o ToM,
Knacc Il 4TO AaHHas AuarHoCTUYeckas npoLeaypa Unn MeToA NeYeHNs He SBnseTcs
MonesHbIM 1 3PdEKTUBHBIM, @ B HEKOTOPbIX CIy4asix MOXET NPUHOCUTbL BPEA,

Knacc |

Knacc lla

Knacc llb
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IV. NIATOJNTONT'MYECKAA AHATOMUA
BHE3AMHOW CEPOEYHOWU CMEPTHU

BCC He npencTaBisieT co00il caMOCTOSITEIbHON HO30JI0TUYECKOM eau-
HUIIBI — 3TO TPYIIIIOBOE ITOHSITHUE, BKJIIOUAIOIIEe B Ce0sI PSI pa3IMUHBIX CAMO-
CTOSITENIbHBIX 3200J1€BAHUI U COCTOSIHUIA:

Cpenu Bcex hopm BCC Hanbosee pacmpocTpaHeHa CMEPTh, 00YCIOBJICH -
Has MLIEMUYECKOI (KopoHapHoii) 6oJie3Hblo cepaua (MBC), kotopyio 060-
3HaYaIoT KaK BHe3arHas (octpast) KopoHapHasi cMepTh (BKC). Hepenko tep-
muHBI BCC 1 BKC ucnonb3yioT Kak CHHOHUMBI. Ho Hamo MOMHUTB, UTO 3TU
TIOHSTHSI COOTHOCSITCSI KaK POJIOBOE M BUIOBOEC OTHOCUTEJIBHO APYT ApyTa.

[Mpranaamu BCC MOryT CIy>KUTh KapAUOMHUOIIATUN, CPEIN KOTOPBIX HAM -
OoJiplliee 3HAYCHUE IO PACIIPOCTPAHEHHOCTU U MO COIMAIbHOI 3HAUYUMO-
CTU MMeeT aIkorojibHast Kapauomuonatus (AKMIT), MuokapauThl, MOpoOKu
Pa3BUTHSI COCYIOB, ApUTMUYECKHE CUHAPOMBI U JIp.

I'eHeTHYECKM MeTepMUHUPOBAHHBIE 3a001€BaHUS TTPEACTABICHBI ADUTMO-
TeHHOU KapauoMuonaTueli/mucriasueii mpasoro xenynouka (AKIITXK), a
Takke 3a00JIeBaHUSIMU, 00 BETMHEHHBIMU B TPYIIITY «KaHAJIoIaTHi» (HacaeI -
CTBEHHBIX HapyIICHU (PYHKIITMOHUPOBAHMSI MOHHBIX KAHAJIOB IIUTOJIEMMBbI
KapIMOMHUOIIMTOB): CUHIPOM yaanHeHHOro QT-uHTepBana, CHHIPOM KO-
pouenHoro QT-uHTepBana, cuHApPOoM bpyrana, a Takke KaTeXxoJIaMUH3PIH -
yeckas nmoJuMopgHas KelyaoukoBas Taxukapaus [1, 2, 3].

Bue3annasi KOpoHapHas CMEPThb.
OcCHOBHBIE IATOJI0T0AHATOMUYECKHE IPOABJICHUA

OcHoBHbIe naTosioroaHaToMuueckue nposisiaeHuss BKC, o6HapyxuBae-
MbI€ Ha BCKPBITUM, COOTBETCTBYIOT Mpu3HakaM MBC. OHu BKJTI0YAIOT B ce0s1
CTEHO3UPYIOLLIUIT aTEPOCKIEPO3 KOPOHAPHBIX (BEHEUHbIX) apTepuil cepalia,
B psiJie CIy4aeB ¢ MX TPOMOO30M, a TakKXKe 04aroBblii U 1M @y3HbIN Kapauo-
CKJIepO3, TMIepTPOdUIO CepASUHON MBILIIIBI C AWIAaTAlME MOoJ0CTel cepala,
OCTPO€ BEHO3HOE MOJHOKPOBKME BHYTPEHHUX OPTaHOB [4, 5].

CTeHOo3UpYIOLINI aTePOCKIIePO3 KOPOHAPHBIX APTEPU SIBJISIETCS MTPAKTU -
yecku obnuraTHeiM rpusHakom BCC u Bcrpeuaetcs 6ostee ueM y 90% BHe-
3anmHo ymepiux 6oabHbIX ¢ UBC. Y nui Mmoionoro Bo3pacrta CTEHO3UPYIO-
LI aTepoCKIepOo3 MOXKET OTCYTCTBOBATh U B reHe3e BKC y HuX ocHOBHY1O
POJIb MOXET UTPATh CITa3M KOPOHAPHBIX apTepuii (creHokapnus Prinzmetal).
Y npeobiagaroniero GOJBIIMHCTBA YMEPIIUX CTENEHb CTEHO3a KOpPOHap-
HBIX apTepuii TipeBbIaeT 75% TuTolaaun MpocBeTa Cocyaa ¢ MopaxkeHueM

IV. lMaTonorn4yeckas aHaTOMuUsi BHe3arHovi cepaeyHori cMepTn 19

00OBIYHO HE MEHee JIBYX OCHOBHBIX BeTBeli. B HauboJibIelt cTernneHu CTeHo-
3MpOBaHUE BHIPAXKEHO B MEePeIHE HUCXOASIIEH BETBY JIEBOI KOPOHAPHOI
aprepuu. CTereHb CTEHO3a KOpOoHapHbIX apTepuii cepaua rnpu BKC koppe-
JIUPYET CO CTeTeHbI0 (hrdpo3a B MUOKAp/IEe, MPUYEM JIOKATU3aIIUsT y4aCTKOB
(ubpo3a coBramaet ¢ GacceiiHOM OOCTPYKTHBHO U3MEHEHHOI apTepuH [6, 7].

Tpom603 KopoHapHbIX apTepuil BectpevaeTcst mpu BKC HevacTo, mo naH-
HBIM Pa3HbIX aBTOPOB — B 5—25%. [Ipuyem oTMeueHa yeTKasi 3aKOHOMEP-
HOCTB: YeM KOpoYe MHTEPBaJ BpEMEHU OT Havajla CepeYHOro IMPUCTYIIA 10
MOMEHTa CMEPTH, TeM pexXe BCTPEYaroTcsl TPOMOBI. DTO OOBSICHUMO, TaK
Kak 151 (hbopMUpOBaHUsI TpoMO03a TpeOyeTcs BpeMsi. [1pu Tak Ha3biBaeMOit
MTHOBeHHOIT cMepTH (instant death), Koraa IJUTeIbHOCTb CEPAEUHOIO MPKU-
CTYyIIa UCUYMCIIIETCS] MUHYTaMU, TPOMO03 BcTpevaetcs B 4% ciydae BKC.

W3-3a ayroTpoM0Oo0IM3Kca WM TPOMOOJUTUUYECKOM Teparuy Ha BCKPbI-
THM MOTYT YK€ He 0OHapyKMBaThCsl IMarHOCTUPOBAHHBIE MIPU KU3HU (aHTH -
orpauyecku 1 T.1.) TPOMObI KOPOHAPHBIX apTepuii cepaua. Jlaxe 6e3 TpoM-
OoIMTHYECKON Tepanmuu yepe3 24 yaca Iocje CMepTU aHruorpadudecku
JIOKYMEHTHUPOBaHHbBIE TPOMOBI KOPOHAPHBIX apTEPUiA Cep/ilia COXPaHSIOTCS
ToNbKO y 30% ymepuiux [1, 8].

CBeneHMs 0 YacTOTe KPpYymHOOoUYaroBoro kapauockiaeposa rnpu BKC npo-
TUBOPEYMBLI U KOJIEOIIOTCS B IIMPOKUX Ipenaenax (oT 34 no 82% ciydyaes).
[MpuyeM yarie oH JOKaIU3yeTCs B MEXCKETYyIOYKOBOI MEPEropoaKe, UTo
CBUIIETEJILCTBYET O BOBJIEYEHHOCTH B TTATOJIOTUYECKUI TTPOIIECC TTPOBOISI-
el CUCTEMBI, TaK KaK CTPYKTYPbI TTPOBOISIIEN CUCTEMbI JIOKAIM30BaHbI
MMEHHO B 3Toi1 obactu. ['uneprpodust Muokapaa HabJromaeTcs: y npeod-
JIafaloNIeTo Yyrciia BHE3aITHO YMEPIIMX U OTpaXkaeT pojib (hakTopa apTepu-
aJIbHOM TUTIEPTEH3UU.

Mudapkt Mrokapaa co chopMUpOBaHHBIM HEKPO30OM BCTPEYAETCST TIPU
BKC He yacTo — He 0oJjiee yeM B 2% ciydaeB, €CIM He CIMTaTh CaMble paH-
HUE, TOHEKPOTUYECKIE TTPOSIBIICHUS (DOpMUpPYIOIIerocst H(apKTa, Korma
peub UAET, MIPEeUMYIIECTBEHHO, 00 0OCTpoM KopoHapHOM cuHapome (OKC),
OTHOCUTEJIbHO HOBOI pa3HoBuaHOCTH MBC, BbIIEeIeHHOM B CAMOCTOSITE b~

HYI0 hOopMY.
OcTpblii KOPOHAPHBIN CHHAPOM

B nacrosimee Bpemss OKC — 3T0 rpynioBoe KIMHUYECKOE MOHSITHE B
cocraBe MBC, koTopoe 00benUHSET pa3anyHbIC TTPOSIBICHUS OCTPOI UIIle-
MM MUOKapaa, 00yCIOBJICHHbIC OCJI0XKHEHHONH HeCTAOMIbHOI aTepoCcKie-
POTHYECKOIi OJISIIKOiT KOPOHAPHOIT apTepuu cepmua [1, 6, 9—11]. BeeneHnue B
npakTuky MmoHaTuss OKC nmpuBeo K UCKITIOUEHUIO U3 YIIOTPeOJIeHUS Tep-
MUHa «IIpeanHdapKTHOE cocTosiHUe», a BKC mon Ha3BaHMEM «0cTpast KOpo-
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HapHasi HeAoCTaTOYHOCTh» (hurypupyeT B MKDB-10 B rpyrirne «mpounie ocTpbie
dopmel UBC» ¢ obum komom 124.8 [2, 11-13].

B OKC Bkitouaror cienytoiiue Ho3onoruueckue ¢opmsi [1, 10, 11, 13]:

* HECTaOWIbHYIO CTEHOKAPIUIO;

* uHbapKT Muokapaa 6e3 mogbeMa cermeHta ST (non-ST-elevation

myocardial infarction — NSTEMI);

* uHdapkT Muokapaa ¢ nogbeMoM cermeHTa ST (ST-elevation myocardial

infarction — STEMI).

Onu moryT 3aBepiiuthes BKC, koTopast B HEKOTOPbIX KJTacCUDUKALIUSIX
BrutoueHa B coctaB OKC. B MKbB-10 ykazaHHble BUIbl UH(GAPKTOB MUO-
Kapaa ObLIM BKJTIOUEHBI (M MOJTYYUIU CAMOCTOSITEIbHbIE KOMbI) TOJBKO C
anpess 2017 roga, H0o3TOMY 9TU TEPMUHBI U KOAbI TPUMEHSIIOTCS B TPAKTH -
yeckoi paborte ellle He BO BCeX CTpaHax.

ITpuuyuna pazputuss OKC — 3T0 ocTpo pa3BuUBLIMECS YaCTU4YHAS (IIPU
HecTabwibHOU cTreHoKapauu u MMM 6e3 noabema cermeHTa ST) wiu moJ-
Hast okkmo3us (nmpu UM ¢ nogbemom cermeHTa ST) KopoHapHOU apTepuu
cepila TPOMOOM TIPU OCJIOKHEHHOI HECTaOUIbHOM aTepOCKIEPOTUYECKOM
ousiike. OcnoXXHEeHUST HeCTaOWIIBHOM aTepOCKIepOTUYECKOM OISIIKY BKITIO-
YaloT B ce0s1 KPOBOUBIUSHUE B OJISIILIKY, PO3UIO WU Pa3pbiB, PacCcIOeHUE
€e TOKPBILIKU, TPOMO, TPOMOO- WM aTepOIMOOIUIO TUCTATBbHBIX OTHEJIOB
Toii xe aptepuu [9—11, 13, 14]. Ha BckpbITUUM (M MUKPOCKOIIMYECKU) pa3-
PBIB HEPENKO TOKYMEHTUPYETCS KPOBOUBIUSHUEM B UHTUMY KOPOHApPHOM
aptepuu. YToObI He MPOMYCTUTh HATUYUST KPOBOUITUSIHUS, PEKOMEHIYETCS
BO BpeMs MaTOJIOr0-aHaTOMUYECKOTO UCCIIeNOBaHUs 00s13aTeIbHO TOMUMO
MOTMEePEeYHbIX Pa3pe30B Ae1aTh MPOI0JIbHBIE pa3pe3bl apTepuu. HectabuibHas
aTepocKIepoTUyecKasi OJs1Ka XapaKTepUu3yeTcss MUKPOCKOITMUYECKU Pa3pbiX-
JIECHUEM COEAUHUTEbHOU TKAaHU MOKPBILIKYU B Pe3yJIbTaTe NeCTPYKIIMU KOJI-
JJaTeHOBOT'O Kapkaca W CKOIUIEHUsI IEHUCTBIX KJIETOK, 3a CUET Yero NMpUuHU-
MaeT XapaKTepHbII «MyapOBbIii PUCYHOK»; CPEIIU U3MEeHEeHHOU COSTUHUTETb-
Hoil TKaHu quddy3HO pacripenesaeHbl JUMOOLUTHI U Makpodaru.

OcrnoxHeHHas (4aule HecTabWiIbHasl) aTepoCKIepoThUIecKasl OmsIKa
KOPOHapHOU apTepuu cepiua — o0s13aTeIbHbII MOP(OIOTMYEeCKU KpH-
Tepuil TUarHOCTUKU HO30Jornyeckux popm, BkitoueHHbIX B OKC. BaxxHo
OTMETUTb, UYTO CTEHO3 KOPOHAPHBIX apTePUI aTEPOCKIEPOTUIECKUMU OJISIII -
KaMM 10 pa3BUTHS UX ocJioxXHeHU Y 50% OOJIbHBIX BhIpaXkeH He3HA4M-
TeJIbHO U cocTaBsieT MeHee 40%.

Onpenenenus noHstuit OKC u undapkra muokapaa (MM) tumna 1 (cm
HIKE) TUKTYIOT TpeOOBaHMSI K UCCIEN0BAHUIO KOPOHAPHBIX apTepUil cepalia
Ha ayTOIICUMM Ha MpeaMeT oOHapyKeHUsI HeCTAaOUIbHON aTepOCKIEPOTH-
YecKOU OMSIIKU: 00513aTEbHO ClIeAyeT MPOCTPUraTh KOPOHAPHBIE apTe-
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pUU MPOJOJBHO, OTPAHWYEHHUE TOJbKO MOMEPEYHbIMU CPE3aMU HEIOITy-
crumo [10, 11, 13—15]. Llenecoodbpa3zHo UCMOIb30BaTh METOA BCKPBITUS
cepauano I'.I'. Asranauiony [10, 11, 13—15]. B natoioroaHaTOMU4eCKOM U
CyneOHO-MEIULIMHCKOM JrarHo3ax 00s13aTeJIbHO YKa3bIBaTh JIOKATU3ALUIO,
BuU (CTaOWIbHAsI, HECTAOWUJIbHASI) Y XapaKTep OCJIOKHEHU I aTepOCKIIepOTU-
YEeCKUX OJISIIIEeK, CTeIeHb CTeHO3a KOHKPETHBIX apTePUid, a OMUCAHUE CTAAUU
U CTeneHu (IJIOAau) aTePOCKIEPOTUYECKOTO TTOPaKeHUST apTepUid SIBJISI-
eTcs (haKyIbTaTUBHBIM.

Jns maTosioroaHaTOMUYECKON AUArHOCTUKU HO30J0THYecKuX GopMm B
coctaBe OKC Heobxonrma Mopdonoruueckast Beprudukalus 04aroBoi uiie-
MMM MUOKap/a. XOTsl HeoOpaTuMble HEKPOTUUECKUE M3MEHEHUS KapIUOMU -
OLIMTOB pa3BuBaloTcs yxe yepe3 20—40 MUH UlIeMUn, Ha CKOPOCTb pa3BU-
TUSI HEKPO3a BIUSIOT COCTOSIHME KoJulaTepajeid U MUKPOLUUPKYJISITOPHOTO
pycia, a TakxKe caMUX KapIMOMUOLIMTOB Y MHIWBUIyaTbHast YYBCTBUTEb-
HOCTb K rurnokcuu. Kpome Toro, Makpo- 1 MUKpOCKOIMUYecKue MopdoJio-
ruJeckre MpU3HaKu HEKpo3a, He TPeOyolIre TPUMEHEeHUsT CIIeIUaTbHbBIX
METOIOB IMArHOCTUKU, TIOSIBIISIIOTCS He paHee, ueM yepe3 4—6 yacos (10 12
yacos) [10, 11, 13, 14].

B npakTuyeckom oTHOIIEHWU Hambosiee MHMOPMATUBHBIM U HATJISII -
HBIM SIBJISIETCSI (heHoMeH euneppesakcayuy capKkomepog, onpenesasieMblil pu
MOJISIPU3ALMOHHON MUKPOCKOITUM B TIPOAOJBHO CPEe3aHHBIX KapIHMOMMO-
uutax. DeHOMeH XapaKTepu3yeTcsl YBETMUEHUEM PacCTOSTHUST MEXKITY TIeH-
TpaMM COCETHUX U30TPOMHBIX (TEMHBIX) TUCKOB — ¢ 1,6—1,8 MKM B HOpMe
1o 2—2,5 MkM. B HopwMme 1mMpuHa TeMHBIX TMCKOB B MOJTOpa—aBa pas3a
MEHbIIIe, yeM cBeTIbIX. [Ipy rureppenakcaiuy IMMUpUHA TEMHBIX TUCKOB
YBEJIMYMBAETCS U PEBBIIIAET IUPUHY CBETIBIX IUCKOB. UyBCTBUTEIHBHOCTD
MOJISIPU3ALIMOHHO-ONTUYECKOTO METO/Ia OMpeneieH!s] UIIEeMUU HE YCTYy-
aeT 3JIeKTPOHHO MUKPOCKOTIMHU, TIO3BOJISISI BBISIBIISITH UILIEMUIO YK Yepe3
10—15 MuHYT mocJie mpekpalieHus: KOpOHapHOro KPOBOTOKA, HO, B TO XXe
BpeMsi, MOJISIpU3allMOHHAsI MUKPOCKOMUS AaeT BO3MOXHOCTh 0030pHOM
rucroronorpaduyecKoii OlleHKU CTeNEeHU PacpOCTPAaHEHHOCTH UIlIeMUYe-
ckoro nopexaeHust [16]. [Tpu BKC MeTonom moasipu3aiiioHHON MUKPO-
CKOTIMM B MMOKApJie YMEPIIUX BBISIBISIOTCS OOIIMPHBIE 30HBI UIIEMUU C
rureppesakCUpoBaHHBIMK capKoMepamu, 3aHumartorve 10 30—50% mio-
1aayM MUOKapaa JIEBOTO XeJIyaoukKa.

B nouckax ructosornyeckux Npu3HakoB UILIEMUU MAOKapia UCCIeI0Ba-
TeJIM 00paTUI BHUMaHUe Ha (PEHOMEH 601H000pa3Holl deghopmayuu Mvluiey-
HbIX 8010KOH, XOTSI 9TOT IMPU3HAK HE CTOJIb CIeIM(PUIHBIN, TaK KaK HaOJIt0-
JTAeTCs ¥ TIPU He UTIIEMUIECKUX (TOKCMUECKUX, META00IMUECKUX) TTOBPEXK-
neHusix muokapaa [ 17]. Mimemust Takke nposiBsieTCsl pacCTPOUCTBAMU KpPoO-
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BOOOpAIIEHUS] Ha YPOBHE COCYIOB MUKPOLMPKYJISLIMU. DTO BbIpaXaeTcs
CTa30M KPOBHU B Kanmujuisipax ¢ GOpMUPOBAHUEM TaK Ha3bIBAEMbIX «<MOHET-
HBIX CTOJIOUKOB» U3 9PUTPOLUTOB (CAaIXK-(PEHOMEH), YTO COMPOBOXIAA-
€TCsl OTEKOM cTpoMBI. LlenecooOpa3sHO NMpUMEHEHNE TUCTOJOTMYECKOTO
okpamuBaHus 1o JIu u Cesbe (oyaru UIIeMUM KPacHOTO LiBeTa), TUCTO-
xumuueckuit (PAS-peakuysi — UCYUe3HOBEHUE TJIMKOT€HA B 30HE UILIEMUU)
U 9JEKTPOHHO-MUKPOCKOTIMYECKUI (MTPU3HAKU TTOBPEXIECHUS MUTOXOH-
JPUii) METOMBI.

[ns HanexxHoit Bepudukaimu uiiemun Mmuokapaa npu BKC pekomeHay-
€TCsI UCTI0JIb30BAaTh MAKPOCKOITMYECKYIO #POOY ¢ HUMPOCUHUM MEempa3oauem
(mpo6a ¢ HuTpo-CT), MO3BOSIONIAS YETKO BbISIBISATh YYaCTKU UILIEMU3U-
POBaHHO CepAeYHON MBILILIBI B BUAE OYATOB BbIMaAeHUS (PepMEHTAaTUBHOM
AKTUBHOCTHU CBETJIO-CUPEHEBOTO I[BETA HA TEMHO-(PHOJIETOBOM 00111eM (hOHE
HemnoBpexaeHHOoro Muokapaa [18].

OuOpHISALUS XKeTYI0YK0B H (peHOMEeH penepdy3nu

MexanuzmoM octaHoBKU cepatia mpu BKC variie Bcero siBsieTcst pudpu-
Jsaius xkenynoukoB (D2K), pexxe — acucTosust. B aToM ciiyyae Ha BCKPbITUN
ceplle UMeeT Ips0yl0 KOHCUCTEHIIMIO, ITOJIOCTU €r0 paClIMPeHbl, KPOBb
JKUIKAas, OTMEUYAETCS OCTPOE BEHO3HOE ITOJIHOKPOBUE BHYTPEHHUX OPTaHOB.

Tucronornueckum Mapkepom DK sBisieTcsl pacpocTpaHeHHasl gpae-
MEHMAYUsL MbIUEYHBIX 80A0KOH , KOTOPasi coYeTaeTCsi ¢ (hOPMUPOBAHUEM MHO-
JKECTBEHHBIX KOHMPAKMYPHBIX NOEPEHCOCHUL KapOUOMUOUUMOS, BBISIBIISIEMbIX
IIPU OKPaCKe XKeJIe3HbIM FeMaTOKCUIMHOM I10 Pero yuactkamu mpoKparim-
BaHUsI CapKOILIA3Mbl B YEPHBIi LIBET B MECTAX UX AMCCOLMUALIMN.

Takum obpazom, mpu BKC B KapamoMuonurax HabI0aaI0TCs 1BA TTPOTU-
BOIIOJIOXKHO HaIlpaBJICHHBIX MPOLIECCa: C OTHOI CTOPOHBI, TUTIEpPETaKCalIUs
CapKOMEPOB KaK ITPOsIBIEHUE UILIEMUH MMOKap/a, C IPYroii CTOPOHBI — KOH-
TPaKTYypHbIE TTOBPEXICHMUST KApIMOMUOLIMTOB KakK CJIeICTBUE BEIOpOCa HOpa-
JIpeHaIMHA U3 CUMITaTUYEeCKUX HEPBHBIX TepMUHajeii. [Ipruem uepenoBaHue
3THUX IIPOLIECCOB IIPOUCXOIUT MAapaUIeIbHO U OTMEYAETCs] OMHOBPEMEHHO B
OIHOM U TOM K€ T10JI€ 3peHUsI, 3aTparuBasi CoCeIHNE KIETOYHbIE CTPYKTYPBI.
Taxkast KapTrHa COYETaHMsI TUIIEPPeIaKCALIMK M KOHTPAKTYP SIBJISIETCSI MOPGhO-
JIOTMYECKMM BbIpaxkeHueM (peHoMeHa perepdy3uu MILeMU3UPOBAHHOIO MUO-
kapna. [Tpu BKC B Mrokapie 1eBoro xejynoyka oOHapy>KMBarOTCs OOIIMPHbBIE
y4acTKu penepdy3noHHBIX TToBpexkaeHni. [TogoOHas xKe KapTrHa Habmoaa-
eTCs1 B TIorpaHUYHOM (6opmopHoii) 30He UM, rae penepdy3us UileMu3upo-
BaHHOI'O MUOKap/a IIPOMCXOIUT 3a CYET KOJUIATePaIbHOTO KPOBOOOPAILICHMSI.

YcraHoBIeHO, UTO periepdy3us, pa3BUBAIOIIAsICS B HEOOPATUMO UIIIEMU -
3UPOBAHHOM MUOKApJE, SIBIISIETCS (DAKTOPOM, IIPOBOLIMPYIOLINM (pUOPUILISI-
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LIUIO KeTyTOYKOB. [Tpo1iecc 3TOT MpOUCXOIUT OMOCPENOBAHHO 32 CYET BHIMbI-
BaHUsI U3 30HBI UIIIEMUU B KPOBOTOK HAKATUTMBAIOIIUXCS TaM TaK Ha3bIBae-
MBbIX apUMMO2eHHbIX CYOCMAaHYUll, OUOJOTUYECKU AKTUBHBIX BELIECTB, BbI3bI-
BalOIIUX MEKTPUUECKYIO HecTabuIbHOCTh MUoKapaa [19, 20]. K Hum oTHO-
csITCSI, B TIEPBYIO ouepeab, Tu3odochorinuepuabl (JinzohochaTuanaxoanH
u mu3o¢ochaTHANIITAHOJAMUH ) M CBOOOIHBIE SKUPHbIE KMCJIOTHI KaK TTPO-
JYKTBI pa3pylieHUsI KJIETOYHBIX MeMOpaH. biiarogapst BLICOKMM peaKToreH-
HBIM CBOMCTBaM JIN30(hochOrTUIepUIbI HAPYIIAIOT CTPYKTYPY KIETOUHBIX
MeMOpaH, B YaCTHOCTU CapKOJIEMMY KapJAMOMUOLIUTOB, CLIOCOOCTBYSI B YCJIO-
BUSIX TTOBBIIIIEHHO! TTPOHUIIAEMOCTU MeMOpaH (ITpY TMITOKCUYECKOM MIlIe-
MUU1) HEKOHTPOJIUPYEMOMY TOKY UOHOB KaJblUsl BHYTPb KJIETKU, UTO MPU-
BOAUT K BOBHMKHOBEHUIO 3JIEKTPUUYECKOIN HECTaOMJIBHOCTH MMOKapnaa. B
MWTOXOHAPHUSIX, BBIIEICHHBIX U3 MUOKap/a BHE3AITHO YMEPIIUX OOJbHBIX
MUBC, obHapyxXeHO yBeauueHUue coaepkaHus Ju3odochaTuanaxoaunHa,
Jm3odochaTuaInITaHOIAMUHA U CBOOOTHBIX SKUPHBIX KUCJIOT, YTO paclie-
HEHO KaK MHUIIMUPYIOLINI CyOCTpaT IS 31eKTPOPU3NOJIOTMIECKUX Hapy-
LIeHUI B cepAaeyHoi mbiuie [21].

K apuTMOTeHHBIM CYOCTaHIIMSIM OTHOCSITCSI TAKXKE [IUKINIECKUIA aieHO-
suHMoHoMochat (HAM®D), kaTexoJJaMUHBI (TJIABHBEIM 00pa3oM, HOpaapeHa-
JIVH, BBICBOOOXIAEMbIN M3 aipeHEePTUIEeCKMX HEPBHBIX TepPMUHAJIEN), CBO-
OoMHOpaIUKaAIbHBIE TIEPEKVNCHBIE COSIMHEHUST JIUTTUIOB U HEKOTOPKIE IPY-
rve. YCTaHOBJIEHO, YTO YeM BhIlIe conepxkaHue TAM® B TKaHM MUOKap/a,
TEM CUJIbHEE OH TTOIBEPKeH (hMOPUJUISIIIMY B OTBET Ha a[ipEHATMHOBYIO CTH-
myJsiniio. C MmoBbIIeHHOM KoHIIeHTpaleir TAM @ cBsI3bIBAIOT N30BITOUHOE
MOCTYIIJICHNE NOHOB KaJTbIUST BHYTPb KAPIMOMUOILINTA, YCUIIEHUE TIIMKOTEHO-
JI3a U JIUTI0JIM3a, Pa3BUTHE 3JIEKTPUUECKOM HecTabMIbHOCTH MUoKapaa [9].

[Tpu kimaccuueckoM TedeHnK MH(apKTa MMOKapaa apuTMOT€HHbIE CyOCTaH-
LIMM «3aMYyPOBBIBAIOTCS» B 30HE (DOPMUPYIOLIETOCS KOAry/IsSIIMOHHOTO HEKpo3a
M He 0Ka3bIBalOT CBOETO MATOTeHHOTO eicTBUsI. Eciu e Tiryookast uieMust
TpephIBaeTCsI Pa3BUTHEM ITpoliecca perepdy3nun, TO apUTMOTEHHbIE CyOCTaH-
LIMY BBIMBIBAIOTCST M3 30HBI MILIEMUU B KPOBOTOK M OKa3bIBAIOT MTOBPEKIAI0-
1ee AeiicTBre Ha MeMOpaHbl KapAMOMUOLUTOB, ipoBoiupyst @XK. [Tpuuem
UILeMUS JOJIKHA ObITh TOCTATOYHO ITyOOKOI Y HEOOPAaTUMOIA, TO €CTh JOCTa-
TOYHO MPOJOJIKUTETBHOM, YTOOBI IPEBBICUTD JOITYCTUMBIi ITOPOT HAKOTLIE-
HUST apUTMOTEHHBIX BEIIECTB U B Pe3yJIbTaTe CYIIECTBEHHO HAPYILIUTD TPO-
HUIIAeMOCTh MEMOpaH KapIroOMUOIIMTOB. IMEHHO TTI03TOMY B OTIpe/ieIeHUN
BCC (BKC) dburypupyetr BpeMeHHOI MHTEPBaI IJTUTEJIbHOCTH CEpAEYHOTO
MPUCTYTIA B IIpeieax OMHOTO Yaca — 3TO MepUuoa HEOOPaTUMON UILIEMUHU, 32
KOTOPBII B 30HE UILIEMUH YCTIEBAIOT HAKOTTMTHCSI apUTMOTEHHbBIE CYyOCTaHITUN
U TIOBPEXIAIOTCS KJIIETOYHBIE MEMOPaHbl KAPAUOMUOIIUTOB.
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Takum obpa3oMm, UMEHHO pernepdy3us SBAsIeTCS TeM (PaKTOpoM, KOTO-
PhIi TPOBOLIMPYET MEPEKII0YEHUE OCTPOTO KOPOHAPHOTO CUHAPOMA B CTO-
pony pazsutust BKC. bes peniepdy3uu nporpeccuponanue OKC u niemMuu
MUOKap/a 3aBepiiaercss GopMupoBaHreM WH(bapKTa MUOKap/a.

Konnposanue BHe3anHoi kopoHapHoii cmeptu no MKbB-10
U GpopMy/IMPOBKA JHATrHO3a

B MexnyHaponHoii cTaTUCTUUECKON KiaaccupuKauuy 0oie3Heil u mpo-
61eM, CBSI3aHHBIX co 310poBbeM 10-ro mepecmotpa (MKbB-10) HeT pyOpuku
«BHe3ammHast KopoHapHasi CMepThb», HO eCTh — «BHe3arHas cepeyHast CMepTh»
c mndpom 146.1. Dra pyoprka oobeauHseT Bece popmbl BCC, nmociie nckio-
yenust UbC u BKC. Ognako no npasuiamM MKB-10 ee Heab3s1 HCTIOJIB30-
BaTh B IMArHO3ax MOCJIE BCKPBITUS U, 1aXKe KIMHUISCKH, OHA MOXET IIpH-
MEHSITBCS TOJIBKO B BUAE UCKITIOUSHUS, IIPU OTCYTCTBUU APYTUX BOZMOXKHBIX
MPUYNH CMEPTH, 0OCOOEHHO HACUILCTBEHHOIO XapakTepa.

Hna xomuposku BKC ucnonssyercst pyopuka «[Ipoure octpbie hopMbl
NBC» (xon 124.8) u repmuH «OcTpas (BHe3ammHast) KOpoHapHast HEI0CTaToY -
HoCTb». Kak yke ObLI0 CKa3aHO BBILIE, TTOHSTUSI C TEPMUHOM «CMEPTh» 110
npaBuiaM MKbB-10 gBISIIOTCS HETOUHBIMU M UX 3aMPEIeHO YIIOTPEOISITh B
nuarHose. I[Ipu aToM He ciieayeT nyTaTh HO30J10ru4eckyo dhopmy «Octpast
(BHe3amHasi) KOpoHapHasi HEMOCTaTOUHOCTh» ¢ cuHApoMoM «OcTtpas cep-
JIeYHast HEAOCTATOYHOCThb» M OJHUM M3 MEXaHU3MOB CMEPTHU (TaHATOTEHE3a)
C TaKUM e Ha3BaHUEM.

B 3aKk10YMTEeIbHOM KJIMHUYECKOM, MAaTOJIOT0aHATOMUYECKOM WU
CyIeOHO-MEeINIIMHCKOM JUArH03aX JOJIKHBI ObITh 3alIMCaHbl, B 3aBUCUMO-
CTU OT KOHKPETHO CUTyallMu JIN00 ocTpast (BHe3aIHast) KopoHapHas Helo-
crtaTouyHOCTh (Koa mo MKb-10 — 124.8), nu6o nuHdapkT Mruoxkapaa (Koabl 1o
MKB-10 — 121.—). B matoioroaHaTOMUYECKOM U CyAeOHO-MEAUIIMHCKOM
nuarHo3ax usMeHeHust cermeHTa ST mpu MM yka3bIBaloT TOJIBKO ITPU HAJIU -
YUY COOTBETCTBYIOIINX JAHHBIX B 3aKITIOYMTEIbHOM KIMHUYECKOM TUArHo3e,
CO CChLIKOM «I10 JaHHBIM KapThl CTALIMOHAPHOTO WA aMOY/IaTOPHOTO 0O0JIb-
HOTO», «I10 JTaHHBIM McTOpUN 00se3HM») [1, 2, 10—13]. ITocie BHeapeHMs
B nipakTuKy B Poccum HoBoit Bepcun MKDB-10 ot anpensa 2017 roga unu
MKB-11 obs3atenbHO (hopMyIMpoBaHUe U KOIUPOBKA AMarHO3a MHMaPKT
MHOKapJa ¢ y4eToM u3MeHeHuit cermeHTa ST.

B cnyuae, eciiv y BHe3amHO yMepILIEro yaaeTcs uneHTuuiMpoBaTh Uilie-
MHIO MUOKapa, HalpuMep, IocpeacTBoM peakuuu ¢ HUTpo-CT, nuarnos
caenyeT (popMyIupoBaTh Kak MH(PAPKT MUOKapAa ¢ JOOABJICHUEM «B MIIe-
MUYECKOI CTaaun», TOJIb3ysich Kndpamu 6goka 121.
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Hanosnro 3akpenuBuieiicst olimOkoi pycckosizpiuHoro nepesona MKb-
10 ot 1995 roga crano TpedboBaHUE KOAMPOBATh PELIMAUBUPYIONINIA WU
MOBTOPHBIN MHGAPKT MUOKapaa kogamu 122.—, B To BpeMsl KaK 3TU KOAbI
npeanaraiuch akcnepramMmu BO3 Toibko A1 peLMaANBUPYIOLLIETro nHdap-
kTa Mmuokapaa. B Bepcun MKB-10 ot 2016 roga 6bU10 yTOUHEHO, YTO BO
n30exxaHue HEBEPHBIX TPAKTOBOK U C MO3ULIMIA OLIEHKU JItoOoTro nHbap-
KTa MUOKapla KaKk OCTPOro, 3ampelieHo MpU JeTaJbHbIX UCXOAaX B KJIM-
HUYECKUX, MaTOJOroaHaTOMUYECKUX U CyNeOHO-MEAUIIMHCKUX AUATHO-
3ax NMpuMeHeHue koaoB [22.— nis moboro nHgapkra muokapaa. Koabt
122.— nomyckaeTrcsi MPUMEHSTh TOJbKO MJISl XKUBBIX JIULL C PEUUIUBUPYIO-
UM WH(papKTOM MUOKapa.

K coxaneHuto, u3-3a OTCYTCTBUS YETKUX Pa3bsiCHEHUN TpeOoBaHUM
MKB-10 B pekomenaauusix Munsnpasa Poccun, mpoTUBOPEYMBBIMU PEKO-
MEHIALUSMU TPOGhECCUOHATTBHBIX MEAULIMHCKUX COOOIIECTB, PAa3HBIMU OTE-
YECTBEHHBIMU MENUIIMHCKUMU OPTraHU3ALUSIMU B HACTOSIILIEE BPEMSI OTHO-
BPEMEHHO MCMOJIb3YIOTCS KaK ycTapeBlIne, TaK U COBpEMEHHbIE TpeboBa-
HUs, IPUYEM 9TO KacaeTcsl Kak OCTPOIi KOPOHAPHOW CMEPTU, TaK U UHGap-
KTa MUOKapna.

He pexomenayercs npu BKC ucnonbs3oBats mudp 125.1 — atepockiie-
poTtuyeckas 60J1e3Hb cepaua (WU aTepOCKIEPOTUYECKU KapAUOCKIIEPO3),
YTO, K COXAJICHUIO, HEPEIKO UMEET MECTO M3-3a TOrO, UTO He BCeraa yaa-
eTcsl IOKYMEHTUPOBaTh Ha BCKpbITUU NTpu3Haku OKC win ocTpoii nmeMuun
muokapaa. B atom ciyyae octpyto ¢popmy MBC mumdpylor nocpeactsom
pyopuku xpoHuueckoit bopmbl MBC, uTo HenmpaBWIbHO, TaK KaK MCKaXaeT
cratuctuky ¢dopm UBC.

Ho 15% cnyuaeB BCC cBsi3aHa ¢ TaTOJIOTMYECKUMM ITPOIIECCAMMU, TTOpa-
Xawoiumu cepaue, momumo MBC.

MuoxkapauTbl

B ocHoBe pazButuss BCC MoryT J1exkath CKpbITO ITPOTEKAIOIINE MUOKAP-
JIUTBI, BbI3BaHHbIE Yallle BCETO BUPYCHOM MH(MEKIIME, pexXe — IPYTUMU BO3-
oynuresasiMu. Cpeay BUPYCOB B Ka4eCTBE BO30yIUTEICl MUOKAPAMTA Yallle
00HapYKMUBAIOTCSI SHTEPOBUPYCHI, B YacTHOCTU BUpyc Kokcaku tTumna B4, a
TakKe IIUTOMETaJIOBUPYC, BUPYCHI Tpumiia. CKpBITO TPOTEKAIOIINEe MUOKaP-
IuThl 00HapyXeHbl y 50% BUY-unbuimpoBaHHbIX 00J1bHbBIX. K 4Kcily Bo3-
OyauTeNneil MUOKapanuTa TakKe OTHOCSITCSI pUKKeTCUU. MUOKapaUThI MOTYT
UMETh aJUIepTUYecKoe TIPOUCXOXACHNE, B YACTHOCTHU TIPU JIEKapCTBEHHOM
U CBIBOPOTOUYHOM ajutepruu. B pa3Butum XxpoHndeckKux (popM MHUOKapauUTa
WUIPAIOT POJib ayTOUMMYHHBIE PEaKIIMU, IIPU KOTOPBIX IIPOLIECC 3alycKaeT
MH(MEKIMOHHBIA areHT, a 3aTeM MUOKAPIUT IIUTEIbHO IIPOrpeccupyeT 3a4a-
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CTY10 B CKpbITO# hopMe. UMEeHHO Takue CKpbITO MpoTeKaoIue hopMbl MUO-
KapauTa MoryT ciry>kuth npuurHoit BCC [13, 14].

ITocMmepTHBI TMarHO3 MUOKapAUTA MPU OTCYTCTBUM KJITMHUYECKUX TaH-
HBIX BO3MOXEH TOJIbKO MPU MUKPOCKOTIMYECKOM MoatrBepxaeHuu. Ha
BCKPBITUM OTMEYAIOT YBEJIUUYEHNE Pa3MePOB cepalia, Ipsi0J0CTh MUOKap/a,
JIUJIaTalvIo MoJiocTelt. B sHa0Kap/ae u anrKapae MOryT BCTpeYaThCsl TeMOp-
paruu. B naneko 3aieaiieit ctaiuu B CEpAeYHON MBIIILIE MOTYT BCTPEUYaThCSI
ouaru (udposza. UMeoT MeCTO MPU3HAKU OCTPBIX U XPOHUYECKUX pac-
CTPOUCTB KpoBOOOpalleH!sI. MUKPOCKOMUYECKU OTMEYAIOT 04aroBble BOC-
NaJuTeIbHble UHOWIBTPATHI B CEPASYHON MBIIIILE, MPEACTABIEHHbIE JIUM-
(ouuramu, makpodaramu, maa3MaTUIECKUMU KJIETKaMU, Y4aCTKU pyOILy-
[o11eiics TpaHyISIIMOHHOMN TKaHU, oyaru (pubpo3a, yTo B JaJIbHENIIIEM CITO-
COOCTBYET 2JIEKTPUYECKON HECTAOUITBHOCTU MUOKAPIA, KaK MPUUMHBI Pa3BU-
TUS XKeJTyI0YKOBOU Taxuaput™Mui [ 15]. PazHbie (hopMbl MUOKApAUTOB UMEIOT
CBOU XapaKTepHbIE 0COOEHHOCTHU, ONUChIBAEMbIE B COOTBETCTBYIOIIUX Pa3/ie-
nax natojiornu. Tak, mpy Muokapanute AbpamoBa—®ujiepa B COCTaBe BOC-
NaJIUTEJIbHOTO UH(MWIbTPaTa HAOIIONAI0T TUTAHTCKUE KJIETKH, MMOX0XK1Ee Ha
kietku [TuporoBa—JlaHrxaHca, npu Mmuokapaute Yaraca — cBoeodbpasHbie
BKJIIOUEHUS Mapa3uTa B capKoIia3Me KapaAuOMUOLIUTOB.

TanaToreHes BHe3amHOW CMePTU MPU MUOKAPAUTAX CBSI3aH C OCTPbIMU
paccTpoiicTBaMU CEPASUHOTO puTMa, TpuBoasinnuMu K @K v acucronuu.

Kapaunommnonarumn

Kapmunomuonatus (KMII) — onHa u3 Hanbosee yacteix nmpuunH BCC
Bcaen 3a BKC. MexaHu3M BHe3ammHO# cMepTH MpU Beex (popMax Kapamo-
MMOIATHIl CBSI3aH, IJIABHBIM 00pa3oM, ¢ pa3BUTUEM (haTaIbHBIX apUTMUIA
cepaua, nepexofsamux B MK, pexxe — aCUCTOIMIO.

Bripensior nBe ocHoBHBIe Ipyninbl KMIT — riepBuUYHBIE, UM UAMOIIATH -
yeckue (KMII ¢ HemsBecTHOI aTHONOrMEi) 1 BropuuHblie (KMIT ¢ ycra-
HOBJIEHHOI1 3THOIOrKei). BropruHble KapAMOMMONATHM, KaK IPaBUIIO, He
SIBJISIFOTCSI CAMOCTOSITEJIbHBIMU HO30JIOTMYECKUMU eAMHULIAMU, a CIyXat
TIPOSIBJICHUSIMU IPYTUX 3a00J1eBaHN.

Junaranuonnas kapmuomuonatusa (JIKMII) maxpockonuuecku xapakre-
pU3yeTcs YBEJIMYEHUEM MACChl CEPALIA ¢ PEZKUM PACLIMPEHUEM ETO MOJIO-
CTeil 1 BBIpaXKEHHBIMU MPOSIBJICHUSIMU CEPIICUHON HefocTaTouHoCcTH. Macca
cepllia JOCTUTaeT 3HAYMTeIbHbIX BeaudruH — 600, 700, 800 rpaMm u gaxe
Oonee kunorpamma. Bepxyiika cepniia criaxeHa, a MornepeyHblit pazmep
yYpaBHUBAETCsI C IIPONOJIbHBIM, a IIOPOIi Jaxe MPEBhIIIAeT eT0, U3-3a Yero
cepalie IpuodpeTaeT mapoodpasHyw Gopmy. ToaiimHa cCTEHKU JEBOTO
JKeJIyIo4yKa YBEJIMYMBAETCSI, OJHAKO HE HACTOJIbKO, UTOOBI COOTBETCTBO-
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BaTh CTOJIb BBICOKOI Macce cepaua. [IpucTeHOUHbIN dHA0OKAp/ MoaBepra-
ercs hubpoanacTo3y, Kakoil 0OBIYHO BCTPEYAETCsl MPU MOPOKax cepiala.
Hapsiny ¢ aTuM NpUCYTCTBYIOT XapaKTepHbIe TPU3HAKU CUHAPOMA XPOHU-
YeCKOM cepieyHON HeTOCTATOYHOCTU: MyCKaTHasl TeYeHb, LIMaHOTUYEeCKas
WHAYpalus ceIe3eHKH, TOUEK, BOJASHKA MOJIOCTEe!, aHacapka, Oypast UHay-
paius Jierkux [22].

Muxkpockonuueckue rpusHaku JIKMIT BeipazkeHbl JOCTaATOUHO XOPOIIIO,
OJTHAKO HE SIBJISIOTCA crieliupuuHbIMU, U3-3a yero nuarHo3 JJKMIT ocHo-
BBIBAETCSI Ha KIMHUKO-MOP(OJIOTUYECKUX JAHHBIX C YUETOM PE3YJIbTaTOB
BCKPBITUSI U MAKPOCKOMUYECKUX U3MEHEHUU cepnua. ['Mctosornyecku B
muokapae npu JJKMIT HabmonaioT MHOXeCTBEHHbIE 04aroBble MOBPEXIe-
HUS KapAMOMHUOLIUTOB MPEUMYIIIECTBEHHO KOHTPAKTYPHOI'O TUIIA, PacIpo-
CTpaHEeHHbIe oyaru (hburbdbpo3a, HEOOJbIINE 0YaroBblie TUMOOTUCTUOLIUTAP-
HbI€ CKOIUIEHUS B CTPOME, TUMIEPTPOGUI0 KapAUOMUOLIUTOB, BOTHOOOpa3-
HY10 ne(hOpMaLUIO0 MBIIIEYHBIX BOJIOKOH.

Ha yapTpacTpykTypHOM YpOoBHE OOHAPYKUBAIOTCS TSIXKEJIble MOBPEXIE-
HUSI MUTOXOHAPUI (MX HabyxaHue, BBIMbIBAHWE MaTpuKca, pa3pylieHue
KPUCT, 0YaroBble 2JIEKTPOHHO-TIJIOTHBIE JEMO3UTHI), PACIIUPEHUE KaHATb-
LIEB CapKOIJIa3MaTUYECKOTO PEeTUKYIyMa, neopMalluOHHbIE U3MEHEHMUSI
eaeid Mexay MeMOpaHaMu BCTAaBOUHBIX AUCKOB, UTO CYIIIECTBEHHO BJIM-
sIeT Ha JIEKTPUYECKYIO CTAOMIBLHOCTh MUOKap/a.

T'uneprpoduueckas kapauomuonatus (I'KMII) maxpockonuuecku xapakre-
pU3yeTCs yBEIMYSHUEM MBILLIEYHON MaCChl TPEUMYILIECTBEHHO JIEBOTO KeTy-
JIoYKa cepjiia Mpyu OTCYTCTBUM AWIaTalluu nojiocteid. O0paiaeT Ha ce0st BHU -
MaHUe ACUMMETPUYHBIN XapakTep runepTpodun — TOJLIMHA MEXKETy 104 -
KOBOW MIEPEropoiKu OOBIYHO B MOJTOpa—/aBa pa3a 0oJiblile TOIUIMHBI CBO-
OOMHOW CTEHKM JieBOoro xeyaouka. M3-3a yBenrueHus: MbIILIEYUHON MacChl
MHOKapaa B Cy0aOpTaIbHOW 00JIaCTU JIEBOTO XKEeTyA0YKa YaCTO BOZHUKAET
CY>XE€HUE BBIHOCSIIErO TPaKTa, YTO 0003HAYAEeTCsI KaK MBIIIEUYHBIN (TUIep-
Tpoduyeckuii) cybaopTabHbIN CTEHO3.

Muxkpockonuuecku ['KMIT xapaktepusyeTcss HapyluIieHUEM apXUTeKTO-
HUKU MBILIEYHBIX BOJJOKOH MUOKapa, UX HEYMOPSIOYEHHBIM PacloioXe-
HueM. B omHOM 1 TOM Xe moJie 3peHKsI MUKPOCKOTMAa MOXKHO OJHOBPEMEHHO
Hab01aTh MYYKU MBILIEYHBIX BOJIOKOH, UAYIIIME KaK B MPOAOIbHOM, TaK U B
MOMNepPeYHOM HaIPaBACHUSIX, HAPSIAY C 3TUM BCTPEYAIOTCSI U TAHTEHIIUAJIbHO
cpe3aHHble MyYKU KapauoMuoutoB. MMeet Mecto runeptpodus Kapano-
MUOLUTOB C TUDODY3HBIM KapAMOCKIEPO30M. OTINYUTETbHBIMU TUCTOJIO-
TUYECKUMU MPU3HAKAMMU SIBJISIOTCS TaKXkKe 3a3yOPEHHOCTbh KOHTYPOB Siiep
TUNepTpOoOUPOBAHHBIX KAPIUOMUOLIMTOB, a TAKXKE HAJIU4YUE BOKPYT siIep
000/Ka MPOCBETJEHUSI, TAK HA3bIBAEMOT'0 I'ajio. BTO MPOCBETIEHUE O0YCIOB-
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JIEHO HAaKOIUIEHNWEM B MEePUHYKJIEAPHOM ITPOCTPAHCTBE TPaHyJI TIIMKOTeHa,
KOTOpPbIE BIMBIBAIOTCS P MPUTOTOBJIEHUH TIpenapara [23].

JlokazaHa reHeTuueckas npeapacrojioxkeHHocTb K ' KMII, o6ycinoBieH-
HasT ONMHHAILIAThIO MyTaHTHBIMY T€HAMU C HAJTMIMEM 00JIee IMITUCOT MHI-
BUIyaJIbHBIX TPAHCMYTAIIUI, YTO COMTPOBOXKIAETCS Ae(hEKTOM MUOKAPIATb-
HBIX O€JTKOB — MMO3WHA, TPOTIOHWHA, aKTUHA.

Pectrpukrusaag KMII (ot aHr. restriction — orpaHUYeHUE) MPOSIBISIETCS
PE3KO BBIPAXXKEHHBIM CKJIEPO30M U TMAIMHO30M ITPUCTEHOYHOTO SHAOKApIa
MPYU MHTAKTHOM KJIAllaHOM ariapaTe, YTO COMPOBOXIAETCS HapylIeHUeM
(orpaHuveHMEM) COKpaTUTEIbHOM PyHKIIMKM MUoKapaa. [1peamnonaraercs,
yto pectpuktuBHasi KMII siBiisieTcs ciieacTBUEM MepeHeCeHHOTO TIPUCTe-
HouHoro sHnokapauta JIedpdaepa. Pectpuktusnas KMII conpoBoxaaeTcst
MpU3HaKaMU ACKOMITEHCAIIUU CEPIEYHON NeATeTbHOCTH, pPaCCTPOCTBAMU
CEpIEeYHOro pUTMa, MIPUBOASIINMHU K BHE3AITHON CMEPTH.

ApHUTMOTreHHAasi AUCILVIA3US MPABOT0 KeJyI104Ka

B coorBercTBUM ¢ onpeneneHueM Paboueil rpynmbl mo 3ado0jieBaHUSIM
MUOKapnaa 1 nepukapaa EBpomneiickoro obiiectsa kapauonoros (2008) [24],
apUTMOTEeHHasI KapIHOMUOIIATHsI/AUCIUIa3us paBoro xkenyaouka (AKJITTXK)
— 3a00JieBaHUE MBIIIIIBI CEP/ILIA, XapaKTepU3YIOIIeecsl MPOrPECCUPYIOIINM
3aMelLleHEeM MUOKAap/ia IIPaBOro XeJIyI04Ka XUPOBOii U (pOPO3HOI TKAHbIO
MEPBUYHO C PETMOHATIBHBIM, a BIIOCJIEACTBUM M TOTAIbHBIM ITOPaXKEHUEM I1pa-
BOT'O JKeJIyI04Ka. Y CTaHOBJIEHO, YTO IaHHbIIA BUI KapAMOMUOIIATUM 00YCII0B-
JICH MYTallUSIMUA B FeHax, KOIUPYIOIIMX OeJIKM IeCMOCOM — CIELIMaIU3UPO-
BaHHBIX CTPYKTYP, 00CCIICUMBAIOIINX BHYTPU- M MEXKKJIETOUHOE B3aUMOJICTHi -
cTBUe. ['eHeTMYeCKU IeTepMUHUPOBAHHBIE HAPYIIICHUS IIPUBOJIST K HapyIlie-
HUIO TPAHCIIOPTUPOBKU OeJIKa MEXKIIETOUHOI aare3uu IjiakoraoouHa [25].
PemonenupoBaHye BCTAaBOUHBIX IMCKOB M YMEHBIICHUE YKUCIA IECMOCOM,
MPUBOIUT K HAPYLIEHUIO MEXaHNYECKOTO CLIETUICHUST KapAMOMUOIIUTOB, YTO
CIIOCOOCTBYET MX THOEJIN C IPOrpecCUpyroInM hUGPO3HO-XKUPOBBIM 3aMe-
1eHueM [26], 4To U SIBJISIETCS aHATOMUYECKUM CYyOCTPaTOM BO3HUKHOBEHMST
xkenynouykoBbix aputmuii. B 2010 rony F. Marcus et al. [27] ipemioxXuim Mop-
omeTrpuyeckuii nuarnoctudeckuii Kpurepuit AKJITT2K, pazpaboTaHHBbI 1151
MMOKapIUaabHOI OMOIICUH, B OCHOBY KOTOPOTO ITOJIOXKEH IIPUHIIUII II0ACYeTa
OCTAaTOYHOIO KOJIMYECTBA HE BOBJIEYEHHBIX B ITATOJIOIMUYECKMIA IIPOLIECC Kap-
JuoMuoLMToB. MeHee yeM 60% paclieHMBaeTCsI Kak «O0JIbLIOIN» TUArHOCTH -
yeCcKui rpusHak, 60—75% — Kak «MaJjblii» IMarHOCTUYECKMIA mpu3Hak. M. B.
T'opneesa ¢ coaBT. [28], mpemTOXWIN 3KCTPAOIMPOBaTh TaHHBIN MOpdoI0-
TUYECKUIA KPUTEPUM, IPEIIOKEHHBINA IS IPYKM3HEHHBIX MUOKAPAATIbHbBIX
OMOIICHIA Ha pe3y/IbTaThl ATOJIOI0AHATOMUYECKOTIO aHaJIM3a.
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B nocnennee Bpems B rpymity nepBudHbix KMIT cTanu Bkiitoyats eie onHy
pasHoBUnHOCT KMIT — HeKoMnmakTHbIN MUOKapa, vy rydouatyro KMII. [Ins
atoii hopmbl KMIT xapakTepHO U30BITOYHOE pa3pacTaHue TpabeKyIIpHOTo
anmnapara CepAeYHON MBIIIIbI JJEBOTO, PeXe MPaBOro XeJyaouka ¢ Iiy0o-
KUMU MEXTpabeKyIIpHbIMU CUHYCaMU (HEKOMIMAKTHBIN CJIOi), C pe3KUM
WCTOHYEHUEM UCTUHOM CTEHKM JIEBOTO Xeyaouka (KOMITaKTHBIN C0ii), ¢
COOTHOILIEHHEM HEKOMITAKTHOTO K KOMITIAaKTHOMY CJIOI0 6oJee 2.

BTOpI/I‘lHLIe KapauoOMHUOIIaTUH

Kaxk paBuo, Bropmunbie KMIT He SIBISI0TCS CaMOCTOSITEIbHBIMU HO30-
JIOTMYECKUMU €AMHUIIAMU, a PACLIEHUBAIOTCS KAK CUHAPOMBI WJIM IIPOSIBIIC-
HUs Ipyrux 3adoneBaHuii. Bce pasHoBumHoCTH BropuyHbix KMIT omuckr-
BalOT OOBIYHO IIPU XapaKTePUCTUKE COOTBETCTBYIOIIMX HO30JIOTHIA.

AnkoronbHasa kapauomuonatus (AKMII) npencrapnsieT HauOOIbIINIA
MHTEpEeC B CUJIY IIMPOKOI pacIpOCTPAHEHHOCTH U COLIMAIbHOMN 3HAUUMO-
CTH, OyIy4r OIHUM 13 YaCThIX, HO He 00s13aTeJIbHBIX IIPOSIBIIEHUI XpPOHUYE-
CKOTO aJIKOTOJIM3Ma MJIM XPOHUYECKOI aJIKOroJbHOM MHTOKCUKauuu. OHa
Hepenko npuBoauT K BCC. Kak 1 mpu BKC, BHe3amHast cMepThb IIpH aJIKo-
TOJIbHOU KapIMOMUOTIATUX MPOUCXOAUT 3a cUeT (aTajbHbIX HAPYIIEHUN
cepIeyHoro putMa ¢ ucxomom B DK [29].

Mopdonornueckue nposisienuss AKMII, xots u sspko BbIpakeHbI, HO
HenoctatoyHo crieunduyHbl. [ToaTomy nuarno3 AKMII nomkeH ObITh
TOJIBKO KJIIMHUKO-MOP(OJIOTMYECKUM, YYUTHIBAIOIIMM KOMILIEKC BCEX IIPU-
3HAKOB B COOTHOLLIEHUM C aHAMHECTUYECKUMMU (KATAMHECTUYECKUMM ) TaH-
HBIMM U MPVKU3HEHHBIMU KJIMHUYECKUMU IPOsIBIeHUsIMU. Takxke cyile-
cTByeT 3a0yxaeHue, yto mopdosoruss AKMIT napentnuna I KMII. Xotsa
MEKIy HUIMU MHOTO OOILIEro, TeM He MEHee, 3TO pa3InYHbIe COCTOSTHUSI.

IIpu makpockonuueckom uccaedoganuu CTeieHb TUIIEPTPOMUU CepACUHOMI
MbIbl Tpu AKMIT HuKorma He TOCTUTaeT TeX BEIMYMH, KOTOPhIE ITPUCYIIT
JKMII. Macca cepaua npu AKMII cocrasisier 400—500, makcumym 600
rpaMm («IIMBHOE Ceple» ), BO3MOXKHA TakxKe HopMmasibHas macca (300—350
rpamM). Cepalie Ha OIIyIlb OOBIYHO APSIOIOe, KaMephbl (MMPEeUMYIIIECTBEHHO
JIEBOTO XKeJIyIouKa) IUIaTUpoBaHbl. ITomn arMkapaoM Hepeako 00JIbIIOe CKO-
mieHue xupa. KopoHapHblie apTepru Kak IIpaBUIO He ITOPaXKeHbI aTEPOCKIIe-
PO30M, HO Yy JIMII CTAPIIMX BO3PACTHBIX TPYIIIL €ro TSLKECTh TOCTOBEPHO He
OTJIMYAETCS OT MONY/ISILIMOHHBIX IMOKa3aresieil. Muokapa Ha pa3pe3e 4acTo
C XKEJITOBAThIM OTTEHKOM 3a CYET XXUPOBOI TUCTPODUU.

Muxkpockonuueckas kapmurna AKMII Taxcke HecrienmubaHa, XOTs U3Me-
HEHHUS BBIPaXXEHbI JOCTATOYHO SIPKO. XapaKTepPHO COYETaHUE TUIIEPTPO-
¢un 1 arpodur KapAMOMUOLIUTOB, B CTPOME BCTPEYAIOTCSI MEJIKUE KPY-
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IJIOKJIETOYHBIE MH(PUIBTPATHI KaK peaklivs Ha TTOBPEXIECHUS MbIIIeY-
HBIX KJIETOK, HaOJII0JaeTCsl BaKyoJIu3alusl CapKoIIa3Mbl KapAUOMUOLIM -
TOB. OTMeUaeTcsl MeJIKOKareabHOe OXKUPEHUE CApKOTIIa3Mbl. XapaKTepHbI
JINTIOMATO3 CTPOMbBI MUOKapa (0COOEHHO JIEBOTO XKeIyA0UKa), MEPUBACKY-
JIIPHBIN CKJIepO3, CKOTLUIeHUs IuTodycuurHa B capkoruiazme [30]. st moa-
TBepxKaeHus nuarnoza AKMII mpeayiaraeTcs riCTOXMMUYECKOE ompenesie-
HUE CHIKEHUSI aKTUBHOCTY aJIKOTOJIBACTUAPOreHa3bl B TKAHU MUOKapaa Ha
ayTONCUIMHOM MaTepuase.

Ecnu BCC HactynaeT Ha (poHe OCTpoii aIKOroJibHOM MHTOKCUKALIUM, TO Ha
BBbILLIETIEPEUMCICHHbIE MPU3HAKU HACTAUBAIOTCSI OCTPhIE U3MEHEHUS: T1a3-
MOpparusi, IepuBacKyJISIPHbIN OTEK, OTEK CTPOMBI MMOKap/ia, HabyxaHue 1
npoudepanust SHIOTEIUOLUUTOB COCYI0B MUKPOLUMPKYJISITOPHOTO pycia,
MMOJIU3, KOHTPAKTYPHbIE MOBPEXKIECHUS KApAMOMUOLIUTOB, ClaIK-(hEHOMEH.

B ctpykType namoaocoanamomuueckoeo ouaenoza AKMII MmoxeT purypu-
poBaTh KaK OJTHO U3 MPOSIBIIEHU XPOHUYECKON aJIKOTOJIbHOW MHTOKCHKA-
uu (uudpp F10.1) unm xponudeckoro ankoroyausma (mudp F10.2), koto-
pble BbICTaBJIEHbI B KaueCTBE OCHOBHOTrO 3abojieBaHus. Eciu xxe ¢ AKMIT
CBsI3aHa HEMOCPEeACTBEHHAs MpUUMHa cMepTu, To Torna AKMIT BeicTaBs-
€TCs1 B KQUeCTBE OCHOBHOTO 3a00JIeBaHUS KaK CAMOCTOSITE/IbHASI HO30JI0TU-
yeckas enruuia (mmdp 1 42.6).

[Tpu 3TOM XpOHUYECKAS ATKOTOIbHAS MHTOKCUKAIIWST VI XPOHUUECKUIA
AJIKOTOJIM3M CO BCEMMU €€ MPOSIBICHUSIMU MOMENIaloTcs B pyoOpuKy (hoHO-
BOro 3a00JieBaHus. B ciiyuae cMepTu OT OTpaBJeHUs STAHOJIOM OCTpast aJIKO-
roJibHasi UHTOKCUKAIMSI CTABUTCSI HAa MEPBOE MECTO B PyOpPUKE OCHOBHOTO
3abosneBaHus (iugp T51.0) ¢ ucnosb3oBaHUEM OOTMOJHUTEIBHOTO IKdpa
(X45), yxa3piBaoniero Ha BHEelIHUE 0OCTOSATENbCTBA — CIIyYaliHbIN Xapak-
Tep oTpasieHus. [Ipu 3ToM XpoHUUecKasi aTKoroJbHast UHTOKCUKALUS UJIU
XPOHUYECKUIA aJIKOTOJIM3M C TIOJTMOPTaHHBIMU TIPOSIBIIEHUSIMY TTPY UX HAJIH -
YUU MoMelIalTcs B pyopuky hoHoBoro 3aboneBanus, a AKMII camocTosi-
TeJbHO He mudpyeTcs, a hurypupyeT B YoHOBOM 3a001€BaHUHU B KAUECTBE
OJTHOTO U3 UX MposiBiaeHuit [31].

Penxue ¢gopMbl BHE3AIHOM CepAEYHON CMepPTH

B ocnoge pazButusa BCC MoryT JiexkaTb nopoxu pazeumus cepoua u mazu-
cmpatsibix cocydos. Cpenu B3pOCIIbIX OOJbHBIX C BPOXIEHHBIMU TTOPOKAMU
cepama yactora BCC cocrapnset 5,3 Ha 1000. Omucansl caydyau BCC npu
KoapKmauuu aopmol, 8DOHCOeHHbIX NOPOKAxX cepoya. I3BECTHBI clydar CMepTH
MPU TUTIOTUIa3MU KOPOHAPHBIX apTepuil U Jaxe MpU MOJTHOM OTCYTCTBUU
OJTHO U3 TPeX INIAaBHBIX KOPOHAPHBIX apTepuii. BcTpeuaroTcst mopoxu ¢ ano-
MAAbHBIM OMX0HCOeHUEM KOPOHAPHBIX apmepuii OT JIETOYHOTO cTBOJIA. OnrcaHbl
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Habmonenus BCC npu Tak Ha3bIBaeMOM <«MUOKAPOUANbHOM MOCMUKE» , CBO-
€00pa3HOM MOPOKE pa3BUTHS (MHOTHE MPU3HAIOT €r0 BAPUAHTOM HOPMaJslb-
HOTO pa3BUTHSI), KOTJa MarucTpaabHasi KOpOHapHasi apTepusi cepaua (yaiie
BCEro MepeaHsisi HUCXOAsIIas) TPOXOAUT B CBOEOOPa3HOM TYHHEJIE WU Mepe-
KPBIBAETCSI CHAPYXKU MTyYKOM MBILIEUHBIX KJIETOK MUOKapaa [32]. DToT my4ok
MOXET MepeXXuMaTh MPOCBET apTepUU, BbI3bIBasi TPUCTYI OCTPOI UIIEMUU
cepaeyHoil Mmaibl. Kak nmpaBuio, npu BbllleHa3BaHHBIX AedekTax BCC
HACTyIaeT B IEpUHATAIbHOM NIEPUOJIE U PAHHEM IE€TCKOM BO3pacTe.

K nuiam rpynimst pucka BCC oTHOCATCS MallMeHThI ¢ pa3TundHbIMU op-
MaMW HACAe0CMBEHHbIX U NPUOOPEMEeHHbIX HAPYUeHUI 2A1eKmPU1ecKoll npoo-
oumocmu cepaua. P nmaTonornyeckux COCTosTHUM ¢ BeiIcokuM puckom BCC
BCJIEICTBUE XXKU3HEYTPOXKAIOIIUX KETYTOYKOBbIX apUTMUIN OObEAUHEHBI B
TPYTIITY «[Ie€PBUYHBIX JIEKTPUUECKHUX 3a00JIeBaHUI ceplia» U 0003HaYal0T
KaK BpOXJeHHbIe cepaeuyHble KaHanonatuu [33]. Kak mpaBuio, y JaHHOM
KaTeropuu NaueHToB, yMepIIUX BHE3aMHO, crieluduieckux Mopdoioru-
YeCKUX U3MEHEHU I MUoKapaa, He 0OHapyXKeHO.

Bueszannas cepaeyHasi cMepThb AeTen

IMonaBnsioliee GOMBIIMHCTBO HAOMIONEHUI BHE3AITHOM CMEpPTU JIeTei
MPUXOAUTCS Ha MEePUOJ IEePBOro rojia >KuU3HU. BHe3amHyo cMepTh aeTeil
TPYIHOTO BO3pacTa, pa3BUBIIYIOCS 0€3 SIBHOW BUIMMOW MPUYUHBI, ITPU-
HATO 0003HaYaTh KaK CUMHIPOM BHe3arHoi aerckoii cMeptu (CBC), nim
no-anrnuiicku — Sudden Infant Death Syndrome (SIDS). ITo onpenenexuto,
CBJIC — 3710 HeoxXugaHHast HEHACWJILCTBEHHAsI CMePTh pedeHKa IpyaHOro
BO3pacTa, IIp1 KOTOPOIi OTCYTCTBYIOT a[IcKBATHBIE TSI O0bSICHEHMS ITPUYMHbBI
CMepTH, JaHHbIE AaHAMHE3a ¥ IaTOJI0r0aHAaTOMMYECKOTO uccienoBaHus. B
MKB-10 CBAC umeet caMocTosITeIbHYIO pyopuky — R95 u o6o3Hauaercs
KaK BHe3aITHasi CMEPTh IPYIHOIO peGeHKa.

CBJIC — aT0 camas yactasi MpuYMHA CMEPTHU JIeTeil B BO3PACTHOM MHTEP-
BaJie OT 2 Hefesb 10 | roma, Ha Hee rpuxoauTcs okojio 30% Bcex cMmepTeit
atoro Bo3pacta. Hacrora CBJIC B CIIIA cocTasnsiet okoJio 1,5 Ha 1000 xxuBo-
poxneHHbIX aeteit. [Tuk yactorel CBAC nmpuxoauTcs Ha repuoa Mexay 2
1 4 mecsuamu xku3Hu. B 6onpmmHcTBe ciydaeB nmpu CBJIC pedbeHoK ymu-
paeT BO CHe, II0O3TOMY 3TY CMEPTh HEPEeIKO 0003HAYaloT ellle KaK «CMEPTh B
KpOBaTKe», UJIN «CMEPTh B KOIbIOEe > (cot death).

Huarno3z CBIC B cyneOHO-MEIUIIMHCKON U MaTOJI0r0aHaTOMUYECKOM
MPaKTUKE CTABSAT OOBIYHO METOIOM MCKIIFOUEHUSI HACUIIbCTBEHHOM CMEPTH,
a TakKe APYTUX BO3MOXKHBIX IPUUMH CMEPTH, BEpUDULIMPYEMBbIX ITPU T1aTO-
JIOTOAaHATOMUYECKOM HcciaenoBaHuu. He ymaercs o0HapyKuUTh KaKUX-I1100
MaKpOCKOITMYECKUX U3MEHEHUI, MOTYIIIUX OOBSICHUTh MEXaHU3M CMEPTH.
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Urto ke KacaeTcs TUCTOJOTUYECKUX U3MEHEHU I, TO OHU HECYILIECTBEHHBI U
Hecreu@UUHbI U He MOTYT OOBSICHUTh MPUYUHY BHE3ATTHOU CMEPTH.
M.M. BopoHuoB u coaBTopsl [34] npemnoxuiau B 1997 roay BbIIEISITh
clieayolue, o UX MHEHUIO, creluduiyeckue Mop@oaoruyeckue mpu-
3Haku CB/IC, koTopble OHU 0003HAUMIM KaK «TKaHEBbIe MapKePhl XPOHU -
YEeCKOU TUTTOKCUI»:
* TUIEPIIa3us MBILIEYHOTO CJI0SI COCYAOB CPEIHEro U MaJIOro Kainuopa
B MajioM Kpyre KpoBOOOpalIeHUsI B COUETAaHUM C TUTepTpodueit Muo-
Kap/a MpaBoro Xeaynouka;

* U30BITOYHOE COoMepKaHUE MEPUAAPEHATOBOTO OYpOro XKUpa;

* MHOXECTBEHHBbIE MeTeXUaTbHbIe KPOBOUIIUSHUS MOJ CEPO3HBIMU JIUCT-
KaMHU (o[ AMMKapaoM, IJIEBPOIi, KarCya0il Tumyca);

* [JIMO3 CTBOJIA TOJJOBHOTO MO3ra;

* U30BITOYHOE KOJIMYECTBO OYArOB IKCTPAMEMYJIISPHOTO KPOBETBOPE-
HUS B TIEYEHU;

* TUIEeP- U TUIOIUIa3Us TJIOMYCHOU TKaHU KapOTUIHbBIX TNl

* runepruiazus xpomadGUHHON TKaHU HaAITOYEUHUKOB.

Cpenu mopdoaornyeckux uameHenuii npu CBJIC npuiiekaeT BHUMA-
HUE COCTOSTHHME TUMYCa, TaK Ha3bIBaeMasl «THMOMETAJINsI», KOTOPYIO paHee,
BMECTE C TAKUMU MPU3HAKAMU, KaK TeHepaIu30BaHHas TUIIePILIa3us JIUM-
douaHON TKaHU, TMMOIIa3Msl KOPbl HAAMOUYEYHUKOB U T.A. Ha3blBaIu
«TUMUKO-TUMGbATUYECKUM CTaTyCOM>».

MexaHuambl TaHaTtoreHesa mpu CBIC gaBsitoTcsl IpeAMETOM IUCKYCCUU
1 BO MHOTOM OCTalOTCSl HEBbIICHEHHBIMU. O00011IeHUE Pe3yIbTATOB U3yYe-
Hust CBJIC natoT ocHoBaHMe BbIIEJSITh IBa Bapy¥aHTa TaHaTOreHe3a — pecru-
PaTOPHBII U KapaUalIbHbIA. B IepBoM cityuae peub UIeT O CMEPTH B pe3yJib-
TaTe AbIXaTeJbHOU HEIOCTATOYHOCTU BCAENCTBUE AITHO?, BO3HUKAIOLIETO BO
cHe. KapauaabHble MEXaHM3Mbl TAHATOTEHE3a CBS3bIBAIOT IJTABHBIM 00pa3oM
C HapyuIeHUSIMU (PYHKIIMU TPOBOISILIEH CUCTEMBI ceplia. Y 1eTeil mepBoro
rojaa Xus3Hu ¢ BbIcOKMM prckom CBJIC cratucThuecKku J10CTOBEPHO yallle
PETUCTPUPYIOT TaK Ha3bIBaeMbIif CUHIPOM MPEXIEBPEMEHHOTO BO30YX/Ie-
HUS KeJTYI0YKOB WM yaauHeHue untepBaia Q-T Ha OKIT.

B uccnenosanusix C.JI. I[Tapunosa [35] ycTaHOBAEHO, YTO MEXaHU3M BHE-
3aIMTHOU CMEPTU Y IeTeli MePBOTO rojia XKM3HU MOXKET ObITh CJIEICTBUEM TIEpe-
HECEHHBIX POIOBBIX TPABM LIEHTPAJIIbHON W MapacuMIIaTUYeCKO HEpBHOM
CHUCTEMBI, UTO B COYETAHUU C OCTPBIMU UH(EKIIUSIMU CIIOCOOCTBYET BHE3ar -
HOMY Pa3BUTHUIO OCTPOIA AbIXaTEJIbHOW WU CepACYHON HEJOCTATOUHOCTH.

BcrpeuaroTcst eiMHUYHbBIE Clydyau BHE3alHOW CMepTU JeTeil, 00yCca0B-
JIECHHOW BPOXIEHHON WJIX MTPUOOPETEHHOM MaToa0Theil KOpOHAPHBIX apTe-
puii cepaua.
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V. ANMMAEMUNOIOInNA BCC

3a mocnennue 20 JeT AMUAEMUOIOTUS BHE3aITHOM CEpIeyHOl CMepTH
(BCC) cymecTtBeHHO M3MeHMIach. B 3KOHOMUYECKN pa3BUTHIX CTpaHax
Mupa oarogapst BHeApeHUIO 3(h(GEKTUBHBIX ITPOrpaMM I10 MpOoGUIaKTHUKE
U JieueHu1o 6ose3Helt cucteMbl kKpoBoobpaiieHus (BCK) nmpuseno K 3Ha-
yuTelbHOMY cHIKeHMIo cMepTHocTH oT BCK, 1, cnenoBatensHo — ot BCC
[1]. BMecTe ¢ TeM, KOTMYECTBO YMEPIIMX OT KapAMOBACKYJIIPHBIX 3200J1eBa-
HUII B MUPE COCTaBJISIET 0KOJI0 17 MUJUIMOHOB YeJIoBeK, U 25% 13 HUX IIPO-
ncxoaut no mexanusmy BCC [2]. [Tonyyennbie 10—15 net Ha3am B anuge-
MMOJIOTUYECKUX MCCIAETOBAHUSIX KO3 hUIIMEHTH 0 ToM, uTo aoysi BCC B
crpyktype cMeptHocT oT BCK cocrapiseT okoso 40%, ceromgHs rmoasep-
[JIUCh TIEPECMOTPY.

B Hacrosiee BpeMsl B pa3BUTBIX CTpaHax Mupa cpeaHss yactota BCC
cocrasiser 1,40 Ha 100 000 HacesleHMs B TOA Y KEHILWH 1 6,68 y My>kuuH [3].
Yucio caydaeB BCC cpenu MoIoAbIX JIIofei 3aKOHOMepHO Huxke — 0,46—3,7
Ha 100 000 HaceneHus B rox [4, 5]. B aGCOMIOTHBIX 3HAUEHUSIX 3TO COOTBET-
ctByeT 9000 cmepreii B EBponie u 1o 6200 cmepreii B CLLIA kaxnpiii ron [6].

B P® He cyiiecTByeT aHHBIX ODUITMATBHON CTATUCTUYECKON OTYETHO-
CTHU 10 3TOMy Bompocy. OIHaKO IPpU U3BECTHOM KOJMYECTBE YMEPIIUX OT
BCK (nanpumep, B 2014 romy — 940489 uenosek [7]) 1 ucoab3ys Koad-
(bULIMEHT, ITOIyYEeHHBIN B 3apyOeXKHBIX SMUACMUOJIOIMUECKUX UCCIIeI0Ba-
HUSIX (25%), MOXHO paccyuTaTh NpUOIM3UTEIbHOE YKciio ciydyacB BCC B
Poccuu B rog — 235 ThICSY YeJIOBEK.

BoNbIIMHCTBO OTEUECTBEHHbBIX UCCIIEA0OBAHMMI, MOCBSIILIEHHBIX DITUIC-
muosioruu BCC, 6b1710 BeITTOTHEHO B 1970-X Togax M orpaHUYMBaIOCh paM-
kamu nporpammbl BO3 «Peructp octporo mHpapkra muokapaa» [8—12].
OueBUIHO, YTO 3a MOCICIHKE TI0JIBEKA MPOU3OIILIN KapauHaIbHbIC TIepe-
MEHBI B JIeueHUU nHdapKkTa Muokapaa (MM), yTo cka3ajaoch U Ha acCOLIM-
MPOBAHHOI ¢ HUM CTAaTUCTHKE JIETAIbHOCTH U CMEPTHOCTH.

Kpynnoe srmunemuonorndeckoe ncciegosanne PESOHAHC, mposeneH-
Hoe B Tpex poccuiickux roponax (Ps3anb, BopoHex, XanTe-MaHcHiick) u
BKJIIOUMBIIIEe TTOMyJIsiiuio 60ibHbIX ¢ UBC unciaeHHocThio 285 736 yeso-
BeK, ObUIO CIUIAHMPOBAHO C 1ieJibio yTouHeHUs yacTtoTel BCC BcliencTBue
MBC (1.e. BHe3anHo#t KopoHapHoii cmepT) [13], T.K. umeHHo UBC saBns-
erca camoit yactoit mpuunHoit BCC. CoracHo AuarHo3am, 3aperucTpupo-
BaHHBIM B MEIULIMHCKUX CBUAECTENLCTBAX 0 cMepTH, yactoTa BCC Ha ¢doHe
MBC cocraBuia B Myxkckoii nonyistiuu 69 ciaydaeB Ha 100 000 MyXcKoro
HaceJieHus B Tol, B XXeHCKoil — 26 Ha 100 000 XXeHCKOro HaceJIeHMsI B IO,
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npu 3ToM UK YyactoThl BCC y 60nbHBIX ¢ UBC npuxoauics y My>KunH Ha
Bo3pacTHyto rpyniy 50—59 ner, y xeHuiuH — 70—79 net, B 60Jiee cTaplimnx
Bo3pacTHbIX Tpynmax nauueHtoB ¢ MbBC yacrora BCC, corinacHo oduiiy-
aJIbHO 3apEerMCTPUPOBAHHBIM TaHHBIM, CTPEMUTEBHO CHUXKaach. OMHAKO
0oJiee eTaIbHBIN JOMOJTHUTEbHBIN aHAIN3 MEAUIIMHCKON JOKYMEHTALIUU,
OIpoca POACTBEHHUKOB, CBUAETENIEH CMEPTU, a TAKXKE JieYallluX Bpadyeil v Bpa-
yeii u3 Opuraa CKOpoi MEAULIMHCKON MOMOILM MPUBEJ K BBIBOAY, YTO YTOU-
HeHHas yactota BCC B 2,3 y My>KuMH U B 2,8 pa3a y XeHIIMH BbIlIE 3ape-
TUCTPUPOBAHHOTO OGUIIUATIBHOTO YPOBHSI U COCTABJISIET COOTBETCTBEHHO
156 u 72 cnyyaes Ha 100 000 HaceneHust B roa. TakuM o0Gpa3oM, CONTaCcHO
uccinenoBanrio PEBOHAHC, B oTeuecTBEHHOM MPaKTUYECKOM 3IpaBOOXpa-
HEHUU He BbISIBIsIeTCs Kaxnbiii BTropoii ciaydait BCC y 6onbHbIX UBC Myk-
ckoro noja, u 2/3 —y 6oabHbIx MBC XeHcKoro moJjia, YTo TpUBOIUT K HEIO-
olieHke BeposiTHocTy pa3BuTust BCC B nonynsityy. OCHOBHBIMU IMTPUYMHAMU
Ttakoro Henoyyeta BCC y 6onbHbIXx MBC npu3HaHbl HEAOCTATOYHO aKTUBHO
MPOBEICHHBII TMAaTHOCTUIECKUA ITOUCK ITPY YCTAHOBJIEHUM TTPUUMHBI CMEPTH
(45,4%) v oGk obopMIIEHHSI MEAULIMHCKOM TOKyMeHTaLuu (55,6%).

Peructp BHe3amHoii cepaeuHoit cmeptHoctu TEPMIHA, npoBeneHHbI
B IISITY KPYTTHBIX paiioHax bpsitHcKoii obactu u . bpsiHCKa cpeau moryJisi-
LMK TPYIOCTOCOOHOTO Bo3pacTa (25—64 net) yncieHHocThio 417 740 yeno-
BeK, mponemoHcTpupoBai yactoty BCC, paBnyto 25,4 Ha 100 Tbics4y Hace-
nenus [14]. Tlpu yuete renaepHoro npusHaka yactora BCC cpeau MmyXuuH
okasajach paBHoi 46,1 Ha 100 ThIC. HacejeHUs, CPEON XKEHIIUH — 7,5 Ha
100 ToIc. HaceneHus B rof, cootHoweHre BCC y My>kunH/XKeHIuuH — 6,1:1.
Hoinst BCC B ctpykrype cmeptHocT oT BCK cocraBuna 7,3%, a B CTpyKType
o6m1eit cMeprHocT — 2,9%.

Cpenu npuuuH, aexamux B ocHoe BCC y nuu TpyaocnocoOHOro Bo3-
pacta, JOMUHUpPYET uinemMudeckas 6oie3Hn cepaua (MBC) — no 80—85%,
MpUYeM He MeHee TTOJIOBUHbBI OTUX CIy4yaeB MPUXOAUTCS Ha OCTPbie DOPMBbI
WMBC [15]. PaznuuHble KapIMOMUOIATUN U BOCTIAJIMTEIbHBIE 3a001eBaHUST
cepAla 3aHUMAIOT BTOPYIO CTPOUYKY B CIUCKE ATUOJOTUYECKUX (HaKTOPOB
(mo 15—20%), Torma Kak m0Jjs1 TOPOKOB cepaua (10 5—7%) 1 NmepBUYHBIX
9JIEKTPUYECKUX CUHIPOMOB — KaHajonatuii (cuHapoM bpyrana, cuHapom
YIUIMHEHHOTO 1 yKopoueHHOro QT — 1o 2—3%) cyliecTBeHHO MeHble |1,
14]. B HEKOTOpPBIX Cilydasix, KOraa MpOBEACHHBI KOMITIEKC KIMHUYECKUX,
JJaboPaTOPHO-UHCTPYMEHTATBHBIX U MOP(MOJOrMUYeCKUX NCCIeNOBAaHUI BCe
K€ HE MO3BOJISIET YCTAHOBUTH MPUUUHY CMEPTHU, MPABOMOYHBIM SIBJISIETCS
JMarHo3 «BHe3amHas cepaedHas cMepth» (kox MKbB 146.1) [16].

B oreuectBeHHOM uccnenoBanuu TEPMUWHA [14] B kauecTBe Haubo-
Jiee YacThIX MPUYUH cMepTu durypupoBana xponudeckas MBC (43%),
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HECKOJIbKO pexe — ocTpbie ¢opmbl UBC (37%). Hong KapavoMuonaTui
coctaBuna 18%, a B 2% ciyyaeB B TOCMEPTHOM JMArHO3¢ B KAYECTBE HETIO-
CpeICTBEHHOM MpUUMHOI cMepTu ObL1a obo3HaueHa BCC.

MakcumanbHbiii puck BCC umeror 6osbHble, ctpanaromne bCK, oco-
OEHHO JIMlia, MepeHecirne MHPAPKT MUOKapAa CO CHUXXEHHOMN CUCTONU-
yecKOl (PyHKIIMEN JeBOTO XeJynTouka U/Win KeJTyTOouYKOBBIMU apUTMHU-
samu [15, 17]. B To xe Bpemst 6oJee mosoBuHbl ciyyaeB BCC npoucxonut B
0011Iei MOITYJISIIIUY JTIOeH U B TPYIITIE JIUI, UMEIOLINX JIUIIb OOIIeN3BECT-
Hble dakTopsl pucka MBC, y Kotopbix pruck BCC 0THOCUTETBHO HEBBICOK
(puc. V.1). DT faHHBIE AEMOHCTPUPYIOT BaXXHOCTh aKTUBHOTO MOAX0Ja B
npodunaktuke BCC y Bcex nepeuyucaeHHbIX TPYII J0Aei He3aBUCUMO OT
ypoBHs pucka BCC.

OTHojorndyeckre (hakTopbl BHE3AITHOM CEPAEYHOI CMEPTH Y JIULI pa3HOTO
BO3pacTa pa3jnyHbl. Tak, B MOJIOAOM BO3pacTe HauboJiee YaCTbIMU MPUIU -
Hamu BCC gBnsiorcst BocnajauTe/bHble 3a00JIeBaHUS cep/lia, KapauoOMUO-
MaTUM, CYIIECTBEHHO BBIIIE, YeM Y TIOKUJIBIX, TOJISI TEPBUYHBIX 3JIeKTpUYIe-
ckux cuHapomoB. ITo Mepe cTapeHust 3HaUUTENbHO Bo3pactaeT pojib MBC,
KJIalTaHHBIX TTOPOKOB CEp/Ilia M aCCOIMUPOBAHHON C HUMU CepAeYHOMN HEl0-
cratouHoctu [1, 14, 18].

O6uwan nonynauua
300.000
MaumeHTbl ¢ pakTopamm pucka
MaymenTbl ¢ UBC
XCH ¢ ®B meHee 30%

@ 15000 MocTnHbapKTHBIN
KapAMoCKaepos

Mepexuswune
cepAeyHbIn apecT

Obuiee konnyectso BCC B nonynauum

® L d ® @

30 20 10 0
Puck passutuna BCC B TeyeHune 1 roga, %

Puc. V.1. YacTora pa3BuTtus u abcontotHoe ymcno BCC B o6wert nonynsumm U cneuundum-
YecKMUX rpynnax nayvMeHToB (aganTupoBaHo 13 R.J. Myerburg u coaBT., 1992). K o6Lev no-
NynsiLnnM OTHOCUTCS! HECENEKTUBHAs Tpynna nauneHToB ctapluie 35 neT, Noarpynmbl BbICOKOro
pvicKa COCTaBMSIOT NALMEHTbI C MHOXXECTBOM (haKTOPOB pucka pasBuUTHS NEPBOrO KOPOHAPHOIO
cobbITus. YactoTa passutust BCC MyHMManbHa B 06LLeii Nonynsiumm nuL, B KOTOPOW perncTpu-
pyeTcst Hanbornbluee YMcno Takux cmepTeit. B rpynnax pucka gons BCC HambonbLuas, Ho B ab-
COMIOTHBIX LMdpax OHa 3HAYUTENbHO MEHBLLIE TAaKOBOW B 06LLEe nonynsuumn
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MHOTrOYUCICHHBIMU UCCIIEAOBAHUSMU YCTAHOBJIEH PSIIT SITUIEMUOJIOTH -
yeckux ocobeHHocteit BCC. B wactHoCTH, onpenesneHa npsiMast Uiu 9KC-
MOHEeHLMalbHas 3aBUCUMOCTh YacToThl BCC ¢ Bo3pacToM, cylliecCTBEHHOE
npeobianaHue My>XUUH HaJ XeHluHamu [8—14, 18]. 3BecTHO, uTO OoJIee
75% Bcex cnydaeB BCC mponcXoasiT BO BHETOCITUTATBHBIX YCITOBHSIX, M3 HUX
0koJ10 20—25% — B MecTaX MacCOBOTO CKOTUICHUSI JTIO/Iei (a3pOTOpThI, BOK-
3aJ1bl, CTaAuMoOHbI 1 T.11.) [10, 14, 18].

3HauMTeIbHAs POJIb B TAaHATOTEHE3¢ MPUHAJICKUT 3JI0YITOTPEOIEHUIO
aJIKOTOJIEM, UTO, TIO-BUIMMOMY, SIBJISIETCST XapaKTePHOI 0COOEHHOCTDIO BITH-
nemuosioruu BCC B PO [14, 19]. [ToarBepxneHUEeM 3TOMY SIBJISIETCS BBICO-
KW TIPOLIEHT aHAMHECTUYECKUX JaHHBIX O 3JI0YNOTPEOJEHUM aJIKOTOJIEM,
YCTAHOBJIEHHbBIN B MEAMIMHCKOM foKyMeHTauuu (36%), npu omnpoce poi-
CTBEHHUKOB ymepiunx (43%), a Takke Boicokast yactoTa (27%) oGHapyxe-
HUSI aJIKOTOJIST B KpOBM yMepiuX. [1py 3TOM MpakTU4eCcKy B TTOJIOBUHE CITy-
yaeB KOHIIEHTPAIIMS 3TaHOJIa B KPOBU COOTBETCTBOBAJIA OIbSIHEHUIO OoJiee
yeM cpemHelt crerneHu Tsokectu. B 7% ciyuaeB BCC B KauecTBe OCHOBHOTO
JvarHosa purypruponaiia arkorojibHas Kapauomuonarus (kom MKB 142.6).
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VI. PAKTOPbI PUCKA U CTPATUDUKALINA
PUCKA BCC B KITMHUYECKOWN NPAKTUKE

®axTtopsl pucka BCC

Yacrota pa3sutuss BCC MuHuManbHa B o0LIEl NOMYJISILIUUA, B KOTOPOI
PErUCTpUpPYETCS HauOoJIblliee YUCI0 Takux cmepTeil. [1pu Hanuuuu dak-
TopoB pucka BCC vacToTta ee pa3BUTUS BbIlllEe, HO B aOCOIIOTHBIX LIMppax
OHa 3HAYUTEJIbHO MEHbIIIE, YeM B 001Iel nonysiiuu. B aToii cBS3u Bompoc
0 MPOTHOCTUYECKON 3HAYUMOCTH TOTO WJIX MHOTO (PaKTOPa U UX COUETAHUS
B oTHolIeHuHU pucka pazputus BCC sBisieTcs ype3BblUaiiHO aKTyaJIbHBIM.

Onpenenenue pucka pazsutust BCC ckiiagbiBaeTCst U3 BbISIBJEHUS OTAE/b-
HBIX (DAKTOPOB U OMpPENeSeHUs UX 3HAYUMOCTHU Y KaXIOT0 KOHKPETHOTO
nanuenTta. Hanmnuue Heckosibkux (paKTOpOB prCKa MO3BOJISIET OTHECTH MaLM -
€HTa K OMPeeeHHbIM KIMHUYECKUM MTOATPYIINaM, ONPEAEIUTh PUCK pa3-
Butus BCC Bo BpeMeHU U, B KOHEYHOM UTOTE, OMPEAEISIET ONTUMAIBHYIO
TaKTUKY MPOPUIAKTUIECKUX MEPOTTPUSITHUA.

Ha naiu B3rsi, 1iesiecoo0pa3HoO BBIIETSATh OCHOGHbIe U 61MOPOCHENEHHble
dakTopsl pucka BCC. K ocrosnbim pakTopam pricka OTHOCSITCS SMU30/1, Cep-
JIEYHOTO apecTa B aHaMHe3e U/ WM TeMOIMHAMUYECKY 3HAYMMast yCTOMIMBAasT
KT, yka3zaHue B aHaMHe3e Ha epeHeceHHbIN nHbapKT Muokapaa (MM), snu-
30/1bl CHHKOII€, BBISIBJIEHHAS PU UHCTPYMEHTAIIbHOM 00CIEIOBAHUY CUCTO-
Jimyeckas IucyHKIMS, COMTPOBOXKAAIOIIASICS CHUXKeHMEM (DpaKIiy BIOpoca
nesoro xenynouka (PB JIK) menee 40%, KD u/uiu 313046l HEYCTOMYM-
Boii XKT. ITpu HaMUUKM y KOHKPETHOTO OOJIBHOTO 0CHO8HbIX (DAKTOPOB pUCKa
CYLIECTBYET BbICOKAS WJIU YMEPEHHAs BEPOSITHOCTh PELMANBUPOBAHUS 3JT0KA -
YECTBEHHbIX XKeJTyJOYKOBBIX HAPYILIEHU I pUTMa C pa3BUTUEM OCTPOU cepaey-
HOI He0CTaTOUHOCTU, U B KOHeUHOM utore — BCC. K emopocmenennvim paxk-
TOpaM pUcKa OTHOCSTCS: TurepTpodust Muokapa jesoro xenynouka (I'JI12K),
aprepuanbHad runepteHsus (Al), runepaunuaemusi, caxapHoiii iuadet (C),
KypeHue, U30bITOYHBIN BEC, YBEJIMUEHNE YaCTOThl CEPACUHbBIX COKPAILIEHUN
(HCC), runepcuMNaTUKOTOHUS U APYTUE 0O0CYKAaeMble HIXE MPU3HAKU.

Ocnosenvle ghakmopul pucka

Iox ocHoeHbiMu DaKTOPpAMU pHCKa MOAPA3yMEBAIOTCS KJIMHUYECKHE TTPH-
3HaKM, HAJIMYME KOTOPBIX MTPEATNOJIaracT OTHECEHNE OOIILHOTO K KaTETOPU M
JINL] C BBICOKMM WM yMepeHHBbIM prickoM BCC B TeyeHMe KajleHIapHOTO
rofa (BepOSITHOCTHbBIN pucK MoxeT gocturath 20—50% wunu 5—15% coort-
BETCTBEHHO).
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Dnu30/ cepeyHoro apecTa B aHaMHe3e W/WiH reMOMHAMUYECKU 3HAYUMAst
yeroitunBas 2KT. Hanbosnee cepbe3HbiM hakTopom pucka pa3putusi BCC siBisi-
€TCs1 HaJTM4Y e dMKU30/1a CepeuHOTro apecta BaHaMHese. [1o nannbim JT Bigger
puck BCCy aT0ii KaTeropuu raluneHToB B TedeHue roga coctanisieT 30—50%
[1]. DK naHHBIe OBUTA MOATBEPKAEHBI B KOHILIE MPOLLIOrO BeKa B UCCIEN0-
BaHUSIX, MOCBSIIEHHBIX Ucnob30BaHU0 MK B 1eJ19X BTOpUYHOMI Mpodu-
naktuku BCC (AVID, CASH, CIDS) y naHHo#1 KaTeropuu nalumeHToB [2—5].

YKka3zanus B anamHe3e HA nepeHeceHHblil nHapkT Muokapaa. laHHbIe,
MOJyYEHHbIE B UCCIIeNOBaHUIX MO olleHKe AAITT y malimeHToB, epeHecuInx
OUM (EMIAT, CAMIAT u DIAMOND-MI), aputmMuyeckas 1eTalbHOCTb
B pesynbrate passutus KT u @K B reueHue roga cocrasisieT 5%, a B Teue-
Hue 2 net — 9% [5-7].

Cucroanueckas aucyHkuus jesoro xkeiayaouka. CHmkenHas @B JIK
SIBJISIETCSI HE3aBUCUMbBIM MPEAUKTOPOM OOlleli, CepAeuHO-COCYAUCTON U
apUTMUYECKOU CMEepTHOCTU. JlaHHOE MOJI0XKEeHWE ObLIO MOATBEPXKIAECHO KakK
pe3yJibTaTaMM SMUAEMUOJIOTUUYECKUX JaHHBIX (B ToM yunciie DTTOXA), Tak u
pe3yabTaTaMU UCCIeNOBaHU I, MOCBSIIEHHBIX olgHKe apdexkTuBHOCTM MK ]|
B OTHOLLIEHUY NMEPBUYHON 1 Bropu4HOit mpodunaktuku BCC, Bo MHOTHX U3
KOTOPBIX OTHUM U3 KPUTEPUEB BKIIOUEHMUS SIBIISIACH CUCTOJIMYECKAsT IUC-
dynkuus [2—4, §—12].

CuHronanvHvie COCMOSHUS

Puck BCC y mauneHTOB ¢ CMHKOIIE MOXET ObITh CBSI3aH KaK C HaJTUYUeM
CTPYKTYPHOU MATOJIOTUU CEP/ILIA, TAK M C MEXAHU3MOM Pa3BUTHSI OOMOPOKOB.

Puck BCC, cea3annblii c 0cHO8HbIM 3a001e6anuem. Bee bonbliie yoeauTenb-
HBIX JAaHHBIX O TOM, YTO B 3HAYUTEILHOI Mepe Hajlndnue 0OMOPOKOB U PUCK
BCC cBs13aHbI ¢ XapaKTepoM OCHOBHOTIO 3a0oyieBaHus. [Ipu oTcyTCcTBUM Xe
3a00s1€BaHUsI ceplia OOMOPOKHU B HEOOJIBIIIONM CTETIEHU OTSATOIIAI0T IIPOTHO3,
1 OCHOBHbBIE OITACHOCTU CBSI3aHbI C BOBMOXKHOCTbBIO IOJIyYeHHsI TPAaBMBbI ITPU
MOBTOPSIIOLIMXCSI CHHKOIAIbHBIX 3nu3o01ax [15].

Puck cMepTy y nalnmeHTa ¢ CMHKONAJIbHBIMU COCTOSIHUSIMU TIPY uutemute-
cKoil 6oae3nu cepoua (MbC) mpsiMmo npornopuroHaieH TSKECTU AMCOYHKIIMN
JsieBoro xeaynouka. [TpuunHamu oomopokos npu MUBC MoryT 66ITh MOBTOP-
HbI€ 3IM30/Ibl UILIEMUU U CBSI3aHHBIE C HUMU apUTMUHU, IIPEKIIE BCETO, XKETy-
noukoBast Taxukapaust (KT) wiu 6panukapaus [10, 12, 16].

IIpu duramauuonnoii kapouomuonamuu (JKMII) Hanmuure cMHKOIAIb-
HBIX COCTOSIHUI TaKXKe acCOLIMMPYETCS C TOBBIIIEHHON CMEPTHOCTBIO [17,
18]. Haubonee yacToii MpUYMHO CMEPTH Yy MALIMEHTOB C OOMOPOKaMU MpU
JKMII cuyutator KT [19, 20]. CmepTHOCTH nanmeHToB ¢ JIKMII 1 o6mo-
pOKaMM B aHaMHe3e MoxKeT npeBbiiaTh 30% 3a 2 roga [20—23].



42 VI. ®akTopsl pucka u cTpatugukaums pucka BCC

Ipu eunepmpoghuuecroii kapouomuonamuu (I'KMIT) oOMOpoOKU OTHO-
CITCS K OMHUM U3 «Obonbliux» (paktopoB pucka BCC. HebaaronpustHo,
€T 0OMOPOKM pa3BUBAIOTCSI TOBTOPHO, BO3HUKAIOT Ha TTMKE HATPY3KU WU
COYETAIOTCST C MOJIOJIBIM BO3PACcTOM, CEPIEYHOM HETOCTATOUHOCTBIO U CITy-
YyasiMU BHE3aITHOM CMEPTH Yy OJIM3KUX POACTBEHHUKOB [24—26].

BosHuKHOBeHUE 0OMOPOKA B TeUeHHUE 6 MECSILIEB ITOCJIE TEPBOHAYATBHOTO
00cIeToBaHNS Y 9TUX IMAIIMEHTOB TAKXKe SIBJISIETCST PU3HAKOM ILJIOXOTO TTPO-
rHo3a. [Toaromy npu odMopokax HesicHOro reHesa y nauueHtoB ¢ 'KMIT
ctapitie 16 et 6e3 yKazaHUii BaHaMHe3e 3TM30/10B CEPACYHOTO apecTa, Key-
JIOYKOBBIX apUTMUIA, BBI3BIBAIOIIMX OOMOPOKH MJIU TIOJTyOOMOPOUYHBIE COCTO-
STHUSI, peKoMeHayeTcst onpenessite puck BCC npu moMony KajibKyasiTopa
«HCM Risk-SCD» (http://www.doc2do.com/hcm/webHCM.html) [27—29].

[Tpu aopmaavrom cmenosze cpeHsisi BBKMBAEMOCTb OOJIbHBIX O€3 TTpoTe-
3UPOBAHUST A0PTAIBHOTO KJIATTaHa ITOCJIe MOSIBIEHUSI OOMOPOKOB COCTABJISIET
2 rona, 60JBIIMHCTBO e yMupaeT B TeueHue 3 jet [30]. [TosoBuHa nauu-
€HTOB C a0PTAJIbHBIM CTEHO30M, UMEBIIIMX B T€UEHUE 5 JIET MIPUCTYIIBI CTe-
HOKapIIM¥, WIKA B TeUEHHE 3 JIeT — CUHKOITAJIbHbBIE COCTOSIHUS, UJIU B TeYe-
HUE 2 JIET — OJBIIIKY U APYTUe TIPOSIBICHUST CEPIEYHON HEMOCTAaTOYHOCTH,
yMHUpaloT BHe3anHo [31].

CrpykrypHble 3a00sieBaHus cepaua [32—36] saBasioTCss OCHOBHBIM (hak-
TopoMm pucka BCC u o61ueii cMEpTHOCTH y MallMEHTOB ¢ OOMOPOKaMMU.
YcTaHOBIIEHO, YTO HAJIMYMe OOMOPOKOB y TIAIIMEHTOB C TSIKEJIOW cepaed-
HOI HETOCTAaTOYHOCTHIO U UMTUTAHTUPOBAHHBIMU PECUHXPOHU3UPYIOIINMU
ycrporictBamu (CRT-D), accouuupyercst ¢ 00jiee BHICOKOW CMEPTHOCTBIO
[37, 38].

Puck BCC, cesazannuiit ¢ xapakmepom oomopokos. Puck BCC Hernocpen-
CTBEHHO CBSI3aH U C MEXaHU3MOM pPa3BUTHsI 0OMOpPoKOB. DpaMUHTEMCKOE
HCCJIeIOBaHUE MPOJIEMOHCTPUPOBAIIO, UTO CMEPTHOCTh MALIMEHTOB C Kap-
Oduanvnvimu oomopoxamu (1a64. VI.1) Ha ipoTskeHnu rona Beie (mo 33%),
yeM y OOJIbHBIX C HeKapauaabHbIMU TpuarHamMu (10 12%) i ooMopokaMu
HesicHOTo reHe3a (10 6%) [39]. XoTs mpu HaTMYMKY OPraHUYEeCKOTO Mopaske-
HUSI cep/ilia M COCY/IOB MeXaHNU3M OOMOPOKOB He BCET/Ia SICEH M MOXET ObITh
cMmelmaHHbIM [27, 40, 41].

O6mopoku, ceéazanHvle ¢ Opmocmamu4ecKkoll sunomensueli i 1pyruMu
(opmamMu TpaH3UTOPHOU TMITOTEH3UM, TAKXKE MOTYT YBEJIWIMBATH PUCK
CEPIIEYHO-COCYIUCTHIX OCJIOXHEHUH (PUCK pa3BUTHUSI OCTPOTrO MH(bapKTa
MMOKapa, MHCYJIbTa) U aCCOIMUPOBATBLCS CO CMEPTHOCTBHIO OT BCEX IMPH-
4yuH [42—47].

B otHo1ieHuu pucka BCC npu 06MopoKax, BbI3BaHHBIX OPTOCTATUYECKOM
TUTIOTEH3ME, yCTAaHOBJIEHO, UTO NaHHast (hopMa TUITOTeH3UU aCCOLIMMPYETCST
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Tabnuya VI.1
Mpu3Haku, xapaktepusyrolwme yBenu4yeHUue BEPOATHOCTU KapauanbHbIX
M HeKapAuanbHbIX NPUYMH OGMOPOKOB

Hanbonee yacto accouunpyetcs ¢ kapamanbHbLIMA NPUYMHaAMKU OGMOPOKOB

« MNMoxwunoit Bo3pacT (> 60 ner)

» Myxckoi non

* Hannune nwemmyeckoii 6onesHm cepaua, CTPYKTYPHbIX 3abonesaHui cepaua, npeaLllecTsyto-
Lmx apVITMVII7I Unn CHUXeHne (byHKLl,VII/I XXenyao4vkos

* BHesanHas noteps cosHaHus 6e3 npoapomarbHOro nepuoaa Uk ¢ KOPOTKM NPOAPOMArbHBIM
nepuogoM, HanpyuMep, oLLyLLEHNEM cepaLebueHns

» OBMOpOK BO BpeMsi Harpysku

* O6MOpOK B NOJTOXEHUN Nexa Ha cnuHe

+ HeBorbLLoe Konn4ecTBO CUHKOMarbHbIX 3M130A0B (1 un 2)

* OTKNOHeHMs ot HOPMbI NpW UccrnenoBaHuu cepgla

» CemeiiHas ©cTopws HacnefCcTBEHHbIX 3aboneBaHuMin cepaLia Unu NpexaeBpeMeHHON BHE3anHoM
cepaeyHon cmeptu (8o 50 ner)

* Hanuuune BpoxaeHHbIx 3abonesaHui cepaua

HaunGonee yacto accouumpyercs ¢ HeKapauanbHbIMU MPUYUHAMK

* Monogoti Bo3pacTt

+ OTcyTCTBME 3aboneBaHuii cepaua

* OGMOpOKM TONbKO B NOMOXEHUN CTOA

* MiameHeHust CaMQO4YBCTBUA MpU Nepexoie 13 NosIoXeHUs nexa unn cuaa B NonoXxeHne cToa

* Hannune npogpomarnbHOro nepuoga ¢ TakuMmm CUMNTOMaMn Kak TOLWHOTa, pBOTa, YyBCTBO Tenna

» Hannuune cneumduyeckux Tpurrepos: 06e3BoXMBaHNe, 60b, CTPECC, MEANLIMHCKIE MaHWUMyIsi-
Lmm

+ CUTyaTUBHbIE TPUITEPBI: KaLLENb, CMEX, MOYenCnyckaHue, aedekays, rnotaHue

» YacToe NOBTOPEHWE 1 AnnTerbHas UCTopus 06M0p0Ka € Nofo6HbIMK XapakTepucTukammn

C IByKpaTHBIM YBEJIMYEHUEM pHUCKa CMEPTH (IO CPAaBHEHUIO C TAKOBBIM B
001111 TOMYJISILIMMI) 32 CUET TSKECTH COMYyTCTBYIOLIMX 3a001eBaHuit [42, 48].
B ucciegosanum ARIC (16000 yenoBeK) BbISIBJIEHO, UTO CMEPTHOCTH OT
BCEX MPUYMH U OT MHCYJIbTA BBIIIE Y JIIOJEH ¢ OPTOCTATUYECKOM TUIIOTEH-
3ueit (13,7%) no cpaBHEHUIO ¢ TeMHU, Y KOIO OHa He omnpeaessiach (4,2%)
[49], mpuyeM He TOBKO Y MOXUJIBIX, HO U Y JItoJel cpeaHero Bo3pacTta [50].
ITpu oomoporax pegpaexmoprozo npoucxoscoenus, KOTopble yalle pa3BUBa-
IOTCS Y MOJIOABIX JIIoAeH 0e3 CTPYKTYPHBIX 3a00JIeBaHU cepALia WU DJIeK-
TPUYECKOI HECTAOUIBHOCTU MUOKapaa, MPOTHO3 O1aronpusTHbIi [13]. Tem
HE MeHee, UMEIOTCSI HaOII0IeH s, CBUIETEILCTBYIOIIME O BO3MOXKHOM CBSI3U
pediexkropHbix 00MopokoB 1 BCC [51]. ¥ MosloabIX CTOPTCMEHOB, CKJIOH-
HBIX K Ba30BarajibHbIM peakIlvsM, He UCKJII0YaeTCs ydacTue pedIeKTOpHbIX
MEXaHM3MOB U B 0OMOPOKaX, UHAYLIUPYEMbIX (GDU3MUECKOM Harpy3Koul — Ux
pe3yJIbTaTOM MHOTA SIBJISIJIaCh CMEPTh B pe3yjibTaTe aCUCTONMUU [52].
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Y 60abHbIx ¢ 00MOpOKamu HescHOU dMuoa02UL CMEPTHOCTD B TeUEHUE Tep-
BOTO ToJa HaOMIONeHUs (€C/TA B TaJbHEHNIIIEM He BBISBICHO KapIuaTbHBIX
MPUYKUH OOMOPOKOB) COCTaBIsAET 0KOJI0 5% [53]. Y 15% ymepiuux ot Hesic-
HBIX IPUYMH B IIPOIIJIOM OBLT, IO KpalfHelt Mepe, OHMH 0OMOPOK HESICHOTO
reHesa. Takre 0OMOPOKM BO3HMKAJIM B TTOJIOXEHUN CUIS — V % U3 HUX, B
nokoe —y 31%, Bo Bpemst Harpy3ku y 38% nauuentos. Cpenu Jioaeii, mepe-

Tabnuya VI.2
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CTpaTudpukaums pucka npu nepBUYHOM o6GCriefoBaHMM B MPOCMEKTUBHbLIX
NOMYMAALMOHHbIX UCCReaoBaHUAX

WccnepoBaHue ®akTopbl pUcka WHpekc | KoHeuHble Touku | Pesynbratbi
- MiameHennst Ha QKT
San Francisco | Bactoiirast cepetHas He- Het pucka |CepbesHbie 1c- HyscTaurens-
[lOCTaTOYHOCTh _ HoCTb 98%
Syncope Rule =0 X0oObl B TEYEHNE
[62] - Opblwka Puck>1 |7 el CneumndunyHocTb
- lematokput <30% 56%
- CALl <90 mm pr.cT.
- iameHenust Ha QKT
0% — nHpekc 0
- XKenynouykoBble aputmMum B {0—4 (1 Tsxenble apuT- 5% — MHAeKC 1
“ 0 —
Martin et al. [34] | 2HaMHese Bannsa w4 uni "apuTMM- | o000 nere o
- 3acToiiHas cepaedHast He-  |[kaxgbll  [4eckas” cMepTb B
27% — vHpekc 3
[0CTaTOMHOCTh caktop) [TeyeHue 1 roga
nnn 4
- Bospact >45 ner
- Miamenermns Ha SKI
- Ceppeuro-cocyamcroe 3a-  |0-4 (1 0,6% — nHpexc 1
WHpekc OESIL | 6GonesaHune Gann3a |CmepTb B TeyeHune|14% — nHaekc 2
[35] - OTcyTCcTBME NpOApPOManbHO- [kaxablii |1 roga 29% — uHpekc 3
ro nepuoaa chakTop) 53% — unpekc 4
- Bospacrt > 65 net
- Cepauebrenve nepen o6-
MOPOKOM (+4) o _
- NameHeHus Ha QKT vnu 3a- 2-neTHssA oblas 2% — wrinexc <3
21% — uHgekc 23
6onesaHue cepaua (+3) CMepTHOCTb
Wuaoekc EGSYS |- O6mopok npu Harpy3ske (+3) [Cymma 2% — nHeke <3
[32] - O6MOpOK B NONOXeEHU 6annos  (BeposATHOCTb kap- 13% — wHnekc 3
nexa (+2) [ZoreHHoro 0b- 0° A
- MponpomankHbi nepuog? (-1) MopoKa 33% —upexc 4
77% — vHpekc >4
- MNpeppacnonaratoye
thakTopbi® unu Tpurrepsbl (-1)

lpumeyaHus: B mabnuue npugedeHbl pesynbmambl pasnuyHbIX uccnedosaHull, 8 KOMOPbIX aHa-
Nu3uposarnu KiuHu4yecKue 0aHHbIe y nayueHmos ¢ 0bmopokamu. B uenom Hanuyue usmeHeHul Ha
OKT, noxunol eo3pacm unu cumnmomsl 3abonesaHusi cepdua yka3bigatom Ha bornee Hebnazonpu-
SAMHBIU NPO2HO3 8 meyeHue 1-2 nem.

@ — TowHoma, pgoma

b— Tenneie u nepenonHeHHble nomeweHus, dnumernbsHoe npebbigaHue 8 MOIoXeHUU CMosi, cmpax,
60116, 3MOYUOHAIbHBIU CMpecc

HECIINX KIMHUIECKYIO CMEPTh, BBI3BAHHYIO OCTAHOBKOI CHHYCOBOTO Y3714,
00OMOPOK B aHaMHe3e uMelicd y 23%, niprudaeM B ITOJIOXKeHUM cuast —y 79%,
B ITOKoe — y 55%, BO BpeMs Harpy3ku — y 36% 6ombHbIX [54]. OGMOpPOKH ¢
HEYCTAHOBJIEHHOM 3TUOJIOTHEH SIBJISIIOTCS MapKepoM BbIcOKoTo pricka BCC
wu ycroitunBoii KT ¢ 4yacToToil pa3BUTHSI 3TUX COCTOSIHUI, COCTaBJISIIOLIEI
6oiee 20% B rox [55, 56].

Hcxonst U3 uMeromuxcesl TaHHBIX, MAIlMeHTOB C 0OMOpOKaMu Hesic-
HOTO TeHe3a CEerOoIHSI PEKOMEHIIYeTCsI paccCMaTpUBaTh KaK KaHJAMIATOB IS
MMIUIaHTAlUU KapauoBepTepa-aedudpusisitopa [57].

Kpumepuu evicokoeo pucka BCC npu oomopoxax. MHOTOUKMCIEHHBIE UCCIe-
JOBaHUsI CBUIETELCTBYIOT, YTO OPraHMUYECKue 3a00s1eBaHus cepaia [58-61]
U MIEPBUYHAs DJIEKTPUYECKAs HECTAOUIbHOCTh MUOKapaa [61] — oCHOBHBIE
axkropsl prcka BCC 1 00111€ii CMEPTHOCTH Y TIAIIMEHTOB C CUHKOITATbHBIMU
COCTOSTHUSIMU. B psizie MpOCTIeKTUBHBIX MCCIIeI0OBAaHUI YCTAHOBJIEHBI (Dak-
TOPBI PUCKa, TTO3BOJISTIONINE TIPEIITOJIOXUTL HEOJArOMPUSATHBIN TIPOTHO3 Y
MaleHTOB ¢ oOMopoKamu (1ada. VI.2).

Hccnenoanue EGSYS-2 craBuiio cBoeit LIebIo onpeeseHe pucka paH-
Hell (B TeueHue | Mecs11a) v mo3aHel (B TeueHue 2 IeT) CMEPTHOCTU MallUeH-
TOB ¢ 0OMopoKamu. [Ipr3HaKaMu TJIOXOTO KPaTKOCPOYHOTO IMTPOTHO3a ObLITN
BHOBb BO3HUKIIIME MaToyiornyeckue uameHeHuss DKI', omplka, reMaTOKpUT
<30%, cucronuueckoe Al <90 MM PT.CT., aHAMHE3 3aCTOMHOI CepaedHOM
HenocratouHoctr (The San Francisco Syncope Rule) [62]. Puck cmeptu
cpeny MaldeHTOB BBICOKOTO PHCKa OKa3aJics MaKCUMaJIbHBIM B TeUCHUE
HECKOJIbKMX JHEU, Cleayolmx 32 00MOpokoM. YeTbipe U3 MITHU cMepTei
MPOU30LLTU B TeueHUE 48 U Mocjie MOCTYIJIEHUS B OTJEJIeHUE HEOTIOXKHOM
IoMoIIH B ¢Bs13u ¢ ooMopokoM (STePS study) [63].

IMpu3zHakamMu HEOJATOMPUATHOTO AOJTOCPOYHOTO MPOrHO3a 0Ka3aINCh
CTPYKTYpHBIE 3a00JieBaHUsI cepalia U oTkIoHeHus Ha DKI', a He MexaHu3M
pa3BUTHSI 0OMOPOKOB (MPOTHO3 MPU apUTMOTEHHBIX 0OMOPOKax HE OTJIM-
qajics OT TIPOTHO3a TIpU pedIEKTOPHBIX U opTocTaTndyecKnx) (Tada. VI.3.)
[64].

O6Mopok MoxXeT ObITh NpeaBecTHUKOM BCC, 0co6eHHO Y OOJBHBIX €
CepIeYHO-COCYIUCThIMU 3a00JIeBaHUSIMU. Kak TToKa3bIBalOT MCCIIeI0BAHUS,
BBICOKasT 00111asT 1 BHE3aIHasi CMEPTHOCTb, BOCHOBHOM, CBSI3aHbI C Hanbosiee
pacrpocTpaHEHHBIMU CTPYKTYPHBIMU 3a00JIEBAHUSIMU CePJILIa U KeJTyT0UKO-
BbIMU apuTMusiMu. [ToaTomy 1ipu o0ciieI0BaHUM HY>KHO OLIeHUBATh HaJIM -
Yyye CTPYKTYPHBIX 3a00JIeBaHUI 1 MIIIEMUYECKOI O0JIE3HU CepIlia, a TAaKXKe
HCKJTIOYaTh MEHee pacipoCcTpaHeHHbIE IPUUMHBI KapAUaIbHBIX 0OMOPOKOB,
cBs3aHHbIe ¢ puckoM BCC, — cunnpom WPW, HacencTBeHHbIE J€KTpU-
yeckue 0oJyie3HU cepala, Harpumep, LQTS.
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Tabnuya VI.3

dakTopbl pUcka HeGNaronpusATHOrO KPaTKOCPOYHOro U AONTOCPOYHOro
nporHo3a npu obmopokax

®akTopbl pUcka HebnaronpuaTHOro
KPaTKOCPOYHOro NPOrHo3a

®dakTopbl pUcka HebnaronpuaTHOro
[ONTOCPOYHOro NPorHo3a

OuyeHka Ha aM6ynamopHOM amarne unu e

omadeneHUU HEOMJIOXKHOU MOMOU4U

Mykckon non

My»xckoi non

Moxwunoi Bo3pacT (> 60 ner)

Moxwnow Bo3pacT (> 60 ner)

OTcyTCTBYE NPOAPOMANBHOMO Neproaa

OTCyTCTBVIe TOLIJHOTbI/pBOTbI, npegwecTeyo-
LWMX CMHKONanbHOMy Co0bITHIO

CepauebreHue, NpeaLLecTByioLiee NoTepe Co3Ha-
HUS

Hanuyue xenynoykoBbIX apuTMum

OBMOpOK BO BpeMsi Harpy3aku

Hanuuune paka

Hannuve uepebpoackynspHbix 6onesHen

Hanwnumne cTpykTypHbIX 3ab6onesaHui cepaua

CemeiiHast UICTOPUS BHE3AMHOW CEPAEYHO CMepTH

Hanwvune cepaeyHoli HeROCTaTO4HOCTH

Hanuuune TpaBmatusaumm

Hannune uepebposackynspHbix 6onesHen

Hanuuune caxapHoro anabera

Boicokuit puck no wkane CHADS-2

Pe3synbmamsi uccnedogaHull

Hanuine npusHakoB KpOBOTEYEHUS

M3meHeHnst Ha QK

Hanwuvne npusHakos HapyLleHWA Xn3HeneaTenbHoCT!

CHVKEHWE CKOPOCTY KITyBOUKOBOI ounbTpaLmn

Matonornyeckne nameHenms Ha OKI

Bbicokuii ypoBeHb TPOMOHKUHA

Heycmoiiuueas XXT u wacmas K29

B 70-x romax mpoImnioro BeKa NosiBUJINCh pabOTHI, B KOTOPBIX OBLIO ITOKa-

3aHO, YTO y MAlIMEHTOB C YKa3aHWSIMU B aHaMHe3€e Ha nepeHeceHHbli UM
n gactyo KD n/unu smm3onsl HeycToiunBoii KT mMeeTcs TTOBBIIICH-
Hb1ii puck BCC. OcHoBBIBasiCh Ha pe3yibratax uccienopanuiit MADIT I u
MUSST, nocstieHHBIX olleHKe 3 dektnBHOocT MK/ y manmenTos ¢ 2KD
u HeyctoitunBoii 2KT, MOXKHO YTBEPKAATh, YTO YCTOMUYMBOCTh 3TUX ADUTMUI
K AAII 1A knacca 1 ux TpancopManms B yctoitunusyio 2KT B xone rmpoBeie-
Hug sHHoKapauaabHoro DMU gapngercsa pakTopom pucka BCC [9].

Bmopocmenennuvie paxmoput pucka

[Mon émopocmenennvimu pakTopaMy pucKa MOAPa3yMeBalOTCs KIMHU-
YecKue MPU3HaKW, HaIMIue KOTOPhIX MOXeT onpeaeisath puck BCC Boile
OOILIEOIYJISIIIMOHHOTIO YPOBHSI.

ApTepuaibHas TUNIEPTEH3Us ¥ TUnepTpodus jJeBoro Keayaouka. Al sBis-
€TCs1 XOpollo U3BeCTHBIM (pakTopoM pucka MBC, XoTs naHHbBIE O TOM, YTO
Hanuuue Al aBnsiercst pakTopom pucka pas3putust BCC ocraiorcst mpoTu-
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BopeunBbIMH [65, 66]. I'TIK saBisercs Mopdosorniyeckum cyocrparom, oiia-
ronapst kotopomy Al mpenpacnonaraer K BeicokoMy pucky passutust BCC
BCJIEJICTBUE XeTyT0UKOBbIX apuTtMuil. K (pakTopam, crmiocoOCTBYIOIMM pa3-
Butuio I'JIZK oTHOCAT Bo3pacT, U30OBITOUHBIN BeC, HApyILIEHUs TOJIEPAHT-
HOCTH K TJIIOKO3¢, TeHeThIecKre n3MeHeHus [67]. M3BecTHO, 4TO HaIM-
yue DKI-npusHakoB I'JIXK (yBennueHue BosbTaxa 3y010B R 1 Hapy1ie-
HUI penofisipusannmn) accouuupyercs ¢ 33% u 21% neTaabHOCTHIO B TeUe-
HYeE 5 JIeT Y MyXKYUH U KEHIIUH COOTBETCTBEHHO [67].

Puck pazputusa BCC npu ycnoBuu Hanuuus DKI-npusnakos 'K
comnocTtaBuM ¢ TakoBbIM y nanmeHToB ¢ UbC u XCH. B psine ucciaenona-
HUIi OBLJIO YCTAHOBJIEHO, YTO YBeJWYeHUe Macchl Muokapaa JIZK, BbIsIBIISI-
emoe 1ipu npoBeneHun DxoKI', xapakrepusyercst puckoM BCC. Tlo maH-
HbIM PpaMUHTEMCKOTO HccenoBaHus oTHoleHe puckoB (OP) pazButust
BCC 6b110 1,45 (95% AU 1,10—1,92, P=0,008) mis xkaxnbix 50 r/m?2 yBe-
nmyeHust Maccol JIZK Mpu ycmoBUM Haluuust Apyrux pakTopoB pucka [68].
T'JIK, BepudbunuposanHas Ha DK win DxoKT', sBisieTcs He3aBUCUMBIM
(akTOpOM puCKa pa3BUTUS CEPIEYHO-COCYIUCTHIX COOBITUI. A HATUUKE KaK
OKT', Tak u OxoKTI'-npusHakos I'JIK eiiie B Goblieii cTerneHu yBeJInumBaeT
9TOT pucK. Pe3ysbTathl, MojJy4yeHHbIE B PAHAOMU3MPOBAHHBIX KOHTPOJIUPY-
€MbIX UCCEIOBAHUSIX, HE NAIOT MCUEPITBIBAIOIIETO OTBETa HAa BOMIPOC, KakK
rusieT cHuxkeHue A/l Ha puck passutusi BCC. M3BecTHO, UTO y MOXMIIbIX
MYXUUH C U30JIMPOBAHHON CUCTOJUYECKON TUIEepTeH3Uel PUCK Pa3BUTUS
BCC Bbile, yeM y 3KeHIIUH [66]. [laHHbIi (haKT KOCBEHHBIM 00Pa30M corJia-
cyeTcsl ¢ JAaHHBIMU Pe3yJIbTaTOB UCCIECNOBAHUI MO JIEUEHUIO U30JMPOBaH-
HOU CUCTOJIMYECKOW TUMIEPTEH3UU Y MOXWIBIX JIL, B KOTOPBIX OTMEYaeTCs
yMeHblIeHre 00111ei cMepTHOCTH Ha 17% u cmepTtHOCTH oT OMIM, BKITIOUast
BCC na 25% Ha done koppekuuu Al [69]. JlaHHbBIE MeTa-aHaIN3a PE3YJib-
TaTOB PaHIOMU3UPOBAHHBIX UCCIENOBAHUM MO CHUXeHUI0 AJl y MaliueHToB
CpelHEero Bo3pacra ¢ nperMmyllecTBeHHO auactoaudeckoit Al [70] cBune-
TenbCcTBYIOT 0 14% (95 AN 4—22%, P<0,01) cHuxxeHuu cMeptHocT oT UBC
wiu HedataabHOoro OUM.

Jlunuapl. Xopo11o U3BeCTHA 3aBUCUMOCTb MEXKTY BHICOKMM YPOBHEM XOJIe-
crepuHa u pruckom pazsutus MUBC, Bkmouast BCC [71—73]. B knuHu4eckux
HUCCJIeIOBAHUSIX, OCBSIILIEHHBIX OLIEHKE BIUSHUS CHUXKEHUS YPOBHS JTUTTU -
noB B 1eysx nepBuuHoil npodunaktuku MBC, puck passutust BCC cne-
LIMAJIbHO HE OMPeNeIsiics U CTAaTUCTUYECKU JOCTOBEPHBIE TaHHbIE HA 3TOT
CYeT OTCYTCTBYIOT. Eciu mpennosoxuTk, 4yto cHuxkeHue pucka BCC Oyaet
MPOUCXOIUTH MapaJUIeSIbHO cO CHIKeHueM cMepTHoctu oT UBC u OUM,
TO Ha3HAUYEHUE CTATMHOB MOXET UMETh 3HAUEHUE IS YMEHbILIEHUS] OTHO-
curesbHoro pucka BCC na 30—40% [73]. MHorue anmuaeMuoIorniecKue
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HCCJIEIOBaHUS CBUIETEIbCTBYIOT O TOM, UTO BBICOKUI pucK pa3putus UbC
(BepositHo 1 BCC), accounupyercsi ¢ IUeTOM, BKITIOUaIOIIeil MOBBIIIEHHOE
conepXkaHWe HACBIIIEHHBIX XUPHBIX KUCJIOT, U HU3KOW MPEeACTaBICHHO-
CTBIO MTOJIMHEHACHIIEHHBIX [74]. Ha cerogHsIIHUI JeHb OTCYTCTBYIOT JaH-
HBIE O TOM, UTO IMETa C BBICOKMM COACP>KaHUEM HACBIILIEHHbBIX XKUPHBIX KUC-
JioT yBenmurBaeT puck pa3sutus BCC. TeM He MeHee, B uccieqoBanuu US
Physicians Study, B koropom npuHuMaio yuactue 20551 My>K4uH B Bo3pacte
ot 40 no 84 ner, paHee He nepeHocuBIIMX OMM, ObLIO YCTAaHOBIEHO, YTO
eXeHeJeIbHOe YIOTPeOJECHUN PhIObI CHUXKAET OTHOCUTEbHBIN PUCK pa3-
Butust BCC B 2 pasa (95% AU 0,24—0,96; P=0,04). Orot a(pdexT He 3aBU-
ceJl OT Halnmuus Apyrux pakTopoB pucka [75]. Ucnonb3oBaHue B paliioHe
MOPEMNpPOIyKTOB ¢ BbIcOKUM conepxkanueM [THXKK takxke accormupoBanoch
¢ ymeHbuieHueM prucka BCC.

®u3nyeckass aKTHBHOCTh. CyIlleCTByeT B3aMMOCBSI3b MEXIy WHTEHCUB-
Ho¥ pu3nyeckoii Harpy3koii u pazsutuem BCC. Tem He MeHee, MeEXaHU3M
€€ pa3BUTHUS OCTAeTCs HeSICHBIM. B OOJIbIIMHCTBE CilydaeB JIMLA, yMeEpIIne
BHE3aITHO BO BpeMsl (hU3UYECKON HArpy3KU, paHee peryasipHO He TPEHUPO-
Banuch [76]. Takum o6pasom, puck pazsutust BCC wiu OMM noBblinaeTcst
Y HETPEHUPOBAHHBIX JIULI, BO BpEMsI UHTEHCUBHOU (h13nuecKkoit Harpy3ku. B
MOMYJISILIMOHHOM MCCJIENOBAHUY ObLTO YCTAHOBJIEHO, YTO MOCe MoAudUKa-
1 dakropoB pucka MBC otHocutenbHbIl puck pa3sutus BCC npu yme-
peHHOI (DU3NYECKON aKTUBHOCTU (paboTa B caay, Meuive Mporyaku) uiu
MHTEHCUBHBIX PETyJISIPHBIX TPEHUPOBKax (6ojice 60 MUHYT/HEIE0) HaXo-
IUTCS B Auana3oHe B 3—4 pa3a HUXe, YeM Y JIUII, Y KOTOPbIX OTCYTCTBYET
noaobHas dhusnyeckasi akTUBHOCTb [77]. Pe3yabTaThl 3TOro uccaenoBaHUs
nokasajau, 4YTO OTCYTCTBUE (DU3NYECKON aKTUBHOCTHU SIBJISIETCS MPUYMHON
pa3BUTHSI KOPOHAPHBIX coObITH (cTeHoKapaus, OKC, OUM) B 43% (95%
U 26—60), naxe npu ycaoBuu 3¢ GeKTUBHON MOAUGbUKALIMN TaKUX (haK-
TOPOB pUCKa KaK KypeHue, Al' 1 yrnotpebdieHue aiKoroJs.

Ynorpedsenue ankoroas. HeonHo3HAYHBI JaHHBIE O B3aMMOCBSI3U YIIO-
Tpednenus ankoroyns U BCC. N30biTOUHOE yroTpeOieHe KPeNKUX ajiko-
TOJIbHBIX HAIMUTKOB yBeanurBaeT puck pa3zsutust BCC [72, 78]. DroT dakt
MOXeT 00BbSICHAThCA YBeJInueHueM nHTepBaia QT, KoTopoe HeEpeaKo BCTpe-
yaeTcs y ankoroaukos [79]. C npyroii CTOpoHbI, UMEIOTCSI JAaHHBIE UCCTIENO0-
BaHUU O MPOTEKTUBHOM NEMUCTBUM HEOOIBIINX 103 AJIKOTOJISI B OTHOLIEHU N
Pa3BUTUS KU3HEYTPOXKAIOIIUX XKeJTynToukoBbix aputMuii [80]. B mpocnek-
TUBHOM uccienoBaHuu British Regional Heart Survey 6bu10 nokazaHo, 4To
ynoTpeOieHUe aTKOTOJIbHbBIX HATUTKOB B HEOOJIBIIIOM KOJIMYECTBE aCCOLIM -
HUPYETCs CO CHUKEHUEM pUCKa (DaTaIbHOTO UCXOMAA MPU PA3BUTUU TTEPBOTO
6oJb1I0r0 KopoHapHoro coonitust (OP 0,61, P<0,05) [72].

VI. ®akTopsi pucka u ctpatugukaums pucka BCC 49

YCC u BapuadenbnocTs put™Ma cepaua. YemmueHue YCC sBisteTcsT He3aBu-
cumbIM (bakTopoM pucka BCC [71, 72]. Bsaumocss3b Beicokoit YHCC u pucka
pa3Butust BCC oTMeuaeTcst Kak y JIMLL C AMarHOCTUPOBAHHBIM paHee 3a00Jie-
BaHUEM cepala, Tak U 6e3 Hero, BHE 3aBUCMMOCTH OT MHIEKCa MaccChl Tesa
U YpOBHS (pu3uveckoit akTUBHOCTU [71]. MexaHU3M 3TOil B3aUMOCBSI3U 10
KOHIIa Heu3BecTeH. OTHUM U3 00BSICHEHUI SIBSIETCS] YMEHbILIEHUE aKTUBHO -
CTU MapacuMIaTUYeCKOi HEpBHOU crcTteMbl. MccnenoBanust BapruabebHOCTH
pUTMa Cep/lia CBUAETENbCTBYIOT O TOM, YTO B MYXKCKOI MOMYJISIIUU OTHOCH -
TEJIbHBIU PUCK O0LIEH CMEPTHOCTH y MALIMEHTOB CPETHETO BO3pacTa B TeUeHe
5 et HabromeHust ObUT BhIIe B 2,1 pasa (95% AU 1,4—3,0) B cirydasix, Koraa
nokazareab SDNN 6bu1 MeHee 20 McC, B CpaBHEHUU C JIMLIAMUA COTMOCTaBU-
MBIMM 10 Bo3pacTy, y KoTopbix BesrmurHa SDNN coctasnsuia 20—39 mc [81].

Kypenne. B monynsiiiMoHHBIX UCCIeA0BaHUSIX ObLTO YCTAHOBJIEHO, YTO
KypeHue SIBISIeTCsl He3aBUCUMBIM (hakTopoM pucka kak BCC, tak u OUM
[72, 73]. DTO MoJOKXEHE OTHOCUTCS U K JIMLIaM, Y KOTOPbIX HET MPU3HAKOB
WNBC [82, 83]. KypeHue siBisieTCsl BasKHbIM 10JTOCPOYHBIM (PaKTOPOM prcKa
pazsutust BCC [71]. Takke U3BECTHO, UYTO KYPEHUE SIBISIETCS MOIIIHBIM Ipe-
nukTopom pa3Butusi iMmeHHO BCC, a He BCC ot UBC [72]. OnHako B psiae
HCCJIe0BAHUI TaHHBIE O HEMPOIIOPLUOHATIBHOM BIUsIHUY KypeHust Ha BCC
He ObUTM moATBepxkaAeHbI [72]. [TpoaokeHre KypeHus Tocjie NepeskuToro
BHE JIeUeOHOTO YUPEXIEHUSI CEpACYHOIrO apecTa sBJsSeTCS He3aBUCUMBbIM
MPEeaUKTOPOM pa3BUTUSI ToBTOpHOTO anu3ona BCC [83].

Caxapublii tnader. SIBisieTcs M HapyllIeHWe TOJIEPAaHTHOCTHU K TIIFOKO3e
He3aBUcUMBbIM TipeaukTopoM BCC He u3BecTHOo. Tak, B uMcclenoBaHUU
Honolulu Heart Program B TeueHue 23 net Habmonanuch 8006 mareHTOoB.
Bbu10 ycTaHOBJIEHO, YTO Y JIMI] C HAPYIIEHUEM TOJEPAHTHOCTU K IIIOKO3€
U caxapHbIM IMa0ETOM BeJMYMHA OTHOCUTEbHOro pucka paszsutust BCC
cocraBuia 2,22 u 2,76 (P=0,05) coorBetcTBeHHO [84]. CxOXM1e TaHHbIE ObLIU
rosygeHsl B Actpun (OLL=4,2, 95% AU 1,39—12,81) [72]. Bo ®pantun
petpocriekTuBHbIN aHanu3 6ojee 18000 cnyyaes BCC nokazain, uro CJI siBisi-
ercs dakropom pucka BCC Tonbko y qun ¢ UBC [85]. TIpocniekTBHBIE
uccienoBaHus, MpoBeaeHHble B @uHassHAMM U BenrnkoOputaHuu, moj-
TBEPAUIU TOJ0XeHUe 0 ToM, 4To CJI He gBjsieTCcs HE3aBUCUMBIM TPEIU-
ktopom BCC [72, 85].

N3menenns na DKI'. [lenpeccus cermeHTa ST u nameHeHus: T-BOJIHBI
saBistoTcs uHbopMatuBHbIMU B auarHoctuke MBC u TJIK. CymectByet
B3aMMOCBSI3b MeXIy nenpeccueit cermeHTa ST u usMeHeHUsiMU BOJIHBI T 1
BBICOKMM PUCKOM Pa3BUTHUS CEPACUYHO-COCYIUCTOI cMepTU. B yacTHOCTH,
B beabruu ananus OKI' 9117 MyX4MH U XEHIIWH, Y KOTOPbIX B aHAMHE3e
He ObUIO yKa3aHWI Ha SMU30[bl CTEHOKApAUU WU TiepeHeceHHbIt OUM,
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MOoKa3ajl, 4To uilemudeckre uaMeHeHus Ha DKI' Gbuin BoisBIeHbI Y 8,4%
myxxuuH 1 10,6% xenwuH. ITocje npoBeaeHUs] MEPONIPUSATHI B OTHOILIE-
HUU KOPPEKIIUU IPYTUX (haKTOPOB pUCKa CEPIETHO-COCYIUCTHIX 3a00IeBa-
HUIT OTHOCUTEJILHBIN PUCK Pa3BUTUS CEPAEIHO-COCYIUCTON CMEPTHOCTH Y
MyxKuuH coctaBua 2,45 (95% AU 1,70-3,53) u 2,16 (95% AU 1,30—3,58)
y XeHIIMH [86]. DTH maHHbIe TaKXKe ObUTA MOATBEPXKACHBI PSIIOM APYTUX
ucciaenoBanuii [87]. s nporHosuposanus pazsutust BCC umeer 3HaueHue
yBeJIMUYCHNE BeTMIMHBI nHTepBaja QT miu ero qucnepcus. AHAJIN3 JaHHBIX
MOIYJISIIIMOHHBIX MCCIeNOBaHWI TTOKa3a, 4To yBeandeHne narepaia QT
MOXeET OBbITh TaKKe CBSI3aHO CO CTPYKTypHOI maTtosorueit cepaua (I'JI12K).
Benuuuna nnrepBana QTc >420 mc sBasietcs nipeaukropom BCC [88, 89].
YoenuTebHBIX JTaHHBIX O TOM, UTO TucTiepcus nHTepBajia QT sBiseTcs mpe-
nukTopom BCC nosyueHo He Obu10 [88—91].

Crparupuxanus pucka passutusa BCC

B 1984 r.]J.T. Bigger Bbinenui (hakTopsl, OIPEAISIONINE BEPOSITHOCTHBIN
puck pas3sutusg BCC B TeueHue KajaeHmapHoro roaa (tadoa. VI.4). B nammx
PEKOMEHIALMSIX 3T (PaKTOPbI PACCMATPUBAIOTCS KaK 0cHO8Hble. OHU UCTIONb-
30BaJIMCh KAK KPUTEPUU BKIIIOYEHUSI B UCCIIEI0BAHMS 110 OLICHKE 3(h(PeKTUB-
HOCTU UMILJIAHTUPYEMBIX KapauoBepTepoB-aepuopuuisitopo (MKJI) mus
npodunaktuku BCC [2—4, 9—12].

Tabnuya VI.4
Puck passutus BCC (no Bigger JT, 1984)

Puck pa3sutua BCC
B TEKyLLeM rogy

pynna ymepeHHO20 pucka
OWM B aHamHese unu ®B Hmke 40% 5%
OUM+®B Hke 40% nnu OUM + vactas X3, unu ®B Huxe 40% + XK 10%
OUM + OB Hike 40% + XKD 15%
lpynna ebicokoeo pucka
naumeHTbl, nepexmsiune BCC 30-50%
XKT + cuHkone 30-50%
XKT + MUHMManbHble KNMHUYECKWE NPOSBMEHNS 20-30%

Mpumevarue: OMM — ocmpsili uHgbapkm muokapda; ®B — hpakyus ebibpoca 11e8o20 xenydoyka;
K3 — xenydoukosas akempacucmornusi; BCC — eHe3anHas cepdeyHas cmepmb; KT — xeny0ouko-
easi maxukapousi

Peanuzanus BCC OPOUCXOIUT I10 ApUTMUYCCKOMY MCXaHU3MY, U CIICA0-
BaTCJIbHO, BBIABJICHHNE TOTO NI MHOI'O BUA HaDYH.IeHI/Iﬁ puT™Ma 1 IIpoBOaAN-
MOCTHU CE€pala y KaXa10T0 KOHKPETHOIO IMmalueHTa 6y,[[CT Tpe6OBaTb HX IIpO-
THOCTUYECKOM OLIEHKY B OTHOILLIEHUI pucCKa BCC. B at0ii cBsI31 3aCJIy>KMBACT
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BHUMaHUe cTpatudukanus pucka pa3sutusi BCC y maiiueHToB ¢ Hapylie-
HUSIMU PUTMa ¥ TIPOBOAMMOCTH CEpJIlla BHE 3aBUCUMOCTHY OT HAJTUYUST WU
OTCYTCTBUSI CTPYKTYPHOU MaTojoTuu cepaia, npemioxeHHas R. Fogoros
[92] (Tada. VI.5). Dra knaccudukaliysi, Ha Halll B3IJIsI1, BHOCUT OTIpee/IeH-
HOCTb B IIPEICTABICHNE O XXU3HEYTPOXKAIOIIUX HAPYIIEHUSIX PUTMa ceplia.
TakuM 006pa3oM, MPEACTABIISIETCS BO3SMOXHBIM OIMPENETUTHCS CO 3JI0Kaye-
CTBEHHbBIM TEUEHUEM apUTMUU HE TOJbKO HA OCHOBAHUU €€ BhIPaKEHHOM
reMOIMHAMUYECKON 3HAUMMOCTH, HO U 0a3upysICh Ha €€ JEKTPOKapANO-
rpacduyecKoM MopTpeTe.

Tabnuua VI.5
Puck BHe3anHOW cepAeyHOM CMEpPTU Yy MALMEHTOB C HapyLEHUSIMM pUTMa
n nposoagumoctu cepaua (no R. Fogoros, 2006)

Bblicokuit
1. ®ubpunnsaums xenynoukos
2. KenypoukoBas Taxvkapams
3. AB-6nokapa lll cT. ¢ H3KOW YaCTOTOM 3amMeLLatoLLEero puTMa
4. CwuHgpom WPW c aHTeporpagHbiM npoegernem no JABC Ha oHe dombpunnsumm npeacep-

ani

CpepgHun
1. XenynoukoBas akTONMs Ha HOHe CTPYKTYPHOI naTonornn cepaua
2. AB-6nokapa ll ct.
3. AB-6nokapa lll cT. ¢ agekBaTHOM YacTOTOM 3ameLLaroLLero putma
4. ®ubpunnaumsa npeacepaun

Huzkun

1. TMpeacepaHas aKkTonus
2. KenypoukoBast akTonusi 6e3 CTPYKTYpHON naTonorim cepala
3. CynpaBeHTpUKYNsipHblE Taxnukapamm
4. AB-6nokapa | cT.

lNpumeyarue: JABC — dobagoyHoe ampuoseHmpukynspHoe coeduHeHue; WPW — Bornbgh-lapKuHCOH-
Yatim, AB - ampuoseHmpuKynspHas
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VII. METOAbl UCCNEOOBAHUA,
HEOBXOAOUMBIE AJA CTPATUDOUKALIUU
PUCKA BCC

Omnpenenenue pucka pa3sutuss BCC ocHOBaHO Ha KIIMHUYECKOM OIIEHKE
MalMeHTa, BKITIoYaloleil B ce0s TaHHbIe aHaMHe3a, (DU3MKaIbHOTO OCMOTpa 1
Pe3YJIbTATHI, MPOBEACHHBIX MHCTPYMEHTAIBHBIX McclienoBaHmii. B Tadmumie VII. 1
MpECTaBJICH ITepeYeHb OCHOBHBIX MHCTPYMEHTAIBHBIX U JJA0OPATOPHBIX UCCIIe-
TIOBaHU, BBITTOJTHEHME KOTOPBIX HEOOXOMMMO UIs onpeneacHus pucka BCC,
a TaKKe KJ1acChl TTIOKa3aHU K MX TIPOBEACHUIO U YPOBHU TOKA3aTEIbHOCTH.

Tabnuua VIl 1

WUccnepgoBaHusA, npoBefdeHUe KOTOPbLIX MOXET ObiTb HeobxoAuMmo Ans
cTtpatudpmkauum pucka BCC

WUccnepoBaHue KommeHTapum Knacc |YpoBeHb goka-
NOKa3aHWi| 3aTenbHOCTH

OnekTpokapanorpadus:

Mo3BonsIET BbISIBUTb BPOXAEHHLIE aHOMaruK, CBsi-
3aHHble C BbICOKUM puckom pa3sutns BCC (Ha-
npumep, CUHAPOM YANMHEHHOro uHTepBana QT,
CUHOPOM YKOpOYeHHoro uHTepBana QT, cuHapom
12 otBegennit  |Bpyraga, AQIMX), a Takke onpenennTs MHble OKT-
MOBEPXHOCTHOW [KPUTEPUN (Hanpumep, NPpU3HaKN SMEeKTPOIUTHBIX
K paccTpOICTB, HapyLLEHWs1 TPOBOAWMOCTM B CUCTE-
me Muca—TTypkuHbe, npusHaku MTHK) [1-3]

OKTI B 12 oTBEAEHMSIX B NOKOE NOKa3aHO BCeM nauy-
€HTaM Npu NpoxoxaeHnn obcneaoBaHns Ha npea- A
MmeT BbisiBneHns XXHP [1-3]

MokasaHo nauueHTam ¢ apuTMUYecKon cumnToma-

XonTeposckoe | TUKOIA, YTOBbI ONpeaenuThb, Boi3BaHa nk OHa apuT- B
MOHMTOPUPOBa- |MUAMM, YrPOXKALIMMA XN3HU NaumeHTa [4-12]
Hue OKI MokasaHo naumeHTam ¢ Hanuymem K3 Ha OKT B oT- B

CYTCTBUW KaKNX-NMBO MHbIX CUMNTOMOB [4]
PekomeH[0BaHbI B3pOCIbIM NaLMEHTaM, MMEIOLLIM
chakTopbl pycka passutus UBC u cumnTomatuky, Ko- B
TOpasi, BO3MOXHO, CBA3aHa C apUTMUAMM
MokasaHbl nauveHTam ¢ BEPUAPULMPOBAHHBIMU
HarpysouHble  |paHee wnu npepnonaraembiMu YKHP, BO3HuMKato-
npo6el LWMMK Ha poHe U3NYECcKON Harpy3ku, BKIIOYas
KaTexonamuH-3asucumyo XT [13]

[MokasaHbl NauneHTam CpeaHero 1 CTapLuero Bo3-
pacta ¢ Hanuurem K3 Ha OKI B OTCYTCTBME KaKuX- lIb C
6O MHBIX CUMNTOMOB
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Wccneposanue

KommeHTapumn

Knacc
nokKasaHumn

YpoBeHb AoKa-
3aTenbHOCTU

BbinonHerne AKI-Harpy3ouHol npobel cnegyeT pac-
cmatpuBaTh ANs OLEHKM 3hPEKTUBHOCTU MeauKa-
MEHTO3HO Tepanum unu kateTepHomn abnsauum y na-
LIMEHTOB C AnarHocTupoBaHHbiMu XXHP, uHagyumpo-
BaHHbIMU chrandeckol Harpyakon [14]

lla

Mmnnantupye-
Mbl€ 3anuchIBa-
foLLMe ycTpon-
cTBa

VIMnnaHTauus nokadaHa nauueHTam co cnabo Bbipa-
YKEHHOVI CUMNTOMATMKON, KOTOPas, BO3MOXHO, CBSA3a-
Ha C apuUTMUSIMK, HaNpUMep, B Cry4ae 0BMOPOYHBIX
COCTOSIHUIA, €CI NPU MOMOLLY 0BbIYHOTO AMarHocTu-
Yeckoro OKI-1ccnenoBaHNs HEBO3MOXHO YCTaHOBUTH
MPVYUHHO-CNEACTBEHHYIO CBS3b MEXOY HapyLUeHu-
eM puTMa cepaua 1 passuTMem cumntTomatiki [15]

Oxokapgmorpa-

dusa

MokasaHa nayueHTam ¢ Nogo3peHneM Ha CTPYKTyp-
Hyto naTonoruto cepaua [15-18]

lNokasaHa naumeHTam ¢ BbICOKUM PUCKOM Pa3BUTHS
BCC u kapaviomuonatuamu (OKMI, TKMIM, AQMXK),
NOCTMH(APKTHBIM KapAMOCKNEpPO30M U POACTBEH-
HUKaM MauMeHTOB C HacnefcTBeHHbIMK 3abone-
BaHWSIMW, aCCOLMMPOBAHHLIMU C PUCKOM pa3Bu-
Tnst BCC [15-18]

Harpy3oyHoe TecTupoBaHMe C BO3MOXHOCTbIO
Oxo-KI-Busyanusauun ans BeisBnexns 6esbone-
BOVI ULLEMWW MUOKapAa PEKOMEHAOBAHbI NaLueH-
Tam ¢ XXHP, ¢ ymepeHHbIM puckom passutus MBC,
nonyYatoLLMM CepAeYHbIe rMUKO3nabI; NaLneHTaM ¢
ITDX; nauneHtam ¢ genpeccuen cermeHta ST B no-
koe Gonee 1 MM, nauveHTam ¢ cuHgpomom WPW
unu npy Hanuaun BITHMT [15-18]

3x0-KI" ¢ hapmakornornyeckomn Harpy3kon pekoMeH-
[yeTcs Ans BbisiBneHust 6e360neBoi NwemMun Mu-
oKapAa Yy NauMEeHTOB C yMEPEHHBIM PUCKOM pas3Bu-
Tma VIBC, koTopble nanyeckm He cnocobHbI BbIMOM-
HUTb Harpy3o4Hyto npoby [15, 16]

Megauko-
reHeTu4yeckoe
KOHCYIbTUPOBa-
HUe U reHeTuYe-
CKoe TeCTUpoBa-
Hue (OHK- gna-
THOCTUKA)

HanpaBneHo Ha BbISIBNIEHWE U/UK YTOYHEHUE Ana-
rHO3a HacneaCTBEHHOrO 3aboneBaHus.
PekomeHayeTcs BceM B0MbHbIM 1 MX POACTBEHHN-
Kam C ceMeliHbIMM 3aboneBaHUsIMu, 1 OMKHO BKIHO-
YaTb 06CyaeHNe BO3MOXHOCTEN NPOBEAEHNS K-
HU4eckoro obcrneaoBaHust, NPeNMyLLECTB U PUCKOB
reHeTM4yeckoro Tectuposanus [13, 15]

Bromapkepei

Onpegnenexue ypoBHst BNP cbiBopoTku kpoBM y na-
LIMEHTOB CO CTPYKTYPHOW MaTornoruen cepaua mo-
XET HECTM JOMONHUTENBHY0 UHDOPMALIO B OTHO-
LeHun nporHosa BCC [13, 15]

lla

Hoe cepaLebueHmne, npesobMOpPOYHbIE COCTOSHUA U
06MOopokK, GpaamapuTMus (B TOM YKche No JaHHbIM
HeVHBa3MBHbIX METOAOB 1ccnefoBaHust) [15, 26—28]

WUccnepoBanue KommeHTapumn Knacc |YpoBeHb goka-
noKasaHuii| 3aTenbHOCTU
MokasaHa naumenTam ¢ XXHP B Tex cnyyasix, Kor-
MarHuTHO- na OxoKI™ He No3BONSET TOYHO OLEHUTb PYHKLMIO lla B
pesoHaHcHas (DK v MK n/vnu BbISBATL UX CTPYKTYPHbIE N3MEHeE-
Tomorpadusi Hua [15, 17-20]
(MPT) MokasaHa [4ns noaTeepxaeHus avarHosa ALMK la B
UNW HEKOMMNAKTHOW kapauomuonatuu [15, 21, 22]
MarHuTHO- [MokasaHa nauueHTam ¢ TKMI ans BbisiBNeHus Ha-
pe3oHaHCHas  |NUYMS U BbIPAXXEHHOCTU MHTPaMUOKapAWanbHOro lla B
Tomorpadust hunbposa kak npeaukTopa BCC [23, 24]
(MPT) c otcpo-
UEHHbIM KOHTDa- MokasaHa ans BbIHBJ'ieHVIH BOCNaNWUTENbHbIX UMK
CTUpOBAHHEM pybLIOBbIX MOpaxeHWii M1okapaa Npu M1UoKapau- m c
npenapatamit Tax u MBC kak BO3MOXHOTO apuTMOrEHHOro cy6-
I cTpara [15, 17, 19, 20]
BbisiBNeHne nporHocTuyeckn HebnaronpusTHbIX
BPOXAEHHBIX aHOManwii OTXOXAEHW KOPOHAPHbIX Ilb C
KT cepaua v ko- o
apTepwuii oT cuHycoB Banbcanbsbl [15, 19, 20]
fg::ﬁp HBX ap KT cepaLia MoxeT 1cnonb3oBaThbCs kak ansTepHaTi-
Ba MPT npw npoT1BonokasaH1sx K NpOBEeAEHMIO Mo- Ilb C
cnegHen nnu ee HegoctynHoctu [19, 20]
nokasaHa naumeHtam ¢ BC u yrpoxaroLLmmm xu3-
KopoHaporpa- |1 XHP (Bbicokuit u cpepnuii puck BCC, Tabn. c
Pus V.2), a Takke nuuam nepexvsLUMM CepAeYHbIN
apect [15, 25]
Onpokapamans- |[poBeaeHwe aHpokapavansHoro AP pekomeHay-
Hoe anekTpodu- |eTcs nauvenTam ¢ MBC, nepeHecLummM HgapKT Mu-
310MorMyeckoe |okapaa v UMEIOLLMM CrieayioLLne CUMNTOMBI — yya- B
vccnefoBaHue  |LweHHoe cepauebueHne, npeaobMopoyHble CocTo-
(3%Kn) AHUSA 1 obmopoku [15, 26-28]
MpoBeneHue aHpokapanansHoro 3®U pekomeHay-
€TCs NaLmMeHTam co CTPYKTYPHON NaTonormemn cepa-
La ¥ UMEeloLUM creaytoLye CUMNTOMBI - yYalleH- c

lpumeyarue: AQIMK — apummozeHHas ducrnasusi npasoeo xenydodka; [TI)K — sunepmpocbusi nego-
20 xenydouka; X3 — xenydoukosas akcmpacucmonus; KA — xenydoykosas apummust; JKMIT - ou-
namauyuoHHasi kapduomuonamusi; FTKMIT — aunepmpocpudeckas kapouomuonamusi; bITHII — 6ro-
kada nesoli HOXKu ryyka luca; VK[ — umnnaHmupyemsil kapduosepmep-depubpunngmop; xoKI
— axokapouoepacpusi.
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VIIl. NIPO®UNAKTUKA BCC

IMpopunaktuka BCC — 3T0 KOMIUJIEKC MEPOIPUSITHIA, TTPOBOIUMBIX C
LIEJIBIO MPEIYIIPEKACHNUS UM YMEHBIIIEHUST BeposiTHOCTH pa3Butusi BCC,
KOTOPBII OCYIIECTBIISICTCS Y JIUII TIePEKUBIITNX CEPACUHBIN apecT (BTOPHY-
Hasl TIpodMIaKTUKA) WY Y TIALMEHTOB 0€3 3IU3040B CepAeYHOTO apecTa B
aHaMHe3e, HO nMeroIInX pakTopsl prcka pa3sutust BCC (nmepBuyHas mpo-
(unaxrtuka). I[podunakruka prucka BCC nomkHa BKIIoUaTh B ce0s MOTU U -
Kaimio (hakKTopOB pUCKa pa3BUTHS 3a00JIEBaHMI, a TAKXKE TIPOBEACHUE aleK -
BaTHOTO JICUCHHUsI OCHOBHOI 1 COIMyTCTBYIoIIeH maTtonoruu. CoBpeMeHHast
addexkTuBHas nmpodunakTuka BCC ocHoBaHa Ha KOMITJIEKCHOM TTOAXOJE,
BKJTIOUAOIIEM B ceOsI TIPUMEHEHNE MEIUKAMEHTO3HBIX, MTHTEPBEHIIMOHHBIX
U XUPYpPrUIecKux MeToqoB. OObeM MPOBOIUMBIX TPOPUIAKTUIECKUX MEPO-
MPUSTUI OTIpenesIsIeTCsl B 3aBUCUMOCTH OT TOTO, K KaKOI KaTeropuu OymeT
OTHECEH KaXIbliA KOHKPETHBI MaIlMEeHT.

MeaukaMeHTO3HbIe METOIbI

Hcnonp3oBaHue pa3iMYHbIX TPYIIT MEAUKAMEHTO3HBIX CPEACTB C LIeJbI0
nepBUYHON Uau BTopruuHO# npoduiaktuku BCC uMeeT pa3iuuHbIi Kjace
MOKa3aHUI U YPOBEHb 0KA3aTEbHOCTU U OMPEESeTCS HO30J0TUYECKOM
dopmoit ocHOBHOTO 3a00¢Banust, DK XCH, cocTosTHUEM CUCTOINYECKOM
bynkumu muokapaa JIK, KIMHUYECKO CUMITTOMATUKO, XapaKTepOM Hapy-
eHui putma. C 3TO¥ 1IeJIbIO MOTYT UCTOJb30BaThCS KaK Mpenaparhbl, OTHO-
cslImMecs K CpeCTBaM JIeUeHUs] OCHOBHOTO 3a00JIeBaHUS, TAK U aHTUAPUT-
mudeckue npemnapatsl (AAIT).

Bera-aapenobaokaropsl. [TonoxurenbHOe BIUsHKE 3-aapeHO0I0KATOPOB
U UX pazHooOpa3Hbie 9DdOEKTH XOPOUIO U3YYEHBI B SKCIIEPUMEHTAX U
B KJIMHUKE. AHTUapUuTMUdecKuil 3pdekT F-aapeHoO610KaTOPOB CBA3bI-
BAIOT KaK C UX aHTUUILIEMUYECKUM JEHCTBUEM, TaK U CO CHUKEHUEM CUM-
MaTU4YeCKO akKTUBHOCTU. MeTa-aHanu3 25 uccienoBaHUi, KacaroluXcs
OLIEHKU BJIUSIHUS JaHHBIX MMPenapaToB HA BBKMBAEMOCTb Y MOCTUH(APKT-
HBIX 00JIbHBIX, BKIOUaBiuit moutu 25000 GOabHBIX, BBISIBUJI, UYTO HA3HA-
yeHue (3-aapeH00J0KATOPOB COMPOBOXIAETCS YBEJINUYEHUEM BbIKMBAEMO-
CTU, CHUXXEHUEM OOLIeil U cepleyHO-COCYAUCTOMN JeTalbHOCTU, a TaKXe
yMeHbleHueM yactoThl pa3Butuss BCC [1]. [TonoxurensHble 3 bEKThI
B-anpeHo010KATOPOB B OTHOILIEHUHU KEeAYyNOYKOBbIX apuTMuii 1 BCC
TakXe JoKa3aHbl U s 00ybHbIX ¢ XCH uillemMuyeckoit U HenueMuye-
ckoit npupoasl (AKMII, TKMII, cunapom ymiuHenHoro QT, katexona-
MmuHeprudeckas noaumopdHas KT, AITTXK, aopranbHblii creHO3) [2—35].

Vill. NMpogumnaktuka BCC 63

IMpeumyiiecTBo B-aapeHOOJOKATOPOB 3aKJI0YaeTCd TakKe B TOM, YTO
MX MOXHO coueTaThb ¢ apyrumu AAII, B 4acTHOCTH, ¢ aMHMOIapoOHOM. [6].
Br16op B-aapeHobaokaTOpa U MOAXOAbI K TUTPOBAHUIO 103 OMPEAETSIOTCS
OCHOBHBIM 3200JI€eBaHUEM, KOTOPOE UMEETCs Y OOJBbHOTO (MepeHECeHHbII
OUM, XCH, AT u apyrue). Takum obpa3zom, B-aapeHOOJ0KATOPHI SIBJISI-
10TCs 3DGEKTUBHBIM U, TIPU HaJuIexXalleM oToope OOJIbHBIX U MOAXO0AaX K
noadoopy 103, 6e30MacHbIMU CPEACTBAMU, UMEIOT CaMylo OOJIbIIYIO T0Ka3a-
TeJIbHYI0 0623y U B HACTOsIIlIee BpeMsI TOIXKHbBI pacCMaTPUBATbCS B KAUECTBE
MperapaToB IMepBOi TMHUM TSI TTPOBEICHYSI TIEPBUYHOM U BTOPUIHOM TTPO-
dunakruku BCC (1, A) [7].

Nuruouropsr AII® u 6Ji0KaTOPhl AHTMOTEH3UHOBBIX PENENTOPOB.
IMonoxurenbhubie 3hdexkTsl UHTMOMTOPOB AIT® Ha TeueHre MBC xoportio
M3BECTHO. DTa IpyMnIa NpernapaToB BAUSET Ha 3JIeKTPOPU3UOTOTMUECKUe
npolecchl B MUoKapae, Bo3neiicteyst Ha pyHkuuio K- u Ca-kaHanos, a
TaK>Ke YBEJIMUUBAIOT pepakTePHOCTh U PEMOJISIPU3ALIMIO0 MUOKapAa XKeTy-
JIOYKOB, MPEIYTPeXaasi pa3BUTHE aPUTMMUIA IO MEXaHU3MY Pe-EHTPH, Y O0JTb-
HBeIX ¢ XCH 1 ®XK nimemmudeckoro reHe3a. AHTUApUTMUYECKOE AeHCTBIE
HATI®D Takke 00BSCHSETCS MX YTHETAIONIMM ACHCTBUEM Ha CUMITaThye-
CKY10 HepBHY10 cucteMy. OHU MHTUOUPYIOT HUPKYJIUPYIOLIUE KaTexoaa-
MWHBI M1 aHTUOTEH3WH-2, TIOBBIIIAIOT YPOBEHDb KaJlusl B KpOBU. B HecKoJb-
KMX paboTtax ObUIO MoKa3aHo, 4To MAIT® MOBHIIIAIOT YyBCTBUTEIHHOCTD
Oapopedekca u yaydwairoT nokazateau BCP. Hakonelu, aHTUApUTMU -
yeckunii 3¢ddext ATID MoxXeT 0OBSICHATHCS POTUBOBOCITATUTETbHBIMHA
CBOMCTBAaMU M YMEHbBIIIEHUEM BBIPAXXEHHOCTH TPOIIECCOB MOCTUH(APKT-
HOTO peMOoJIeIUPOBaHUSI MUOKapaa Ha (hOHE UX MPUMEHEHUS.

JlokazaTesbCcTBa MOJIOXKUTENbHOTO BiusiHUST MATI® Ha BBLKMBAEMOCTD
001bHBIX, epeHeciux OMM, a Takke Ha OOJbHBIX C CepAEYHON HeaoCcTa-
TOYHOCTBIO KaK MIIEMUYECKON, TaK U HEUIIEMUYECKON TIPUPOJIBI TIOJTY-
YeHbl B OOJBIIOM KOJUYECTBE KJIMHUYECKUX UCCIeNOBaHUM, MOKa3aB-
mux, yTo MATI® 10CTOBEPHO CHUXKAIOT OOIILYIO M CePAEYHO-COCYAUCTYIO
JIETAILHOCTh Y JAHHOM KaTeropuu namueHToB [8—13]. OaHako, B oT/iMuue
OT B-aapeHOo0J0KATOPOB, B OONBIIMHCTBE 3TUX KIMHUUECKUX UCTIBITAHUIA,
BCC B kauecTBe KOHEYHOI TOUKM HE paccMaTpuBajiach. MIcKioueHueM
siBJIsieTcs paHaomusrnpoBaHHoe uccienosanue TRACE, B koTopoM n3syyva-
Jock BausiHue Tpanaonarnpuia Ha BCC, rae Obl1 10Ka3aH MOJ0XUTEIbHbIN
pesyabrtat [13]. Cneayet 3aMeTUTh, YTO BepudUKaLUs MeXaHU3Ma CMEpPTH,
ocobeHHo npu BCC, npeacrapisieT U3BeCTHbIE TPYAHOCTH, OCOOEHHO — B
KJIMHUYECKUX MCCIENOBAHUSIX, KOTIa Cyyau CMEPTU, KaK MpPaBUIo, Olle-
HUBAIOTCS PETPOCIIEKTUBHO. BMecTe ¢ TeM, He BBI3bIBAET COMHEHUI TOT
¢axT, yTo MouTHu nojoBuHa 60abHbIX UBC, B 0cOOEHHOCTH JTU1Ia TTepeHec-
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e OMM, ymupaioT BHe3armHo. OUeBUIHO, Mbl UMEEM MPABO IKCTPATIOIM -
pOBaTh MOJIyYeHHbIE YOeOUTEIbHbBIE PE3YAbTAThl O CHUXKEHUM C MTOMOIIIBIO
UAIID cepreuHo-cocynucroit netanpHocty U Ha BCC. TMoaTBepkaeHnem
BbILIECKA3aHHOMY SIBJISIETCSI KPYMHBIM MeTa-aHanu3 [11], uenapio KoTo-
poro Oblna onieHka BiusiHus MATT®D Ha puck pazsutust BCC. PesynbraTsl
ATOr0 aHaJIM3a, BKIOYaBLIero AaHHeie 15104 manueHToB, MPUHUMABIIMX
yuactue B 30 uccienoBaHusX (U3 HUX 15 ObLIU cienble, paHIOMU3UPO-
BaHHBIE, TUIAIc00-KOHTPOJIMPYEMEBIE), TTOKa3alli, 4TO Ha3HaueHne NAIID
nauueHTaM, nepeHeciiuM MM, conpoBoxxaaeTcsi yMeHbIlIeHUeM o011ei 1
CepAEYHO-COCYIUCTON CMEPTHOCTH, IPpU 3TOM yacToTa pazButust BCC cHu-
xkaetcs Ha 20% (2356 ciyuaeB cMepTH, U3 HUX BHe3armHoi — 900). B cBsizu
¢ 3TUM T1oJIoXeHue 00 a3 dektuBHOCT MATTID myisa mpodunaktuku BCC y
00JbHbIX, epeHecinx UM u naunrenTos ¢ XCH (cucronnueckoit nuchyHK-
1IMeli) MPUCYTCTBYET BO BCEX COBPEMEHHBIX OTEYECTBEHHBIX U 3apy0esKHbIX
pexkoMeHnanusx no npodunakruke BCC u numeeT camblit BBICOKUI YPOBEHb
nokazareabHocTu (I, A).

Yo kacaercst naHHBIX 00 3 hekTrnBHOCTH NMATID 1151 TIpemynpexXaeHust
BCC y 60s1bHBIX ¢ COXpaHHOU (DYHKIIMEH JIeBOTO Xeayaouka, To uHDopmMa-
LIMM Ha 3Ty TeMY CYIIECTBEHHO MeHblile. MIMeIoTcsl pe3yabTaThl HECKOb-
kux uccnenoBanuit (HOPE, EUROPA), moka3zaBiux mpeuMyniecTBa TaKux
npenapaToB, KaK paMUIIPWI U TIEPUHAONPUI B OTHOILLIEHUU MpPeaoTBpaule-
Hust BCC y 60/1bHBIX C BHICOKUM PUCKOM Pa3BUTHUS CEPACUHO-COCYIUCTBIX
ocioxHeHuii [78, 79]. CnenyeT OTMETUTD, UYTO B 3TUX UcciaenoBaHusx BCC
He paccMaTpuBajiach B KAUYECTBE CAMOCTOSITEIbHOIM KOHEUHON TOUKU. TeM
He MeHee, HazHaueHne NATI® pekoMenmyrotcst 6oapHbIM XCH ¢ coxpan-
HO (hyHKIIME JIEBOTO XKey104YKa, TaK KaK MPeaynpeXaaeT pa3BUTHE U MPO-
rpeccupoBanue XCH (Ila, B).

Takum o6pazom, ATID Takske BXOIST B IPyIITy ITperapaToB, HEOOXOIU-
MbIx Ui ipodunakTuku BCC, npexae Bcero, y HoCTUH(GAPKTHBIX O0JbHBIX
U MAlUEeHTOB C CePACYHON HETOCTATOUHOCTHIO.

Uto kacaeTcst 6JIOKATOPOB AaHTMOTEH3WHOBBIX PELENTOPOB, TO B IUIaHE
cHuxeHus cMmeptHocTu npu XCH ux mokaszatenbHast 6a3a MeHbIle, YeM
y uATI®. V3BeCTHBI TOJOXUTEIbHBIE PEe3yJIbTaThl O CHUXXEHUN pHUCKa
CepAEUYHO-COCYIUCTO CMePTHOCTH y 6osbHbIX ¢ XCH, mosyyaBiuux Bajicap-
TaH uJio3aptaH. B uccienosanuu CHARM [14] npencraButesib 3TOM rpymibl
npenapaToB — KaHaecapTaH y naiueHToB ¢ XCH U CHUXXEHHOW CUCTOIU-
yeckom dyHkuuen muokapaa JIZK nokaszan BelpakeHHYI0 3(P(HEeKTUBHOCTh
B CHIDKEHUM TTOKa3aTesieid CMEPTHOCTH OT CEPIEYHO-COCYAUCTHIX TPUUUH U
XapaKTepUCTUK BHE3aMMHO cMepTHOCTH (15% — cHikeHue pucka, p=0,036).
TToaTOoMy B HacTosIIIIee BpeMsl KaHAecapTaH MOXET UCTIOb30BaThCs 1S ITPO-
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dunaktuku BCCy 6onbabix XCH u cHkenHoit @B JIZK, HapasHe ¢ nATTO.
B otHomieHuu npeaynpexnenuss BCC ¢ nmoMolibio 6J10KaTOPOB aHTUOTEH-
3WHOBBIX PEIIENITOPOB Y OOTBHBIX C coxpaHHoOI hyHKImei JIZK B HacTostiee
BpEMsI OTCYTCTBYIOT YO€IUTEJIbHbIE TaHHBIE.

AHTaroHUCTbI AJIBOCTEPOHA. PEeTPOCIIEKTUBHBIN aHAIN3 MCCIIeTOBaHMS
SOLVD (6797 6obHBIX, 424 city4dast CMEPTH) IIPOAEMOHCTPUPOBAIT B3aUMOC-
Bs13b Mexkny npuMeHeHueM nuypetrkoB npu XCH u puckom BCC. [Tpuuem,
MPU UCTIOJIb30BAaHUY KaIMiicOeperaomx TNypeTUKOB, KaK OTAeIbHO, TaK
M B KOMOWHAIIMU C IPYTUMU MOYETOHHBIMU, TaKasl B3aMMOCBSI3b HE TIPO-
caexusanack. UccnenoBane RALES (1663 6obHBIX) ObLIO MPeKpalleHo
JIOCPOYHO, TaK KaK y 00JIbHbIX ¢ BbIpaxkeHHOo XCH, npuHuMaBIIMUX criv-
POHOJIAKTOH, 0 CPAaBHEHUIO C OOJBHBIMU, UCTOJb30BABIIMMHU TETICBbIC
JIUYPETUKU, Yepe3 2 Tona HaOMoaeH!s ObUIM TOCTOBEPHO HMXKE IOoKa3a-
Teau obLeit etanbHocTh (35% npotus 46%) u BCC (10% nportus 13%).
ITpu 5TOM CyIIECTBEHHOTO YMEHBIIIECHUS YaCTOThI BHISIBJICHUS KeJTyI0YKO-
BBIX apUTMUIA He Ob110 0TMeueHoO [ 15]. TTokazaHo, YTO 2JEKTPOIUTHBIE HAPY -
IIEeHMS, BO3HUKAIOIIIME TTPU Ha3HAYSHUM TUYPETUKOB, HE OTHOCSIIIMXCS K
KJ1accy Kanuiicoeperaroumx, MOryT CIIocoOOCTBOBATh pa3BUTUIO (DaTaTbHBIX
apUTMUIA, TOTJAa KaK aHTarOHKUCTHI aJIbIIOCTEPOHA, BEPOSITHO, UTPAIOT TIPO-
TEKTUBHYIO pOJib. B manbHelemM Ob1I0 MMoKa3aHo, YTO aHTUAPUTMHUUECKUIA
addexT gaHHBIX TIpernapaToB OoJsiee CIoXeH. biokana albaocTepOHOBBIX
PELENTOPOB TTIOMUMO COXpPaHEHMS Kajus U MarHusl IPUBOINT K YCTpaHe-
HUIO CUCTEMHOI Ba30KOHCTPUKIIUM, TIPEIYTTPEXIAET CTUMYJISIINIO 00pa3o-
BaHUsI KoJuTareHa v pa3BuTue (prodpo3a B MUOKap/Ie, a TAKXKE OKa3bIBAET BIIU-
sTH€ Ha aBTOHOMHYIO HEPBHYIO CHCTEMY, SIBJISTIOIIYIOCSI aKTUBHBIM yJacT-
HUKOM apuTMOTeHe3a, yiydias rmokasaresr BCP u noBbIiast 4yBCTBUTEb-
HocTb 6apopediekca [16, 17]. B mociaenHue roapl cTaau AOCTYITHBI pe3YJib-
TaThl TPUMEHEHWSI HOBOTO aHTATOHUCTA aJIbI0CTEPOHA — SIJIEPEHOHA, KOTO-
pble MOATBepXkIaloT 3(DGHEKTUBHOCTb TOW TPYIIITBI TIperapaToB B CHUXKE-
Huu pucka BCC. CnenoBateibHo, 151 npeaynpexaeHuss BCC y 60JbHBIX C
XCH B cxeMy Tepanuu peKOMEHIYeTCsl BKJII0OUaTh aHTaTOHUCTHI aTbJI0CTe-
poHa (I, A), mpuyeM He TOJbKO MPU 3aCTOMHOI CEPAEUHON HETOCTATOUHO-
ctr, HOo 1 pu XCH 1T ®K [18].

HaamoaexkyasipHbiii KOMILIEKC CaKyOMTpuJI/BajicapTaH — HOBBII TIperia-
pat obJjafalounii cBoiicTBaMu OJHOBpeMeHHOM Giiokansl AT, penentopos
Y HETIPUJIM3WHA, COCTOSIIINI U3 6 MOJIEKYJT BajicapTaHa U 6 MOJIEKYJT CaKy-
OuTpuia, KaTUOHOB HaTpusl U Boabl. CakyOUTpua obecrieunBaeT OJ0Kamy
HeTnpwin3dnHa (Zn-coaepxalileil MeTauIoNpoOTeHa3bl, BbIpabaThIBaeMOM
SHIOTEJIMEM COCYI0B, obecreunBalonieil nerpagamnio Na-ypeTuiyeckux
MENTUIOB U OpaluKMUHMHA), BajicapTaH — Onokany AT, peuentopos. Oba
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KOMIIOHEHTAa B €IMHOI MOJIEKYJie TIpeACTaBieHbl B cooTHOomeHuu 1:1 [19].
HanMonekynsipHblil KoMILieKc cakyoutpui+saicaptaH (FOmnepuo) crioco6-
CTBYET BOCCTAHOBJIEHUIO U MOMJAEPXKAHUIO OajlaHCa HEHPOTOPMOHATBbHBIX
cucteM, baarogaps aericterio Komriekca Ha PAAC v akTuBauuu HaTpuUii-
YpeTUYeCcKUX MenTUA0B, OTHOCUTCS K HOBOMY Kiaccy npenaparoB — APHU
(aHrMOTEeH3MHOBBIX PELENTOPOB U HEMPUIU3UHA UHTUOUTODP). B uccneno-
BaHue PARADIGM-HF (BkmoueHo 8442 naumnenta [1-1V ®K NYHA)
CpaBHEHUE TPyMIl MAlUEeHTOB, MOJYYaBIINUX JEUYEHUE HAAMOJEKYISIPHBIM
KoMIuiekcoM cakyoutpui+sancaptad (FOnepuo) 200 mr 2 pa3a B AeHb WU
nATI® sHananmpuioMm 10 Mr 2 pasza B JeHb, ITOKa3aJio, YTO OOIIast CMepT-
HOCTb cHU3MIach Ha 16% (O111 0,84, 95% AU 0,76—0,93) p<0,001), a BHe-
3anHas cepaedHas cmepthb Ha 20% (O111 0,80, 95% AU 0,68—0,94) p=0,008
[20]. DkcnepThl BbICKA3bIBAIOT OCTOPOKHbBII ONTUMU3M B TPAKTOBKE 3TUX
JMAHHBIX, TaK KaK B UCCENOBaHUE B COOTBETCTBUU C MPOTOKOJIOM BKJIIOYA-
JIUCh TOJIBKO T MALUEHThI, KOTOPbIE HE MPOIEMOHCTPUPOBATIU HEMEPEHOCU -
Moctu UATID (cpenHsisi MpONOJIKUTEIBHOCTD Tepanuu 15 aHeit) u FOnepro
(cpenHsist MPOJOKUTEbHOCTh Tepanuu 29 aHeii).

Acnupun. YOenuTeslbHO M0Ka3aHO, YTO Ha3HAYeHUE aclMpUHA UMEeT
MO3UTUBHOE 3HAUYEHWE KaK JUIsl MePBUYHOM, TaK U BTOPUYHOU Mpoduiak-
TUKU KOPOHAPHBIX COObITUI. [ToMUMO e3arperaHTHBIX CBOMCTB UMEET 3Ha-
YeHUe MPOTUBOBOCTAIMTEbHOE JEHCTBUE TTpernapaTa, YTO yMEeHbIIAEeT MPo-
LIECChl PEMOETUPOBAHUS B 3MOPOBBIX TKaHSIX. PeTpoCeKTUBHbBIN aHAIN3
pe3yabratoB uccienoBanuss SOLVD nokasai, uyto y 6oibHbIX ¢ XCH Ha3Ha-
yeHue acrupuHa Ha 24% cHukano yacrory passutust BCC [21]. CornacHo
CYILIECTBYIOIIUM PEKOMEHAAIMSIM TaHHbIN Mpenapar BXOAUT B CTAHIAPThI
NpodUIaKTUUECKOTO JIeUeHUs, KaK y 0oybHbIX nepeHecuinx OMM, Tak u
y MAaLMEHTOB CO CTAOWJIbHOW CTEHOKapAUe U OCTPbIM KOPOHAPHBIM CHUH-
npomoM (I, A).

Cratunbl. O030p JaHHBIX IUTEPATYPhI CBUNETEIBCTBYET O CYLIECTBEH -
HOM CHUXXE€HUU CEPAEYHO-COCYIUCTON CMEPTHOCTHU MPU UCTIOJIb30BAHUS
cratuHOB Yy 60sbHBIX UBC. B 60bIIMHCTBE U3 TPOBEACHHBIX KIUHUYE-
ckux ucneitaHuit BCC, kak oTnesbHas KOHeYHas TOYKa, HE OLlEHUBA-
Jack. TeM He MeHee, B UcclieNoBaHUY 4S MpU MPUMEHEHU U CUMBacTaTUHA
Hapsiy € CYIIECTBEHHbIM CHUXXEHUEM 001Ieil CMEPTHOCTU U CMEPTHOCTH
OT KOPOHApHOU 00JIE3HU cep/ilia OTMeYaTach TEHIEHIMS K YMEHBIIEHUTO
yactoTbl BCC. AHajiornyHble pe3yabTaThl ObLIN MOJYyYEeHbl B OTHOILIEHUU
npaBactatuHa (LIPID). KpynHblii MeTa-aHanu3s, BkiatodaBiuii 90 000
MalMeHTOB, MPUHUMABIINUX yyacTue B 14 paHIOMU3NPOBAHHBIX UCCIEAO0-
BaHMsX, mpoBeaeHHbIX 10 2005 roga, nokasza 3(pHEKTUBHOCTb CTATUHOB
s npodunaktuku BCC y 6oabHbix UBC [22]. [ToaTOMY B CyllIeCTBY-
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ouux pekomeHaauusax no npodunaktuke BCC ncnonb3oBaHue CTaTU-
HoB y 6osbHBIX UBC npusHaercs HeooxonumbiM (I, A) [7, 23]. Insa npo-
GUIaAKTUKY pa3BUTHUS CEPACYHO-COCYIUCTBIX OCIOXHEHUI Ha3HAUYeHUE
CTaTUHOB PEKOMEHAYETCSI BCEM OOJIbHBIM, OTHOCSIIIMMCS K TPYTINE BbICO-
KOTO CepIeYHO-COCYIUCTOro pucka. YTo KacaeTcss MpuMEHEHUs CTaTU-
HoB 174 npodunaktuku BCCy manuenTos ¢ XCH HeullleMuyeckoit aTu-
OJIOTUM, TO TOKa3aTeJIbHOU 0a3bl IS 3TOU KaTeropuu 60JbHBIX B HACTO-
s1ee BpeMsl He CylIeCTBYeT.

Owmera-3 nonmuHenacoliimeHnble xkupHbie KucaoTsl (ITHZKK). [Tepsbie cood-
weHus 06 apdexruHocTu [THAKK mis npobunaktruku BCC 6b11u nosty-
yeHbl B ucciaegoBanum DART, koTopoe nMpoagMoHCTpUPOBao, YTo Y JIUII,
YIOTpeOISIBIIMX ABa pa3a B HEJEIIO U 0oJiee XKUPHYIO PhIOy, HabI0qa10Ch
30% cHMXeHWEe YaCTOThI CePAeIHO-COCYAUCTON JIETATbHOCTH, TPEUMYIIIe-
CTBEHHO 3a cueT yMeHbleHus ciyyaeB XK.

B nanbHeiiiem runote3a Obl1a TpoOBEpeHa B 9KCIIEPUMEHTAX Ha KUBOT-
HbIX, U B YaCTHOCTU, ObLIO TTOKa3aHo, uTo w-3 ITHXKK, ocHOBHBIE XXUPHBIE
KUCJIOTHI, MPUCYTCTBYIOLIKE B XUPHOU pbIOE, OKA3bIBAIOT MPOTEKTUBHOE
nevicrBue B oTHouieHUr M2K. Bbutn n3ydeHbl MeXaHU3Mbl aHTUAPUTMUYE -
ckoro aevictBust w-3 [TH2KK, koTopble 3aKi04alOTcs B TOM, YTO MOCIEI-
HUE B YCJIOBUSX UILIEMUU WIU aAPEHEPTUUECKON CTUMYJISILIUU CTAOWIU3U-
PYIOT MeMOpaHy KapAMOMUOLIMTOB, Bl HA pabOTy HaTPUEBBIX, Kajiue-
BBIX U KaJbLIMEBBIX MOHHBIX KaHaI0B, AeicTBys nmogooHo AAII Ib kiacca
(MekcuJIeTUH-NIOIO0HOE eCTBIE), HO He 001anasi Mpu 3TOM MPOAPUTMU-
YECKUM U apuTMOreHHbIM 3 dektaMu. C 351eKTpohU3NOI0TMYECKON TOUKU
3peHus 3ammuTtHoe aeiicteue w3-TTHXKK 3akmouaercs B TOM, 4TO Ha poHe
X IPUMEHEHUS HeoOXxonuma 6oJ1blast aMITIUTYAa JIEKTPUUECKOTO 9KCTpa-
CTUMYJA U1l UHIYKIIMU «aPUTMUYECKOTO» MOTEHIMalla NeCTBYS, a TakKKe
OTMEYaeTCs YBeJIUYeHUE AIUTETbHOCTU 3(PDHEKTUBHOTO pedpakTepHOTO
nepuoaa KapAUOMHUOLIMTOB, YTO MPEIyNpPexXaacT 3aMycK (daTaJlbHbIX apUT-
Muii, B ToM uncie u ®XK [24].

I[Tomumo aHTHApUTMUUECKOTO 3hdeKTa 3TU MpenapaThl 00JIaJaI0T MPO-
TUBOBOCHAJIMTEIbHBIM JIEUCTBUEM, CHUXKAIOT 00pa30BaHUE KMCIOPOMHBIX
panguKajloB U YMEHbIIAIOT penepdy3MOHHbIE OCIOXHEHUS, MOBBIIIAIOT
CUHTE3 SHEPTUU B MUTOXOHIIPUSX, YIYUIIAIOT 9HAOTEIUAIbHYIO (DYHKIIMIO,
CHUXKAIOT YPOBEHb TPOMOOKCAHa U arperauuio TpomoouuToB. B psae padot
rmokasaHo, uro w-3 [THXK ysennuuarot mapamerpsl @B JIK u yydmiator
noka3zatenu BCP, oka3biBasi, TakuM 00pa3zoM, MOTUGMDULUPYIOLIEE BIUSIHUS
Ha OCHOBHbIE U BTOpocTeneHHbIe (hakTopbl pricka BCC [25].

Yb6enutenbHas nmokasarenbHas 0aza B oTHoumeHuu w-3 [MTHXKK 6bu1a
nojydyeHa B IBYX KPYMHBIX uccienoBaHusix. B uccienosanuu GISSI-
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prevenzione y 6osbHbIX ¢ OMM mpuMeHeHue npemnapata oMakop B 03¢
1 r/cyT conpoBOXIANOCh TOCTOBEPHBbIM CHUXKeHreM prcka BCC Ha 45%,
CepIEeYHO-COCYAUCTOM cMePTHOCTH Ha 30% 1 yMeHbIlIEHUEM pUCKa O0LIER
cMepTu Ha 20% [26]. Pe3ynbTaThl MHOTOLIEHTPOBOTO IBOMHOIO CJIEMOTO
miauebdo-koHTposaupyemoro ucciaenosanust GISSI-HF, onybinkoBaHHbIe
B 2008 roay, mokasaiu, 4To Ha3HaYeHUe OMaKopa B 103e 1 r/cyT y 60JbHbBIX
¢ XCH Ha ¢oHe onTuMaibHOI MeIMKAaMEHTO3HOM Teparuu COMpoOBOXIa-
eTCs CHUKEHUEM prcKa o01Iei cMepTr Ha 9% 1 yMeHbIIIeHUEeM KOJTMYeCcTBa
TOCHUTAIM3ALIUI 10 TPUYMHE KETyTOUYKOBBIX HapylueHui putma. [1pu aTom
KOJIMYeCTBO MoO0UHbIX 3hdekToB B rpyrre jJedyeHus m-3 [THXKK He oTiu-
Yajioch OT TPYIIIbI KOHTpoJs [27].

CyuiecTBYIOT psin IyOarKaluii, B KOTOPBIX MOKAa3aHO BIMSIHUE OMaKopa
Ha BBIPAXXEHHOCTD KETYAOUKOBBIX HapyllIeHU puT™Ma. B onHON U3 HUX,
yXe yepe3 Mecsll OT Havaia Tepanuu nodasieHue w3-ITHXKK nmauuentam
co crabunbHoil UBC npuBeno K CTaTUCTUYECKU TOCTOBEPHOMY YMEHbIIIE-
HUIO YKcia 3nr3010B HeycToiunBoil KT 1 ynciia mapHbIX XKeJTyT0YKOBbIX
aKcTpacucTo [28].

Takum o6pa3om, K HACTOSIIIEMY BPEMEHU YOEAUTEIbHO MPOAEMOHCTPU-
poBaH npodunaktuueckuii apdbext w-3 [MTHXKK y 60abHBIX, TepeHecInx
OWM B otHoleHuM pucka pazputus BCC. CoracHo CylecTBYIOLINM PEKO-
MeHJalusaM, 00JbHBIM, TepeHeciiuM UM, ciaenyeT ynotpeoasiTh B AeHb |
rpamMm -3 ITH2KK, a uMmeHHO — omMakop, a TakxXe yCcTpauBaTh «pbIOHbIE
IHW» (0KoJi0 200 T XXKUPHOW PHIOBI), IO MEHBIIEH Mepe, ABAXKIbl B HEACITIO
[29, 30]. JaHHBIX 0 BO3MOXHOCTHU Ucnoib3oBaHus w-3 [TH2KK a1t Bropuu-
Hoit npodunakTuku BCCy 60bHBIX, MEPEXUBIINX OCTAHOBKY KPOBOOOpa-
LLIEHUs, B HACTOSIIEE BPeMsI HEOCTAaTOYHO, HO UCCTIEIOBAHUS Ha ATy TEMY,
B yacTHOCTH y 60bHBIX ¢ UK, mponomxkatorcs.

Hurpatsi. [TockonbKy onHUM 13 MexaHu3MoB BCC MoTyT OBbITh UllleMUYe-
CcKue COOBITUSI, BEPOSITHO, OMHUM U3 IyTeli npoduiaktuku BCCy aTrx 6071b-
HBIX MOTYT OBbITh HUTPAThI. JLOJTOCPOYHBIX pAaHIOMU3UPOBAHHBIX UCCIIEIOBA-
HUIi, oueHuBaBIIUX 3 deKT aHTuaHruHaIbHOI Tepanuu Ha 2KHP, He nipo-
BOJMJIOCh U OHU HE BKJIIOUEHbBI B MEXKIYHAPOIHbIE U OTEUECTBEHHbIE PEKO-
MEHAALUU MO UX JieueHuto. TeM He MeHee, UMEIOTCSl TaHHbIe, CBUIETEb-
CTBYIOLIME O MOJIOXKUTEIbHOM BIUSIHUM Tepariui HUTPATaMU Ha KeTya0u-
KOBYI0 SKTOMTMYECKYI0 aKTUBHOCTb, U UX Ha3HAYEHUE MOXKET 00CYKAaThCs
npu geyeHuun uiemMmudeckux KHP [31].

Antnapurmuyeckue npenaparbl IC knacca. [Mpumenenue AAIT mist ipo-
dunaktuku BCC uMeeT 3HauUTEbHbIE OTPAaHUYEHUSI, a B Psifie CIyyaes,
COITACHO TAHHBIM MHOTOLIEHTPOBBIX PAHIOMU3UPOBAHHBIX UCCIENOBAHUMA,
MOXET MPUBECTU K YBEJTUUSHUIO PUCKA CEPHE3HBIX HEXXeNaTebHBIX MOCIE -
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ctBuii. B yactHocTH, corytacHo naHHbIM ucciaenoBanuii CAST u CAST-I11
HazHaueHMe TpenapatoB IC knacca namuentam ¢ 2KHP u ykazanusimu B
aHaMHe3e Ha repeHeceHHbI paHee OMM conpoBoxXaaeTcst OCTOBEPHbBIM
yBenuueHueM xapakrepuctuk BCC [32, 33]. TeM He MeHee, CyILeCTBYET psijl
CUTyalUil, TpU KOTOPbIX Ha3HaueHue AAT MOXeT ObITh OMpaBIaHO.

ITpexne Bcero, 3T0 MallMEHThI C UMIUTAHTUPOBAHHBIMU KapAUOBEPTEPAMU -
nepedpuistopamu (MK/I) u yacTeiMu 060CHOBAaHHBIMU CpabaThIBAaHUSIMU
o mroBony peunauBupyoleii 2KT/D2K. Takast cuTyaunst B CBOUX Kpaii-
HUX MPOSIBIEHUSIX HA3bIBAETCSI apUTMUYECKUM IITOPMOM U OOYCTOBIUBAET
HEeo0XOIUMOCTh NONoJHUTeIbHOrO HazHaueHust AAT nis tepanuu KT u
YMEHBIIEHUS KOJIUYeCcTBa 3MK13010B cpadatsiBaHus MKJI.

AMHMOAAPOH U cOTaN0J. AHTHapuTMUUYecKuil abdekT npenapatos I11
KJ1acca, Takux, Kak aMUOJapOH U COTaJION CBSI3aH C YIJIMHEHUEM MOTeHIIM -
ajia 1efiCTBUS U yBEJIMYEHUEM IJTUTEIbHOCTU pepakTEpHOro Nepuoa, uto
CMOCOOCTBYET MPEPHIBAHUIO IUPKYJISILIAU DJIEKTPUIECKOTO UMITYJIbCA B TIETIIE
pe-eHTpH, a TakKe TMOAABISEeT apUTMUU, BOZHUKAIOIIME 1O TPUTTEPHOMY
MexaHu3My. [TonoxuTenbHOe BAUSIHUE aMUOAapOHA U COTas0J1a Py apuT-
MMUSIX CBSI3aHO, B TOM YUCJI€ C UX AHTUUILIEMUYECKUM JEHCTBUEM, YMEHbIIIE-
HueM YCC, HeiipoMOay TUPYIOIIMMU BO3AEHCTBUSIMU U BAWSIHUEM Ha COKpa-
TUTEIBHYIO (DYHKIIMIO JIEBOTO Xenyaouka [34]. Bonpoc o BIMSIHUU TaHHBIX
MpenapaToB Ha BBKMBAEMOCTb ITPY UX JOJTOCPOYHOM HA3HAYEHUU OCTAeTCs
OTKPBITBIM. Psii KTMHWYECKUX UCTTBITAHWI U OMUH METa-aHaln3, BKJIIOYaB-
LI HECKOJIBKUX KPYTTHBIX UCCAETOBAHUIA, TPOAEMOHCTPUPOBAIU CHIKEHE
yactoTel BCC npu Ha3HaueHUM aMUOJapoHa Y MallUeHTOB ¢ AUCHYHKIIUEH
JIZK nocne nepeHecenHoro OUM u Heuremuueckoit JIKMIT [35]. OnHako
OOJIBLLIMHCTBO OOBHBIX B 3TUX KIMHUYECKUX UCCIEAOBAHUN HAPSIAY C aMUO-
JTapOHOM MIPUHUMAIH U B-aapeHobaokaTopsl. KpymHoe, Xopoliio CrijiaHupo-
BaHHoe uccienopaHue SCD-HeFT, B koTopoM olieHHUBaIach MPOOUIaAKTU -
yeckas 3(ppeKTUBHOCTh aMrOAapOHa B OTHOLIEHU Y npeaoTBpanieHust BCC
npu XCH, He BBISIBUJIO €T0 MPEUMYIIECTB [0 CPaBHEHMUIO € M1a1edo0 y 6071b-
Hbix ¢ XCH T1-I11 ®K NYHA [36].

BwmecTe ¢ TeM, ciaeayeT OTMETUTh, YTO COTaIOJ, KakKk U aMUOAApOH,
saBasieTcsl 2 GEeKTUBHBIM CPENCTBOM JICUCHUS KETYAOYKOBBIX apUTMUIA.
Ha3znauyeHue 3Tux npenapatoB NPUBOAUT K yIMHEeHUIO uHTepBaia QT u
MOXET OKa3bIBaTh, TAKUM 00pa30M, MPOAPUTMUUECKOE NEeICTBUE.

B Hacrosiiiee BpeMst HeT yOeaUTENbHbBIX JAHHBIX 00 YIy4IlIeHUUW BbIXKU-
BaemocTu nipu ucnojb3zoBanuu AAIT 111 kiracca y 60JbHBIX ¢ KapIUaTbHON
natojorueit u ZKHP. Ix Ha3HaueH1e MOXET ObITh OMpPaBAaHO y MALIMEHTOB
C XKeJTyIOYKOBBIMU aPUTMUSIMU B COUETAHUMU C [3-aApeHOOIoKaTOpaMu (I1s1
ammonapoHa — Ila, B; mna coranona — Ila, C) mpu TIiaTe IbHOM KOHTPOJIE
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32 BO3MOXXHBIMU MTOOOYHBIMU 3 eKTaMu OT UX Ha3HAYCHUSI, 2 TAKKE apUT-
MOTE€HHBIMU Y IPOAPUTMUIECKUMU (D PEKTaMU.

Takum 06pa3oM, caMblii BRICOKUMI YPOBEHb TOKa3aTeIbHOU 6a3bl B OTHO-
eHuu npodunaktuku BCC umeercs y B-anpeHo0J10KaTOPOB, KOTOPHIE Clie-
JyeT Ha3HavaTh (ITPU OTCYTCTBUM ITPOTUBOITIOKA3aHUIA) C 1IEJTbIO IEPBUYHOM
npodpunaktuk BCC BceM 60ibHbIM, iepeHeciiuM OMM, a Takke nauueH-
TaM ¢ cuctojmdeckoi auchynkimein JIZK, kak uimeMmnyeckoro, Tak U Heu-
IIEMUYECKOTO TeHe3a BHE 3aBUCMMOCTU OT apUTMMYECKOro aHaMHe3a [7,
37, 38, 42].

C Toli Xe 1eNbio Y 00NbHEIX, TTepeHecnx MM, HasHavatotcs nAIID/
APA, ctatunsbl, acniupuH, -3 [THXKK [39—41]. Y 6onbHbIX ¢ XCH Heunie-
MMYECKOTO reHe3a obsizareibHO HazHaueHne UAITD/APA, aHTaroHucToB
anpnocrepoHa, m-3 [THXKK [27].

HNHTepBeHIMOHHBbIE METOAbI

B sToM moapasznene o0CcyxkaaroTcsl COBpeMeHHbIe BO3MOXHOCTU TIPU-
MEHEHMS Pa3IMIHBIX MHTEPBEHLIMOHHBIX METOHOB B IipodmiakTuke BCC.
Hcrnonbp3oBaHMEe KaxKIOTo U3 HUX UMEET pa3IMnYHbIN KJIace MMOKa3aHUM U ypo-
BEHb M0KA3aTeJbHOCTHU 1 ONPEaesIeTCs] HO30JI0TMYeCKOi (hopMOit OCHOB-
Horo 3a0ojeBanust, @K cepaeyHoii HETOCTATOYHOCTH, COCTOSIHUEM CUCTO-
Jmyecko hyHKuru MuokKapaa JIZK, KmnHuYecKoi CMMIITOMAaTUKOM, HAJI -
YyueM HapYILIEHUU pUTMA.

Hmnnanmupyemotii Kapouoesepmep-oehpuopuiiaimop

Ceronnsa MK]I tepamnusi cTajia OTHUM U3 OCHOBHBIX METOAOB Mpoduiak-
triky BCC B rpymiie manveHToB BhIcoKoro pucka. Tak, B 2014 rooy B 56 eBpo-
neiickux crpaHax B 2052 1eHTpax ObUIO BBINOJHEHO 85289 mMIuiaHTaLui
K] (Bkmouast Poccuio — 13 onepanuii Ha 1 MUJUIMOH HaceneHus ) [43].

PucK BO3HUKHOBEHMSI TOBTOPHBIX 31TU300B YCTONYMBOI KETyTI0UKOBOM
taxukapauu i @K y nareHToB, BBDKMBIINX IMOCTIE IEPBOr0 apUTMUYE-
CKOro 3mu3o0ma, coctasisieT 19%, 33% v 43% yepes 1, 3 u 5 et Habmoae-
HUSI COOTBETCTBEHHO [44].

AddexTuBHocth MKJI B oTHOmeHUM nipodpunaktuku BCC Obi1a noka-
3aHa B HECKOJIBKMX KPYITHBIX KIIMHUYECKUX McclieqoBaHmsIX (Tada. VI.1),
IU3aiiH KOTOPBIX Ipearoarajl OleHKY BbDKMBAeMOCTH y TAIIMEHTOB C
HanuyreM ocHOBHBIX (pakTopoB pucka BCC, Boinenennbix JT Bigger eie
B 1984 1. [45]. Pe3ynbTaThl, NOJyYeHHbIE B 9TUX UCCAEIOBAHUSIX, JIEIIU B
OCHOBY CYIIECTBYIOIIMX CETOAHS PEKOMEHIAIUI 10 UMIIAHTALIMU 3TUX
YCTPOMNCTB U JIEYEHUIO XKEJTYIOUKOBBIX apUTMUIA C LIeJIbIO MPOGhUIAKTUKUI
BCC [46].
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Tabnuya VI.1
WUccnepoBaHus no oueHke WK B OTHOWEHMM NepBMYHOW M BTOPUYHOM
npochunaktukn BCC

WccnepoBanue, | Llenb uccneposanus |Konuyectso| Mepuog Ha- Pesynbrathl
rog ny6nukaumu naumeHToB | GniogeHus
pe3ynsTaToB
Bmopu4Has npogunakmuka BCC
CpasreHue AAT un VKO CHwxkeHwe obLelt netarnb-
AVID 1997 [95] |y nuu, nepexuBLLnX cep- 1016 13 mMecsueB |HOCTU B NOArpynne naum-
[EYHbIN apecT eHToB ¢ VK[ Ha 29%
B rpynne nauueHTOB C
CpasreHue AAT un VK[ WKL obwwas netansHOCTb
CASH 2000 [97] |y nvu, nepexuBLUMX cep- 288 57 mecsueB |bbina Ha 23% Huxe, apuT-
[leYHbI apecTt Muyeckas netanbHOCTb

ymeHbLwmnach Ha 61%

B rpynne nauueHTOB C
WKL obwas netansHOCTb
659 3ropa 6bina Ha 20% HWxe, apuT-
Muyeckasl neTanbHOCTb
ymeHbwmnacs Ha 31%

CpaBHenue AAT amuo-
fapoHom n VKO y nuu,
nepexuBLlUNX cepaey-
HbIi apecT

CIDS 2000 [96]

lNepeuyHasi npoghunakmuka

CpasHeHue VKL n AAT y
nauvexToB ¢ OMIM B aHam- CHxeHue obLuen ne-
Hese, ®B meHee 35%, TanbHOCTU B Noarpyn-

MADIT 1996 [98] HXT 1 vHgyumpoBaHHOM ne naumexToB ¢ VKM Ha

196 27 mecsueB

yctonumson XT B xoae 54%

3HpokapauansHoro U

CpasreHue NKO+AKLL n

AAT+AKLL y nauneHToB C Mokasatenu obwen ne-
GABG-Patch
1997 [100] ®B Hmke 35% B OTHOLLIE- 900 32 mecsua |TanbHOCTM He OTNMYanmchb

HUWU BRMSIHUS Ha OOLLyHO mexay rpynnamu

NeTanbHOCTb

CpaBHevae VIKD, AAT CHwkeHve obLLel neTanb-

6azoBov Tepanvm MBC y

HOCTW B Moarpynmne nauu-

nauvexToB ¢ OMIM B aHam- entoB ¢ VKL Ha 31% u

MUSTT 1999 [99](He3e, ®B menee 40%, 659 5 net °

24% B cpaBHeHWM C rpyn-
non AAT v 6a3oBoii Tepa-
nun MBC cooTBETCTBEHHO

HXT v nHgyumposaHHom
yctonumson XT B xoae

3HpokapauansHoro 9OU

CpaBHeHue VKL n 6a3o- CHuxeHne abconoTHOro
MADIT 112002  [Bow Tepanuu WUBC y na- 1232 20 MecsLes pucka obLuen netanbHo-
[101] uneHToB ¢ OMM B aHam- CTU B NOArpynmne nawmneH-

Hese, PB meree 30% ToB ¢ VIK[ Ha 56%

CpaBHeHue 6a3oBow Te- CHuxeHne abcontTHOro
CAT 2002 [102] panun XCH un ee coveTa- 104 66 MecsLies pucka obLueit netanbHo-

Hua ¢ MK y naumeHToB CTU B NOArpynne nawueH-

¢ [IKMI1, ®B meHee 30% ToB ¢ VIK[] Ha 55 %




72 ViIl. Mpogunaktuka BCC

UccnepoBanue, | Llenb uccnegosanus |Konuyectso| Mepuop Ha- Pe3ynktatbl
rog ny6nukaumu nauMeHTOB | GnrogeHus
pesynkraToB
CpasHeHue VKL n amu- CHuxeHne abconoTHOro
AMIOVIRT 2003 |opapoHa y mauueHToB ¢ pucka obLuei netanbHo-
[103] OKMIM, ®B menee 35% 103 24 wecsua CTU B MoOArpynmne nawmneH-
n HXT ToB ¢ VK[ Ha 17%
CpaBHeHue 6a3oBow Te-
CHuxeHne abconTHOro
DEFINITE 2004 panvu XCH  ee code- pucka obLen netanbHo-
[104] TaHua ¢ KO y naumen- 468 29 mecsueB CTM B NOATPYTING NaLMeH-
ToB ¢ IKMI, ®B meHee o
36%, HOKT 11 K3 ToB ¢ VK[ Ha 52%
CpaBHeHue 6a3oBoi Te- Mmvnnantaumna UKL B no-
DINAMIT 2004 panun OVIM n ee covqua- poctpom nepuoge OVM
[105] Hus ¢ umnnanTaumen KO 674 30 mMecsLEeB |He yMeHbLUaET 0bLLyto, HO
B nopocTpom (ot 6 go 40 CHUXaeT apuTMUYECKYHO
aHen) nepvoge OUM neTanbHOCTb
CpasHeHue Tepanum MK,
2;?:;?:;%;0':291222_ CHuWxeHne a?comomoro
COMPANION nveii (CRT) c msonmpoBaH- 1520 12 mecsiueB pucka oblieit netankHo-
2004 [106] HOVH KAPIMOPECHHXPOHM- CTV B NOArpynne nauuex-
. . ToB ¢ KO-CRT Ha 36%
3upyHoLLEi Tepanueit unm
6azoBo Tepanuenn XCH
CpaBHenve WKM, amuno-
fapoHa v nnauebo y na- CHuxeHue obLuen ne-
SCD-HeFT 2005 |umenToB ¢ XCH II-lll no TanbHOCTM B NOArpyn-
(34] NYHA, OB menee 35%,| 2021 |49 MECAUS | o umenTos ¢ VKT Ha
(atnonorusi: UBC — 55%, 23%
OKMIM - 45%)

lMpumeyaHue: MBC — uwemuyeckas bonesHb cepdua; KO — xenydoukosass aKcmpacucmonus;
XKT — xenydoykosasi maxukapousi; OKMI — dunamayuoHHasi kapOuomuonamusi; ®B — ¢hpakyusi
ebibpoca; BJIHII — 6nokada nesoli Hoxku nyyka [uca; VKL — umnnaHmupyemsil kapouogepmep-
Odegpubpunnsmop; OxoKI™ — axokapduoepagpusi; HXXT — Heycmolyugas xenydoykosasi maxukap-
Ousi; OMM — ocmpeili uHghapkm muokapda; XCH — xpoHuyeckasi cepdeyHasi HeOOCMamoYHOCMb;
UKO-CRT — umnnanmupyembili kapouosepmep-0echubpunnsamop 8 coyemaHuu ¢ yHKyuel Kap-
OUOPECUHXPOHU3aUUU.

Paououacmommnasn abnauusn

Karerepnas paguouacrotHas adasiuus (PYA) ssBaseTcs oqHO U3 MHTep-
BEHUMOHHBIX METOAMK, CITIOCOOHOH 3(h(HEeKTUBHO YCTPAaHUTh WU MOAUDU-
LIMpOBaTh CyOCTpaT OJHOTO U3 IIaBHbIX (pakTOpoB pucka, a uMeHHo KT u/
i OK. enecoobpa3HOCTb ee TPUMEHEHUS ONPEAeIIIeTCs STHOIOTei
ApUTMUYECKOI'0 CUHIpOMa, BapuaHTOM ero TeueHus. [IposeneHne PUA
OIPaBIaHO y MAlIMEHTOB C YACThIMU IIOKOBBIMU pazpsinaMu MK mpu pas-
BUTHU TaK Ha3bIBAEMOTI'0 «3JIEKTPUUECKOTO IITOpMax» (0oJiee 3 onpaBIaHHbBIX
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1okoBbIX pa3psaoB MK/ B TeueHue 24 yacoB), 00yCIOBAEHHOIO yCTONYM-
Boii peuuauBupytoineit KT, pedpakrepHoit K MHOXecTBeHHOI AAT [47—49].
Tem He MeHee, Ha CEerOAHSIIHUN NeHb, JaHHbIe 00 3 dekTuBHOCTU PUA B
oTHoeHuU npodunakTuku BCC orpaHuyeHbl, BO MHOTOM M3-3a TOTO, YTO
rpymmna nanueHToB ¢ KT sBjisieTcss HEOMHOPOIHOU U MPOBEACHUE PAHIOMU -
3alMU Y 9TOI KaTErOprUU MaleHTOB 3aTPYAHEHO.

CyiectBytoT paznuuHbie Metroguku PUYA KT. Knaccuueckoii cuntaercst
METOIMKA BXOXICHUS B LIUKJT Pe-EHTPU TaXUKAPIUU C LIEbIO OTIPEIeTICHUSI ee
KPUTUYECKOI 30HBI C TTOCIenyollei ee abnsauueii. B psne ciryyaeB B KIMHAYE -
CKOI MPaKTUKE MPUXOJUTCS UMETh IEJI0 C TeMOAMHAMUYECKN HECTaOUTbHOM
KT, kapTupoBaHMe KOTOPOU B TEUEHUE JUTUTEILHOTO BpeMEHU HEBO3MOXHO.
B a1ux cnyyasx 1eaecoodpa3Ho UCMOIb30BaHUE CUCTEM TeMOAMHAMUYECKON
MOMIEPXKKU MallMEeHTa BO BPEMsI Olepallu, OMHAKO 3TO YBEJIUUYUBAET CTOM-
MOCTb U pucku npoueaypsl [50]. Muorue nauueHnTsl ¢ KT, 00ycioBieHHO
HaJTIM4ueM pyoIIOBbIX UBMEHEHU I MUOKap/ia, UMEIOT CIIOXKHYIO CTPYKTYpPY CyO-
cTparta TaXUKapAuu, YTO MOXKET MPOSIBITHCSI MHOXeCTBOM Mopdostoruii 2KT.

AJIbTepHAaTUBOI TAaHHOW METOIMKU MOXKET ObITh KAPTUPOBAHUE CyOCTpaTa
TaxUKapaIuu C MOMOIIbIO HABUTALIMOHHOM CUCTEMBbI MOCPEICTBOM UIECHTU -
duxaiuu pyo11oBoit TKAaHU U 30H MEJJIEHHOTO MPOBEAEHUSI BHYTPU pyd1Ia ¢
nocieaymwoleit ux adnanueit. KoneuHoit Toukoit NaHHOM MpoLeayphl OyaeT
SIBJIITHCSl HE TOJILKO OTCYTCTBUE UHAYKIIMU TaXUKapAUW, HO U YCTpaHEHUE
3aMeUIEHHOU aKTUBHOCTU BHYTPU pyO1I0BO# TKaHu [51].

B psae ciayyaes, B mepByo ouepeab Py apUTMOT€HHOM AUCTIIa3Uu Tpa-
BOTO XeJiynouka [52], auiaTauMoHHOM KapauoMuoraTuu [53], a Takxke rnpu
MBC c undapkrom Mrokapaa HUXKHe U Jokanu3auu [54], Bearka BeposT-
HOCTb 3MUKaApAUATIBbHON JIoKanu3auuu pyoiioBoil TKaHu. Mcnosib3oBaHue
SMUKAPIUATIBHOTO JOCTYIA CBSI3aHO C TOMOJTHUTEIbHBIM PUCKOM MOBPEXIE -
HUSI CTEHOK Cep/lla U KOPOHAPHBIX ApTEPUIA U TOJIZKHO BBITTOJHSTHCS TOJIBKO
B KJIMHUKAX C OOJIbIIIMM OTBITOM JAHHBIX TPOLIEAYP.

ITpoBeneHre MOBTOPHON IOKOBOI Tepanuu y nauueHtoB ¢ MK acco-
LIMMPOBAHO CO CHUXKEHMEM KayecTBa >KU3HU MalMeHTOB [56], u yBennye-
HueM ob11el JeTaabHOCTU [57]. BoinoaHeHue npouenypbl PYA y 1ol Kate-
TOPUU BEJET K 3HAUUTEJIbHOMY CHUKEHU IO BEPOSITHOCTHU MOBTOPHBIX IIOKO-
BbIX pa3psinoB MK/ mo cpaBHEHUIO ¢ MEAMKAMEHTO3HOW aHTUAPUTMUYE-
cKoii Tepanueii [58, 59].

PentrensnnoBackyiasipuoe jgedenne UBC
B npopuiaaxkTuke BCC

BCC, oCHOBHBIM 3THOJIOTUYECKUM (haKTOPOM KOTOPOI CITYKUT aTepo-
CKJIEPOTUYECKOE TOPaKeHUEe KOPOHAPHbBIX apTepUid, sIBJSIETCS OJHOU U3
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BeIyLIMX MPUYUH cMepTHOCTHU y 60bHbIX UBC. CripaBeniuBo yTBepxe-
HUE, YTO BCe MEPOTPUSITUS, HATIPaBJICHHbIE Ha YJIy4lIEeHUE TPOTHO3a, ITOKa-
3aTesieil BBLKUBAEMOCTU Y OOJIbHBIX KOPOHAPHOU 00JIE3HBIO Cepla SIBJISI-
I0TCS MPO(UTAKTAUYECKUMU B OTHOIIIEHU W CHUKEHUSI PUCKA Pa3BUTHUS BHE-
3aIHOM cepaeyHoii cmept [7, 60].

B cootBercTBUM ¢ EBponeiickumMu peKOMeHAALMSIMU MO PeBaCKYJIs-
pU3alMy MUOKapaa MpoBeAeHue KopoHaporpaduu (M mpu HeoOXoauMO-
ctu — YK B) nokazaHo B KpaTyaiiliiie CpokKU Y BbKUBIIUX UJTA PEaHUMUPO-
BaHHBIX MTOCJIEe BHE3AIMHOM cepieuHoit cMepTy (Kaace pekomenaanmii I1a, ypo-
BeHb I0Ka3aTeJbHOCTH B), y MalleHTOB C 3JIeKTPUYECKUM IITOPMOM CJIENLYET
paccMaTpuBaTh MPOBEACHNE SKCTPEHHOU KopoHaporpaduu 1, Mpyu HATUYUU
HEoOXOAUMOCTH, IPSIMO peBaCKyIsIpU3allMi MUOKapaa (KJace peKoMeHaa-
umii I1a, yposensb nokazareabHoctu C) [61].

MeTtobl psIMOIA peBacKyIsIpU3allii MUOKapaa, BHEAPEHHbIE B KIUHU-
YECKYIO MPAKTUKY C CEMUIECSTHIX TOOB MPOLLIOTO BeKa, MO3BOJIWIN Kapau-
HaJIbHO YJIYYIIUTh KAYeCTBO XU3HU U MPOrHo3 y 601bHbIX UBC U, cienosa-
TeJIbHO, UTPaIOT BaXKHeiee 3HaueHe BO BTopuuHoii ipoduiaktuke BCC
[60, 61]. PeHTreH3HIOBACKY/ISIPHOE JIEUEHME B HACTOSILEE BPEMSI SIBISETCS
BbICOKOA(GHEKTUBHBIM M HIMPOKO PACTIPOCTPAHEHHBIM METOJIOM IMPSIMOI
peBackyJisgpusaiuu Muokapaay 6ojabHbix MBC, 6yayyu B 10CTaTOUHO 60J1b-
LLIOM YKCJIE CJTYYaEB NMPSIMO AJIBTEPHATUBOM TPAIULIMOHHOU XMPYPrUUeCKOMN
KOPPEKILIUU — a0PTO-KOPOHAPHOMY IIYHTUpOBaHuIo [61, 62]. [IpumeHeHne
CTEHTOB C JIEKAPCTBEHHBIM aHTUTIPOJI(EPATUBHBIM MOKPHITUEM IPU BBITION -
HEHWU YPECKOXKHBIX KOpoHapHbIX BMelaTeabcTB (UK B) mo3Bonuio cynie-
CTBEHHO YJYYILIUTh OTAAJIEHHbIE PE3yJbTaThl PEHTTEHIHI0BACKYISIPHOTO
JIEYEeHUST TTPY CaMBbIX CJIOKHBIX (DopMax TopaxkeH!st KopoHapHoro pycia [61,
62]. YoenuTeabHO q0Ka3aHa BbIcOKast 3((HeKTUBHOCTh MHTEPBEHIIMOHHOTO
METOMa BJIEYEHUU OOJIbHBIX C OCTPBIMU PACCTPONCTBAMU KOPOHAPHOTO KPO-
BOCHAOXeHUsT — Ipu coOM0AeHUU BpeMeHHOoTo uHTepBaia YKB sBisioTcs
METOZ0M BbIOOpA B JIEUEHUU OOJIbHBIX KaK C OCTPHIM MH(MAPKTOM MUOKapaa
¢ nombeMoM cermeHTa ST (OUMcnST), Tak u mpu ocTpoM MHGbAPKTE MUO-
kapna 6e3 nmogbema cermenta ST (OKConST) [61, 62].

ITpu onpeneneHuy MokazaHui K MPOBEAECHUIO MPSIMOI peBACKyIsIpU3a-
LIMY MMOKapa — XUPYyPruueckoi U PEHTTEHIHIOBACKYJISIPHOU — HEO0XO-
JUMO TPUHUMATh BO BHUMaHUE KJIIMHUYECKYIO (hopMy, MOPGhOJIOTHIO ITopa-
>KEHUSI KOPOHAPHBIX apTepuii, PYHKIIMOHATBHOE COCTOSIHUE MMOKapia,
HaJIMYME U BBIPAXKEHHOCTh COIMYTCTBYIOLIEH KapAuaabHOU U 9KCTpaKapau-
aJIbHOW MaTOJIOTUHU, (PaKTOPbI pUCKa, CBI3aHHBIE C TEM WJIU UHBIM METOIOM
neueHus [62, 63]. Lleabio BBIMOTHEHUST IPSIMOiA PEBACKYJISIPU3ALIMU MUO-
Kapja sBJsieTcs yJIydllleHue KauyecTBa XKU3HU — YJIydllleHue KIMHUYECKOTO
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COCTOSTHUSI, YMEHbIIIEHUE WJIU TIOJIHOE KYITUpOBaHKE 00JIEBOrO CUHIpPOMA,
TOBBIIIIEHNE HArPy30YHOM TOJIEPAHTHOCTH, YMEHbBIIIEHHE TTPOSIBIIEHUI HEO-
CTATOYHOCTH KpoBooOpalieHus [62, 63]. Eiie 6oiee BaxKHOM 3a1a4eii sIBJsI-
€TCsI yJIydlieHre TTPOrHo3a 3a00JIeBaHMS — YBEJIMUEHKE TTPOIOJIKUTETBHO-
CTH KM3HU 3a CYET YMEHBIIEHUS Y1 CIIa OOJIBIITNX KapAuaTbHbIX OCIOXKHE-
HUIi — JIETAIbHOCTU U MH(bapKTa MUOKapaa, BKiodas u ciiydau BCC, o0y-
CJIOBJIEHHBIE 9TUMU OCJIOXKHEHUSIMHU KOPOHAPHOI1 00s1€3HM cepaua [62, 63].

HaubGonbuiee MoaoXuTeIbHOE BAUSHUE U Ha KIIMHUYECKOE COCTOSTHUE,
M Ha TPOTHO3 TOCTUTAETCS B CJIydae YCTPaHEHUs CTEHO30B, BHI3bIBAIOIINX
uieMuto Muokapna. [1pu ocTpbIx paccTpoiicTBaX KOPOHAPHOT'O KPOBOCHA0-
SKEHUSI UIEHTUMUKAIINS 3TUX CTEHO30B-MUIIIEHE ! HE BbI3bIBAET KAKUX-JTN0O0
cioxHocteit [61], Torma Kak y 60abHbIX cTabuibHO MBC, 0co6eHHO B city-
yae MopakeHMsI HECKOTbKUX KOPOHAPHBIX apTEPUiA, 3TO MOXET ObITh 3aTPY/I-
HUTEIbHBIM [61, 63, 64]. [ToMrMO aHrMOrpadUIECKOM OLIEHKU, CYILIECTBEH -
HYIO ITOMOIIIb OKa3bIBAIOT KaK HEMHBA3WBHBIE METOIbI IMATHOCTUKK — HArpy-
304YHBbIE MIPOOBI, CTpecC-3xoKapauorpadusi, CUMHTUTpadus MUOKap/a, Tak
W METOJbI BHYTPHUCOCYAMCTON BU3YyaIM3allMK, U3MepeHue (ppakiimoOHHOTO
pe3epBa KOPOHAPHOTO KPOBOTOKa Ha (hOHE MaKCMMabHOW KOPOHApHOM
runepeMun [62—64]. TouHass uaeHTUOUKALIMS U YCTPAHEHHWE BBI3BIBAIO-
X UIIEMUIO CTEHO30B M OTKAa3 OT PYTMHHOTO CTEHTUPOBAHUS CYKEHUIA,
HE BBI3bIBAIOIINX UIIIEMUIO0 MUOKapa, MTO3BOJISIOT CYIIIECTBEHHO YJIy4dIllaTh
pe3yJIbTaThl PEHTTEHIHIOBACKYJISIPHOTO JICUEHUST B TAHHOM TpyIie 00Jb-
HBIX [62—65].

OcTpble pacCTpONCTBA KOPOHAPHOTO KPOBOCHAOXKEHMST aCCOITUUPYIOTCS C
KpaitHe HeOJIaronprsITHBIM IIPOTHO30M M BBICOKOM JIETATbHOCTBIO. UMeHHO
B JAaHHOI TPYTIIe MalMeHTOB PEHTTeHIHIOBACKYJISIPHBIE METO/IBI JISUSHUSI
TTO3BOJISIIOT CYIIECTBEHHO CHU3UTh YaCTOTY JIETAJIbHOCTU U, TEM CaMbIM, YITy4-
IIUTh MPOTHO3 3abosieBaHus [7, 61]. Y GONBHBIX 3Ke CO CTAaOUIBHO CTEHO-
Kapauei Ipyu oTpeeIeHU MPEUMYIIIeCTB IIPSIMOI pPeBaCKYJIsIpU3aliiy Hal
KOHCepBaTUBHOM Tepalveil MMeeT 3HaueHKe BapUaHT U paclipOCTPaHEHHOCTh
MOpakeHUsT KOPOHAPHBIX apTepUil — YeM OOJIbIINI 00beM MUOKap/a MojI-
BEpXKEH UIIEMUN, TeM MeHee 3((heKTUBHA MeIMKaMEHTO3Hasl Tepariusi, TeM
1eecoodpazHee MpoBeaeHUE TIPSIMOIA (XUPYPrUUECKON WM PEHTTEHIHI0BA -
CKYJSIpHOI) peBacKyisipusaiuu. Tak, mopaxeHue cTBoJIa JIEBO KOpoHap-
Hoit aprepuu (JIKA) accouuupyetcs ¢ KpaliHe HeOIaronpusiTHbIM MPOTHO-
30M M SIBJISIETCSI TIPSIMBIM TTOKa3aHMEM K TTPOBEICHUIO MPSIMOIl peBaCKyJIsi-
puzanvu Mmuokapaa [61, 62, 66]. Eiie B ceMraecaThIX FOaaX MPOILTOro BeKa
ObUIO MpoaeMOHCTpUpoBaHO, uTo BCC B rpyrie 60JbHbBIX C MOPaKeHUEM
ctBojia JIKA pasBuBaetcs B 3—4 pasa uailie, UeM Mpu APYyryMx BapuaHTax mopa-
SKeHUST KOpOHapHOTo pycia [66], Ha ocHoBaHuM yero Gotsman N.S. ¢ coaBT.,
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yKa3biBas Ha Bbicokuii puck BCC y 3Tux mauueHToB, Ha3Baiu cTBoa JIKA
«apTepuei BHe3armHo cMepT» [67]. TakKe ¢ HEGIarompUSITHBIM ITPOTHO-
30M aCCOLIUUPYETCS CTEHO3UPOBAHKE TPOKCUMATLHOTO CETMEHTA MepeaHel
MexcKeTynoukoBoit BeTBU JIKA, n3011MpoBaHHOE WIM B COYETAHUM C TTOpa-
SKEHUSIMU IPYTUX JoKanu3anuii [61, 68, 69].

Haubonee npeanoyTuTebHbIM METOIOM JIeYEHUSI OOJbHBIX CO CIOXK-
HbIMU (hOpMaMU MOPAXKEHUS MO-MPEXHEMY MPU3HACTCS XUPYPIUYECKUA
(1a6a. VIII.2). Cnenyet 06s13aTeIbHO TPUHUMATh BO BHUMaHKE TOT (hakT,
yTo npuBeneHHbIe B Tabauie VIII.2 pekoMeHnaluy crpaBeiiuBhI JUIIb B
OTHOIIIEHWU MAllMEHTOB C HU3KUM PUCKOM XUPYPrUYecKoi KoppeKiuu. Tak,
B psilie CJIy4aeB y MallMEHTOB C BBICOKUM PUCKOM XUPYPTUUYECKOTO JICUSHMU ST
oXuaaeMble TTPEUMYIIECTBa B IJIaHE NOJTOCPOYHON MEepPCHeKTUBBI MOTYT
OBITb HUBEIUPOBAHBI BEPOSITHOCTHIO CEPbE3HBIX OCTIOXHEHUI HAa TOCTTUTAb-
HOM 3Tarie, YTO MOXET SIBJISITbCS apTYMEHTOM B T0JIb3y BbIOOpA UHTEPBEH-
LIMOHHOTO MeTona JieueHus [65, 68]. [1pu onpeneieHN BO3MOXHbBIX ITOKA-
3aHUI K PEHTTEHIHI0BACKYJISIPHOMY JICUEHUIO B 00s13aTEIbHOM TMOPSIIKE
cleayeT MPUHUMATh BO BHUMaHKE U BEPOSITHOCTD YCTIELTHOTO YCTPAHEHMU S

Tabnuua VIlI.2
Moka3aHWA K WYHTUPOBAHMIO KOPOHAPHLIX apTEPUi UNKU YPECKOXHOMY
KOPOHapHOMY BMeLATeNbCTBY Y OONbHbLIX CTAaOWNBbHOW CTEHOKapauen
C nopaxeHusIMU, NoaxoAsalWMMKU Ans obeux npoueayp M CONPSKEHHbIMU
C HU3KOW MPOrHO3MPYEMOMN XUPYPrU4YeCKON NeTarbHOCTbI0

AHaTOMMYECKUI BapuaHT NopaxeHus MpeanouytutensHee | MpeanoytuTensHee
KOPOHapHOro pycna AKL YKB
OpnHo- Unu ABYXCOCYAMCTOE NopaxeHne 6e3 npok-
IIbC IC
cuMManbHoro cteHoavposaHusa NIVXKB
OpHococyancToe nopaxeHne ¢ NPOKCUMarnbHbIM
1A IA
cTeHo3vpoBaHuem NMVXKB
[Byxcocyanctoe nopaxeHue ¢ NpOKCUMaribHbIM
1B IC
cTeHo3npoBaHvem MVDKB
Tpexcocyauctoe nopaxeHue, nokasaresnb A B
SYNTAX <22
Tpexcocyanctoe nopaxeHune, nokasaresnb A e
SYNTAX 23-32
Tpexcocyauctoe nopaxeHue, nokasarenb A B
SYNTAX >32
MopaxeHue cteona JIKA, nokasarens B B
SYNTAX <22
MopaxeHwe cteona JIKA, nokasatenb SYNTAX
1A llaB
23-32
MopaxeHue cteona JIKA, nokasatenb A B
SYNTAX >32
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BCEX reMOIMHAMMUYECKN 3HAYMMBIX MTopaXeHuii. [Tockobky Gojiee Toi-
HBIIT 00bEM pPeBACKYJISIPU3ALIMH ACCOLIMUPYETCS C JIYIIITUMU OTAaIEHHBIMU
pe3yJibTaTaMu, TIPU COMOCTAaBUMBIX PUCKAX MPOBEACHUS TOTO WU WHOTO
MeTo/la JISUeHUST TIPEANTOUYTEHNE TOJKHO OBITh OTIAaHO TAKOMY BUIY peBa-
CKYJSIpU3aliuy, KOTOPOil TI03BOIUT JOOUTHCS HamboJjiee MOJHOro oobema
peBacKyJIsIpU3aliy UIIEMU3MPOBAaHHOTO MUOKapaa [64]. HenonHast, Hea-
JeKBaTHAasT peBaCKYJIsIpU3alivs MUOKap/ia MPUBOIUT K HEYIOBJIETBOPUTETb-
HBIM KJIMHUYECKUM Pe3yJibTaTaM B OTAEJCHHOM Nepuoae HaomoaeHus [70,
71]. B uccnenoanuu A. Colombo ¢ coaBT. Ha JOCTaTOYHO OOJIBILIOM KJIU-
Huuyeckom Martepuae (1345 nmauneHToB) ObLIO MPOAEMOHCTPUPOBAHO, YTO
HaJIMYue He YyCTPaHEHHOU OKKITIO3MM KPYITHOM 3MMKapANAIbHOM apTepun
MPUBOAUT K YBEJIMYECHUIO JIETAILHOCTU B OTIAJIECHHOM Tepuojie Haboe-
Hus, B TOM umcie v 3a cueT ciiydaeB BCC [71]. Tak, k 4 ronam HaOoaeHUs,
B IPYIITIE MAIIMEHTOB C YCITENTHOM peKaHaIu3alei OKKJII03MPOBaHHBIX apTe-
puii (847 malMeHTOB) YacToTa KapIuaabHOM JIETATbHOCTH cocTaBuia 2,5%,
TOrJa Kak y O0JbHbBIX C HEyTauHOI peKaHanu3auuei (498 maureHToB) 3TOT
nokasareib goctur 8,5% (p<0,0001). Yacrora BCC B epBoii rpyiie cocra-
Buna 0,5%, a Bo Bropoit — 2,7% (p=0,001) [71]. JonosHUTENbHBIMY (haKTO-
pamu pucka KapauaibHol JietaabHocT! 1 BCC B rpyIire naiyMeHTOB ¢ HEToJI-
HOW peBacKyJsipu3alieil ObUt XpoHn4YecKasi TouyevdHast HeI0CTaTOYHOCTD,
CHIDKeHHast pakiivsi BBIOpOCa JIEBOTO JKETyIouKa, WHCYJIMH-3aBUCUMBII
caxapHblit nnabdet. Ocoboe 3HaUeHNE UMEET TOCTHKEHUE aleKBAaTHOTO 00'b-
eMa peBacKyJISIpU3alliy B CJIydae MHOTOCOCYIMCTOTO TTOPaKEHMSI, BKITIO-
yast creHo3upoBaHue cTBojia JIKA. Tak, Hajquuure He yCTpaHeHHON OKKITIO-
3UU TIPABOI KOPOHAPHOI apTEPUN Y TAIIMEHTOB, MOABEPTHYTHIX CTEHTUPO-
BaHuto cTBOJA JIKA, accolmupyercst ¢ 60jiee BRICOKUM PUCKOM Kapauasib-
HOW JIETAJIbHOCTH — K TISITH TofiaM HaOJTIOAeHU ST 9TOT TToKa3aTes b COCTaBUJI B
aToii rpyrne 22,7% B cpaBHeHUU ¢ 6,6% y MALIMEHTOB C TIOJHO PeBaCKYyJIsI-
puzanueii (p<0,001) [71]. Takum 06pa3oM, JOCTUXKEHUE aIeKBATHOTO O0b-
eMa peBacKyJsSIpU3alliy MO3BOJISIET 3HAYUTEIbHO CHU3UTh PUCK Kaparaib-
HOW JIETAJIbHOCTH, CBsI3aHHOI B ToM unciie u ¢ BCC, y malMeHTOB ¢ uiile-
MMUECKOi1 6oJie3HbIo cepana [64, 70, 71].

TManuenTsl crabunbHot MBC co cHMxXeHHol (hpakiiueit BBIOpoca JIeBOro
Xenmynouka MeHee 35% mMeloT oBbIIIeHHBIN puck pa3suTtust BCC u Moryt
paccMaTpuBaThCs KaK KaHIMIATHI 71T MMIUJIaHTallMd KapauoBepTepa-
nedudprLIsIiTOpa, OAHAKO MPU HAJIMYNK XKU3HECTIOCOOHOTO MUOKapaa
BBITIOJTHEHUE PEeBACKYJISIPU3AIIMA MOXET MOTEHIIMATbHO CIIOCOOCTBOBAThH
yJIy4dlleHUIO MoKa3aTteieil cuctoanueckoit pynkumm JIZK, cHukeHuIo pycka
Pa3BUTHSI XKEJTYTOUYKOBBIX aDUTMUI 1, TeM caMbIM, ITpoduiaktuke BCC [61].
Y 3TuX MalmreHTOB OMPaBIaHO BHITTOJIHEHWE ITEPBBIM 3TAIIOM PEBACKYJISIPH-
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3allMy MUOKap/a, B ujaeajie — yCTpaHeHUe Cy>KeHUI BceX apTepuil, KpOBOC-
Ha0XaoIINX XKN3HECITOCOOHBII MUOKAP]I, C PellieHEM BOIIpoca 00 MMTUIaH-
Taluy KapanoBepTepa-aehudpuiuisiTopa yepe3 3 Mecsiia 1mocjie OLUeHKU
3(hHeKTUBHOCTH 1 BJIUSTHUST PEBACKYJIIpU3alIMKA HA COKPATUTEIBHYIO (DYHK-
LIMIO JIEBOTO XKeJTynouka [61].

Crieryet 0co00 BBIIETUTH TPYIITY MAllMEHTOB, pPeaHUMUPOBAHHBIX ITOCTIE
BCC. IMauueHTtsl ¢ yctaHoBjieHHOI nin BepositHOl MBC, BeIxkuBIINE
nocyie BCC nubo nmeronire XXU3Heyrpoxkarole XeryqouKoBble Hapylle-
HUSI pUTMA, TOJKHBI B 00513aTeJIBHOM TIOPSIIKE TTOIBepraThest aHTuorpadu-
YECKOMY MCCJIEIOBAHUIO ISl OLIEHKU COCTOSIHMSI KOPOHAPHBIX apTepuii U
KapauanabHOro pucka (Kiaacc pekoMenaammii I, ypoBeHnb a0Ka3aTebHocTH B)
[72]. ITpoBenenue npsimoit peBackyasipuzauuu — AKII nin YKB — 6e3y-
CJIOBHO TI0Ka3aHO BEDKMBIIUM 1tociie BCC, y KOTOpBIX MOXKHO TTOI03pEBaTh
WHIYLIMPOBaHHBIE MIIIEMUEH XeTyTOYKOBbIe HApyIIEeHWsT pPUTMa, 00YCJIOB-
JIEHHbIE TEMOIMHAMUYECKHU 3HAaYUMbIM (>70% ) CTEHO30M KPYITHOM ITHKAp-
IUaabHON apTepuM (Kjaacc peKomeHnanmii I, ypoBeHb J0Ka3aTeIbHOCTH IS
AKIII — B, n1a YKB — C) [72]. KopoHapHast peBacKyasipu3alus ¢ LeIblo
cHmxkeHust pucka BCC nokazana y nmauueHToB co ctabuibHoii UBC B ciy-
Yasix pa3BUTHSI OCTPOI UIIIEMUM MUOKAP/Ia, COPOBOXKIAIOIIECS (hrOpUIIIs -
LIMEl 3KeJTyI0UKOB (Kjaace pekoMeHaamuii I, yposenb joka3areabnoctu B) [62].

OcTtpble paccTpoiicTBa KOpoHapHOro KpoBocHaoxkeHusi — OMMcnST,
HecTabwibHas creHoKapaus 1 OMMOnST — 3aHMMalOT Beaylee MECTO B
CTPYKType JeTanbHocTH, obycnoBireHHoi MBC [61, 73] u siBastioTcs Goee
yeM B 50% cnydaeB npuunHoii BCC y 60JbHBIX KOPOHAPHOM 00JIE3HBIO
cepaua [1, 2, 4]. Octpas okkto3us B ciydae pazsutust OUMcenST, nu6o
OCTpasl uilleMusi MUoKapaa 6e3 ToTajbHOl okko3uu (mpu OKConST) B
TTOIABJISTIONIEM OOJIBIITMHCTBE CITyYaeB IIPUBOISIT K 3KeJTyTOYKOBBIM HapyIlie-
HUSIM pPUTMa, KOTOpbIe U SIBJsIIOTCS Beayiiei npuunHoit BCC. 3a nocnen-
Hue necatunetuss YKB co cteHTUpoBaHUEeM yOeaUTENbHO A0Ka3aln CBOIO
3 deKTUBHOCTH B KAYeCTBE METO/Ia IEPBUYHOI pertepdy3roHHOI Tepanuu
y 6osbHBIX ¢ OUUMCcnST [61, 73—75]. Hanbonbiast 3¢ GeKTUBHOCTD 9HI0-
BACKYJISIDHOTO JIEYSHUsI TOCTUTAETCS TIPU BBITIOJTHEHUW BMEIIATeJIbCTBA B
panHue cpoku (90—120 munyT) oT pazsutust OMM. OcHoBHas 3agaya, CTO-
sItast iepes] MpakTHIeCKUM 3ipaBOOXpaHeHUeM B obecrieueHur 3 ek TrB-
HO ITOMOIIIN HAaCEJIEHUIO, — 3TO OpraHM3aIust KpyrJIOCYTOYHO (PYHKITMOHMU-
pYIOIIEeil CeTH OTIEIeHU PEHTIeHIHI0OBACKYJ/ISIPHOTO JICUEHUST C BO3MOX-
HOCTBIO KaK MOXHO 0oJiee paHHero BbinosHeHe YKB B kauecTBe nepBuy-
HOro MeToja perniepdy3noHHoI Tepanuu [61, 73].

IMamuentel ¢ OKCOonST npencraBiasitoT coboil KpaliHe reTeporeHHYI0
TPYMIY B OTHOIIEHUY PUCKA PAa3BUTHUSI CEPhE3HBIX KapAMaTbHBIX OCTIOXHE-
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Huii. besycnoBHO, aecTabuau3anus aTepoCKIEPOTUYECKON OJISIIKY, TPU-
BoJs1ast OO K 1e0I0Ty 3a00J1€BaHus, INOO K «000CTPEHUIO» CTAOWIbHOM
MBC, 6e3 cBOEBPEMEHHOTO U aeKBaTHOIO JICUEHUSI MOXET MPUBOJIUTH K
MPOrpecCUPOBAHUIO OOCTPYKLIMU MPOCBETa (BILIOTh A0 MOJHON OKKITIO3UHN)
U Pa3BUTHIO OOIIMPHOTo TpaHcMypanbHoro OMM [61]. [1pu onpeneneHun
MOKAa3aHUU K paHHEMY JTUOO OTCPOUYEHHOMY MHBA3UBHOMY JICUEHUIO JOJIKHA
MPOBOAUTHCS KOMILJIEKCHAsI OLIEHKA COCTOSIHUSI MallMeHTa, OMpeaesiio-
111asi BOBMOXHBIN PUCK Pa3BUTUSI HEOIATOMPUSTHBIX KaPAUATbHbBIX OCIOXK-
HEeHWI, HAa OCHOBAHUMU YEro U JOJDKHO MPUHUMATBCS PEIIeHUE O LIeJeCOo0-
Opa3HOCTHU U CpOKax MPOBeAECHUSI KOpoHaporpaduu U, Mpu HATUYUHU TTOKa-
3anuit, YKB [61].

CnenyeT otMeTUTh, YTo OKCOnST sBisiercs Hanbojee yacToit MaHube-
crauueit UbC, netaibHOCTh MPU HEM OCTAEeTCS BRICOKOM U B 1I€JIOM COIOCTA-
BMMa B OTJaJIEHHOM Iepuoe ¢ JeTaabHocThIo pu OMMcnST [61]. 3amaun
KOopoHaporpaduu u mocjaenyoueid peBacKyasspu3aluyd — yaydlleHUue CUM-
MTOMATUKU U MPOTHO3a (MPOAOKUTETbHOCTU XU3HU). KayecTBo Xu3HU,
MPOAOKUTETbHOCTb TOCTTUTAIU3AIMU U TOTEHIIMATbHbBIE PUCKU, ACCOLIAM -
pyrouiecs ¢ UHBa3MBHBIM U KOHCEPBATUBHbBIM JICUSHUEM JTOKHbBI TPUHU -
MaThCsl BO BHUMaHUeE TIpU BeIOOpe cTpateruu JiedeHus [61]. Panuss ctpa-
TUdUKaALKS KpailHe BaxKHa C LIeJIbI0 ONpeAesieHrs] MallUeHTOB C BBICOKUM
PaHHUM U OTHAJIEHHBIM PUCKOM HEOJIarompusTHBIX CEPAEYHO-COCYIUCTBIX
OCJIOXKHEHUI, Y KOTOPBIX PAaHHSISI MHBa3UBHAS CTpaTeTUsl C BCIIOMOTaTe b-
HOI (hapMaKoTeparnueil MOXeT yIydIInTh MporHo3 [61]. [TauueHTs ¢ Kapau-
OT€HHbBIM IOKOM JIM00 peaHuMupoBaHHbIe nocyie BCC noKHbBI ObITh MO -
BEPrHyThl HeMemeHHO! (<2 yacoB) KopoHaporpaduu BCIEICTBUE BbICO-
KOl BEpOSITHOCTU HAJIWYUs BbIPAXKEHHbBIX MTOPaXXeHUI KOPOHAPHBIX apTe-
pUii, OMHAKO TaKXke KpaliHe BaxKHO UACHTU(MULIMPOBATh NALlUEHTOB HU3KOTO
pUCKa, y KOTOPbIX MHBA3UBHAsI CTPATETUsl MPUBOIUT K MEHEE BBIPAXKEHHBIM
MperuMyIlecTBaM WK 1axKe MOXET MPUBOIUTH K YBEJTUUEHUIO prcKa HeOa-
TOMPUATHBIX OCJIOXHEHM [61].

B ra6sauue VIIIL.3 npuBeneHbl peKOMEHAAIMN TI0 BBITTOJIHEHUIO PeBaCKY-
napusanviu y 6oabHbIXx OKCOnST [61].

Kak cnenyer u3 npuBeneHHbIXx B Tabauue VIII.3 maHHBIX, MalMEeHTbI
TPYTIIIBI BHICOKOTO PUCKA TOJKHBI B 0013aT€JIbHOM MOPSIAKE MOJBEPraThCs
BBITNOJIHEHUIO KopoHaporpaduu. Beioop MeTona peackyaspuzauu (AKI
nin YKB) ocyuiecTBisieTcst BCOOTBETCTBUU € OOIIMMU MPUHLIMITAMMU, TPU-
BEJIEHHBIMU pPaHee, OJHAKO, MPEANOYTEHUE NOKHO OTAABATHCS PEHTTEHIH-
JOBACKYJSIPHOMY METOY, TaK KaK B 9TOW IpyTIie O0JbHbBIX OH aCCOLUUPY-
€TCSI C MEHBILINUM PUCKOM OcCj0XHeHui [61]. ToabKo B cilydae KOMILIEKC-
HOTO MHOTOCOCYIMCTOTO MOpPaXXeHus: ¢ MOpdoJiorueii BHICOKOro pucka u
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Tabnuua VIII.3
PekoMeHAaumMm no BbINOMHEHWUIO peBacKynspu3auMm Muokappa
y 6onbHbIx OKCOnST

PekomeHpauum Knacc YpoBeHb
peKoMeHAaLMiA | foKa3aTeNnbHOCTH

OKCTpeHHas (<2 4acoB) kopoHaporpaus nokasaHa nalmeHTam
C 04€Hb BLICOKIM PUCKOM MLLIEMUYECKVX OCTIOXHEHWN (pedpak-
TepHasi cTeHokapaus ¢ conyTcTaytoLen CH nnm kapamoreHHsIM C
LLIOKOM, YXM3HEYrpoXatoLLmMu xenyaoukosbimin HPC nunm remo-
AVHAaMUYECKON HeCTabnbHOCTbI0

PaHHss HBa3vBHas cTpaterns (<24 4yacos) nokasaHa mauu-

A
€HTaM, MMeloLLMM >1 NepBUYHOTO KPUTEPUS BLICOKOTO prcKa
MHBasnBHas cTpaterus (<72 4acos nocrne pasp1Tua cumnToma-
TVIKVI) nokasaHa naumeHTam, umeroLmm >1 NepBMYHOrO KpuTe- A

pust BLICOKOTO pucka (Tabnuua 7) unu noBTOPSHOLLMMUCS KIu-
HUYECKMMM NPOSIBNEHNAMMN.

HenHBa3nBHas AOKyMEHTaLMs WHOYLMPYEMOi ULLeMIn NoKa-
3aHa NauueHTaM HI13KOro pucka 6e3 NOBTOPSIOLLENCS CUMMTO- A
MaTuKk1 nepeq BbIGOPOM UHBA3VBHOW CTpaTeruy.

Bribop meTopa pesackynsipusaumun (UKB «oTBeTCTBEHHOM 3a
Mwemmnio» apTepun/MHorococyanctoe ctenTnposanme/AKLL)
OCYLLECTBMSAETCH HA OCHOBaHWUW KMMHUYECKOTO COCTOSHMS,
BbIP@XXEHHOCTW W PacnpOCTPAHEHHOCTU MOPaXeHWs, ConyT-
CTBYIOLLIEN NATONOMN COBMECTHO € Kapayonoramm, CepaeyHo-
COCYANCTLIMU XMpYpramut — «Kapanonornyeckas KomaHaa»

CTeHTbI C NoKpbITUEM 2—3-T0 MOKOMEHNs NoKasaHbl AN PeHT-
reHaHA0BaCKyNSPHOTO NIEYEHNS BbIPXKEHHbIX NOPaXeHNH y na- A

umeHToB ¢ OKC

BBICOKMM PHMCKOM Pa3BUTHUS OCIOXHEHUI TIpu BeimojHeHnn YKB mMoxer
MPUHUMATHCS PEIeHUE O BBITTOJIHEHUM 9KCTpeHHO ortepamu AKII [61].

Xupypzuueckan peeacKynapu3ayus Muokapoa

C ycniexaMu B XMpypruyeckoM 1 MenrkameHTo3HoM JieueHuu MBC B mocren-
HMeE TOIbI CBSI3aHO ¥ YMEHBIIICHHE YMCIIa ClIydaeB BHe3armHoi cMepTu. OqHako,
nonst BCC BcmeptHOCTH 601bHBIX OT UBC He yMeHbIINIach, CHIKEHUE O0ILIETO
yucina ciaydaeB BCC cBs3aHo co cHIKeHneM o011eit cMeptHocTH oT UBC [76,
77]. Haubosnee nokasaTeabHbI 1aHHbIE 0 ctatictike BCC B dpamMuHreMcKom
nccaenoBanuu. Fox et al. [76] cpaBHmm cMepTHOCTB 6016HBIX ¢ UBC B nccie-
noBaHusx 1950—1969 1 1990—1999 rono.. I1o qaHHBIM aBTOPOB B IBYX BPEMEH-
HBIX cpe3ax 0011ast cMepTHOCT 00bHBIX ¢ UBC ymeHbImnachk Ha 59%, a Komu-
YeCTBO BHE3AIMHBIX CEPACYHBIX CMEPTE YMEHbBILIMIOCH Ha 49%.

PeBackyssipu3aliiyist MuoKapaa sSIBJISICTCSI OJHUM M3 OCHOBHBIX METO/IOB
neueHuss UBC. B P®D, nmo nanHeiM MuHKUCTEpPCTBa 31paBOOXpaHEHUs, B
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2011 romy 6buUTO BhIMOJIHEHO 280 orepaluii a0pTO-KOPOHAPHOTO LIYHTU-
poBaHus (AKII) u 420 onepanuii CTEHTUPOBAHUS KOPOHAPHBIX apTepuii
(KA) Ha | MUJUTMOH HaceleHMsl. YUUThIBasl 00IbIIOE KOJIUYECTBO MallueH-
TOB, TIEPEHECIIUX JaHHbIE oNepalnu, mpobdjaeMa cTpaTuUKalui pucka u
npodunaktuku BCC nocie peBacKyasipuzaluy MUOKap/aa MpeacTaBsieTCst
BECbMa aKTyaJIbHOM.

IMatodusuonorus BCCy 6onbHbIX ¢ UBC onpenensieTcs Tpems CBSI3aH-
HBIMU MeXIy coboil hakTopamMu: MOBPEXKAEHUEM KOPOHAPHBIX COCYIOB,
MOBPEXIESHUEM MUOKApAa U XPOHUYECKUMU U3MEHEHUSIMU (PU3UOJIOTUN
MMOKap/a JIEBOro Xeayaouka. Bce aTu hakTopbl B3aUMOCBSI3aHbl, I BMECTE
WU IO OTAEIBbHOCTUA MOTYT MOCAyKuUTh puurHoit BCC.

TMoTeHuManbHO (haTagbHbIE XeTYyA0UYKOBbIE ADUTMUU MOTYT BOSHUKHYTh
Kak BO BpeMs cCaMOii U1lIeMUY MUOKap/ia, KOraa uU3MeHseTcsl TpaHCMeMOpaH-
HbI TOTEHUMA KapAUOMUOLIMTA, TaK U MpU penepdy3un Muokapaa [78].
ITpu BoccTaHOBAEHUU KPOBOTOKA B y4aCTKE MUOKap/a TPOUCXOAUT JTOKTb-
HO€ yIJIMHEeHUEe MOTeHIIMala IeUCTBUSI, CBOETO POA IOKATbHbBIN «UTMHHBIA
QT» [79]. DTO MOXET ObITh MPUUYMHON BOBHUKHOBEHUSI TPUITEPHBIX XKEJTy-
JIOYKOBBIX apUTMUIA, KOTOPBIE, B CBOIO OUYepeb, MOTYT MHULIMMPOBAThH BO3-
HUKHOBEHUE Pe-eHTPU TaXUKapAUi y O0IbHBIX CO CTPYKTYPHO UBMEHEHHBIM
MUOKapaoM. BeposiTHO, UMEHHO TPaH3UTOPHASI UIIEMUST MUOKapaa SIBJISI-
eTcsl TPUITEPHBIM (haKTOPOM B Tex ciaydasx, koraa MbC nediotupyet BHe-
3aIHOM cMepThlo. PeBacKynspusanusi MUOKapaa Mpy BbISIBICHUN TEMOIM-
HaMUYECKU 3HAYMMbIX CTEHO30B KOPOHAPHbBIX apTepUil CHUXKAET PUCK BO3-
HUKHOBEHMUS IOBTOPHBIX UILIEMUYECKUX COCTOSTHUI U aCCOLIMUPOBAHHBIX C
HUMMU 3TU30/10B KEITYT0YKOBBIX TAXUAPUTMUM.

B ocTpoii (paze nHpapkra Muokapaa (1o 48 4yacoB) B TOpakeHHBIX y4acT-
Kax cepAeYHON MBILILIbI MPOXOAST pa3IuyHbie NaTOOU3NOJIOTMYECKUE ITPO-
eccol. KpoMme u3MeHeHu i, XxapaKTepHBIX 7151 MILIEMUU U perepdy3un MUo-
Kapna, B TOpaXXeHHOM YYacTKe CEpACYHOI MBILILIbI TPOUCXOISAT U3MEHEHUS
JIOKAJIbHOM CKOPOCTU MPOBEIECHUS CEPACUHOro UMIyJabca. PaHHue BMela-
TeJIbCTBA [JI1 BOCCTAHOBJEHUSI KPOBOTOKA B 30HE MH((bapKTa MOTYT CTabu-
JIM3UPOBATh MUOKapP/ U IPUBECTU K cHUXeHuto pricka BCC B ocTpoii daze
nHpapkTa muokapaa [80].

B nmonoctpoM nepuroe B mopaxxeHHO 001aCTH MPOMCXOIUT Ipoliecc hop-
MupoBaHus pyoia. OcHoBHbIM MexaHu3MoM BCC B 3ToM nepurofe sIBsieTcs
pe-eHTpu Taxukapaus. [Ipu pmurenbHOM Hab0aeHUN O0JIbHBIX, TIepeHeC-
KX UHOAPKT MUOKapaa, BEPOSITHOCTb BHE3AIMHON CMEPTH YBEJIMUMUBACTCSI.
DTO CBSI3aHO HE TOJBKO C HAJIMYMEM PyOlla JeBOro Xeayaouka, Kak cyo-
cTpaTa JJIsl XKeJIyI0YKOBBIX TaXUKapAUii, HO U C PEMOACIMPOBAHUEM MHUO-
Kapaa — pa3BUTHEM ULIEMUYECKON Kaparomuonatuu [81]. Dnuzonsl uiie-
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MWW MUOKapaa B JaHHOM TPYIINe MallieHTOB MOTYT SIBJISITCS TPUTTEpaMU
BO3HUKHOBEHUS XKeJIYIOUYKOBBIX aPUTMMI U YXYIIIATh TCUCHUE CEPACTHOM
HEIOCTaTOYHOCTH.

HMuemust muokapaa sipasietcst tpurrepom BCC, 1 nmoTeHUMaabHOE CHU-
>KEHHE PHCKa TOCJIe PEBACKYJIIPU3allii MUOKapIa OLIEHUBAJIOCh Pa3HBIMU
nccienosareasiMu. MiMerolmecst B HACTOSIIIIEe BpeMs TaHHBIC CBUIETEIb-
CTBYIOT O TTOJIOXKUTEIbHOM BIIMSTHUM PEBACKYJISIPU3ALIUA THOePHUPYIOIIETO
MHOKapJa Ha COKPATUTENBHYIO (DYHKIIMIO JIEBOTO KEJTyI0UKa.

Hccnenoanus CASS (Coronary artery surgery study) [82] u VA (Veterans
administration) [83] moka3zaau cTaTUCTUUYECKU 3HAUMMOE CHUKEHHE CMepPT-
HOCTH B TpyIIIIe MAlIEHTOB MTOC/Ie PEBACKYJIIpU3allii MIOKapaa B CpaBHE-
HUHU C MeIUKAMEHTO3HOH Teparneii. JIpyrue ncciieJoBaHMST IToKa3all MaK-
CHMaJIbHbIE TIPEUMYIIECTBA PEBACKY/IIPU3alA MUOKAPIA IJIsT YITyIIICHIST
BBIXKMBAEMOCTHU MALlMEHTOB MPY HAJTMUKE XXU3HECITOCOOHOTro Muokapaa [ 84,
85]. YMeHblleHre CMEPTHOCTHU B JAaHHBIX UCCEA0BAHUSIX ObLIO TaKXKe CBSI-
3aHO C YBeJMYeHNeM (ppakKIluM BHIOpOCa M COKpallleHHeM 00beMa JICBOTO
KeJTyIOYKa TMOCJIe PEBACKYJIIPU3AIINH.

HecMmoTpst Ha TO, 4TO peBacKyISIpU3aLIvs MUOKapIa CBsI3aHa CO CHIKE-
HUEM pUCKa UIIIEMITYECKIX COOBITHIT, KOTOPBIE MOTYT OBITh TPUITEPOM XKeJTy-
JMIOYKOBBIX TAXHAPUTMUIA, e€ BIUsTHIE Ha cHIKeHMe pricka BCC, He cBs3aH-
HO¥ ¢ OCTPOIi MIIeMHeil MUOKapaa, OCTaeTCs He JOCTATOYHO MCCIIeIOBaH-
HbIM. B nccnenosanuu Brugada u coaBTopos [86] olieHMBanach MHAYLIMPYe-
MOCTB XeJTyIOUYKOBEIX apUT™MUiA pu DM®U 1 pelInaIBbI CTOHTAHHBIX SKEJTY -
JMOYKOBBIX aPUTMUIA 32 BpeMsI HAOJTIOICHMSI TTOCIE PeBACKYISIPU3ALIMI MUO-
Kapma. HecMoTpst Ha peBacKyJIsIpu3aliiio, pUCK MHIYKIIMU M PUCK PeIIINBa
KETYIOYKOBBIX apUTMUI OCTaBAJINCh BBICOKMMU Y TIALIMEHTOB C YK€ UMEB-
IIUMUCS ApUTMUSIMU. DTO HaOTIOACHUE SIBIISICTCS] CBUIETEIHCTBOM TOTO, UTO
peBacKyISIpU3alvsl MAOKapaa He MPUBOIUT K MOIU(PUKALINT YKe CDOpMU-
pOBaBIIIETOCs CyOCTpaTa XKeJTyIOUYKOBOM TaXUKAPIUH.

OmHako, He BO BCEX KITMHWIECKUX CUTYAlLIMSIX Y TAlIMEHTOB, IIEPeHECIIINX
nHdapKT Muokapaa, nMmintanTayss MK/l mprHOCUT 3HAYNUTETbHEIE TTPEUMY-
IIECTBa B BBLKMBaeMOCTH. B paHmoMu3npoBaHHoe ucciaenoBanue Coronary
Artery Bypass Graft (CABG) Patch Trial [87] OblIM BKJIIOU€HBI MALIUEHTHI,
HarpaBJisieMble Ha a0PTO-KOPOHAapHOE IITYHTUPOBaHNeE, ¢ (DpakIineii BEIopoca
MeHee 36% 1 aHoMaIbHOM curHan-ycpeaHeHHoi DKI'. I[TepBoii KiioueBoi
0COOEHHOCTBIO MCCJICIOBAHUS OBIJIO BKIIFOUEHUE MAllMeHTOB, HaIlpaBise-
MBIX Ha a0PTO-KOPOHAPHOE IIYHTUPOBAaHME C OLIEHKO (hpaKIINK BRIOpOca 10
peBackyisipuzanyn. @paxims BBIOpoca Mpy HaOTIOAEHUN TIOCIIE PEBACKYJIS -
pU3ALMH Y 3THX MALIMEHTOB CTAHOBUJIACH BBIIIIE, YeM Ha MOMEHT MMILTaHTA -
LMY yCTpoiicTBa. BTOpoit 0cOOEHHOCTRIO JAHHOTO UCCIICAOBAHMS CTaIa ST -
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KapauvaabHasi UMIUIaHTalUs AeDUOPWILTSIIUOHHBIX JIEKTPOIOB, HE MOy~
YuBLIAs B JATbHENIIEM IIMPOKOTO pacnpocTpaHeHus. Pe3ynbraTtoM uccie-
JIOBaHMSI CTajIa MPUMEPHO OAMHAKOBas 0011ast cMepTHOCTH B rpyrnax ¢ MK/
U c MeAuKaMeHTo3Hoi Tepanueii. B rpymnne MK/I 6bu10 MeHbllIe apuTMUYe-
ckux cMmepreii (4,0% B rpynmne MK/ v 6,9% B KOHTPOJIbHOI FPyTITE), OMHAKO,
0osble HeapuTMUUYecKux [88].

B uccnenoBanuut MADIT II He 6b110 BBISIBJIEHO MPEUMYIIIECTB B BBKMBA -
€MOCTH MalueHToB, KOTopbiM MKJI ObUT UMITTAaHTUPOBAH HEMOCPEACTBEHHO
rnocJjie peBacKyasspu3alii MUMOKapaa B CpPABHEHUU C TTAlIMEHTaMU, KOTOPbIM
M K]I 6611 UMIUTAaHTHPOBAH uepe3 6 1 6oJiee MeCSI1IEB MOCIe peBacKyJIsIpr3a-
uuu. B rpynmne naimeHToB, He nonydyasiiux MK/ tepanuio, odias cepaey-
Hasi CMEPTHOCTb BO3pacTajia yepes3 HIECTb U 0osiee MECSILIEB MOC/e PeBaCKY-
JISIpU3allii, B OCHOBHOM 3a cueT yBeauueHust pucka BCC [89].

B uccnenoBanuu Veenhuyzen G.D. et al. [90] moka3aHo BiausiHUE OIle-
pauuu AKIII Ha BbXKMBaeMOCThb B 00JibLION Tpyrine u3 5410 maureHToB ¢
(dpakuueit BEIOpoca JIEBOro xeaymouka MeHee 36%. PeBackyiisipusariyst MUO-
Kapja Obla acCOUMUpPOBaHa CO CHUXKEHUEM pUCKa 00Iell CMEPTHOCTU Ha
25% n camkennem prcka BCC Ha 46%, BHe 3aBUCHMOCTH OT CTETIEHU CHU-
>XeHUs hpaKIMy BBIOpOCa JIEBOTO XKeTyA0UKa U BBIPaKEHHOCTU CUMITTOMOB
CepAeYHON HEAOCTATOYHOCTH.

Takum obpa3zoMm, peBacKyasipuzalus MUOKapaa B TpyIe MalueHTOB
C HU3KOM (bpakimeid BbIOpoca U HaTUYUEM XKU3HECTTOCOOHOTO MUOKapaa
CBSI3aHA CO 3HAYUTEJbHBIM CHUXXEHUEM O0llleil 1 BHE3AMTHO CMEPTHOCTH.
®paxki1ys BBIOPOCa JIEBOTO XKeJTyI0YKa U IPYyTre BhIIIeOMCcCaHHbIe (haKTOPbI
pucka BCC 10/KHBI ObITh BHOBb OLIEHEHBI B OTAAJIEHHbIE CPOKU TTOCJIE PeBa-
cKkysspusaiuu. [1o COBOKYIMHOCTU UMEIOIIUXCS JAaHHBIX B CYLIECTBYIOIIUX
pexomeHnauusx [91] peBackyasipuzauusi MMOKapaa y MalueHTOB ¢ ¢pak-
LIMel BRIOpOCa JIEBOTo Xelyaouka MeHee 36% oTHocuTcs K I Kiacey nmokasa-
Huii (YpoBeHb JOKa3aHHOCTH B), py HaTmuuuy cTeHo3a I71aBHOTO CTBOJIA JIEBOM
KOPOHApHO apTepuu, ero 9KBUBaJIEHTa, IPOKCUMAIbHOTO CTEHO3a Mepe/-
HEe MeXKeTyT0uYKOBOW BETBU JIEBOV KOPOHAPHOI apTepUM TPU HAITUYKUE
JIBYX- WJIM TPEXCOCYIUCTOTO nopaxeHus. @pakiiysi BLIOpOca JIEBOTO KeTy-
JIOYKa TOJKHA OBITh MepeolieHeHa yepe3 3 Mecsila Mmocjie peBacKyasipu3a-
1LY JUTS1 TOBTOPHOM CTpaTUdUKALIMU PUCKA U PEILIEeHUU BOIIPOCa O HEOO0XO0-
auMmoctu umriantauuu MK/ y malimeHToB Mpu OTCYTCTBUM 10 ONepaluu
YCTOMUMBBIX XKeJTyTOUKOBBIX ADUTMUIA. Y TALIMEHTOB C OOJIBILION MIOIIAIBIO
pyOLIOBOI TKaHW BOCCTAaHOBJIEHUE (hpaKIIMU BbIOpOCA JIEBOTO XKeJyqouka
MEHee BepOSITHO, U MTOKa3aHUs MPeayCMaTPUBAIOT BO3MOXKHOCTh UMILIAH-
taiuu MK]I Ha Gojiee paHHUX Cpokax. Y MalMeHTOB, UMEBIIUX SMU30bI
OCTaHOBKM CEpJILia WIU 3apETUCTPUPOBAHHBIE YCTONUMBBIE XKeJTyTOUKOBbIE
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apUTMUU, PUCK PELIMIMBA aPUTMUU MOXET COXPAHSThCSI BHE 3aBUCUMOCTH
OT peBacKyJISIpU3allii MUOKapaa. DTUM MallMeHTaM MOXET ObITh PEKOMEH-
noBaHa umriantauus K] no rponenypsl peBacKyJIsspu3aliii.

OnHOI1 13 IIaBHBIX TTPOOJIEM B JIECYEHUU MAIlMEHTOB ITOCJIe PEBACKYJISIPU -
3l MUOKAap/Ia SIBJISIETCSI OTpeieieHe HeOOXOIMMbIX CPOKOB UMIUIaHTa-
uuu UK. UccaenoBanus BoikuBaeMocTu nocie AKII u creHTUpoBaHuUs
KOPOHApHBIX apTepuii ITOKa3aiu 3HAYUTEIbHBIN PUCK CMEPTH Ha paHHUX
CpOKax I0CjIe peBacKy/ISIpU3alliy y TallMeHTOB CO CHYDKEHHOU (pakiineit
BbIOpOca jeBoro xenynouka. Ummmanrtanust MK/ panee 6 MecsiiieB mocie
peBacKyIsIpu3aluy He nmokasajia 3(pdOeKTUBHOTO CHUKEHUSI CMEPTHOCTH B
JAHHOM TpyYIINe MalueHTOB.

OnHakKo BBICOKasi CMEPTHOCTD B TEPBBINA MECSIL ITOCTIEe PeBACKYJIsIpHU3a-
MY MUOKap/a Oblj1a 3aperMCcTpUpOBaHa B KPYIMHBIX HAIIMOHAJIBHBIX PETH-
ctpax. ITo nanHbIM peructpa Society of Thoracic Surgeons Adult Cardiac
Surgery Database [92], BktouuBiiero B cedst 348341 naiMeHTOB cTaplie
64 ner, nepenecimx AKII, cmeptHOCTh yepe3 30 mHeit mociie onepanuu
cocrasisuia 7,6%, a uepes rox — 18,6% y mauueHTOB ¢ ¢dpakiineii Bhiopoca
JIK menee 30% v 4,4% un 11,6% y natimeHTOB ¢ dpakiueii Bbiopoca JIK ot
30 1o 45%. Takum obpa3oM, CMEPTHOCTSD B miepBbie 30 THE Iocie peBacKy-
JIIpU3aliMi cOoCTaBUjIa OoJiee TPETU OT CMEPTHOCTH 3a TIEPBBIM rof Mocie
onepauuu. ITo ganHubiM National Cardiovascular Data Registry [93], Bkito-
yuBILIero B cebs 343 466 malueHToB, NEPEHECIINX CTEHTUPOBAHUE KOPO-
HapHBIX apTepuii, 00111ast CMEPTHOCTh IOCJIE Onepaiuu coctaBuia 3% depe3
30 nHeit u 6% uyepes 6 MecsieB. TakuM 06pa3oM, CMEPTHOCTD 3a repBbie 30
JTHEIi Tocjie peBacKyJ/IsIpu3aliii COCTaBUIa TIOJIOBUHY OT O0IIeil CMEepTHO-
CTU B MTAHHO TPYIINE MallMeHTOB.

CHMxeHMe o0IIeil CMepTHOCTHU TIpU OIIeHKE OTHAJIEHHBIX PE3yJbTaTOB
peBacKyIsIpu3aluy MUokapaa o0yCIOBJIEHO TpolieccaM pPeMOJIETMpPOBa-
HUST MMOKap/a, BEAYIIMMU K YIyYIIEHUIO CUCTOIMYEeCKOM (DYHKIIUM JIEBOTO
Kemynouka. MHOTHMe MaiMeHThl yepe3 3 Mecsiia mocjie peBacKyIsipu3aiun
3a CYET IMOBBIICHUS (PPAKIIMKU BEIOPOCA JIEBOTO XKeJTyI0uKa IePecTaloT COOT-
BETCTBOBATb KpUTEPUSIM NepBuYHO mpodmiaktuku BCC u He HyXnaioTcst
B UK]JI Tepanuu.

CoBpeMeHHOU Mepoii i 3allUThl MAllMEeHTOB ¢ HU3KON (dpakiiuei
BBIOpOCA JIEBOTO XeJIyIouKa B IePBbIe MECSIIbI ITOCTIe PeBaCKYISIpU3aliiu
MMOKAap/Ia SIBJISIIOTCSI HOCUMBbIE KapIMOBEPTEPhI-1e(UOpMILISTOPHL. DTa Tepa-
nus noJydyuia mupokoe pacrnpoctpaHenue B CIIIA u EBporne, HO Ha naH-
HBIII MOMEHT He ucnosib3dyetcs B PD. Pe3ynbraThl MCMOIB30BaHUST HOCH-
MOTO KapauoBepTepa-aeduoprsiTopa Mo JaHHBIM KaHaJICKOro Halllo-
HaJIbHOTO perucTpa, BKaouuBilero 4958 nmauueHToB ¢ (ppakiuuei BIOpoca
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JIK menee 36%, 6bu1n oueHeHbl Zishiri E. T. et al. [94]. Tepanust HocUMbIM
KapauoBepTepoM-aeuOpILIITOPOM ObljIa aCCOLIMMPOBAaHA CO CHIDKEHUEM
001Ieil cMepTHOCTH Ha 39% B cpaBHEHUU C KOHTPOJBHOM TPYIION MpH
90-nHeBHOM cpoKe HaOoneHusl. [1pu aHanu3e MoArpyImnbI NalueHTOB Mocie
AKIII, cpeny mameHToB C HOCUMBIM KapAMOBEPTEPOM-1e(DUOPUILISITOPOM
00111as CMEPTHOCTb cocTaBUIa 3%, B KOHTPOJIBHOI rpyrire — 7%, B MOATrpyIIIe
MaIMeHTOB, NIEPEHECIINX CTeHTUPOBAaHWE KOPOHAPHBIX apTepuil, o01as
CMEPTHOCTD Y TTAlIMEHTOB C HOCUMBIM KapInuoBepTEPOM-Ie(PUOPUIIISITOPOM
cocraBuia 2%, B KOHTpOJIbHOI rpyrine — 10%.

ITo ucreuenuro 90-gHEeBHOTO MEeproaa HAOIIONEHUS TTOC/IE PEBACKYJISIPU -
3allMM MUOKap/a MalreHTaM, y KOTOPhIX coXpaHsieTcst (hpakiysi BHIOpoca
JIK menee 36%, nomxeH ObITh MIutaHTUpoBaH MK/ mist mepBUYHOM npo-
¢unakTuku BCC, manpeHTam, y KOTOpbIX Ha0I101aeTcs yBeandeHus ppak-
LIMU BIOpOCa JIEBOTO XKeyryao4uka 6osiee 35% 1 He peruCTpUPYIOTCS SITU30/bI
YCTOMYMBBIX XKeIyI0YKOBBIX apuTMmuii, nMmrutantaimss MK/ He moka3aHa.
Hcrnonb3oBaHre HOCUMBIX KapAMOBEPTEPOB-Ae(UOPUIUISITOPOB SIBJISIETCS
MepPCIeKTUBHBIM HaMpaBJieHUEeM YJIYYIIeHUST BBKMBAEMOCTH MAllMEHTOB C
HU3KOI (hpakimeid BBIOpoca 1mociie peBacKy sipu3aliii MUOKap/a.

TpebyeTcs TaKeKe yaydilieHre cTpaTudrKalys prcka y malueHToB, Iiepe-
Hecimx VUM B oTnajieHHbIE CPOKU ITOCIIe peBacKyJisspu3aliuy Muokapaa. He
Bce nauureHThl ¢ MK nist mepsuyHoi npodunaktuku BCC, nepeneciiuie
WM u peBackysisspu3aliiio MUOKapaa, UMEIOT MOTUBUPOBAHHbIE CpabaThI-
BaHUS B OTAAJIEHHbIE CPOKU HAOJIOAeHUsI. Bosbllioe KOJMIecTBO MmarueH-
toB ¢ UK mis nepsuyHoii npoduinaktuku BCC yMuparT oT cepaeyHom
HEI0CTaTOYHOCTH TIPU JUTUTEILHOM HaOJIOEHUH, HEe TIepeHecs] HU OJHOTO
mokoBoro pa3psiaa MKJI. OnpeneneHue nalueHTOB, KOTOPbIE OYAyT UMEThb
MOTEHLIMAJILHO XeTyTOUYKOBbIE apUTMUU B OTIAJIEHHbIE CPOKH TTOCIIE peBa-
CKYJIIpU3alliM MUOKap/a, SIBJISIETCS BaXKHOM MPoOJeMOii COBPEeMEHHBIX
WUCCJIEN0BAHUM

IMprHUMast KIMHUYECKOE pellleHre, Mbl JOJKHBI IIOHMMaTh, YTO peBa-
CKYJISIpU3alvsl MUIOKapaa MMeeT OOJIbIliee BIUSHIUE Ha TPUTTEPHI KETy104-
KOBBIX apUTMUIA, YeM Ha X cyOcTpat. PUCK BOBHUKHOBEHUS XKU3HEYTPOXKa-
OIIMX XKeJTYT0YKOBBIX apUTMUI Y TTAIIMEHTOB, TIEpeHECITNX MHMAPKT MUO-
Kapaa, octaeTcsl HauboJiee BBICOKMM B TPYIIITE MAlMEeHTOB ¢ HU3KOM (hpak-
LMeil BbIOpoca JIEBOro XXeJyaodyka. YiaydylieHue cTpaTugUKaluy pucka B
OTHIaJIeHHbIE CPOKHU IOCJIe PeBaCKY/SIpU3allud MUOKap/a SIBISIETCS Tep-
CHEKTUBHBIM HampaBJeHUEM Oyaylmux ucciemoBaHuii. UMmiaHTauus
KapauoBepTepa-aedruopuuIITOpa U peBacKy/Isipu3aliis MUoKapia B COOT-
BETCTBUH C CYIIECTBYIOIIMMM MOKA3aHUSMU JTOJDKHBI OBITH MCITOJIH30BaHbI
y nareHToB ¢ UBC 1m1st CHUKeHUsI pricKa BHE3aITHOM CeplIeYyHOl CMEPTH
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IX. PEAHUMALUMNOHHbLIE MEPOTNPUATUA
NMPU BHE3ANMHOW CEPOEYHON CMEPTHU
(ANTTOPUTMbI HALUMOHAIIBHOI'O COBETA
NO PEAHUMALMU N EBPOMENUCKOIO
COBETA NO PEAHUMALIUN)

Cepneuno-neroynas peanumanus (CJIP) — 3To cucteMa MeponpusTuii,
HaIpaBJIeHHBIX HAa BOCCTaHOBJIeHUE 3(h(EKTUBHOIO KPOBOOOPAIIICHMS TIPU
KIIMHUYECKOM CMEPTH.

basoBbie peannvanuonnsie MeponpusaTis (bPM) Bkirouarot B ceost obecrie-
YeHUE MPOXOINMOCTH IBIXaTeIbHBIX IMMyTeH, TToaIepkaHe KPOBOOOPAIIICHUS
Y IbIXaHUs 0€3 MCIIOIb30BAHUS CIIELUAIbHBIX YCTPOUCTB, KpOMe Oapbep-
HBIX (JIMLIEBOM 9KpaH, MacKa) M aBTOMaTUICCKUX HAPYKHBIX AeDUOPUILISI-
TopoB (AH/I). ba3zoBrie peaHMMAaIIMOHHBIE MEPOIIPUSITHUS TIPOBOISITCS KaK
JIAIIAMM ¢ MEIUIIMHCKUM 00pa3oBaHUEM, TaK U Oe3 HeTo.

Pacumpennsie peanuvanuonnbie Meponpusatusa (PPM) mpoBoasitcst Mmeau-
LIMHCKUMHM PaOOTHUKAMHU U BKJIIOUAIOT B ce0sl MTHBa3MBHBIE U CITCIIMATIbHbBIC
METOIUNKY (aHAJIU3 CEPACYHOTO pUTMA, IPUMEHEHE PYYHOTO 1ePUOPUIIIS-
Topa, odbecreyeHe MPOXOAMMOCTH AbIXaTebHBIX ITyTell, 00eCIIeUYeHIE BHY -
TPUBEHHOTO WJIM BHYTPUKOCTHOTO IOCTYTIa, BBEICHNUE JIeKapPCTBEHHBIX ITPE -
napaToB u ap.) [1—4].

O06ocHoBaHHE BaKHOCTH PAHHUX PeaHNMALMOHHBIX
MeponpHUATHH

Bcero uetbipe Mmeponpustus npu BCC gaBisitoTcs MpUHUUITUATBHBIMUA,
T.€. O0ECTIEUMBAIOIIMMY TIOBBILIEHUE TPOIIEHTA BHDKUBAEMOCTU OOJTbHBIX
JI0 BBITIMCKU M3 CTallMOHAapa:

1. Pannee pacno3nasanne BCC u BbI30B OMOIIN;

2. HemejieHHOE HAYAJIO0 KOMIIPECCHIi TPY/IHOM KJIETKH;

3. Hemennennas nepudpuismus;

4. CoBOKYNHOCTh MEPONPHUSATHII B IOCTPEAHUMALIIOHHOM NIEPHOJIE.

B ycnoBusix, korma HenoCTyreH MOHUTOPUHT cepaedHoro putma, BCC
JUATHOCTUPYIOT B TeueHue He Oosiee 10 cex Mo cieayronuM npu3HaKaMm:
OTCYTCTBME CO3HAHMUSI, OTCYTCTBME HOPMAJILHOTO JIBIXaHUSI MJT arTOHAJIbHOE
JIbIXaHWE, OTCYTCTBUE TyJIbca Ha COHHOI apTepuHu.

B nepBbie MuHyTHI TTocie BCC aroHanbHOe nbixaHue paspuBaetcs y 40%
noctpanaBinx. OcTaHOBKa cep/lia MOXET B Havyaje BbI3BAThb KOPOTKUIA
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CYJIOPOXHBIN 3MU30]], KOTOPBIIA MOXET OBITh OIIMOOYHO MPUHSIT 3a 3IH-
nerncuto. DuHaIbHBIE U3MEHEHUS 1IBeTa KOXKU, Yallle BCEro 0J1eTHOCTh WIN
LIMaHO3, HE SIBJISIIOTCS TMarHOCTUYECKUMU KPUTEPUSIMU OCTAHOBKMU CeplLia.
ITocne nuarHoctuku BCC HeoO6xonnumMo He3aMeIUTEeIbHO U3BECTUTD 9KC-
TPEeHHYIO CJIyXKO0y (Ha JOroCIUTaIbHOM 3Tare — CKopasl MOMOllb, B CTally-
OHape — BpauM aHecTe3uosioru-peaHumatosioru) u Hayate CJIP. B 601b-
IIMHCTBE CTpaH MMpa CpelHee BpeMsi OT 3BOHKA B IKCTPEHHYIO MEIUIIAH-
CKYIO CIYX0y 10 MpUOBITUSI €€ Ha MECTO COoCTaBJisieT 5—8 MUH. B TeueHue
9TOr0 BPEMEHU BbIKMBaHUE OOJIbHOTO 3aBUCUT OT OKPYKAIOIIUX, KOTOPbIE
no/kHbl HauaTh CJIP u ucronb3oBate AH/I [1, 5—6].

PanHee Havano Komrpeccuil TpyaqHOMN KJIETKU YBEJIMYMBAET BbIKMBae-
mocTth nipu BCC B 2—3 paza. KoMnpeccuu rpyaHoi KieTku U nedudpu-
JISILMsI, BbIMOIHEHHBIE B TeueHue 3—5 MuH oT BCC, obecrieunBaroT BbIXKU-
BaeMOCTb B 49—75% ciydaeB. Kaxaass MUHyTa ipoMenjieHust ¢ Aeuopu-
JIAIMEN yMEHbIIIaeT BepOsITHOCTh BbKuBaHus Ha 10—15%. Panuss nedu-
OpUJLISILMST BOBMOXKHA, eC/IM oKaxeTcs noctynHbiM AH/I, pacnonoxXeHHbIi
B 00lLIeCTBEHHOM MecTe [7—9].

Ba3oBble peaHMMalHOHHBIE MEPONIPUATHS H ABTOMATHYECKAS
Hapy:KHasi AepuoOpuIAIus

Anzopumm 6a306b1x peaHuUMaAyUOHHBIX MEPORPUAMUIL
(puc. IX.1) [1, 10]

® YoeauThCs B 0€30MaCHOCTH 1151 Ce0s1, 00/IbHOTO U OKPYKAIOIINX; YCTPAHUTD
BO3MOXKHbIE PUCKH (HAIIpUMeEp, OTOJIEHHBIE IIPOBOA, OUTOE CTEKJIO, IBU-
JKYLIMICS TPAHCIIOPT, arpeCCUBHO HACTPOCHHBIE JIIOAM U T.11.).

e [IpoBepuTh peakuuio 0OJBLHOr0: aKKypaTHO BCTPSIXHYTh €r0 3a IUICYU U
rpoMKo cripocuThb «UTto ¢ Bamu?». JIniam 6e3 MequiimHCcKoro oopa3ona-
HMSI He ClIeyeT TPaTUTh BpeMsI Ha IIPOBEPKY IyJIbca Ha COHHOM apTepUu.
Ecau 6oavHoil peacupyem — OCTaBUTD €TI0 B TOM K€ ITOJIOXKEHMMU, TIOITBITAThCSI
BBISICHUTD IIPUYMHBI ITPOUCXOISIIETO U IT03BaTh Ha TIOMOILb, PETYJISIPHO
OLIEHUBATh COCTOSTHUE OOJIBHOTO.

e Ecnu 6oJbHOM He pearpyeT — IMOBEPHYTh HA CIIMHY U OTKPBITh JbIXa-
TeJIbHBIC IIYTH ITyTeM 3aIIPOKKIbIBAHUS FOJIOBBI 1 ITOATITMBAHUS 110100~
polKa — pyKoit Hy>KHO HaJlaBUTh Ha JIOO, a APYroii pyKou MoATSIHYTh MO/~
6OpOaOK.

e [TommepxxuBasi AbIXaTeIbHbIC MYTU OTKPBITHIMU, HEOOXOAMMO YBHUAETD,
YCJIBIIATD U IOYYBCTBOBATH HOPMAJIbHOE JIBIXaHUE, HA0JT10/1as1 33 IBUKEHU -
SIMU TPYIHOM KJIETKU, [IPUCTYLIMBASICh K IIIyMY IbIXaHYsI U OLILYIIast ABIKE-
HUe Bo3yxa Ha cBoeii mieke. MccnenoBanue rpomoskaTh He 6osiee 10 cek.

IX. PeaHumaLmOHHbIEe MEPONpPUsITUSI MPY BHE3arHovV cepaeyHori cmeptn 95
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JIviiam ¢ MequIIMHCKUM 00pa3oBaHUEM HEOOXOIMMO TaKKe BO BpeMsI IPo-

BEPKH JIBIXaHUST OLIEHUTh HAJIMYUE TTyJIbca HA COHHOM apTepyH.

IIpunATh pelieHue: QpIXaHne HOPMAIbHOE, HEHOPMAJILHOE WJIH OTCYTCTBYET.

Heo6xonumMo moMHUTH 0 TOM, uTO Y 40% MOCTpafaBIIMX B IIEPBbIe MUHYTHI

1ocJjie OCTAaHOBKM KPOBOOOPAIIEHUSI MOXET Pa3BUBATHCSI arOHaJbHOE

JbIxanue (peaKue, KOpoTKKe, ITyOOKHe CyTOPOXHBIC TbIXaTeIbHbIC TBU-

SKEHUST).

Ecnu 601bHO# IBIIIMT HOPMaJIbHO — IIOMECTUTD €r0 B 6e30I1aCHOE T0JIO-

>KeHUe, BbI3BaTh CKOPYIO TTOMOIIIb, PETYISIPHO OLIEHUBATh COCTOSIHUE U

HaJIMY1e HOPMaJIbHOTO TbIXaHWsI.

Ecin y 60J1bHOTO aroHajIbHOE IbIXaHWE WJIK OHO OTCYTCTBYET — ITOIIPOCUTh

OKPYXaIOIIHX BBI3BATH OMOILb (CKOpasi TOMOIIb, Bpaul-peaHMAaTOJIOTH )

Y MIPUHECTH ABTOMATHYECKHIA HAPYKHBII NepuOpuiLIsATop (U1 CAeaTh 3TO

camocTosTesbHO); HayaTh CJIP ¢ Komnpeccuii rpyaHoii KJIeTKH.

TAKWUM OBPA3OM, KIMHUYECKMMU IMPU3HAKAMUA

OCTAHOBKHW KPOBOOBPAILIEHUA ABJIAIOTCAH:

— OTCYTCTBHUE CO3HAHUS;

— OTCYTCTBME HOPMAJILHOTI'O JIbIXaHUS UJIW arOHAJIbHOE IbIXaHKE;

— OTCYTCTBHE MyJIbca Ha COHHOM apTepuM (TaHHBIN TPHU3HAK OLIEHUBAIOT
TOJIBKO JIMLIA C MEAULIMHCKUM O0Opa30BaHUEM).

Hauatp KoMnpeccuu rpyaHoii KJIeTKH:

— BCTaTbh Ha KOJIEHU COOKY OT OOJIbHOTO;

— PpAcIOJIOXUTh OCHOBAaHME OHON JJaOHW Ha LIEHTPE TPYIHON KIETKU
00JIbHOTO (T.€. Ha HUXKHEW MOJOBUHE TPYAUHBI);

— pacnoj0XWTb OCHOBAaHWE JPYTOM JIaJOHU MTOBEPX MEePBOM JIAIOHMU;

— COMKHYTb MaJIbIIbl PYK B 3aMOK M YIOCTOBEPUTHCS, YTO BbI HE OKa-
3bIBaeTe JaBJieHHe Ha peOpa; BHITHYTh PYKU B JIOKTEBBIX CycTaBax; He
OKa3bIBaTh AaBJIEHUE Ha BEPXHIOIO YaCTh KMBOTA WJIM HUXKHIOIO YacCTh
TPYAVHBI; MBI TOJIKO YTO PACITOJIOXUIM OCHOBaHUE JIAJIOHW peaHu-
Maropa B 3TOM MECTE;

— PACIIOJIOXHUTD TeJI0 BEPTUKAIBHO HaJ TPYIHON KJIETKOI OOJIBHOTO U
HaJaBUTh Ha IYOMHY KaK MUHUMYM Ha 5 ¢M, HO He 6oJiee 6 cM;

— obecreurBaTh MOJHYI0 AEKOMIIPECCUIO IPYIHOMN KIETKM 0e3 ImoTepu
KOHTaKTa PyK C TPYAMHON T0CJIe KaXkI0i KOMITPECCUH;

— TIPOAOJIXKATh KOMIIPECCUM TPYIAHON KJIEeTKU ¢ yacTtoToit ot 100 mo 120
B MUH;

— KOMIIPECCUU M NEKOMITPECCUM TPYAHOMN KIIETKU JOJKHBI 3aHUMATh
paBHOE BpeMms;

— KOMITPECCUM TPYTHOM KJIETKH CJIEAYET IIPOBOIUTDH TOJIHKO Ha KECTKOM
roBepxHocTH. Heo0X0omMMOo BBITIOIHSTh IEKOMITPECCHIO IIPOTUBOTIPO-
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JIeXXHeBbIX MaTpacoB nepea HauaioMm CJIP, ncronb3ysi cneuraibHbIi
SKCTPEHHBIN KJIamaH.

L4 KOMHpCCCI/H/I FPYZ[HOﬁ KJIETKM HEOOXOAMMO COUYETaTh C HCKYCCTBCHHbBIMH

BIOXaMHM (<130 PTa B POT», «M30 PTa B HOC», <130 PTa B TPAXEOCTOMY»):

— mociyie 30 KoMIpeccuii OTKPBITH JbIXaTeJIbHbIC TTyTH KaK ObLIO OIMH-
CaHO BBIIIIE;

— 3aXaTh KPbLIbsI HOCA OOJIBIIMM U yKa3aTeIbHbBIM MalbllaMU PYKH, pac-
MOJIOXKEHHOH Ha JI0y;

— OTKPBITb POT, MOATATHBAs MOAOOPOIOK;

— cHenaTh HOPMaJIbHBINM BIOX U IIJIOTHO OXBAaTUTh CBOMMM I'yO0aMM poOT
0O0JIBHOTO;

— TIPOM3BECTH paBHOMEPHBIN BIOX B TeUeHHUe 1 ceK., HabJIoaast Ipyv 9TOM
3a MMObEMOM T'PYIHOM KJIETKH, YTO COOTBETCTBYET IbIXaTEIbHOMY 00b-
eMy 0koJjio 500—600 M (mpusHak 3¢ GEKTUBHOIO BIOXa); M30erarh
(bopcpoBaHHBIX BIOXOB;

— TIOIIEPXKUBasl AbIXaTeJIbHbIE TTYTU OTKPBITBIMU, MPUITOAHSTH CBOIO
roJIOBy W HabJonaTh 3a TeM, KaK rpyaHas KJieTKa OIlyCKaeTcs Ha
BBIJIOXE;

— ©CJIM TIepBBbIi MCKYCCTBEHHBIN BIOX OKa3ayicsi Hea(P(PEeKTUBHBIM,
nepen CAeAyIolUM BIOXOM HEOOXOOUMO YIAJIUTh MHOPOIHBIE Teja
130 pTa 60JILHOTO, TPOBEPUTH aIeKBATHOCTh OTKPBIBAHUSI bIXaTeJb-
HbIX TIyTeil. He cienyeT nenath 6oJiee IBYX MOIMBITOK UCKYCCTBEH-
HBIX BIOXOB;

— cpaenaTh ellle OJUH UCKYCCTBEHHbIN BOOX. Bcero Heobxoaumo cae-
JIaThb 2 UCKYCCTBEHHBIX BIOXa, KOTOPbIE NOXKHBI 3aHITh He Oojiee 10
CeK HETOHSATHO: peaHWMAaIlMsI He OTpaHUYMBAETCS ABYMSI B3IOXaMMU.
Crnemyer u30eratb TUIIEPBEHTWISIIMM, KOTOpasl YXYAIIaeT BeHO3HbBIN
BO3BpAaT K CepLLy.

IIponomkutrs CJIP B cooTHOmEeHMn KoMnpeccuu : BeHTHIsmun 30:2.

Komrmpeccuu rpyaHoO# KIIETKY TOJKHBI BBITTOJHSATHCS C MUHUMAJIbHBIMU

repepbIBaMu.

Anzopumm ucnonv308anus A6MOMAMUYECKO20 HAPYHCHOZO0
oepuopunnamopa (AH/]) [1, 10]

. Havats BPM no onucanHomy Bbiie asiroputmy. Eciu criacarens onuH,

U B pacriopspkeHuu yxe umeercsds AH/[ — Hayate BPM ¢ ncnionb3oBaHus
AH.

2. Kaxk ToJpKO Ha MeCTO IpoucIIecTBH noctaBieH AH/I:

— BKJIIOYHUTH AHI[ n gajiec cjegoBaTb €ro roJlOCOBbIM M BU3YyaJIbHbBIM
KOMaHOaM,
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— HAJIOXKMTb JIEKTPOJIbI HAa OTOJICHHYIO IPYIHYIO KJIETKY OOJbHOTO (pHC.
IX.1). OnuH 351eKTpOoa HAKJIaAbIBAIOT Ha MPABYIO YAaCTh I'PYAHOMN KJIETKU
(o, KIUYULE, MpaBee rPYAUHbI, He Ha epyoury!). Bropoii anekTpon
HaKJIaIbIBAlOT Ha JIEBYIO TIOJIOBUHY TpyaHOU KieTku. [Ipu Hamuuum
BTOPOTO CIlacaTelisi BO BPeMsT HAJIOXKEHUST 3JIEKTPOJIOB ClIeyeT Ipo-
JIOJIKaTh HETIPEPBIBHBIE KOMITPECCUU TPYIHOM KIIETKH;

—  €CJIU TpyIHasI KJIeTKa OOMJILHO IMTOKPHITAa BOJIOCAMM, €€ CIIeAyeT TOOPUTh
repe HaJIoXKeHUeM 2JIEKTPOIOB (BO M30eXaHWe IIJIOXOTO KOHTaKTa
3JIEKTPOIOB C KOXEM, MCKPEHUS U 0XKOTOB)! DJIeKTPOIbI HEJIb3sT HaKIIa-
JbIBaTh Ha 00JIACTh YCTAHOBKM MMIUIAHTUPOBAHHOIO KapAMOCTUMY-
JIITOpa WM KapauoBepTepa-neduopmIsiTopa U TpaHCIepMaIbHbBIX
JIEKapCTBEHHBIX cucTeM!

— Jajiee clie0BaTh roJIOCOBBIM M BU3yabHbIM KoManaam AHJI;

— yOemuThes, 9YTO BO BpeMsI aHAJIM3a pUTMa HUKTO He IPUKACAETCS K 00JIb-
HOMY — 3TO MOXET HapyIIUTh aJITOPUTM aHATM3a PUTMA;

— aBTOMAaTMYECKMI1 HApYyXHbII 1eUOPUUISITOP TTPOBOIAUT aBTOMATHU3M-
POBaHHBII aHAJI3 CEPASYHOT0 pUTMa 10 CITEINaTbHO pa3paboTaHHOMY
KOMITbIOTepHOMY ajiroput™y: DK 1 Taxukapans ¢ MIMPOKUMU KOMILIEK-
CaMM paco3HAIOTC KaK pUTMBbI, Tpedyronue neudpuuIsm;

— ecnu aedubpwLsinus mokazaHa (PXK wim Taxukapausi ¢ IMUPOKUMU
KOMILIEKCAaMM ), YOAUTHhCS, YTO HUKTO He MPUKACAaeTcs K 00JIbHOMY, 1
HaXaTh HA KHONKY (B CJIydae TMOJIHOCTBIO aBTOMAaTUYECKOTO PeXnMa
paboTel AHJI HaxkuMaTh Ha KHOIMKY HE HY>KHO); cpa3y Ke MocJje HaHe-
ceHus paspsaaa npoaokuth BPM B coornHomenuu 30:2;

— ecliv nepuOpuUISLMS He TToKa3aHa, mpoaoJukuTh BPM B cooTHOmeHnn
30:2 6e3 npome/ieHHs1, CJI€A0BATH FOJIOCOBBIM M BU3YaIbHBIM KOMAHIAM

AHJI.
IIpozpammot 06uedocmynnoil depuopunayuu

Llenecoo6pasHo pasmelieHue AHJI B 30HaX, rjie MOXXHO OXXMIAaTh OAHOMN
OCTaHOBKH cep/ilia 3a 5 J1eT (a3pOoInopThl, BOK3aJbl, TOPTOBBIE LIEHTPHI U T.1.).
TTpu aTOM 00513aTEIHLHBIM SIBJISIETCSI OOyUEHME MepcoHasa JaHHOTO yupexie-
Hus. AHJI B 06111eCTBEHHBIX MeCTaX 0003HAYAIOTCS MEXKIYHAPOAHBIM CUM-
BojioM. OmHako pa3menieHre AH/I B 001IecTBEHHBIX MeCTaX He peIacT IMpo-
omemy BCC, pa3BuBaromeiics B TOMAITHUX YCJIOBUSX, a mogodHbx BCC
HauOoJIbllIee KOJIUYECTBO.

HaHHble uccienoBaHuii o npuMeHeHuo AHJL Bo BHyTpUOOJIbHUYHbBIX
ycnoBusgx npoTuBopeuuBsbl. McnonbzoBanue AH/] MoxeT ObITh lieJiecoo-
Opa3HBIM B T€X MECTaxX CTallOHapa, Kyla peaHNMallMOHHAasl Opuranaa Ipu-
Oyner c 3amepxkoil (oosnee 3 MUH.). B OCTaIbHBIX CUTYalUsIX MTPEATIOUTH-
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TeJibHee UCMOJIb30BaHWE PYYHBIX (T.e. HEAaBTOMAaTUYECKUX) AehuOpULIs-
TopoB [11-13].

ITpu Beinonnenuu CJIP d8ymsa cnacameasmu ONVH CrIacaTes b BBIITOTHSIET
KOMITPECCUU TPYAHOU KJIETKHU, APYTOil — MCKYCCTBEHHYIO BEHTUJISILIUIO.
CnacateJib, BBIMOJHSIOIIMIA KOMITIPECCUY IPYIHOM KJIETKU, T[POMKO CYUTAET
KOJIMYECTBO KOMIIPECCUIA M OTAAeT KOMaHIy BTOPOMY CrlacaTesIio Ha BbIMOJI -
HeHue NByX BOoxoB. Criacatesyd MEHSI0TCSI MecTaMU Kaxnble 2 MuH. Eciau
noctyneH AH/I, To onuH cnacatesb BeinosiHsieT CJIP 30:2, Bropoii pabotaet
¢ AHJ. Daexktponst AHJI HeoO6XoaMMO HaKIaablBaTh Ha TPYAHYIO KJIETKY,
He TIpepbIBasi KOMITPECCUU TPYIHOM KIIETKU.

PacumpenHble peaHMMANMOHHbIE MEPONIPHATHS
(puc. IX.2) [14]

HavanpHast yacTh alropuTMa paclIMpeHHBIX peaHUMAaIlMOHHBIX MEpO-
NpUITHil aHaornyHa anroputmy bPM [10]:

* JIMArHOCTHKA OCTAHOBKH KPOBOOOpaIIeHus (HET CO3HAHMUSI, HET IbIXa-
HUSI/aroOHaJbHOE NBIXaHWE, HEeT MyJbca Ha MarucTpajabHOM apTe-
pun);

* BbI30B MOMOIIIH;

* HAYaJI0 KOMIpecCHii rpyanoii Kietku, nponoyukenue CJIP 30:2 no mpu-
ObITHSA CIeNUATMCTOB. TeXHMKa KOMIIPECCUI TPYIHOM KJIETKU U UCKYC-
CTBEHHOU BEHTIWISILIMU Te Ke, YTo U B bPM.

Ecnu menuumHCKMit pabOTHUK OAMH, TO OH HEU30EXKHO NOJIKEH TTOKH-
HYTb ITIOCTPaNaBIIIEro Ha BpeMsI IJIsI TOTO, YTOOBI IPUHECTH 000pyI0OBaHNUE
U1 AeOUOPWLISITOP; eC HECKOJbKO, TO HEOOXOAMMO Cpa3y K¢ BbIICIUTD
Juaepa, KOTopblid OyneT pyKOBOIUTb pabOTOM KOMaHIbI.

BaxxupiM nononHeHneM K nuardHoctuke BCC Ha aTarie pacimmpeHHbIX pea-
HUMAaIIMOHHBIX MEPOTIPUSITUI SIBJIICTCSI IIPOBEPKa ITyJibca Ha COHHOM apTe-
puu (He cienyeT TpaTUTh Ha 3To 6oJee 10 cek.).

MckyccTBeHHAs BEHTWISILIUS JIETKMX Ha TOCIMTAILHOM 3Tarie, 10 Ipu-
OBITHSI PEAaHUMATOJIOTOB, MOXET OBITh 00CCITeYeHA NbIXaTeIbHBIM MEIIIKOM.
Bcerna cienyer n3berathb runepBeHTHIS NN, Kak MOKHO ObICTpee He0OX0-
MO MCITOJIb30BaTh KUCIOPO/I.

PacivpeHHble peaHMMAIIMOHHBIC MEPOTIPUSTHUS Pa3INJaIOTCsS B 3aBU-
CUMOCTU OT MCXOJHOIO PUTMA, OIMPEAECISIEMOrO MO KapAuOMOHUTODY.
MOHUTOPHUHT CepACYHOIO PUTMA OCYIIECTBISICTCS JIMOO C TIOMOIIBIO TPEX
CTaHIAPTHBIX OTBEIECHUM KapIMOMOHUTOPA, JIMOO C IIOMOIIBIO CaMOKJIIeS -
LIMXCS JIEKTPOIOB nedudbpmuisTopa. ITocaenHee nmpeanodTurenbHee pu
npoBeaeHuu PPM.
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ﬁ BuI3BaTL BKCTPEHHYIO CNyHEy

CepAeuro-nerouHan peadmmadna (CNP) 30:2

OUEHHTE CepeYHBIA PUTM

PuTm, nogaarouuiica PuTm, He nogaarowuiAcs
Aepubpunnaumn (Oubpunnauma Aedubpunnaunmn
wenypoukos [ Menynoukosan (3nekTpomexaHUecKan
TaxuKapawAa Ges nynbca) Auccoynauua / Acuctonuna)
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Muu:mp::ﬁ:ﬁnam BoccTakoBneHe
CNOHTAHHOM
Bn:g:puuu: KPOROOGPALLEHNA
HEOT/IOMKHBIE MEPONPHATIA
GECNENTET hte o 1l E NOCTPEAHUMALIMOHHOM HeMeaneHHo NpojomsmTL
CIIP B TeUEHME 2 MIH, ERMONe CJIP B TEUEHME 2 MIH,
MHHUMM3HPOBATL = 0BaTL anropiim ABCDE MHHAMWIHPOBATE
nepepHet B AeRCTEMAX nepepLes B AeCTRIAX
JEHWTE NOTEHUWANBHO OEPATMMBIE MPUHWHB OCTAHOBKKW
BO BPEMA CIIP | KPOBOOBPALLEEHMA
= 0 i K2R Manawcna TPOMB03 = KOPOHAPHOR WA NETOUHOR ARTERHI
" fenozenesia HanprseHHEA IHEBMOTORIKE
= HauaTk KHCACROROTECANHIG fino-/ 'l oaUs

TP
= Wenonbaosams Kaniorpaguio THNOTEPMIMA | TMNEpTE pIUA

PACCMOTPETE BO3MOMHOCTE NPUMEHEHWA
= OGECneunTs COCYIMCTIER qocTym | = YT Da3SYROBbX METEA0E

(BHy TR HL HAM BHYTEHKESTHRIA) .
= BH00HTE A0PEHANMH KW b 3-5 M. | TRAHENUDTARCEKI 1 DRASEHAR DOMOLM

= nocns 3 2
.

wrwercad | nfodercedu

5, 2845 Mol Belgum
_ALS_Algorthm,_RUS_20151 029

Puc. IX.2. ANropuTm pacLUMpeHHbIX peaHUMaLMOHHbIX MEPONPUATUIA
Hapo B TekcTe noscHuTb, YTo Takoe anroputm ABCDE, xenatenbHo Aath CCbInky

Anzopumm oeiicmeuii 8 ciyuae onpeoenenus pummada,

noonexcawieco oeuopunnayuu (uopunnayus rxHeeyooukos

WU Maxukapous ¢ wiupoKumu komniaekcamu) [14]

Hauats CJIP B cootHomeHuun 30:2. I1pu Haauuuum KapauOMOHUTOpa —
MOAKJIIOUUTD €ro K 00JIbHOMY.

Ecmu BCC npousonia B CHTyaluH, KOraa 00/ 1bHOI NOAKII0YEH K MOHUTOPY,
HO psiIoM HeT NeudpUILIATOPa, TO peaHNMALMOHHbIE MEPONPHATHS MOKHO
HAYaTh C HAHECEHUS OIHOTO npeKapouaibHoz20 yoapa: HAaHECTU OTPbIBU-
CTBIN yaap Mo HUXKHEN 4acTu IrpyAMHBI ¢ BLICOTHI 20 CM JIOKTEBBIM KpaeM
TUIOTHO CXXAaToro KyJjaka. JIpyrux nmoka3aHuii i npuMeHeHus npeKapau-
AJIbHOTO y/Iapa He CYIIeCTBYET.

Kak TobKo nosiBUTCS 1eUOPUILISITOP — HAJTOXKUTh 3JIEKTPOABI HA TPYIb
noctpanasuero. Hauats aHanus putma cepaua. Bo BpeMs aHanusa putma
MpeKpaTUTh KOMITPECCUU TPYAHOMN KIIETKMU.

Paspsan Ne 1. Eciiv mo jJaHHBIM MOHUTOPUHTA TTOATBEPKAAETCS HATMUKe
bubpumsiim Xenynoukos (PXK) viam Taxukapauu ¢ IMPOKUMU KOM-
TUIEKCaMU — HAaHECTH OIWH pa3psin (360 e — npu moroghaznom umnyasce,
150—200 Irc — npu 6ughaznom), MUHUMU3UPYS May3bl MEXIY MpeKpale-
HUEeM KOMITpeCCUi IpyIHOM KJIETKU U HaHeceHueM pa3psiaa. [Tayza Mexmay
npeKpalleHueM KOMIIPECCUN IPyIHON KJIETKM U HaHECEHUEeM pa3psiia
KpUTUYHA U T0JKHA ObITh He 0oJjiee 5 cex [15—17].

Bcerna noMHUTB 0 6€301TaCHOCTH CITacaTesisl M OKPYXKaroUIMX MPU MpoBe-
JIeHUU nepuopuasaumnm!

Bcerna HanocAT TOJIbKO OnMH pa3psan AehuoOpmLIATOpa, CIIeAyIOmuii pa3-
PA HAHECTH TMPH HAJMYUN COOTBETCTBYIOUIMX MOKA3AHUI MO MPOUIECTBUU
2 MHH, T.e. Cpa3y ke IMocjie HaHeCeHUsl pa3psiia, He Tepsisi BpeMEeHHU Ha
MpOBEpPKYy puTMa, HemeaIeHHO Bo30OHOoBUTE CJIP 30:2 B TeueHUe 2 MUH.
TTay3a Mexxmy HaHeceHreM pa3psiia U BO30OHOBJIEHUEM KOMITPECCUI TPy/I-
HO KJIETKM I0JIKHA ObITh MUHUMAaJIbHOI! JIt0Oble mepephIBbl B KOMITPEC-
CUSIX TPYIHON KJIETKU AOJIKHBI IUIAHUPOBATHCS JIUAEPOM PEaHUMALIMOH-
Ho Opuransl 3apaHee. YesroBeka, BBITIOJHSIIONIETO KOMITPECCUU TPYIHOMN
KJIETKH, HEOOXOIMMO MEHSITh Kaxible 2 MUH. O0ecneduTh NPOXOIUMOCTh
JIbIXaTeJIbHbIX MyTel (MIPUOPUTET — MHTYOAIIUS TPaXer) U HCKYCCTBEHHYIO
BEHTHJISIIMIO JIETKUX (IbIXaTeIbHBINA 00beM 6—8 MJI/KT, YaCTOTA BEHTUJISI-
muu jgerkux 8—10/MuH, dpakius kuciopona Ha Booxe 100%).

TTocne 2 mun CJIP ocTaHOBUTBHCS U TPOBEPUTH PUTM [0 MOHUTOPY, 3aTpa-
YKMBasl Ha 9TO MUMHUMAaJbHOE BpeMsI.

Pa3psin Ne2. Eciiu cHOBa 1o TaHHBIM KapAnoMoHuTOpa BoistBisieTcst DK
WIM TaXUKapaus C IMUPOKUMU KOMILTIEKCaMU — HAHECTU BTOPOH pa3psin
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(Toli e MouIHOCTH vin 6oblie, 150—360 Ik mis 6udasHoro paspsiaa)
1 HemenJieHHO Bo300HOBUTH CJIP 30:2 B TeueHue 2 MUH.

e [locne 2 mun CJIP cienyeT OCTaHOBUTBLCS U TTPOBEPUTH PUTM 11O MOHU-
TOpY, 3aTpaurBasi Ha 3T0O MUHUMaJIbHOE BpeMsl.

e Paspsan Ne3. Eciu cHoBa BeisiBisieTcst DK mnm Taxukapaust ¢ IMpOKUMU
KOMILIEKCAMM — HAHECTU TPETUI pa3psif (TO# ke MOIITHOCTH WJIX OOJIbIIIE)
u 6e3 nay3 npoaokuth CJIP 30:2 B TeueHue 2 MuH. ITociae HaHeceHUsT
TPEThEro pa3psina BO3MOXKHO BBeACHUE JIEKApCTB (aapeHaynH 1 MT, aMu-
onapoH 300 Mr BHYTPMBEHHO WJIX BHYTPUKOCTHO) MapasuieIbHO C ITPOBe-
nenuem CJIP [18—20].

e Jlajee — olleHMBATb PUTM CEP/IIA M0 KADAMOMOHUTOPY Kaxkble 2 MuH. [1pu
coxpaHeHur P2K vim TaxuKapauu ¢ MUPOKUMU KOMITJIEKCaMU — TIPO-
JIOJIKATh IO ONMCAHHOMY aJITOPUTMY BBOJIUTD aAPEHAIMH I10 1 MT BHYTpU-
BEHHO WJIM BHYTPUKOCTHO KaXable 3—5 MUH 10 BOCCTAHOBJIEHUSI CITOH-
TaHHOTO KpOBOOOpaIlleHUsI; BBECTH ellle OAHY 103y aMuoaapoHa 150 mr
B/B ITOCJIE 5-T0 pa3psiga 1epuopuIIsTopa.

e [Ipu pa3BUTUU ACUCTOJUU — CM. AJITOPUTM ACHCTBUI B cllydyae omnpeae-
JIEHUSI pUTMa, He Moaaaroerocs aeuopuuIsLuu.

e [Ipu BBISIBJIEHUM O MOHUTOPY OPraHM30BaHHOTO PUTMA Cepilla UiIu
TTOSIBJIEHHSI IPU3HAKOB BOCCTAHOBJIEHMSI CITIOHTAHHOTO KPOBOOOpAIIIEeHUS
(uyenenanpasnennvle 08UIICEHUS, HOPMAAbHOE ObiXaHUe, Kauleab; NogbluleHue
etCO2 no moHumopy) Heo0X0aMMO NaJbIUPOBATH MYJIbC HA MATUCTPATbHOI
apTepuu, NOTPATHB Ha 3TO He 0oJee 10 cek.

— Ilpu HanMUMM IyJbca — HayaTh JEUEHHE 10 aJITOPUTMY ITOCTPEaHM-
MaIlMOHHOTO TIepHroa.
— Ilpu coMHeHUM B HAIMYMU TTyJibca — Mpoaokuth CJIP 30:2.

Anzopumm oeiicmeuii 6 ciayuae onpeoesieHus pumma,
He nodoarouiezoca deguopunnayuu (acucmonus,
IneKmpomexanuyeckan ouccouuayus) [14]

e Havats CJIP 30:2 u BBecTH agpenauH 1 Mr, Kak TOJIbKO OyJeT odecneyeH
JocTyn (BHYTPUBEHHBIN WJIM BHYTPUKOCTHBIN). [Ipn Hamuuum kapauo-
MOHUTOPA — TOAKITIOYUTH €r0 K O0THLHOMY.

¢ [IpoBepuTh MpaBWIBHOCTb HAJOXKeHus dmekrpoaos DKI! [Tpu Hanmuun
P-3y06110B Ha (hoHE aCUCTONUY CAEAYET MPUMEHUTD JIEKTPOKAPIUOCTH -
MyJsiiuio. Eciim BO3HUMKAIOT COMHEHUS 10 TOBOAY pUTMa (aCUCTOJHUS
nnmu menkoBosHoBass M2K) — mponomkars CJIP, He MpoBOAUTH TOTIBITOK
neuOpUIIISIIINK, KOTOPBIE TOJILKO YBEJIMYAT MOBPEKISHUE MUOKapP/IA.

e O0ecrneunTh MPOXOTUMOCTD JIbIXaTebHBIX MyTel (MTPUOPUTET — WHTY-
Oalus Tpaxem) U UCKYCCTBEHHYIO BEHTUJISIIIUIO JIETKUX (IbIXaTeIbHbBIN
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00beM 6—8 MII/KT, YacTOTa BEHTUJISIUUU Jerkux 8—10/MuH., dpakius
kucaopona Ha Baoxe 100%). IMpomoskuts CJIP B Teuenue 2 mun [21].

e [locne 2 muH CJIP nmpoBepUTh pUTM MO KApAUOMOHUTOPY, 3aTpaurBasi Ha
3TO MMHUMAJILHOE BpeMsl.

¢ [Ipu BeisiBJeHuu acuctosun — npoaokuts CJIP, BBoauth anpenasun 1
Mr Kax/ple 3—5 MMH BHYTPMBEHHO WM BHYTPMKOCTHO. Eciu B mporecce
CJIP nosiBWIMCH TPU3HAKKU BOCCTAHOBJIEHUST KPOBOOOPAILIEHWSI, BBEIE-
HUeE aJipeHaJuHa clieAyeT MPUOCTaHOBUTH U Tponokats CJIP 1o okoH-
YaHMS TByXMUHYTHOTO ITMKJIA.

e ArtponuH npu CJIP npuMeHsSITh He pEKOMEHIOBAHO (UCKIIIOUEH U3 PEKO-
meHganuii ¢ 2010 r.).

e [Ipu BBHISIBIEHUU IO MOHUTOPY OPraHM30BaHHOIO PUTMA Cepilla UIu
MOSIBJICHUSI TIPU3HAKOB BOCCTAHOBJICHUSI CIIOHTAHHOTO KPOBOOOpaIile-
HUS (YeseHanpasieHHble 08UNCEHUsS, HOPMAAbHOE ObiXAHUE, KAUuleab, N0Gbl-
wenue etCO2 no monumopy) HeO0OXOAMMO TAJbIIUPOBATh MYJIbC HA Marv-
CTpaJIbHOI apTepuu, IMOTpaTUB Ha 3T0 He 6osee 10 cexk.

— Ilpu HaMMUMM IyJbca — HayaTh JEUYEHME 10 aJITOPUTMY ITOCTpEaHM-
MalMOHHOTO Teproa.
— Ilpu coMHeHUM B HAIMYMU TTyJbca — npoaokuts CJIP 30:2.

Ilpumeuanusn

TunuynbIe OUIMOKY MPH POBETEHUH PEAHMMAIMOHHBIX MEPONIPHUSITHIA: TTO3/THEE
Hayajo KOMIIPECCUIi TPYIHON KIeTKU U Ne(PUOpWLISLIMU, OTCPOYKA BbI30Ba
CIEeMATM3UPOBAHHOM TTOMOIIIN; HETIPAaBUITbHASI TEXHUKA KOMITPECCUI TPY/I-
HOU KIIETKU (HOA0JCeHUe PYK, Hacmoma, 2nyouHa, OeKomMnpeccusl, Henpepule-
HOCMb KoMHpeccuil epyOHoil kaemku); HeCBOeBpeMeHHast U HeadhdeKTuBHasI
CMEHa criacaTesieil (4mo npusooum K CHUMNCEHUIO 3hheKmugHOCmU KOMNpeccull
2pyoHoil kaemku); Hed(hdeKTUBHASI paboTa B KOMaH/Ie (omcymcmaue e0uHo2o
PYK06odumensi, Heaghghekmugnoe pacnpedenerue poaeii 6 KOMaHde, RPUCYMCmeue
HOCMOPOHHUX AUY, OMCYMCMBUe YHema U KOHMpPOAsi BPOB0OUMbIX PeAHUMAUUOH-
HbIX Meponpusimuii); ToTepsi BpeMEHU Ha BTOPOCTETIEHHbIE TMarHOCTUYECKUE,
OpraHU3aIIMOHHbIE U JIe4eOHbIe TTPOLIEIYPHI (4o npugooum Kk He000CHOBAHHbIM
nepepvieam 8 KOMNPeccusx epyoOHoll KAemKu U yeeauuusaem aemanvHocms) [1].

[Mpu nposenenun PPM crenyeT MOMHUTDH O MOTEHIMAJIBHO 00OPATHMBIX
NPUYMHAX OCTAHOBKH KPOBOOOpAIIEHUS 11 CBOEBPEMEHHO KOPPUTUPOBATH UX
(TUTIOKCUST, TUTIOBOJIEMUSI, TUTIEP-/TUTTOKATUEMUSI, TUTIOKATBITUEMUSI, Il -
103, TUTIOTEPMUSI, HATIPSDKEHHBIT ITHEBMOTOPAKC, TAMITOHAJIA CeP/Ilia, MHTOK -
cuKaius, TpoM003MO0IMS JIerouHol aprepun) [ 1, 14, 22].

Ecnmu @XK/Taxukapausi ¢ MMPOKUMH KOMITJIEKCAMU Pa3BUJIACh B TIPU-
CYTCTBUU MEAMIIMHCKOTO TIEPCOHAJIA, B YCIOBUSIX MOHUTOPUHTA U JOCTY-
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neH aeuopusuIsATop (OTAeJIeHUe peaHMMAaTOJOTUM, OTAEIEHUEe UHTEPBEH-
LIMOHHOM KapIMOJOTUH, Majiata MpoOyXIeHus U T.1.), TO MOCjie AUarHo-
ctuku BCC Heobxoaumo cpa3y HaHECTU TPH MOCJIeA0BaTeIbHBIX pa3psaaa
nedudpuLIsATOpa, OLICTPO OLIEHMBAS MOCJIE KAXKI0T0 Pa3psaa PUTM 10 Kapau-
omonuTopy. Eciii o KapTMOMOHMTOPY 3apeTUCTPUPOBAH OPraHN30BaHHBIN
put™ (T.e. He DK unm acucTosns) — MpOBEPUTH ITYJIbC HA COHHOM apTepuu.
Ecnu HeaddekTUuBHBI TpU Mocaen0BaTeNbHbIX pa3psiaa — Hayath CJIP 30:2
U Jajiee CAe10BaTh BbIIIEOMUCAHHOMY alTOPUTMY.

Iepcuctupyromas @2K/Taxukapams ¢ MAPOKMMH KOMILIEKCAMM SIBJISIETCSI
MoKa3aHreM K YpECKOXKHOMY KOPOHAPHOMY BMEIIIATEILCTBY JJIST yCTPAHEHUST
MPUYMHBI ADUTMUH, T.€. TPOMOO3a KOPOHAPHOI apTepun. B maHHOI cutya-
LMY GOJILHOMY BBITIOJTHSIIOT YPECKOXKHOE KOPOHAPHOE BMENIATEILCTBO TTPU
nponosexatoiericss CJIP. B TakoM ciiyuae ciienyer paccMOTPETh BO3MOXKHOCTb
MCTIOJb30BaHUST yCTPOMCTB Wit MexaHndeckoid CJIP Ha Bpemst TpaHCTIOpTH -
POBKH OOJILHOT'O 1 IMTPOBENESHUST YPECKOXKHOTO KOPOHAPHOTO BMEIIaTeIbCTRA.

Bo Bpems mposeneHust PPM HeoOxoauMo nepruoauiecku MpoBepsITh IIOT-
HOCTb KOHTAKTA ¢ KOXKeii INIACTUH Ne(puOpUILIATOPA M 3JIEKTPOIOB KAPIHOMO-
HUTOPA — HEIUIOTHBIM KOHTAKT MOXET CIYXXUTh IPUUYMHON UCKPEHUS TIpU
MpoBeeHNY Ne(UOPUUISIIINYM U OIIMOOK IPU aHAIU3e pUTMa.

IIpaBuia ucno/Ib30BaHKUS KUCJI0POAA PH JeHOPHILISAIMN: MACKY WK HOCO-
BbI€ KaHIOJIU, IbIXaTeJIbHbIE MEIIKM CJIEAYET BO BpeMsI ITPOBeIeHMS Aeu-
OpWUISILIMY CHUMATh U yIAJISITh HAa PACCTOSTHUE MUHUMYM 1 M OT O0JIBHOTO;
koHTyp anmnapara MUBJI oTcoenuHsTh He clieayerT.

Dxokapauorpacdusa obyiagaeT XOpOILIUM MOTEHUMAIOM JIJIsl BBISIBJIEHUS
00paTUMBIX TIPUYMH OCTAHOBKM KpoBooOpalieHus. MHTerpamms axokap-
nuorpaduy B aJrOpUTM pacIIMPEHHBIX peaHUMAllMOHHBIX MEPOTPUSITUIA
TpeOyeT ornpene e HHOM MOATOTOBKHU TSI MUHUMU3AIIMK ITePEPHIBOB B KOM-
MpeccUsiX rpyaHoM KiieTku [23—25].
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X. CTPATUDUKALNA PUCKA U
NMPOD®UITAKTUKA BCC NPU OTAEJIbHbIX
HO3O0JIOMMYECKUX ®OPMAX

X.1. Crparndukanus pucka u npopuiaakruka BCC
y nanuentos ¢ UBC

X 1.A. Cmpamuguxayus pucka u npogpunakmuxa BCC
Y RAYUEHMO8 ¢ NOCMUHDAPKMHBIM KAPOUOCKIEPO3OM U
cucmonuyeckoii oucghynkuyueu JI2K

Cmpamugukayus pucka

Hnsa onpenenenus pucka pa3sutuss BCC u Beibopa Mep ee mpoduiak-
TUKU Y TAHHOM KaTeropuu MalleHTOB, IIPEXIe BCEro, HeOOXOAMMO COCTa-
BUTH MpEACTaBIeHNE O BapruaHTe KimHu4IeckKoro teueHust UbC B kaxmom
KOHKPETHOM cjiyJae (CTaOMJIbHBIN-HeCTaOUIbHBIN).

Y HmalueHTOB ¢ yKa3aHUSIMU B aHAMHE3¢ Ha IepEeHEeCeHHbI paHee (He
MeHee 40 nHeit) nH(papKT MUOKapaa alropuT™ cTpatudukaium pucka BCC
npenctasieH B Tadamne X.1.1. TTocenoBaTenbHas pealn3auus aropuTMa
y JaHHO# KaTeropnu MallMeHTOB IIPEATIoiaracT BeISIBJICHUE, TIPEXKIE BCETO,
ocHosHbix pakTopoB prucka BCC, uTo B KOHEYHOM UTOTE, OYAET OINpeaesTh
repevYeHb MEPOIPUSTUIL, HEOOXOAUMBIX JUISI IIPOBEACHUS IIEPBUYHOIM /BTO-
puyHoit mpodunakTuk BCC B KaxkmoM KOHKPETHOM KIMHUYECKOM ciIyJae.

[MocaenoBaTelbHas peaM3aliks IPEACTaBICHHOTO aJITOPUTMA Y JaHHOM
KaTerOpUU MallMEeHTOB, IIPEIIIojaraeT, Ipexkae BCero, MCKIIoUeHUe HecTa-
ounbpHOro BapruaHTa TedeHust MBC, a Takke BBISIBJIEHUE 0CHO8HbIX (DAKTOPOB
pucka BCC, uTo B KOHEYHOM UTOTe, OYIET ONPEAe/IATh IepeYeHb MEPOIIPH -
SITUI, HEOOXOMMMBIX JIJIsI TIPOBEICHUS TIEPBUYHON /BTOPUIHOI TTpodrak-
Tk BCC B KaXX1oM KOHKPETHOM KJIMHUYECKOM cJIydae.

Pexomenoauyuu no npopusaxmuxe BCC

B cootBeTcTBMUY ¢ MPpUHLIUIIAMU JOKA3aTEJIbHON MEIULIMHBI HUXE TTpe] -
CTaBJIEH MepeYeHb MEPONIPUITHIN, KOTOPbIE HEOOXOIMMO OCYIIECTBIISITE IS
npoBeneHus podmwiakTnky BCC y maneHToB, UMEIOIINX YKa3aHsI B aHAM -
He3e Ha TlepeHeCeHHBIN NH(MapKT MUOKapa.

Kaace 1
1. AnexBatHoe MenukameHTo3Hoe euenre MBC n XCH, Bximoualolee
00s13aTeTbHOEC Ha3HauYeHME (IIPY OTCYTCTBUU IMPOTUBOIMOKA3AHUI U
HeTIPHEeMIIEMBIX ITOOOUHBIX 3 (PEKTOB) CIICIYIOIINX TPYIII IIPEIIapaToB:
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Tabnuua X.1.1
Crpatudmkauma pucka BCC y naumeHToB ¢ NOCTMHGAPKTHLIM
KapAMoCKnepo3oMm u cuctonnyeckon aucdyHkumen JHK

1. EcTb nn BepndULMpPOBaHHbI 3N1307 cepaeyHoro apecta Beneactaune OXOKT?
[a Het
CM. NyHKT 2
2. Ectb nn cTeHokapaust n/wnu npuaHaku gectabunusauun* tedenns UBC?
[a Het
KopoHaporpadwsi, obcyxaarte BO3MOXHOCTb pe- | CM. pasaen pekomeHaaumy no npogunaktu-
Backynspusaumm ke BCC
3. EcTb N1 3aperncTprpoBaHHbIE HEYCTONUMBBIE XEMYyA0UYKOBbIE HAPYLUEHUS pUTMa*™?
[a Het
XM-3KT, obeyxaatb nposegeHne KAT, aHgodoU CMm. nyHKkT 4
4. EcTb NN KNMHWKO-MHCTPYMEHTaNbHbIE NPU3HAKN XPOHUYECKOW aHEBPU3MbI NEBOTO Xenyaouka?
[a Het
ObcyxaaTh KapanoXMpypriryeckoe neYeHme CM. nyHKT 5
5. ®B X meHee 40%
[a Het
Cwm. pasgen cTpatudumkaums pucka u MeTogbl
Cwm. pasgen npocunaktuka BCC npodpunakTukm BCC y naumeHToB ¢ XpOHWYECKO
MBC v coxpaHHOM cuctonuyeckon dyHkumein K

*— 100 mepmuHom Oecmabunusayusi medeHusi UBC noHumatom HecmaburbHy cmeHokapouto (co-
enacHo ornpedeneHuro HayuoHanbHbix pekomeHdayuli no nevyeHuro OKC 6e3 cmolikoeo nodvema ST
Ha OKT) cmeHokapduto -1V ©K npu omcymemeuu aghchekma om adeksamHo nposodumoli aHmu-
aHa2uHarnbHoU mepanuu, CmeHoKapouto 803HUKWYIO 10CIe NposedeHUs Meponpusimull o pesacky-
nsapusayuu muokapda (cmeHmuposaHue, AKLL).

** — no0 mepmuHom Heycmouy4uebie KHP noHumaromes Heycmouyugas XT (HXKT) u XKO.

* B-anpeHob0KaTOPHI (A);

* nAIlO® (A);

* aleTWIcAIMIUIOBas Kuciora (A);

* cTaTuHBI (A);

* amiepeHoH nocie UM nipu cHskernHoit @B JIK B coueTaHuu ¢ ieBo-
KeJTyIOUYKOBOW HEJOCTATOUHOCTBIO WU caxapHbIM nradetoM (B).

2. BoccTaHoB/IEHHE KOPOHAPHOTO KPOBOTOKA XUPYPTUUECKUM UM UHTEP-
BEHLIMOHHBIM METOJAMU MPU BO3MOXHOCTHU MPOBEAEHUST 3TOU KOp-
pexuuu (B).

3. B uensx BropuuHoit npodunaktuku BCC UK/ -Tepanust peKOMeH-
JIoBaHA MallMeHTaM, BbDKUBIIUM Ttociie P2K miam reMoaqmHaMu4ecku
HecTabwibHOM KT (0ocHOBHBIE (PaKTOPHI pUCKa), KOTOPHIE MTOTYYatOT
MOCTOSTHHYIO ONTUMAaJIbHYI0 MEIMKAMEHTO3HYIO TepaIuio, UMEIOT XOPO-
KU QYHKIIMOHABHBIN CTaTyC U OJIarONMPUSTHBINA MPOrHO3 BbKUBA-
HUS B TeueHUe roaa u ooiee (A).
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4. B uensx nepsuuHoit npodutaktuk BCC UK]I-Tepanus peKoMeH10-
BaHa MalMeHTaM ¢ HaJIMYMeM TaKOro OCHOBHOTO (hakTopa pucka BCC
Kak puchynkuus JIK, odycinosieHHas npeaiiectsyomuM UM (He
MeHee yeM 40 nueit nocie UM), ¢ @B JIXK nuxe 40%, ¢ XCH 1111
@K o kinaccudukannu NYHA, ¢ xopormum yHKIIMOHATBLHBIM CTa-
TYyCOM, TTOJTYYaIOIIM ITOCTOSIHHYIO ONTUMAJIbHYIO METMKAMEHTO3HYI0
TEpanuio U UMEIOIIMM OJIaroNpUsITHBIN MPOTHO3 BKMBAHUS B TeUe-
Hue roja u oosee (A).

5. B uensx nepsuuHoit npodunaktuku BCC UK]I-Tepanust peKoMeH10-
BaHa MalMEeHTaM C HaJTu4YMeM TaKUX OCHOBHBIX (pakTopoB pucka BCC
Kak puchynkuus JIXK, odycinosieHHas npeaiiectsyomuM UM (He
MeHee yeM 40 nHeit nocie UM), ¢ @B JIXK nuxe 40%, ¢ XCH 1111
@K no kmaccudpukammm NYHA, ¢ HeycroitunBoii KT (1o taHHBIM
OKT, XM-3KT) u ycroitunoii KT u/unm @K (MHIynuupoBaHHOM B
xojie 3HIoKapaaibHoro DMU), ¢ xopormm HyHKIIMOHATBHBIM CTa-
TYCOM, MTOJTYYaIOIIUM ITOCTOSIHHYIO ONTUMAJIbHYIO METMKAMEHTO3HYIO
TEparnuio U UMEIOIIMM OJIaroNpUsITHBIN MPOTHO3 BKMBAHUS B TeUe-
Hue roja u oosee (A).

Kaacc Ia:

1. PanuouactotHas abnanus (PHYA) y mauueHToB ¢ TeMOAMHAMUYECKU
cradbwibHo KT (ocHOBHOI (hakTop pricka BCC) u @B 6osee 40% (B).

2. PYA KT y nauuentoB ¢ UKl u AAT npu yactheix (0ojee 2 pa3 B roj)
anu3onax onpasaaHHoi Tepanuu MK (C).

Kaacce I1b:

1. AMUoapoH B cOYETaHUM C [3-aapeHOo0JI0KaTOpaMy y MAaeHTOB C HaJI-
yreM Takoro ocHoBHoro daktopa pucka BCC kak cumntomatuyHbie 2KHP
MPpU OTCYTCTBUM 3(pdeKTa OT U30JIMPOBAHHOTO MpreMa 3-aapeHO0OI0KaTOPOB
(B).

2. AMuonapoH y nauueHToB ¢ KT (ocHoBHOI (hakTop pucka BCC), koTo-
pble He mepeHoCcAT U/uan oTKa3biBatoTes noaydaTth Tepanuio MK (C).

3. Coranon y naureHtoB ¢ 2ZKHP (ocHoBHOIt dhakTop pucka BCC) nipu
otcyTcTBUM 3¢dexTa oT nmpuema B-aapeHooaokaToposB (C).

4. TlpoBeaeHue XUPYPrUYECKOTO JIEUEHUSI XPOHUUECKO aHEBPU3MBbI
cepaua (C).

5. IMTHXKK (B).

Kaacc III:

1. Haznauenue AAT He siBisieTcs 00s13aT€JIbHBIM Y MTAlIMEHTOB C aCUM-
nToMHbIMU KB nnu HeycToitumBoii 2KT (ocHoBHoI (hakTop pricka BCC) (B).

2. AAT IC knacca nmpotuBorioka3aHssl (B).
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X 1.b. Cmpamugukayusa pucka u memoovt npoguiaxmuxu
BCC y nayuenmoe ¢ xponuuecrkoit UbC u coxpannoii
cucmonuyeckou goynkyuei JIZK

Cmpamugukayus pucka

CrnenyeTt MOHUMMATh, YTO JTI000I MalMeHT ¢ Bepu(GULIMPOBAHHBIM AUa-
rHo3oM MBC noreHmanbsHo oTHOCUTCS K rpynme pucka BCC, a 60Jib-
IIMHCTBO BHE3AIHBIX CMEPTEil B aOCOJIOTHBIX 3HAYCHUSX IPUXOIUTCS
Ha KaTeropuio JIILL 6€3 BhIPaXXeHHOM CUCTOINYECKOM TUCHYHKIIMYA MUO-
kapaa JIK [1-6].

YV 5T0i1 rpynnbl MAaIMEHTOB KJIIOUEeBOE 3HAUEHUE MPUOOpETaeT Bepuu-
KalMs ¥ TocIeaylonas Moaudukanys emopocmeneHtsix HakKTOpoOB prcKa
BCC, koTopsle, 110 cyTH, saBistorces 1 ¢pakropamu pucka MBC. Takum obpa-
30M, MIPOBEJACHUE TUATHOCTUYECKUX TECTOB M Ha3HAYCHUE MEIMKaAMEHTO3-
HoW Tepanuu (BropuuHas npodunaktuka MBC), permameHTUpOBaHHOE
HanmonanbHbiMu PekoMeHaaIMsIMM 110 IMATHOCTUKE U JICYCHUIO XPOHUYE-
ckoit UbC, o cytu, IBASIOTCS MEPOTIPUSATUSIMU 110 CTpaTUDUKALINY PUCKa
u nipodpunaktuke BCC [7].

[NosiBneHME pa3IMYHBIX BapUAHTOB XKEJyIOYKOBBIX aputmuii (KA) y
nauueHToB ¢ xpoHnyeckoit UBC 3ayactyio MOXeT OBITh CBSI3aHO C JeCTa-
ounuzauueit reueHus MBbC u/unu nporpeccupoBanrem XCH.

B 6oabmmHcTBe cnyuaeB npodexxku HXKT y mauneHTOB ¢ XpOHUYECKOi
dopmoit UBC b6eccumnromHbl. 1o HACTOSIIEr0o BpeMEHU HE CYILIEeCTBYET
OOILENPUHSITHIX JAaHHBIX O TOM, YTO €€ IOJaBJIeHNEe JOCTOBEPHO YBEIMUM-
BaeT BbDKMBaeMoCTh. JleueHue ycroitunBoii 2KT y maliueHTOB ¢ XpOHUYe-
ckoit ¢popmoit UBC onpenensiercss ee KIMHUYECKUMU TIPOSIBICHUSIMU U
YaCcTOTOM ee BOBHMKHOBEHHUS. Y MAllMEHTOB, ¢ YKa3aHUSIMU B aHAMHe3¢ Ha
anm3ox cepaeuHoro apecta Beienctsue MK /KT, KoTophblit pa3BUIICs IOCTE

Tabnuya X.1.2
Crpatudmkaumsa pucka BCC y naumeHToB ¢ xpoHuueckon UBC u coxpaHHOM
cuctonmyeckon cyHkumen K

1.EcTb N1 npexogsiLlas unv NocTosiHHAs ULLIEMUS MUoKapaa U/ NOBTOPHbIE OCTPbLIE KOPOHap-

Hble 3nu130abl?
[a Het

KopoHaporpacus ¢ uenbto Bbibopa metoaa pe-

porapare CbBaCK;J‘IHpVIBaLI,MVI P P Cwm. nyHkr 2

2. ECTb N 3aperucTpypoBaHHble YCTONYMBbIE/HEYCTOMYMBBIE XENYA04YKOBbIe HapyLLeHWs puTma?
Ha Her

KopoHaporpacus ¢ Lenbto Beibopa meToga pe- | CM. pekoMeHAaLmMM Mo AMarHOCTUKe 1 NeYeHno

Backynspuaaumm xpoHuyeckon NBC[131]
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48 y or Hauana OMM, nmeeTcsi BHICOKUIA pUCK BOZHUKHOBEHHSI TOBTOPHOTO
snm3ona ®XK [8—12].

Hnst onpenenenus pucka BCC u BbIOOpa TAKTUKM JIeYeHUs Y JaHHOM KaTe-
TOpUU MAllEHTOB HEOOXOAMMO YUUTHIBATh KIMHUYECKYIO KApTUHY 3a0071€e-
BaHUS U BepUbUIIMPOBATh BO3MOXHbBIE MPUYMHbBI pa3BuTusi ZKHP. Anropurm
cTpatudUKalMy pyUcKa IpeacTaBieH B Tadamne X.1.2.

Pexomenoauuu no npogpuraxmuxe BCC

Kaacc I:

1. AnexBatHoe MeaukaMeHTo3Hoe jiedueHue UbC n XCH, Bxintouaroiiee
o00s13aTeIbHOE Ha3HaYeHue (MPU OTCYTCTBUU MPOTUBOMOKA3aHUI U ITOO0U-
HbIX 3(D(HEKTOB) CEAYIOLIMX TPYIII IpenapaTos:

* [-ampeHoOmoxkaTopsl (A);

* uAIlD (A);

* aleTWICANULMIOBAs KUCIOTa, (A);

e cTaTuHHI (A);

« [THXK (B).

2. B uensix BropuuHoii npogunaktuku BCC mauueHTaM, BbIKUBIIUM
nociie MK v remonnHamudyeckn HectabuibHOM KT (ocHOBHBIE (hak-
TOPBI PYCKa), MPU HAJIMYKMU ITOKA3aHUI PEKOMEHIOBAHO BOCCTAHOBJICHUE
MIPOXOAMMOCTHU KOPOHAPHbBIX apTePUid, TAK KaK OCTpasi MILIEMUsSI MUOKap/a,
Kak npaBuiio, nposouupyeT KT (B).

3. B uensix Bropuunoii npogunaktuku BCC UK/ -Tepanust peKoMeHI10-
BaHa malMeHTaM, BbDKMBIIUM Ttocsie P2K uiam reMonMHaAMUYECKU HecTa-
ounbHOM KT (0cCHOBHBIE (DaKTOPBI PUCKA), MPU OTCYTCTBUU BO3MOXHOCTU
BOCCTaHOBJICHUsI KOPOHAPHOI'O KPOBOTOKA, KOTOPBIE I10JIy4alOT ITOCTOSIH-
HYIO ONTUMAaJbHYI0 MEAUKAMEHTO3HYIO TepaIunio, MMEIOT XOPOIIUii (hyHK-
LIMOHAJIbHBINM cTaTyc” M GJaronpUsSTHBINA ITPOrHO3 BHIKUBAHUSI B TE€UCHUE
rona u 6osee (A).

Kaacc Ila

1. Tepanust aMmuoaapoHOM B COUETaHUM C B-aapeHO00I0KaTOpaMu LieJIeco-
o0pa3Ha [IJIs1 yMEHbIIEHUS BBIPAaXKEHHOCTU CUMIITOMOB, O0YCIOBACHHBIMU
TaKMMU OCHOBHBIMU (pakTopamu pucka BCC kak peunauBupyoias reMo-
nrHaMuuecku crabuibHast KT y manmeHToB ¢ nucdyHkiueii JIZK, odyciaos-
JIeHHoI1 nepeHeceHHbIM OVIM, KOTOpBIM HE MOXET ObITh UMILIAHTUPOBAH
WMKJI nny oHM 0TKa3bIBaIOTCS OT MpoBeAeHUs onepaiuu umrianTauuu (C).

2. B nensix nepsuuHoii npopuiaaktuku BCC BoccTaHOBIEHUE KOPOHAP-
HOT'O KPOBOTOKA XMPYPru4eCKUM U/WJIM MHTEPBEHIIMOHHBIM METOIOM IIp1

* 0 METOAMKaX MPOBeeH!sI OLIeHKK (YHKIIMOHAIILHOTO CTATyCa MOXHO MPOYUTATh Ha caiiTe
http://www.chcr.brown.edu/pcoc/functi.htm
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BO3MOXKHOCTHU €TI0 MPOBENEeHUS MOKa3aHOo NMalMeHTaM ¢ xpouuueckoit UbC
U HaJMYUeM TeMOIMHAMUYECKU 3HAUMMBbIX CTEHO30B KOPOHAPHBIX apTe-
puii (C).

3. Ummnanrtanusg UK nenecoobpasHa Mpu JIeUeHUU peluaMBUPYIOLLEH
ycroituuBoii KT y manueHToB ¢ nepeHeceHHbIM paHee OVUM (oCHOBHbIE
¢axropsl pucka BCC) ¢ HopMasibHOM WK 01M3KOI K HOPMaJIbHOM CUCTO-
JIMYecKor hyHKIMEH XKeJTyT0uKOB, MOTyYarolUX MOCTOSIHHYIO ONTUMAalb-
HYIO JIEKAPCTBEHHYIO TEPaINuio U UMEIOIIUX OJaronpUsITHBIN MPOrHO3 IS
BBDKMBAHUS C XOPOIIUMM (PYHKIIMOHAIbHBIM COCTOSTHUEM B T€UEHUE rojia 1
oousee (C).

Kaacc ITb

1. PaguoyacTtoTHas kaTeTepHasl abjasuys WK Ha3HauYeHUEe aMuoaapoHa
MOXET pacCMaTpUBaThCs Kak ajbTepHaTuBa yctaHoBKe MK/ y manineHToB ¢
ymepeHHoii qucdynkuueii JIK (OB 6onee 40%) 1 HATMYMEM TAKOI'O OCHOB-
Horo ¢daxkropa pucka BCC kak peuuauBupyoliasi reMoIMHaMUYEeCKH CTa-
ounbHas KT (B).

Kaace I

1. He pekoMeHnnyetcs HazHaueHue AAT B mpoduiakTUUeCcKUX LeIsX 1Ist
CHUXXEHMSI CMEPTHOCTH Y MALIEHTOB C HEYCTOUYMBBIMU OECCUMIITOMHBIMU
KA (ocHoBHoIi ¢pakTop pucka BCC) (B).
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X.2. Crparnpukanus pucka n npopuiaakruka BCC
Yy HAUHMEHTOB ¢ XPOHUYECKOH CepAeYHOH HEA0CTATOYHOCTHLIO

VY manmeHToB ¢ XpOHMYECKOI CepaeyHOM HeTOCTaTOUHOCTHIO, COITPOBO-
XOAIoIIecsl CHUKEHUEM CUCTOIMYECKON (DPYHKIIMU, YacTO BCTPEUAIOTCS
KA n noBwiieH puck BCC. Otuonorus XCH BeposITHO OKa3bIBaeT BIM-
STHUE Ha pa3JIMIHbIe MeXxaHMU3MbI 1 BUIbI 2KA. JIOTOIHUTETbHBIMY TIPEIM -
ktopamu BCCy 6ombHBIX XCH gBIsII0TCS BRIpaXke HHAsI MUTpabHasI peryp-
TATaLMs, CHUXXEHME YPOBHS reMorjioonHa u conyrerBytoiast XITH, ¢ mpo-
rpeccUBHBIM yBennueHueM prucka BCC Ha ctaguy XpOHMYECKOTo TUain3a
[1-4]. U3 uHCTpYMEHTAJIbHBIX TTOKa3aTesIeii HauOOoJIbIIeil MPOTHOCTHYE-
ckoii eHHoCThIo y 60bHBIX XCH obnamaror @B, 1inTeIbHOCTS KOMIUIEKCA
QRS, Hanuume 60KamBI IEeBOM HOXKM myuyka ['mca, curHanr-ycpeqHeHHast
OKIT', Bapnabe1bHOCTb pUTMa Ceplla, IaToJIOrnYecKue U3MeHeHUs 6apo-
pednekca, anprepHauus 3youa T, nucriepcus uHTepBana QT, TypOyneHT-
HOCTb CepAeYHOro putMma [5—7].

Cmpamugukayus pucka

Hnst onpenenenus pucka pazputrsi BCC u Bbi6opa Mep ee podUIaKTUKU
y IaHHOI KaTeropuu MaireHTOB HEOOXOIMMO COCTaBUTh TIPEICTABICHUE O
redesze XCH B Kaxk/1oM KOHKPETHOM KJIMHUYECKOM CITydae.

B tadmume X.2.1 npencrasieH anroput™M crpatudukamnuu pucka BCCy
marmeHToB ¢ XCH. TlocnenoBarenbHasi peanusaiysi JaHHOTO aJrOpuTMa
TTO3BOJIUT OTIPEIETUTh MepeYeHb MEPOTIPUSTU, HEOOXOIUMBIX JIJISI TIPOBE-
JIleHWsT TIepBUYHOM/BTOpnuHOl TipodmnakTuku BCC B KakaoM KOHKpET-
HOM KJIMHUYECKOM CJTyJae.
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Tabnuua X.2.1
Crpatudmkaumsa pucka BCC y naumeHntoB ¢ XCH

1. VImetoTcst N1 aaHHble 00 nemmnyeckom reHeae XCH?

[a Het
KopoHaporpadus, obcyxaate BO3MOXHOCTb pe-
poHaporpac VKA P CM. NyHKT 2
BacKynsipusauuu
2. ECTb N1 yka3aHWs B aHaMHe3e Ha ann3og cepfeyHoro apecra?
[a Het

Mepbl npodhunakTuki ByayT onpeaensTbes:
* ®K XCH no NYHA,
* BenuynHon ®©B JTX,
* Hanuyuem /otcyTcTBrueM XA
* Hanmyuem /oTCyTCTBUEM NPU3HAKOB [e-
CUHXPOHM3aLWW KENYA04KOB
(cm. pekomeHOayuu ro npogpunakmuke BCC)
3. MimetoTcs 3aperucTprpoBaHHbIE YCTOMYMBLIE/HEYCTOMYMBBIE JKENYA0YKOBbLIE HapyLLIEHUs puTMa?
[a Het
XM-3KT, obcyxaate npoBefeHne sHaoKapan-
anbHoro 30U

(cm. pekomeHgaumm no npocpunaktuke BCC —
knacc |, nyHkT 1)

Cwm. pekomeHgauum no npodunaktuke BCC

Pexomenoauyuu no npoghunaxmuxe BCC

Kaacc I

1. AnexBaTHoe MeaukaMeHTo3Hoe seyeHre XCH coriacHo Tekyimm
HamumonansHbiM Pekomennmanusim 1o jgeyenuto XCH [7], Bkitovaroniee
00s13aTeIbHOe Ha3HaYeHKe (IIPY OTCYTCTBUM ITPOTHBOIIOKA3aHUI 1 TT000Y-
HBIX 3¢ GeKTOB) B-aapeHo0s0KaTopoB (A), MATID (A), aHTArOHUCTOB aJlb-
nectepoHa (A).

2. B uenax BropuyHoii npopunaktuku BCC UK]I-Tepanusi peKoMeHI0-
BaHa MmalueHTaM, BbDKMBIIUM Ttocsie ®2K uay reMonMHaAMHUYECKU HecTa-
ounbHol KT (ocHOBHBIE (DaKTOPBI PUCKa), KOTOPbIE He ObLIM CBSI3aHBI C
00paTUMBIMU TTPUYMHAMU Y KOTOPHIE MOJIYYalOT MOCTOSIHHYIO ONTUMAaJlb-
HYIO MEIMKaMEHTO3HYIO TepaInio, MMEIOT XOPOIIUi (DyHKIIMOHAIbHBII CTa-
Tyc" ¥ OJ1aronpusATHBINA ITPOTHO3 BEKUBAHUS B TeYeHUE rofa u 6osee (A).

3. B uensax nepsuyHoii npodunaktuku BCC UK/I-Tepanusi peKOMeH-
JIOBaHa MallMEHTaM ¢ HaJIMYMEM TaKOro OCHOBHOIO (haKTopa pHucKa Kak
nucohyHkums JIZK, odyciosneHHas npeamectsyoiuM MM (He MeHee ueMm
40 gueit mocine UM), ¢ @B JIK nuxke 40%, ¢ XCH I-I11 ®K no kimaccu-
dukanun NYHA, ¢ xopomnm GyHKIMOHAIBHBIM CTATYCOM, ITOJTYYalOLIUM
MOCTOSTHHYIO ONITUMAJIbHYIO MEIMKAMEHTO3HYIO TEPaiio U UMEIOIIMM OJ1a-
TOTIPUSITHBIN MPOTHO3 BXKMBAHMSI B TeUeHUE rojaa u oonee (A).

* 0 METOOMKAX MPOBEICHMSI OLEHKH (DYHKIIMOHATBHOTO CTaTyca MOXHO MPOYUTATh Ha caiiTe
http://www.chcr.brown.edu/pcoc/functi.htm
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4. B uensx nepsuuHoit npodutaktuk BCC UK]I-Tepanus peKoMeHI0-
BaHa MalyeHTaM C HeUIlleMUYeCKUMU 3a00IeBaHUSIMU CepALa, UMEIOIIUM
®B JIZK menee 35%, XCH I1-I11 ®K no knaccudpukannm NYHA (ocHOB-
HOI1 (hakTOp pUCKa), TOJyYarOIIM MOCTOSIHHYIO ONTUMAJTbHYIO JIEKAPCTBEH-
HYIO T€paruio, C XOpoluM (PyHKIIMOHAJIBHBIM CTaTyCOM™ 1 UMEIOIIIUM OJ1a-
TOMPUSATHBIA MTPOTHO3 BEIKMBAaHUS B TeUeHUE roja u dosee (A).

5. ComnyTcTBylollasi Tepanusi aMMOIapOHOM, COTaJIOJOM B BUAE MOHO-
Teparnuu Wi B COYETAaHUU C [-aapeHOOJOKATOpaMU C 1IEJIbI0 YMEHbIIIE-
Hus cumnToMmoB KT (Kak yCcTOMUMBOI, TaK U HEYCTOMYMBOI) PEKOMEH IO~
BaHa MauueHTaM ¢ UMILTaHTUpoBaHHbIMU MK, moayyaroimuMm Tepanuio
no nosoay XCH (C).

6. AMUOJApOH MOKa3aH MallMeHTaM C LIEJIbIO JeYeHUs TeMOIuHaMUJe-
cku 3HaunMBIX KT n H2XKT B ciydae, eciii KapauoBEpCHs U/MIIH KOPPEK-
LIMsI MPUYMH BOBHUKHOBEHUSI apUTMUU HE CMOTJIM YCTPAHUTD WM MPEenoT-
BPaTUTh €€ paHHUI peuuaus (B).

Kaacc Ila

1. B uensx nepsuyHoit npodunaktuku BCC UK]I-Tepanus, KoMOu-
HupoBaHHas ¢ buBeHTpuKyasapHoit DKC, nokazanHa manuentam ¢ XCH
IHI-IV ®K 1o knaccudpnkaunu NYHA (ocHOBHOI (hakTOp pHrCKa), TTOJTy-
YaloIUM ONTUMAJIbHYIO IEKAPCTBEHHYIO TEPATIUIO, Y KOTOPBIX AJIUTEIb-
HocTb KoMmIuiekca QRS Ha dhoHe cuHycoBoro putma npesbiiraet 120 mc,
KOTOpbIE UMEIOT OJIarONpPUSITHBIA MPOrHO3 BBIKMBAHUS B T€UEHUE roja
u 6osee (B).

2. UK]I-Tepanus noka3aHa MaudeHTaM ¢ pelluAMBUPYIOLIEH reMoIrHa-
muuecku cradbunbHoit KT (ocHOBHOI (pakTOp pucKa), HOpMaJTbHON WU
oyt HopMmanbHOi DB JIK, monyyaronum ontumabHoe iedeHre XCH ¢
XOPOIIUM (PYHKIIMOHATIbHBIM CTATYCOM U MMEIOIIMM G1aronmpHUsITHBII MPO-
THO3 BbIKMBaHUS B TeueHue roga u 6oee (C).

3. buseHtpukyasapHas OKC 6e3 ¢dynkuun MK uenecoodbpaszHa s
npenotepamieHus BCC y manmentos ¢ XCH III-IV ®K o NYHA, ®B
JIK menee 35% (ocHOBHbIE (DaKTOPBI PUCKA), JUTUTEIBHOCThIO KOMILIEKCOB
QRS 160 mc (u1m o MeHbIIei Mepe 120 Mc py HATMYUU APYTUX TPU3HA-
KOB aCUHXPOHHOT'O COKPAILEHUS XKeJTyT0YKOB), MOJYYaIOIIMX TIOCTOSTHHYIO
ONTUMAJIBHYIO JIEKAPCTBEHHYIO TEPAITUIO U UMEIOIIUX 01arONPUSITHBIA MPO-
THO3 BBIXKMBaHUS B TeueHue roja u oosiee (B).

Kaacc ITb

1. AMuonapoH u/uiu (3-aIpeHOOJIOKATOPEI MOTYT OBITh Ha3HAYEHBI Mally-
€HTaM C OCHOBHBIMU U BTOpOCTeNeHHbIMU (hakTopamu prucka BCC, momy-
YaIluM onTUMajbHoe JieyeHue no nosoay XCH, KOTOpbIM HEBO3MOXHO
umriantuponats MKJI.
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2. B nensx nepsuuyHoit npodunaktuku BCC UKJI-Tepanus MoxeT
00CYXIaThCs y TAlIMEHTOB ¢ HEMIIEMUYECKUMU 3a00JIeBaHUSIMU Ceplia,
nmeronux @B JI2K or 30 1o 35% (ocHoBHOI dakTop pucka), XCH I ®K 1o
knaccudukaruy NYHA, mosydaommx MocTOSTHHYIO ONTUMAaJIbHYO JieKap-
CTBEHHYIO TepaInio, ¢ XOpOIIMM (PYHKIIMOHAIBHBIM CTAaTyCOM M MMEIOIIUX
0JIaroNpUSITHBIN MPOrHO3 BBIXKMBAHUS B TeueHue rona u ooee (B).

Kaace I

1. Haznauenue npemnapatoB 1C kiacca st aeueHust 2KA (ocHOBHOI hak-
top pucka BCC) He pekomeHayetcs y nmaimeHToB ¢ XCH (A).

2. UK]I-Tepanus He moka3aHa naiueHTam ¢ pedpakrepHoiit XCH, y koTo-
PBIX He TIPeIIoJIaraeTcs TOCTXKEeHNE KOMIIEHCAIINY ee MPOSIBJIEHU I 1 0J1a-
TOIPUSITHOTO MPOTHO3a (A).

Tak kak Ha gomo BCC npuxoautcst okono 50% cmepTteil y 6ONbHBIX C
XCH, 10 4pe3BbIYaiiHO BasKHBIM BOITPOCOM SIBJISIETCSI TIEpBUYHASI TIPODIIIaK-
tuka BCC. MHbIMU clToBaMM, Bpau AOJKEH YETKO MPEACTaBIISITh Ha KAKOM
aTare Te4eHus 3a00JIeBaHKS TTAllMeHTY HY>KHO PEKOMEHI0BaTh NUMIUIaHTa-
muto MKJI. B Tabamne X.2.2. TIpecTaBIeHBI KJIACCHI TOKAa3aHWs K MMILIaH-
taumu K] B 1eJs1X IepBUYHON TPOMPUIAKTUKY B 3aBUCUMOCTH OT Ir'eHe3a
XCH, ®K XCH, Bemmunnabl @B JIK n Hammams 2KA.

Tabrnuya X.2.2
Mpumenenve UKO ans nepBuyHow npochunaktukn BCC y naumeHntoB ¢ XCH
(Bradley, 2009)

3HauyeHune ®B JTK,%
MeHee 30 | 31-35 | 36-40

®K no

NYHA leHe3 XCH
Nwemuve- | Heuwemuye- | Nwemuye- | Heuwemude- | Nwemuye- | Heuwemuye-

cKkull cKkuli cKull cKkull cKull cKkull

| ( He paHee

NYlHA 40 gHen no- Ilb | (HXT +) llb | (HXKT +) 11l
cne OMM)
| ( He paHee | ( He paHee

N\T:-|A 40 nHeit no- 40 gHeit no- | (HXKT +) 11}
cne OMM) cne OMM)
| ( He paHee | ( He paHee

N\I(III*A 40 gHen no- 40 gHen no- | (HXKT+) 1l
cne OMM) cne OUM)

NYHA

vV 1] 1l 1] 1l 11l 11l

lpumeyaHue: Pumckumu yughpamu 8 mabnuye nokasaH Kracc nokasaHuli Kk umnnaHmauuu UK. ®B
JDK — ¢ppakyus ebibpoca negoeo xenydoqka, XCH — xpoHudyeckas cepOeyHass HedocmamoyHOCMb,
HXXT — Heycmouyugas xerydoqkosast maxukapousi, OMM — ocmpebill uHgbapkm muokapOa, @K — hyHkK-
UUOHarbHbIU Kracc.
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X.3. Crparnduxanus pucka u npopuinakruka BCC
y NAallUEeHTOB ¢ OPAMCUCTOINYEeCKMMH HAPYLIEHUSIMU PpUTMA
U NMPOBOAUMOCTH

ITox TepMUHOM OpagapUTMUU MOHUMAIOT IITUPOKUIA CIIEKTP 3a00J1eBa-
HUIA, TTaTOreHe3 KOTOPBIX MPearojiaracT, B TOM YMCJie, CHUKEHUE CUCTEM-
Horo BbIOpoca B pe3yibrare ymMmeHblneHUss YCC BeeACTBHE HapYIIEHMS
HMMITYJIbCOOOPa30BaHMsI B CHHYCOBOM Yy3JIe /WM paciipocTpaHeHust ppoHTa
JETTOSIPU3ALIAY IO CTPYKTYpaM ITPOBOISIIE CUCTEMBI cepaia. Peanuzamus
BCC no 6pamnapuTMHUECKOMY CLIEHAPUIO IPOMCXOINT B 15% cirygaes [1—3].
BaxxHO moHMMaTh, YTO HaJIMYMe OpaguapuTMU, OCOOEHHO B COYETAHUU C
crucTtoimueckou aucdynkuueit JI2K, mpenmnoiaraer, TeM He MeHee, BBICO-
KW Y YMEPEHHBII PUCK Pa3BUTHUS KEJITYTOYKOBBIX TAXUAPUTMUI Y OTHOTO
M TOTO K€ TTallieHTa.
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X.3.A. Cmpamuguxayusn pucka u npogpunakmuxa BCC
Y nayuenmog ¢ OUcynKyueli CUHOAmpPUaAILHO20 y3ia

Ha nosto mauueHToB ¢ cuHApOMOM cjiabocTu cuHycoBoro y3aa (CCCY)
MPUXOIUTCS OKOJIO TIOJIOBUHBI OT 0011Ier0 yKrcia Becex uMrutanTanmuiit DK C
[4].

B otHomeHuu BCCy naHHOI KaTeropuu rnaiydeHTOB IMTPOTrHO3 OyAeT orpe-
JIEJISITHCSI BBIPAXKEHHOCThIO KIIMHUYECKUX TIPOSIBIICHUI ¥ TIPUPOI0if OCHOB-
Horo 3aboneBaHus. Cuurtaercs, 4yTo npoBeaeHue rnocrossHaoit DK C ymyy-
[aeT KIMHUIECKYI0 CUMITTOMATHKY, HO He MOIU(MUIIMPYET IPOTHO3 Y Tally-
eHToB ¢ CCCY. OnHako 3TU AaHHbIE ObUIU MOJYYEHbl JOCTATOYHO JAaBHO
PV TTPOBEACHUHN HEOOJIBIINX, HEPAHIOMU3UPOBAHHBIX M HETIPOCTIEKTUBHBIX
uccienoBaHuii [5]. U3BecTHO, 4TO OTCyTCTBUE MOcTOsiHHOU DKC y maru-
eHToB ¢ CCCY comnpoBoxaaeTcs yXyalIeHueM KauyecTBa XXU3HU, MOBbIIIE-
HUeM 3aboseBaeMocTU U cMepTHOCTU. YTo Kacaetcsas BCC, To cucremaTu-
yecKasi OlIeHKa ee BKJIaJa B JI0JTIO JIeTaIbHbBIX NCXOIOB Y 3TUX ITAIIMEHTOB He
MpoBoaMIaCh [6].

Cmpamugukayus pucka

JAvcyHKIMS CMHOATPpUAILHOTO y371a, TPUBOASIIAs K BhIpaXkeHHOM Opa-
OUKapIMU WIM T1ay3aM, MOXET MPOSIBISTbCS OOMOPOKOM, TPeaooMopo-
KOM, T'OJIOBOKPYXXEHUEM, TUIIOTEH3UEH, TIPOrpeCcCUeii CepaecyHonl Heno-
cratrouHocTu, cteHoKapaueii. BCC y mamentoB ¢ CCCY 6Goiee BeposiTHA
MpU HATUYUU TIPU3HAKOB CUCTOJIMYECKON nuchyHKunu muokapaa JIK.
ITatogusnonornyecKkum MexaHM3MOM MOJOOHOTO CLIEHAPUS SIBJISIETCS 1M -
TeJIbHas May3a aCUCTOJIMM Oe3 3aMellaiolero putMa u,/min 2KA, pa3BuBaro-
LLIKMeCs B pe3yJibTaTe May30-3aBUCUMBbIX HApYIIEHUI penoisipu3alii, MaH -
(becTannst KOTOPHIX, COMPOBOXKIACTCS HAPYIICHUSIMU KaK CUCTEMHOM, Tak
U PETMOHAPHON reMOIUHAMUKU, TIPEXKIE BCETO, CO CTOPOHBI LIEHTPAJIbHOMN
HepBHOM cucTembl. ClIenICTBUEM 3TOTO SIBJISIETCSI BEPOSITHOE BOZHMKHOBE-
HUE HEOOPaTUMBbIX U3MEHEHUI CO CTOPOHBI XKU3HEHHOBAaXKHBIX OPTaHOB U
pa3BUTHE JIETAJbHOTO Mcxona. Hanmuune win oTcyTcTBUE MPEACYIEeCTBYIO-
1IeH CTPYKTYPHOI MTATOJIOTUHU Cepilia MOXKET MMETh OIpenesioliee 3Haue-
HUe IS alanTalMOHHbIX U3MEHEHUH ITapaMeTpOB CEPIeUYHOro BrIOpoca, a
3HAYUT AJISI XapaKTepa KIMHUYECKOTO TeUYCHMST apUTMUU. YKa3aHUsI B aHAM -
He3e Ha Takue (paKTophbl pUcKa KaK 3MU301bl CHHKOIIE, HAIMYUE CTPYKTYP-
HOI1 TaTOJIOTUM Cepalia, IIUTEIbHbIC CUMIITOMATUYHBIC TTay3bl AaCUCTOIUN
npu npoBeneHun XM-DKI koppeaupytoT ¢ HedJIaronpusITHBIM IPOTHO30M,
B ToM uuciie u B oTHomieHUu BCC. IIpu aTOM cienyeT UMETh B BUIY, YTO
KJII0YeBOE 3HaUYCHUE MMEET CUMIITTOMaTUYeCKasi 3HAYMMOCTh T1ay3bl, a He ee
ITUTENbHOCTD (Tabm. VI.5).
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IIpoghunaxmuxa BCC

[MpoBenenne MOCTOSTHHOI TipeacepaHOl u/wmm nyxkamepHoit DKC y
nauueHToB ¢ CCCY ynydiiaeT CMMOTOMATUKY U KQYECTBO XU3HU, YMEHb-
1IaetT 3a00JIeBAa€MOCTb U YaCTOTY pa3BUTUS (GUOpUIUISLIUMY TIpeacepaunii [7].
OtnasieHHbIE pe3yabTaThl TpuMeHeHus moctostHHo DK C u ee BiusiHuE Ha
BBDKMBAEMOCTh M Ha 4acToTy pazsutust BCC, Ha cerogHsIIHuN 1eHb, HEU3-
BECTHHBI.

X.3.b. Cmpamuguxayusa pucxka u npogpunraxmuxa BCC y
nayuenmos ¢ Hapywienuamu AB- u enympuosicenyoouxkoeoi
npoeooumocmu

Teuenue 3a0oseBaHUI, COMTPOBOXIAIOIINXCS HApyLLIeHUsIMU AB- 1 BHY-
TPUXKENYA0UKOBOI MPOBOAMMOCTH, OLIEHUBAJIOCh B HECKOJBKUX HEPAHIO-
MU3HUPOBAHHBIX U 00CEPBALIMOHHBIX MCCIeI0BaHUSX [8, 9], B KOTOPBIX ObLIO
YCTAHOBJIEHO, YTO JJaHHBIE COCTOSIHUS YaCTO aCCOLIMUPYIOTCSI C CUHKOIIE U
npecuHkore u peako — ¢ BCC. INposeaeHue nocrosinHoit DKC nmpuBoaut
K YJIy4llIEHUIO KayecTBa KU3HU, a uTo KacaeTcss BCC, To ObLIM MOJyYeHbI
HEOMHO3HAYHbIC JaHHbIE.

Hapywenus AB-nposedenus

BraronpusTHBINM MPOTrHO3 XapaKTepeH IS TMalueHToB ¢ AB-01okanoit
I crennenn u Il crenenn (Mobui 1), Torna kak npu AB-6nokane I cre-
neHu (Mooull 2), Ipu pa3BUTUU MUHTPATMCUAIbHON WM MHOparucuaib-
HOIi GJI0Ka/l OTMEYaeTCs IIPOrpecCUpOBaHUe HAPYILIEHUIA TIPOBOIUMOCTH B
AB-6nokany III crenenu (cm. Tabus. VI.5), 9To TpeOyeT mpoBeneHusI MOCTO-
aHHoit DKC [10].

AB-610kana 11 crenenu yaie Bcero Bcrpeuaercs npu MbBC unm nerene-
pPaTHUBHBIX 3200JIeBaHMSIX ceplia. B HEeCKOMBKIX HEOOJIbIINX HEPAHIOMU3H -
POBaHHBIX UCCIEIOBAHUIX ObLIO IMOKa3aHO, UYTO MoctostHHas DK C yBenu-
YUBAET XapaKTePUCTUKHU BbIKMBAEMOCTHU y OTUX TaliueHToB [10].

Ieyx- u mpexnyuioguie 610KaA0bL

HaHHBIE, TTOTyIeHHBIC B IPOCTICKTUBHBIX UCCIICIOBAHUSIX Y ACUMIITOMA-
TUYHBIX TTAIIMEHTOB C XPOHMYECKOU IBYXITyYKOBOI OJIOKAMOM, CBUIETEThb-
CTBYIOT 00 OTHOCHUTEJIBHO MEUICHHOM IIPOrPeCCUPOBAaHNY 3a00JICBAaHUS B
AB-6mokany I1I crerreru [10]. Tem He MeHee, Y 3TOI KaTerOpHH IMAIleHTOB
OTMEYaeTCsI OTHOCUTEIBHO YacToe pa3Butre BCC, cBsI3aHHOE ¢ BO3SHUKHO-
BEHMEM 3JI0Ka4eCTBEHHBIX XKeJTYTOYKOBBIX TaXMapuTMUil. dakTopaMu prcKa
BCC apnstroress UBC, XCH u/wmm nipekiioHHBI Bo3pacT [11]. M3BecTHO, 4TO
y ITaIIMeHTOB C IBYX- U TPEXITYYKOBOIT OJIOKAIOM, ¥ KOTOPBIX MMEIOTCS YKa-
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3aHUSI B aHaMHe3€e Ha SMU30/Ibl CUHKOIIE, a TAKXKe Y MallueHTOB C UHTEPMMU -
Tupyonieit AB-6gokanoii I11 crenenu vaiie passusaercs BCC. ITposeneHue
noctossHHO DK C He3HaUUTEeNTbHO YMEHBIIAET YACTOTY €€ BOSHUKHOBEHM S
[12]. Cy1iecTBYyIOT MPOTUBOPEUMBBIE JAHHBIE O TPOTHOCTUYECKOM 3HAYEHU U
yIJaMHeHHoro uHTepBaia HV B oTHomeHnuu pucka passutusi BCC Bcien-
cTBUe OpaguapuTMuii. B psiie pabot nmokaszaHo, 4To Hajauuue nHtepsaia HV
>75 MC SIBJISIETCSI CJTAOBIM MMPOTHOCTUYECKUM MTPU3HAKOM, a €70 YBEJIMUEHUE
oosiee 100 Mc CBUIETENLCTBYET O KpaliHe BLICOKOM PUCKE U TpebyeT He3a-
MEIJIMTENBLHOTO Havaia nposeaeHus noctosstHHoit DKC [13—15].

Ponb 6iokan Hoxek cucteMbl ['nca-IlypkrHbe Kak HE3aBUCUMOTO TIpe-
nukropa BCC takke HeonHo3HauHa. [1peamnonaraeTcst, 4To MpUCOeIUHEHUE
0JI0Kabl OMHOM M3 HOXKEK ITyyka ['Mca mpupaBHUBaeTCsl K BOSHUKHOBEHUIO
JIOMOJIHUTEJIbHOTO MpOorHOCTUYecKoro akTopa pucka BCC.

VY nauueHToB 0€3 BBIPAXKEHHOU CTPYKTYpPHOM MaToN0ruu cepaia ¢hakt
HaJIMYMS WIM TTOSIBJIEHUS OJTOKAIbl OTHOM U3 HOXKeEK Iyuka ['rca He accoliu-
HUpyeTcs ¢ yxyalleHueM nporHo3a B oTHoleHur BCC. C npyroil CTOpOHBI,
JIJIs MauMeHTOB, riepeHeciux OMM, KOTOpbIM IMPOBOAMIACHE TPOMOOJIUTU-
yeckasi Teparnusi, HaTu4ue Wi MpUucoeauHeHe O0JI0Kaa HOXEK B CUCTEME
Tuca-IlypkuHbe SIBASETCS AOMOJHUTEIbHBIM (haKTOPOM, OOYCIOBIMBAIO-
M puck passutust BCC [16—18].

Bpoxcdennas AB-6a0xada

B psine ucciaenoBaHuii 6610 MoKa3aHo, uto uMIiaHTauus DKC moxer
VAYYIIUTh BBKMBAEMOCTh Y MAlIMEHTOB C BPOXKIECHHOM IOJHOM IoIepey-
Hoii 6;10kanoit [18—20]. BCC MoxeT ObITh IepBOii MaHU(ecTauueil BPOXK-
JIEHHOI MOJIHOM ToIepevyHoi 0J10Kaabl Y paHee aCUMIITOMHBIX MallMeHTOB
0e3 CTPYKTYpHBIX 3a00eBaHuii cepatia. Mexanusmamu BCCy naHHO#1 KaTe-
TOpUU MALIMEHTOB MOTYT SIBJISITHCSI KaK 3MM30bI ITOJTHOM TTOoIepevyHol 6J10-
KaJbl C OTCYTCTBMEM KaKOro-aru0o 3aMelIaloliero puTMa, Tak u Opaau3aBu-
CHMBbIE 3]I0KaU€CTBEHHbIE XKeJTyA0YKOBbIE TAXUAPUTMHUM.

V naHHOI1 KaTeropuu nalMeHToB yBelndyeHue uHtepsana QT, Hanuuue
pPaHHUX IOCTACHONSIpU3aLMI U Aucnepcus pedpakTepHOCTH MUOKapaa
JKeJIyIOYKOB CITOCOOCTBYIOT BO3HUKHOBeHUIO (paTanbHbix ZKHP, peanusye-
MBIX 110 MeXaHu3My long—short” [20, 21]. ¥ malueHToB ¢ BpOXAEHHOI IMaTo-
JIorueit mpoBosIeil cucTeMbl cepatia K akropam prucka BCC oTHocsTCS:
Hanure YCC menee 50 B MUHYTY, yluinHeHHe uHTepBaia QT, Hanuyue
CTPYKTYPHOI TTaToyiornu cepana [22].

* JJIMHHasA—KOPOTKas IMMoCaea0oBaTCJIbHOCTb
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AB-6a0xada nocae P4-abasayuu uru P-moougpuxayuu AB-
cOeOuHeHUs

ITpobnema BCC gBnsgercs akTyaabHOM y MalMeHToB, nepeHecmmx PYA
AB-coeauHeHust, BToM uncie B BapuaHte PU-monudukamnmmu AB-coenquneHusl,
TaK KakK y 3TOI KaTeropuu OOJBHBIX 37ToKadecTBeHHBIe 2KHP Bo3HUKAOT
B 2—3% ciy4aeB, 0OCOOEHHO Y JIMLI C BbIpaxXeHHbIMU mposiBaeHussMu XCH
[23, 24]. MexaH13M 03JIOKAYECTBJICHUS apUTMUUECKOTO CMHIPOMA B 3TOi
KOTOpTE MAIlMeHTOB OCTAeTCsI O KOHIIA HesICHBIM. CunMTaercsl, 9YTO MMeeT
3HaYCHUE Opaan3aBUCUMOE YBETMICHIE BPEMEHHU PEITOISI P3N JKEJTyI0q -
KOB 1 XapaKTEePUCTUK MX pedpaKTepHOCTHU B TIEPBBIC CYTKU MOCTIE TIPOBEIC-
HUS PAIMO9IaCcTOTHON a0y Wi Moaudukanmu AB-coenmHeHns, 1 0co-
OCHHO B TeX CJIyJasiX, KOTIa HapyIIeHUS PETIOIIPU3alIi UMETUCH MCXOMTHO
[25, 26]. IMpodunaktnka BCC B 31X cityyasx 3akjaio4aercs B IMPOBEAEHUN
OKC ¢ otHocUTEeTbHO BBICOKOM YacToToit u DKI'-MoHUTOpUpPOBAaHUS TIep-
BBIe 24 Jaca 1ocJjie JaHHOTO MHTEPBEHIIMOHHOTO BMEIIaTeTbCTBA.

ITo manueiM Zehender et al. nociie umrantaumnu DKC 12—31% mauu-
€HTOB YMUPAIOT BHE3AITHO B TeYCHME TTOCICAYIOIIETO TTeproaa HaOTIOACHMS
[27]. ABTOpBI TaK:Ke OTMETUIIA TOT (DAKT, YTO B TEUEHUE TIEPBOTO rojia Mmocje
nmrutantanmn DK C yacrora pazsutuss BCC Oblia B TpM pa3a BBIIIE, YeM B
MTOCIIEAYIOIINE TONBI. DTO COTJIACYeTCs C OTeUSCTBEHHBIMM TaHHBIMU, CBU-
netenberByomnMu o 10% uyactore BosHukHoBeHust BCC mocie uMIiaHTa-
i DK C uniposenennss PUYA AB-coenmHeHNs y MAalleHTOB C XPOHMYECKO
dopmoii pudbprsin ipeacepauii [ 10, 28]. IpenmonaraeTcst, 4To HapyIe-
HUSI 9YyBCTBUTEILHOCTH YCTPOMCTBA WJIM MIPOBENCHNE CTUMYJISIIINU B aCUH-
XPOHHOM peXMMe CITOCOOCTBYeT MHUIMALNY 3710KadecTBeHHBIX 2KHP [10].

OTaenpHYIO TPYIITY pHcKa MPEICTaBISTIIOT 00JabHBIE ¢ AB-y3moBoit
peunnpokHoit Taxukapaueit (ABYPT) Ha ¢doHe mpencymecTBytolei
AB-6nokans! 1 crenenu. PU-monundukauus AB-coennHeHust, uMeroias
neabto snumuHauuio ABYPT, B 3Tux ciaydyasix MOXeT OBITh CBsI3aHA C pPUCKOM
ycyryoneHust HapymeHuit AB-niposenenust, 1 Bo3moxHo, BCC. MeTonuka
PU-monudukauum AB-coenquHeHusi, pa3paboTaHHAasi OT€YeCTBEHHBIMU
aBTOpaMU, MO3BOJISICT UCKITIOYNUTH 3TOT PHUCK [29].

Pexomendavuuu no npogpusaxkmuxe BCC

IIpogedenue nocmosnnoi dsyxxkamepuoii IKC 6 coomeemcmeuu ¢
Hayuonanvnvimu pexomendauusmu no nposedenuro IKC [7] y nayuenmog ¢
Hapyuenusmu AB-nposedenus yayuuiaem cuMnmomMamuxy u Ka4ecmaeo JCUusHu,
ymenvuiaem 3abonesaemocme. Jawnnvie o eausnuu nocmosutoit IKC e omoanen-
HOM nepuode HabAI0eHUS HA 8bIJICUBAeMOCMb U epossmHocmb pazsumusi BCC,
Ha ce200HAWHULL 0eHb, NPOMUBOPEUUBDYL.
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X.4. BCC npu kapaAnoMuoOnaTusix

ITon xkaparOMMOITATUSIMU ITIOHUMAIOT 3a00JIeBaHMsI MUOKap/a, IIPU KOTO-
DPBIX (PUKCUPYIOTCSI CTPYKTYPHBIE U/UIN (PYHKIIMOHAJIbHBIC HAPYIIICHUS B
OTCYTCTBHME KOPOHAPHOIO aTepoCKiIepo3a, TUIEPTOHUM, BPOXKICHHbIX MU
MPUOOPETEHHBIX TOPOKOB cepnua. Kapaunomuonatuu npuHSTO pa3nessiTh
o MopdosoTUUYeCKM TTpU3HAKaM Ha TUNEPTPODUUIECKYIO, TUIaTalluOH-
Hyl0o 1 pecTpukTBHYI0 KMII, apuT™MOreHHYy10 AMCIIA31I0 TIPaBOTO Key-
JIoYKa, a TakxKe Hekaccupuuupyemyto dopmy. B cBoio ouepenb, Kaxkabiit
U3 BUJOB ITOAPA3IALIISICTCS Ha CEMEIHYIO WIIM TeHETUYEeCKK 00YCIOBICHHYIO
¢dopMy 1 Ha HeceMeliHYI0 (hopMy.

X.4.A. Cmpamuguxayus pucka u npogpunakmuxa BCC
y nayuenmoes c IKMII

HunaraumonHas kapauomuornatust (JIKMIT) — rpynmna 3abojieBaHuit
(eHOTUIIMYECKM OOBEIMHEHHBIX HAJIMYMEM HapyLIEHUST CUCTOJIMYECKOMN
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(byHKIIMM JIEBOTO XeJTyaouKa U ero IujiaTaliuy, KOTOpble pa3BUBAIOTCST HE
BCJIEICTBME TEMOIMHAMUYECKOM TTeperpy3ku (13-3a opoKa WIKM TUIIePTO-
Huu) u He Beaenctsue MBC. TIpu aToM paciuupeHue mpaBoro eayaouka
MOXeT TaKxKe (DMKCHUPOBAThCS, HO 3TO HE SIBJISIETCS TMarHOCTUYECKUM KPUTE-
puem JKMII. BeiaenstoT cemeiiHyto (popMy ¢ MI3BECTHON MyTallMii U ceMeit-
Hy10 (DOpMY C HEM3BECTHBIM TUIOM MyTalmu. Cpean HeceMelHbIX hopMm
Boiaessitor JIKMIT BcneactBue Muokapauta, 6ose3Hb Kasacaku, JKMIT
aCCOLMMPOBAHHYIO ¢ OepeMeHHOCThI0, d3HAOKpUHHBIE [IKMII, ankorob-
HYI0, TaxuKapauTuueckyto gopmsl, JIKMII BeiencrBrue 4pe3MmepHOro yro-
TpebJieHUs ceJieHa, KapHUTUHA, THAMUHA U T.I1.

[TatuieTHss BBLKUBAEMOCTb cpeay eBporneouaHoi pacsl mpu JIKMII no
BHEIPEHUST COBPEMEHHBIX MHTEPBEHIIMOHHBIX METOIOB JICUEHMSI COCTaBIISIIA
31,4% [1]. CMepTHOCTD OT JaHHOM naTooruu yseanuusaercs oT 0,10 1o 1,16
Ha 10 000 cpenu My>xuuH B Bo3pacte oT 35—39 no 55—57 net [2]. [1pu aToM
Ha nomo BCC npuxoaurcs 20% ciydaeB cmeptu |3, 4].

BCC 10B01bHO peaKo CIIy>KUT MEPBBIM MPOSIBIEHUEM 3a00J1€BaHMS, Yyallle
BCTpevaeTcs y MalMeHTOB C MpU3HAaKaMU ITPOrPECCUPYIOIIETo TeUeHUsT 3a00-
neBaHus [5, 6]. B 6onblinHcTBe cinydaeB K anu3onaM BCC npuBoasT Xus-
Heyrpoxatoiue KA [7].

Tenemuueckuii ananrus

LlenecoobpazHo obcienoBaTh POACTBEHHUKOB MEPBOM JTMHUM POACTBA,
0CO0EHHO B cllydae 3yokadyecTBeHHOro teueHus JKMII u npu Hanuyum
MaToJIOrMueckoro (heHOTUIa, MO3BOJISIIONIETO 3aM0I03PUTh TEHETUYECKYIO
myTanuio [8]. Ha ocHOBe MMEIOIIMXCSI JaHHBIX TeHETUYeCKUI aHaau3 Ha
BbIsIBIeHUE MyTauuu B reHe LMNA MoxeT urpath pojib B cTpaTU(UKALIAU
pucka BCC npu IKMII [9, 10]. OnHako B OOJBbIIMHCTBE CyYaeB, MyTallu-
OHHBII CKpMHMHT MpobaHga obianaeT HU3KOM 3((EeKTUBHOCTbIO (MEHee
20% nipu nzoauposaHHoi JJKMII 6e3 conmyTCTBYIOLIETO MMOPaXKeHUsI CKEJIeT-
Hoit MyckyJatyphl) [8]. CTaHAapTHBIN HAOOP METOIMK MPU 00CIeAI0BaHUNU
BKJIIOYAET CEMEMHBIN aHaMHEe3 He MeHee TpeX MOKOJIEHU (C OLIEHKOM CITy-
yaeB XCH, IKMII, tpancmiantauuu cepaua, BCC, HapyieHuii cepaed-
HOTO pUTMa U MPOBOAUMOCTH, MHCYJIbTa WU APYTUX TPOMOOSIMOOINIECKIX
OCJIOXKHEHMUI), a TakKe Pu3nKaibHbIi ocMoTp, DKI', Ox0o-KI', XM-3KI (B
ciyuae BCC npobGanna).

PEKOMeHaaL{LILI no eceHemu4ecKkomy mecmupoeanuro

Kaace 1
1. ¥ Bcex mauuenToB ¢ JJKMII pekomeHayeTcsl TIIATeAbHOE U3YYeHUE
CEeMEeITHOro aHaMHe3a He MeHee YeM B 3 TTOKOJICHUSX (A).
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2. PekoMmeHIyeTcst KapAMOJOTMUECKUiA CKPUHUHT POACTBEHHUKOB TIep-
BOI JIMHUU poacTBa: aHaMHe3, ocMoTp, DKI', Oxo-KI', XM-OKIT (B ciyuae
cMmepTu npodanaa) (A).

3. Ilpu BbIsIBIEHUM Y POACTBEHHUKOB MpusHakoB JJKMII pexomeHay-
eTCsl PerysipHOe KapAUOJOrMuyeckoe o0CieNoBaHue, HaUlHasi C PaHHETo
nerctBa (ripu JaMmuHomnatusix ¢ 10—12 net) kaxknapie 12—36 MecsiueB a0 10
siet, Kaxaele 12—24 mecsues no 20 et u gajnee Kaxabie 2—5 jiet 1o 50—60
JIET U KapaAMOJOTMYeCKUl CKPpUHUHT TOTOMKOB MTpoOaHaa Kaxa0ro nocie-
nyouiero nokoneHus (B).

4. Eciu npusHaku JJKMII y poncTBEeHHUKOB He OOHApYXeHbI U TeHEeTU-
YecKOoe TECTUPOBAHKUE HEBO3MOXHO, PEKOMEHIYETCS PEeTYJIsSIpHOEe Kapau-
OJIOTMYECKOe OOCjIeIoBaHNe, HAYMHAsI ¢ paHHEro AeTCTBa Kaxnble 12—36
MecsieB g0 10 net, kaxnbie 12—24 mecsues go 20 jet u gajiee Kaxabie 2—5
siet 1o 50—60 ger. (B).

5. Ilpu BeIsiBIeHUU y ipobanaa ¢ JIKMII B pe3ynbTate reHETUYECKOTO
TECTUPOBAHUSI MIPUUMHHON MYTalluh PEKOMEHIYeTCsI TeHETUUECKUIA CKPH-
HUHT pOACTBEHHUKOB MEPBOM TIMHUU pojacTBa (B).

6. Ecau mpuuMHHBIE MyTalluK Y POJCTBEHHUKOB OTCYTCTBYIOT, CJIEIyeT
MpeKpaTUuTh najibHeiiee oocaenoBanue (C).

7. Eciv npU4MHHbBIE MyTallMX Y POICTBEHHUKOB OTCYTCTBYIOT, HE CJIEYET
MPOBOAUTH FeHETUYECKOe TeCTHpoBaHUe MTOTOMKOB (C).

Kaacc Ila

ITpu BBISIBJIEHUM TPUYMHHBIX MyTallMi Y POICTBEHHUKOB O€CCUMIITOM-
HBIX HOCUTEJIeH PUINHHBIX MyTallMil PEKOMEHIYeTCsI PeTYJISIpHOE Kap/Iu-
osiornyeckoe oocnenoBaHue exeroqHo ¢ 10 go 20 net u ganee kaxnbie [—3
rofa ¢ UCMOJb30BaHUEM JOTOTHUTEIbHBIX METOJ0B OOCIEeIOBAHUS MIPU
HeooxoaumocTu (C).

Cmpamugurauus pucka

IMonxonwl K crpatuduxkaunu pucka BCCy nmammentos ¢ IKMIT He oTu-
YaloTCsl OT TeX, KOTOPbIE UCIOJIb3YIOTCS IPU CTPaTU(UKALIMK PUCKA Y Al -
eHToB ¢ XCH Heumemumueckoro reHesa (tads. VII.2.1). ITpu AKMII kpaitne
Boicokuit puck BCC accounupoBaH ¢ MyTauusimu B reHe LMNA

Pexomendayuu no npogunaxkmuxe BCC

Kaacc 1

1. AnmexBaTHoe MenukameHTo3Hoe JieueHrne XCH corinacHo Tekymmm
HaumonansabeiM PekoMengammsim o ieuennio XCH, Bkimrouaroliiee oos13aTelib-
HOe Ha3HavyeHHe (IIPY OTCYTCTBUM ITPOTHUBOIOKA3aHUI U TTOOOYHBIX 3 dek-
TOB) [3-anpeHo610KaTopoB (A), HAIID (A), aHTarOHUCTOB aibaeCTEPOHA (A).
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2. B uensx sropuuHoii mpodunakruku BCC UK]I-Tepanust peKoMeHa0-
BaHa malyeHTaM, BbDKMBIIUM TTociie MK uny reMonmHaMUYECKU HecTa-
ounbHoil KT (ocHOBHBIE (DaKTOPHI pUCKa), KOTOPbIe HE ObUIM CBSI3aHBI C
00paTUMBIMM MPUYMHAMU U KOTOPBIE MOJYYalOT MOCTOSIHHYIO ONTUMAasb-
HYIO MEIMKAMEHTO3HYIO TepaIuio, UMEIOT XOPOIIUii PYHKIIMOHATBHbIN CTa-
Tyc' 1 6JaronpUsITHBIN MPOrHO3 BbIKMBAHUsI B TeUeHMe Toaa u 6osee (A).

3. B uensx nepuuHoii npodunaktuku BCC MK/ -Tepanust peKkoMeHI10-
BaHa MalMeHTaM C HeUIleMUYeCKUMU 3a00eBaHUSIMU CEeplla, UMEIOIIUM
®B JIXK menee 35% (ocHoBHOIM dakTop pucka), XCH I1-I11 ®K mno knac-
cudukanuu NYHA, nojgydaromnmm nNocTOSIHHYIO ONTUMAJIbHYIO JIEKAPCTBEH-
HYIO TEePaIuio, ¢ XOPOIIUM (DYHKIIMOHATBHBIM CTATYCOM " 1 UMEIOIIMM OJ1a-
TOMPUSATHBIN TPOTHO3 BEKUBAaHUS B Te4eHUe roja u 6osee (A).

4.V nauueHTtoB ¢ KT (0cHOBHOI1 (hakTOp pricKa) IO MEXaHU3MY re-entry
no HoxkaM myudka I'mca (bundle branch reentry), BepuduiimpoBaHHON B
xozie sHaoKapauaabHoro DMU, mokazaHo MpoBeaeHNe KaTeTepHOit absi-
vy [THIIT (C).

5. ConyTcTByloOIlasl Tepanusi aMMOJapOHOM, COTaJIOJOM B BUIE MOHO-
Tepanuy WIK B COYETAHUU C [3-aaApeHOOIOKATOpAMU C LIEJIbI0 YMEHbIIIe-
Hust cumnToMoB KT (Kak ycTOMYMBOM, TaK U HEYCTOMUMBOI) PEKOMEHIO0-
BaHa IMalueHTaM ¢ UMIuIaHTupoBaHHbIMU MK]I, monydaronium Tepanuio o
nosoay AKMIT (C).

6. AMUOJApOH MOKa3aH MalMEeHTaM C 1eJIbI0 JeUeHUsT TeMOIUHAMUYE-
cku 3HauuMbIX KT 1 HXKT (ocHoBHBIe (hakTophl pucka BCC) B cayuae,
€CJTM KapIMOBePCUsT U/WI1 KOPPEKIIMS MPUINH BOZHUKHOBEHUS apDUTMUM
HE CMOIJIM YCTPAHUTb UM NIPEAOTBPATUTh €€ paHHU I peuuauB (B).

Kaacc Ila

1. B uensx nepsuuHoit npodunaktuku BCC UK/ -Tepanust, KOMOMHUPO-
BaHHas ¢ ouBeHTpuKyJasspHoit DKC, nokazana nauueHTam ¢ AKMIT u XCH
ITIT-IV ®K o NYHA (ocHOBHOI1 (hakTOp pHCKa), TTOIyYaloIuM ONITUMAaJTb-
HYIO JIEKapCTBEHHYIO TEPaIuio, Y KOTOPbIX IJUTEIbHOCTh KoMILiekca QRS
Ha (hoHE CMHYCOBOTO pyUTMa MpeBbIiIaeT 120 Mc, KOTOpble UMEIOT O6J1aronpu-
SITHBIM TIPOTHO3 BbIKMBAHUS B TeueHUe roaa u 6oiee (B).

2. UK]I-Tepanus nmokasaHa nmauydeHTaM ¢ peliuIMBUPYIOLIEN TeMOIUHA -
Mmuyecku ctadbuabHoi 2KT (0cCHOBHOM (pakTOp pucKa), He3HAUNUTEIbHO CHU -
sxxeHHo# ®B JI2K, moryyarommm onTuMajibHoe jiedeHue 1o mosomy JIKMIT ¢
XOpOUIMM (DYHKIIMOHAJIBHBIM CTaTYCOM U UMEIOIIMM OJ1IarONpUsITHBINA MTPO-
rHO3 BbIKMBaHUS B TeueHue roaa u 6oJjee (C).

* 0 METOOMKAX MPOBEICHMSI OLEHKH (DYHKIIMOHATBHOTO CTaTyca MOXHO MPOYUTATh Ha caiiTe
http://www.chcr.brown.edu/pcoc/functi.htm
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3. busentpukynsipHast OKC 6e3 pynkunu MKJI nenecoodbpasHa ais rpe-
notBpaieHus BCC y manmentos ¢ IKMIT u XCH III-1V @K no kiaccu-
duxamuu NYHA, @B JIZK meHee 35% (0cHOBHOI (haKTOp PUCKA), ITUTETh-
HOCTbhIO KoMILieKcoB QRS 160 mMc (v11 o MeHblIei Mepe 120 Mc mpu HaIu-
YUU IPYTUX MIPU3HAKOB ACMHXPOHHOTO COKpAIeHUsI KeJTyI0YKOB), IOy~
YaloIIMX TTOCTOSTHHYIO ONITUMAaJIBHYIO JIEKapCTBEHHYIO TEPAIUIO, MMEIOINX
01aroNpUsITHBINA MPOrHO3 BKMBAHMS B TeueHUe roaa u doiee (B).

Kaacc ITb

1. AMromapoH u/viu 3-aapeHo0JI0KaTopbl MOTYT ObITh Ha3HAYEHBI Mallk-
€HTaM C OCHOBHBIMU U BTOpOCTeNeHHbIMU (hakTopamu prucka BCC, momy-
YalolM ONTUMaJIbHOE JiedeHue 1o moBomy XCH, KOTopbIM HEBO3MOXHO
umriantuponats MKJI.

2. B nenax nmepsuyHoit npodunaktuku BCC MKJI-Tepanus MoxeT
obcyxnarbes y maruentoB ¢ JIKMIT, umeromux @B JIXK ot 30 no 35%
(ocnoBHOI akTop pucka BCC), XCH I ®K 1o knaccudnkanum NYHA,
MOJIYYaOIIUX TOCTOSIHHYIO ONTUMAJIbHYIO JIEKAPCTBEHHYIO TEPAIUIO, C XOPO-
UM (PYHKIMOHAJIBHBIM CTaTyCOM M MMEIOIIMX OJIArONMPUSITHBIN MPOTHO3
BbIXKMBaHUs B TeueHue roaa u 6osee (B).

Kaace ITT

1. Haznauenue npemnapartos [C knacca wis iedeHust 2KA (ocCHOBHOI hak-
top pucka BCC) He pekomeHayetcs y naimeHToB ¢ XCH (A).

2. MK]I-Tepanus He Moka3aHa naiueHTam ¢ pedppakrepHoiit XCH, y koTo-
PBIX MaJIOBEPOSITHO JOCTHMKEHME KOMIIEHCAIIMU U OJIATOMPUSITHOTO TIPO-
raosa (A).
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X.4.b. Cmpamuguxayun pucka u npogpunaxkmuxa BCC
Y nayuenmog ¢ 2unepmpouuecKkoil Kapouomuonamueil

I'mneprpoduueckas kapauomuonaTtus (I’KMIT) — pa3Butue rureprpo-
(buu MuoKapaa 1eBOro XeJryaouka 6e3 apTepruaaibHOM TUIIePTOHMY WU KIa-
MaHHBIX TOPOKOB cepara. YacTora BCTpeuaeMOCTH COCTABIISIET OKOJIO 1 city-
yasg Ha 500 gyenoBek. Kpome Toro, B CoBpeMeHHOM Kiiaccu(UKaIuM BhIIe-
sstioT TKMIT, cBs13aHHYIO0 ¢ OKMpeHueM, penkue ciaydan upesmepHoii [JIKy
crioptcMeHoB, [ KMII y neteit, MaTepu KOTOPBIX OOJIbHBI CaXapHbIM 11a0e-
toM 1 'KMII BcaencTBue amuiaonao3a. OOBIYHO OTIpeAeIsieTCs yTOIIeHUE
creHok JIZK 6onee wnu paBHOe 15 MM (1714 AeTeli 6oJiee MM paBHOE 2 CTaH-
JAPTHBIM OTKJIOHEHUSIM) IPU YCJIIOBUM OTCYTCTBUSI APYTUX IPUYMH, KOTO-
phle MOoTeHIMaIbHO MOTYT BbI3BaTh [ JI2K, KoTOpoe He COmpoBOXKIAETCS pa3-
BUTHEM AujiaTanuu Kamep cepana [1]. CyiiecTBeHHOE 3HaYeHHME B JUArHO-
ctuke 'KMII umeer Haauumre o4aroBoii runepTpoduu MrUoKapaa 1 u3me-
HEHMI MPOCTPAHCTBEHHOM OpMEHTAIIMU KapAUOMMOIIUTOB (XaOTUYHOCTD
ux pacriojioxkeHust) [2]. I1pearnonaraercs, 4To 3TU U3MEHEHMUSI CITy>KaT Cy0-
CTPATOM JUISl pa3BUTUSI ADUTMUIA.

Dnudemuonocus

ITo maHHBIM pa3IMYHBIX UCCICIOBAHMI CTpaH 3aranga, EBpoIrsl, A3uu u
AdpUKH B ITOCTICIHES BPEMST BO3POCIIA YaCTOTa yBeImIeHYS TOHBL 2K cpemm
B3pOoCIbIX [ 3—12]. YKa3bIBaeTCsT Ha BO3PAaCT3aBUCUMEBII XapaKTep YaCTOThI, KOTO-
past CYIIeCTBEHHO HITKE Y MallMeHTOB Moytoxe 25 jiet [9]. B meamarpmaeckux
peructpax gactora [ KMII y meTeit Hem3BecTHA, HO TIOMY/ISILIMOHHBIC MCCIIC-
IOBaHUS coo0ImatoT o 3abomeBacmoctu oT 0,3 mo 0,5 Ha 100 000 B rom [13, 14].
Xots1 'KMIT waie Bcero Hacneayercs o ayToCOMHO-IOMUHAHTHOMY THUILY,
OOJIBIIIMHCTBO MCCIICAOBAHMI YKA3hIBaeT Ha HEOOJIBIIIOE TIPe00IaTaHe MyK-
ypH. Yactora TKMIT y 60JIBHBIX pa3HBIX pac cxogHa [3—12].

IMTockonbky T'KMII umeeT npenMyliiecTBEHHO HACIeACTBEHHOE ITPOUC-
XOXICHNE, TIIATeIbHBII COOp CeMEeITHOTO aHaMHe3a IIPUOoOpeTacT JUArHO-
CTUYECKUI CMBICII, a TIPX BO3MOKHOCTH CJICAyeT 00CIIeI0BaTh M POACTBEH-
HUKOB 00jibHOTO [1, 15—18].
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Cmpamugurxayus pucka BCC

AMepuKaHcKas KoJulerus Kapauosaoros U EBporieiickoe Kapauonornye-
CKO€ OOIIECTBO YIOPSIIOUMIIN 110 KATETOPUSIM M3BEeCTHBIE (PAaKTOPHI prcKa
BCC kak ocHosuble I 603MOJICHble WIW 8MOPUYHbIE ST OTAEIbHBIX TPYIIIT
6ombHBIX [KMIT (T26a. X.4.1). PekoMeHIyeTcsl MPOBOIUTH KIMHUYECKYIO
oueHky namueHtoB ¢ ['KMII mng crpatuduxkanum pucka BCC kaxnbie
12—-24 mecsua [1, 19-24].

HenaBHO B MyJIBTULIEHTPOBOM PETPOCIIEKTUBHOM JJTUTETLHOM UCCIIEN0-
BaHMM, BKIIIOYABIIEM 3675 manneHTos, u3sectioM kak HCM Risk-SCD*,
ObLIa pa3paboTaHa U BaTMAMPOBAHA HOBAst MOZIEJIb IPOrHO3UPOBAHUS pUCKA
BCC [25]. B HCM Risk-SCD wucnonb3yeTcss U3MEHSIOIUNICS TPEAUKTOP
pucKa, CBSI3aHHBIN ¢ (PAKTOPOM TTOBBIIIIEHHOTO PUCKa BHE3AITHOW CMEPTH,
KaK MUHUMYM, B OTHOM OTMYOJIMKOBAHHOM MYJbTUBAPUATUBHOM aHAIA3E
[25]. D10 UCKIIOYaeT aHOMAJIbHBINA OTBET KPOBSHOTO NaBJIeHUS Ha HU3U-
YECKyl0 Harpy3kKy U3 MapkeépoB pucka. Takass MOJeiIb MO3BOJISIET OLIEHU-
BaTh UHAUBUAYATU3UPOBAHHBIN 5-T€THUI PUCK, U COTJIACYETCS C MOJEIbIO,
HCTIONB3YIoIIeit 4 OCHOBHBIX (hakTopa prcka, 3¢h(HeKTUBHOCTD ITOM Tpe-
cKazareJbHON MOJen TTOCTOSTHHO coBepieHcTByercs (C-unpexc ot 0,54
no 0,7) [25]. B HCM Risk-SCD ycraHoBjI€Ha HeJIMHEHAs CBSI3b MEXIY
puckoMm BCC u MakCMMalTbHOM TOJIIIMHOM CTEHKU JIEBOTO XXKeayaouka [25].
DTOT mapameTp YIUTHIBAETCS B MOJIE/IM B KQUECTBE KBAIPATUIHOTO YJIeHa.
Online-kanbkynsarop HCM Risk-SCD noctynen no cebuike: (http://doc2do.
com/hcm/webHCM.html).

Ponb renetuueckoro tectupoBanus y nauueHtos ¢ ' KMII B oTHomie-
Huu crpatudukaunu pucka BCC B HacTosilee BpeMsl OCTaeTcsl 10 KOHIa

Tabnuua X.4.1
®akTopbl pucka BCC y 6onbHbIx FKMM

«Bbonblune» (OCHOBHbLIE) Passutne BCC B
dakTopbl pucka pa3sutusa BCC 03MOXHO Y OTAENbHLIX NaLUUeHTOB

- OcraHoBka cepgua B cneactaue OX vnm KT - Gubpunnauusa npeacepaun
- CnoHTaHHas ycTonymBas Xernyao4kosas Taxvkapans |- Mwemns muokapaa
- CeMeltHbI aHamHe3 cryyaeB BCC - Hanuune BbICOKO pWCKOBBIX MyTaLui
- HeobbsicHMbIE CUHKONE reHoB
- YTOrweHne CTeHoK neBoro xenyaoyka 230 Mm - WHTeHcuBHas (copeBHoBaTenbHast) u-
- HeycToiumBas cnoHTaHHas enyao4ukoBasi Taxmkapaus| 3udeckas Harpyska

* Mogmear HCM Risk-SCDHe ciiemyeT UCIONIb30BaTh WIS ManreHToB <16 jet, mpodeccro-
HaJIbHBIX CIIOPTCMEHOB U [UISI JIULL C METab0IMIeCKUMU/MHPWIBTPATUBHBIMU 3200JIeBaHN -
siMU (HampuMep, 6one3Hbio AHnepcoHa—®abpu) U cMHAPOMaNbHBIMU hopMamMu (HATIpU-
Mep, cuHapoMm HyHaH). OTa Monenb He UCTIONB3YeT CTpecC-UHAYLUPOBAHHBIN IPATUeHT B
BbIBOAHOM TpakTe JI2K 1 He Oblia BalMAMPOBaHA Y UL 10 U TIOCIe MUOIKTOMUY WU CeTl-
TaJbHOU CIIUPTOBOI abialuu.
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He uzyueHHoii (IIb, B). I'eHetnueckoe tectupoBanue Ha [ KMII pekoMeH-
JyeTcs y MallMeHTOB ¢ HEeTUMMYHOM KinHudeckoi KaptuHoit [ KMII (I, B).
CeMeiiHbIli CKPMHMHT IOJXKEeH BKJIIOYaTh MpoBeaeHue peructpaunu OKI,
axoKapauorpaduio U KIMHUYECKYIO OLIEHKY Yepe3 OIpeesieHHbIe TPoMe-
XyTKU BpeMeHHU (0T 12 1o 18 mecsiieB y neteit 1 MoAPOCTKOB U MPUMEPHO
Kaxjbie 5 JIeT U y B3pocibix). [IpoBeaeHre reHeTUYeCKOro TeCTUPOBaAHMS
PEKOMEHIOBaHO y poAcTBeHHUKOB 60obpHOro 'KMII nepBoii creneHu poa-
ctea (I, B) [1, 15—18].

ITposenenue XM-OKI pekomMeHA0BaHO MpU HAYaJIbHOI OLIEHKE pUCKa
passutust BCC y mauuentoB ¢ 'KMII (I, B), B mocineayoneM — Kaxabie
1—2 roma mpu OTCYTCTBUM yKa3aHUi B aHamHe3e Ha anu3oasl KT (I1a, C)
[1,22,26].

Crpecc-tect ¢ KonTposieM A/l u DKI Takzke BO3MOXEH [T CTpaTUduKa-
1 pucka BCCy nauuentos ¢ TKMII (I1a, B). [Tatonornueckuii orBet AL
BO BpeMsI TecTa (ompenessieTcs MO0 Kak HECITOCOOHOCTD K yBeandeHo AJl
oosiee uem Ha 20 MM pT.cT. uau nageHue AJl 6osee yem Ha 20 MM pPT.CT. BO
BpeMsI TecTa) mpenjaraeTcsl paccMaTpuBaTh KakK OMH U3 BO3MOXKHBIX (hak-
TOPOB, 00ycioBIMBatoIIMX puck pazsutust BCC [27-29].

Hexotopsie aBTopsI Npeaiaratot paccmatpuBatb MPT cepaua ¢ ramonu-
HUEM KakK JOMOJHUTEIbHYIO METOAUKY, TOMOTaIOIIYI0 KIMHUIIMCTY B CTpa-
TUDUKALMY pUCKA U TPUHATUU TakTUdecKoro petieHus (Ila, C) y manueH-
TOB C ycTaHOBJIeHHBIM nrarHo3oM I'KMIT rpu HeBo3MOXKHOCTU CTpaTUDU -
Kkauuu pucka BCC Ha ocHoBaHUM 00111eM3BeCTHBIX (hakTopoB [1, 30].

Pexomenoauyuu no npoghunaxmuxe BCC

HccnenoBaHus cepaeyHO-COCYAUCTHIX 3a00JIeBaHUI IMoKa3aliu, 4To
uMmmiantauuss MK asa nepBUYHONM M BTOPUYHON MPODUIAKTUKNA MOXKET
cHMXKaTh cMepTHOCTD [31, 32]. UmnnanTauusa MKJ moxer paccmarpu-
BaTbCs IJIs1 MAIMEHTOB C MPOTHO3UPYEMBbIM S-JIETHUM PMCKOM BHE3aITHOM
cMeptu >4% (paccuurtanHoit 1o monenn HCM Risk-SCD) v iporHo3upy-
MO ITPOIOJIKUTEILHOCTBIO XXM3HU > 1 rojia, nocje IeTaJbHOro KJIMHUYe-
CKOT0 00C/IeIOBaHMUsI, IPUHUMAsi BO BHUMAHME IMOXKN3HEHHBII PUCK OCIO0X -
HeHuii u BustHust MKJI Ha 00pa3 xK13HU, COMaTbHO-29KOHOMUYECKU CTa-
TYC U TICUXOJIOTMYECKOE 3I0POBbE.

Bmopuunas npogusaxmuxa

IMamuenTsl ¢ TKMIT, nepexuninue anu3on @2K nim ycTodnBOI XKey-
JIOYKOBOI TAXMKAPINHU UMEIOT BEICOKMIT PUCK ITOCICAYIONINX JIeTATbHBIX Cep-
JEYHBIX aPUTMUI 1 JOJDKHBI ITotyuuth JiedueHue MK [30, 33—36].
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C npyroii CTOpPOHBI, KOJIUYECTBO MAIMEHTOB, UMEIOIIMX MOKa3aHUs K
nmmtantauuu UK/, ocodeHHo aist nepsuunoil npoguraxmuxu BCC, naxe B
CHIA u 3anagHoi#t EBporne 3HaunTeIbHO MPEBbIIIAET YUCIO0 UMILJIAHTALIUIA.
ITo nanusiM Shah B. et al. [37], B cpenHeM okojio 20% malneHToB, UMeIo-
mux nmokazanus K ummiantanuu MKJI, BeimonHsieTcs Heobxoaumas ore-
pauusi. B Poccun, yautsiBas HebosbLIoe ynciio umruiantanuii MK (2381
orepanus B 2015 romy), MK monygator MeHee 1% BepOSITHOTO KOJTMYECTBA
HYXIAIOIIUXCS B HUX MallMeHTOB.

Pexomennanuu nmo nepBuyHoii nmpoduinaktuke BCC y manueHTOB ¢
I'KMII nipuBeneHs! B Ta0aune X.4.2 [38].

Kaace 1

1. UKI-tepanuto cienyet npooauTh nauveHtam ¢ ' KMII ¢ nporHo-
3UPYEMbIM 5-JIETHUM PUCKOM BHE3arHoM cMepTh >4% (pacCUMTaHHOM M0
mozaear HCM Risk-SCD) u Takumu ocHOBHBIMM (hakTopamu pucka BCC kak
ycroituuBas KT wim ®2K, KoTopble ToJIydaroT ONTUMAaTbHYIO JIEKAapCTBEH-
HYIO TepaIiio OCHOBHOTI'O 3a00JI€BaHUST, UMEIOT XOPOIIU I (DYHKIIMOHATbHbBI
cTaTyc ¥ 6JJaronpusITHBIA MPOrHO3 BBKUBAaHUS B TeYeHUe roaa u 6oJiee (B).

2. beta-agpeHo010KaTOPbI PEKOMEHAYIOTCS 151 IeYeHU S CUMIITOMATUY -
HBIX B3POCJIbIX MALIMEHTOB C OOCTPYKTUBHOI WJIM HEOOCTPYKTUBHOM (hop-
moit 'KMII, Ho ux ciaeayeT ucnoab30BaTh ¢ OCTOPOXKHOCTBIO Y MALIMEHTOB
C CUHYCOBOW Opanukapaveit uiu HapyieHusimu AB-niposonumoctu (B).

3. CentajibHasi MMOTOMMSL JUIS1 JIEUEHUS TALIMEHTOB C TSDKEIbIMU ped-
pakTepHbIMU K KOHCEPBATMBHOM Tepamuu CUMITOMaMU U OOCTPYKIUEH
BTJIX (C)™.

Kaacc Ila

1. UK]I-Tepamnus oka3aHa ajsi IepBUYHON YU BTOPUYHOM MPODUIAKTUKI
BCC y nanuentoB ¢ 'KMII, umeromnumx Kak MUHUMYM OJIMH U3 OCHOBHBIX
¢axtopoB pucka (tabiu. VII.4.1) — ocraHOBKa cepala, ClIOHTaHHAsI YCTOM-
uyuBas KT, cemeitnbiit aHamHe3 BCC, cuHKOMalbHbIE COCTOSIHUS HESICHO
9TUOJIOTUH, ToMHa cTeHku JIZK 6osee 30 MM, maTolornyecKue u3MeHe-
Hus Al nmpu Harpy3o4Hoit mpobe, crioHTaHHas HeycToitunBas KT, KoTo-
pble TTOIYYaroT MOCTOSIHHYIO JIEKAPCTBEHHYIO TePaIuIo, C XOpOIIUM (ByHK-
LIMOHAJIBHBIM CTaTyCOM U UMEIOT OJIarOMpPUSTHBINA TPOTHO3 BHDKUBAHUS B
TeueHue roaa u 6osee (B).

*  KJIMHMYECKKUEe CUMIITOMBI BKiItoyatoT creHokapauto [11-1V @K, oomopoku, mpenoomMopou-
HbIE COCTOSIHVISI, TOJIOBOKPYXKEHUE, TUITOTEH3UIO, KOTOPBIE COXPAHSIIOTCST, HECMOTPSI Ha OTITH -
MaJbHYyI0 MEIMKaMEHTO3HYI0 Tepanuio. ['panuent nasnenust B BTJIK B cocTossHUM MOKOsE
WJIU TIPU BBITTOJHEHUU (PU3HONTOTMYECKOi HATPY3KU JOKEH MPEBBIIIaTh 50 MM PT.CT.

** Oriepaliyisi JOJKHA BBITTOTHSITHCS TOJBKO OIMBITHBIMU OIlepaTopaMu (BBIMOJHUBIINMY He
MeHee 20 mpoueayp uiu paboTarIMMU B LICHTPE, TIIe BHITOMHSAETCS He MeHee S0 mpoueayp
B TroO).
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Tabnuua X.4.2

MepBuyHaa npodmnaktuka BCC y 6onbHbix TKMI

®akTop pucka

KommeHTapum

Bospact

* HekoTopble hakTopbl pycka OKasblBalOTCS y MOMOAbIX NalMeHToB 6o-
nee 3Ha4yumbIMuK, ocobeHHo HXKT, BeipaxeHHas [TDHK, 1 HeobbsicHMble
0OMOpOKK.

Heyctonyueas xeny-
[l04KOBas Taxukapams

.

HXT (onpepensemas kak >3 nocrnegoBaTenbHbIX COKpaLLEHWiA ¢ YacTo-
Ton >120 ya/muH gnutensHocTbio <30 cekyH) passuBaetcs y 20-30%
nauueHToB BO Bpems ambynatopHoro MoHuTopuHra IKI™ 1 aenseTcs He-
3aBuCKUMbIM hakTopom pucka BCC.

Mepb! npochunaktuku BCC: HasHaueHue B-agpeHobriokatopos (I, B),
amuopapoHa (llb, C), no nokasanusm — UKA-tepanus (1, B).

MakcvmanbHas Tonwm-
Ha CTEHKM NeBoro xe-
nyno4ka

BbipaxeHHOCTb 1 pacnpocTpaHéHHOCTb [TDK, namepeHHasi metogom
TpaHcTopakanbHor IxoKI, accouumrposaHna ¢ puckom BCC.

B Heckonbkux uccnenoBaHusix buin nokasaH Hausbicwuii puck BCC y na-
LIMEHTOB C MaKCcUMarnbHOW TOMLLMHON CTeHKK >30 MM.

CemeiiHble criyqam
BHe3anHown cepaey-
HOM CMEPTU B MOSIOAOM
BO3pacTe

XoTs onpefeneHus otTuyaroTes, cemeliHble cnyyan BCC obbluHo pac-
CMaTpUBAKITCS Kak KIMHUYECKW 3HAYMMbIE, eCrv oauH unv Bonblue pop-
CTBEHHWKOB NEPBOIi CTENeHW PoACTBa YMEPNy BHe3amnHo B Bo3pacTte <40
ner, ¢ guarHosom KM unn 6e3 Hero; unm korga BCC passunacs y poa-
CTBEHHWKa NepBOii CTeneHn poAcTea Ntoboro Bo3pacta C yCTaHOBMEH-
HbIM gunarHozom KMIT.

CuHkone

CwHkone yacTo BcTpevatotcst y nauneHToB ¢ FKMI, Ho ux npuumHbl Mo-
ryT O6bITb MHOrOO6PA3HbI.

He-HelipokapamnoreHHble CUHKOMeE, ANs KOTOPbIX HE NMOny4eHo 0bbsCHe-
Hus nocne obcneaoBaHus, sBnstoTCs hakTopom pucka BCC.

Onu3oabl B TeueHne 6 mecsLeB oT 06cnenoBaHnst MOryT UMeTb Hanbonb-
LYK NpeackasaTenbHy0 LeHHOCTb B oTHoLWeHun BCC.

Mepb! npochmunaktuku BCC, npy Hanuumm nokasaHwii: nposeaeHue cen-
TanbHon muomaktomuu (I, C), cnuptosasi abnsauws (lib, B), UKO-Tepanus
(I, B), nmnnanTaums asyxkamepHoro SKC (llb, B).

0

OBCTpyKLMS BbIBOAHO-
ro TpaKkTa feBoro xe-
nynoyka

+ BonblLuoe Y1Ccno 1ccnenoBaHuii Nokasani 3Ha4MMyto accoLmaLmio Mex-
ny oberpykumen BTIK n BCC.

Mepb! npocomnaktuku BCC: HasHaueHve B-agpeHobriokatopos (I, B),
nposeaeHve centanbHon muomakTomuu (I, C), cnmptosas abnsuus (lib,
B), umnnanTtauus ayxkamepHoro SKC (llb, B).

Peakuus aptepuans-
HOrO [1aBNeHs Ha Ha-

rpy3Ky

MpnbnmanTensHo y TpeTn B3pocnbix nauveHTos ¢ FKMIM oTmevaeTtcs aHo-
ManbHbIi OTBET CUCTONNYECKOTO JABEHUS HA Harpy3Ky, XapakTepuayto-
LMIACS NPOrpeccupyoLLeil rnoTeH3nen.

* AHOMarbHbI OTBET CUCTONMYECKOTO JaBMNEHNs Ha Harpy3Ky onpeaenseT-
Cs1 Kak HECMOCOBHOCTb K MOBLILLEHUIO AaBNEHUS XOTS Obl Ha 20 MM PT.CT.
OT YPOBHSI MOKOS Ha NKE (PU3NYECKON HArpy3Kku UNK NafeHue aaBneHns
>20 MM PT.CT. OT NUKOBOIO AABMEHUS.

AHOManbHbIA OTBET CUCTONMYECKOTO JABIIEHNS Ha HarpysKy accouumpo-
BaH C NoBblWeHHbIM puckom BCC y naumeHToB monoxe 40 net.

.
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2. CniuproBast aM0onu3anusl nokasaHa B3pocibiM 60abHbIM [KMIT ¢
ooctpykuueit BTJIK (ocHOBHOI (hakTop pucKa y JaHHOUW KaTeropyuu maliu-
€HTOB) INPU YCIOBUU pedPpPaKTEPHOCTU CUMIITOMOB K MEIUKAMEHTO3HOM
Tepanuy U HaJIMIMU MPOTUBOIOKA3aHUI K TTPOBEIEHUIO MUOTOMMWM,/MUO-
9KTOMUU, O0YCIOBJIEHHBIX CEPbE3HBIMU COITYTCTBYIOIIUMU 32001€ BAaHUSIMU
1/WITH IPEKJIOHHBIM Bo3pacToM (B).

3. AMrogapoH MOXeT ObITh MpernapaToM BbIOOpa IS JIeUeHUs MaleH-
toB ¢ TKMII co croiikoit KT u/umm @K B aHamHe3e (0OCHOBHBIE (haKTOPBI
pucka), npu HeBo3MoxkHocTu umiiantanuu MK (C).

4. I1poBeneHue paclIupPeHHOH MMOKTOMUU MOXKET O0CYKIaThCs y Mallu-
eHTOB ¢ 00CcTpyKTUBHOI (hopmoii TKMIT 1 pe3ucTeHTHOCTBIO K MEAUKAMEH -
to3Hoit Tepanuu (C).

Kaacc ITb

1. UmnnanTanus MK/ moxeTt paccmatpuBatbes 1t naureHToB 'KMIT
C TIPOTHO3UPYEMBIM 5-JIETHUM PUCKOM BHE3aImHoi cMepTu <4% (paccuu-
TaHHBIM 0 Moaeu HCM Risk-SCD), To1bKO eciii UMEIOTCS KIMHUYECKUE
MPOSIBJICHUS, UMEIOIIME NOKa3aHHYIO TPOTHOCTUYECKYIO 3HAUUMOCTh (B).

2. [IpuMeHeHre aMroIapoHa MOXKET ObITh OMPaBAaHO JJIs1 TPOBEACHUS
nepsuuHoii npodunakTuku BCC y nauuenToB ¢ 'KMII, numerommnx oguH
1M 6oJiee OCHOBHBIX (hakTopoB pucka BCC, eciv HEBO3MOXHO BbIMOJTHUTD
nmmiantauuio UK (C).

3. IlocTosinHas aByxkamepHast OKC ¢ ykopoueHHolt AB-3anepkkoii
MOXET OBbITh MOKa3aHa 00JbHBIM 00CcTpyKTUBHOM (hopmoit ' KMII ¢ Bbipa-
>)KEHHBIMU CUMITOMaMU 3a00JieBaHUs, pePpakTepHbIMU K JIEKAPCTBEHHOM
Teparnuu, U He SBASIOIIMXCS KaHIUIaTaMu JJis MPOLEAYphl CenTalbHOMI
PeayKUMU MPU YCIOBUM CHUXKEHUST cucTojindeckoro rpaaueHTa BTJK Ha
25% w 6oxee nipu TipodHOI nmByxkamepHoii DKC ¢ onTUMallbHBIM 3Have-
Huem AB-3anepxku (B).

4. OnbIT UCMOJIB30BAHUS COTaI0Ia orpaHuyeH y natuueHToB ¢ [KMII, Ho
€ro UCITOJIb30BaHK€ BO3MOXKHO B OTIEIbHBIX KTMHUYECKUX CUTYAIUSIX, OCO-
6eHHo y mauueHtoB ¢ UK (C).

Kaacc ITT

1. Ummnantauusa MK/ He pekomeHnnyetcst 6oapHbIM [KMIT, He nmero-
1IUM OCHOBHBIX (pakTOopoB prcka BCC (C).

2. Mmmnanranusg UKL He pekoMmennyetcs 6oabHbIM 'KMII ¢ mporHo-
3UPYEMbIM S5-JIETHUM PHMCKOM BHe3ammHO cMepTr <4% (paccuyuTaHHBIM I10
monean HCM Risk-SCD) (B).

3. UmmnanTtanus UKL He pekoMenayetcst 6oabHbIM [KMIT ¢ nmonoxu-
TEJbHbIM T€HOTUIIOM (BO3MOXHBI (PaKTOp pHCKa) U OTCYTCTBUEM KIMHU-
yeckoi cummnroMatuku (C).
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4. CriupToBasi 5SMOOJIM3aLIMS HE JTI0JKHA BBITTOJIHATHCS Y OOJIBHBIX C BBIpa-
>KEHHOI rurnepTpodueil MexKeIynouKoBoil neperopoaku (6osee 30 MM) B
CBSI3U C HeolpeaeaeHHON 3(h(peKTUBHOCTHIO MPOLEAYPHl Y JaHHON KaTero-
puu nauueHToB (C).

5. CniuproBast aM001M3alKs He JOJKHA BBIMIOJHSATHCS Y OECCUMITTOM-
HBIX MMAIIMEHTOB, ¥ OOJIBHBIX C MEAUKAMEHTO3HO KOHTPOJIUPYEMbIMU CUM-
MTOMaMH, Y TIallMEHTOB C TPeAIojIaraeMbIMU ONIEPAaTUBHBIMU BMEIIIATE b~
CTBaMM Ha cepjile, KOraa MIO3KTOMMUST MOXKET OBITh BBITTOJTHEHA, KaK 4acTh
wnu atan onepauuu (C).

6. HazHaueHMe HUTpATOB, HU(EIUITMHA U BBICOKUX 103 AMYPETUKOB SIBJISI-
eTCsl TIOTeHLIMAJbHO OMACHbBIM Y MauueHToB ¢ 00cTpyKTUBHONM 'KMIT (C).

7. HazHaueHue cepaeyHbIX IMKO3UA0B Ipu otcyTcTBuM DI siBistercst
MoTeHIMaIbHO oracHbIM y 60bHbIX ' KMIT (B).
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X.4.1.B. Cmpamugpukayua pucxka u npogpunaxmuxa BCC
y nayuenmos ¢ AJIDK

B Hacrosiiiee BpeMst «apUTMOreHHast AUCTIIa3usl/KapAuoMUonaTus rpa-
BOTO KeJTyd04yKa» OIpeeisieTcss KaK MaToJIOTUsSI MBILILbI CepAlla, 4acTo
ceMeliHasi, XapaKTepu3ylolasicsl CTpyKTyPHOU U OyHKIIMOHAIbHON aHOMa-
JIMelt TpaBoro, XKeayIo4yKa, CBI3aHHOM ¢ 3aMellleHUeM MUOKap/aa XKMPOBOU
M ¢pudpo3Hoit TKaHblo [ 1]. [laHHbIE TTOCIeIHEro BpeMeHU CBUAETEILCTBYIOT
0 BOBJICUEHMU B TIATOJIOTUYECKMIA TTPOIIECC 1 JIEBOTO Xejynouka B 50% ciry-
yaeB [2]. BoJIbIIMHCTBO KIIMHUYECKUX U TUCTOJIOTUYECKUX JAaHHBIX CBUIE-
TEJIbCTBYIOT, YTO MATOJOTMYECKUI MPOIIECC HOCUT MPUOOPETEHHbIN XapaK-
Tep U mporpeccupyet Bo BpeMeHUu. OMHAKO 3TO HE UCKIII0YAET BO3MOXHO-
CTU HAJIMYMSI TEHETUYECKU OOYCIOBICHHON MUOKApAUMOAUCTPOMUU, TIPO-
SIBJISTIOLIEICS B AETCKOM WJIM TTOAPOCTKOBOM BO3pacTe. XapaKTepHBIM MpPU-
3HAaKOM IaTOJIOTUU SIBJISIETCS JIOKAJIbHOE WU 1 dy3HOE TpaHCMYpaIbHOE
3aMellleHe MUOKapaa CBOOOJHONM CTEHKU MPaBOro XKeaynodyka KUPOBOM
Wi GUOPO3HO-KUPOBOU TKAHBIO TTPU OOBIYHO HOPMATBHOM JIEBOM KETy-
JIOYKe cepla.

TIpossnenus AATTXK aBasioTcs MpOU3BOAHBIMU JIEKTPUYECKOI HeCcTa-
OMJILHOCTU MMOKapJa W Mporpeccupyronieid nuchyHKINN XeJTyI0uKOB
cepaua.

KenynoukoBbie HapylIeHUSI pUTMa — 3CTPACUCTOUSI, HEYCTOWYM -
Basl WJIM YCTOMYMBaAs TaXMKapAus MOTYT ObITh MIPUYMHON (DUOPUILISLIAN
JKEJTyIOUYKOB M BHE3AMTHOM CMepTH Ha JII0OOM 3Tare pa3BUTUSI TTaTOJOTUU.
ITporpeccupyioliiee yxyailieHlue HaCOCHOU yHKIIMU MUOKapa MIPUBOIUT K
Pa3BUTUIO MTPABOXKETYTOUKOBOM U OMBEHTPUKYJISIPHOM CEpIeYHOI HeTocTa-
TOYHOCTU M Habmomaercst 10 20% Bcex cydaeB IpU JJTUTEILHOM Ha0JII0-
neHuu [3].

CylecTByone KpUuTepuyu TUarHOCTUKKM OCHOBAaHbI Ha TMCTOJIOTHYE-
CKMX, TeHEeTUUYECKUX, DJEKTpOKapanorpauuecKux napameTpax u JaHHBIX
Pa3IMYHBIX METOJOB BU3yaiu3aluuu cTpykTypsl Muokapaa (MPT, KT, axo-
Kapauorpaduu). Beiieasior Tpu KaTeropruu MalMeHToB: C 0O4eBUAHOMN hop-
MO, MOTpaHUYHOI U BO3MOXHOI [4].

Yacrora AIITXK B obuieii momyasiuuu BapbupyeT oT 1 Ha 1000 go 1 Ha
5000 HaceneHud u sBaseTcd 3HauuMol npuurHoii BCC y cnopTcMeHOB U
JIMLI MOJIOJZOTO Bo3pacrta [5].

Jleuenue kak memod npogpuraxkmuxu BCC

Crieinu4ecKoro JeueHus, HalIpaBJIeHHOIO Ha caM MaTOJOTUYECKUIA
npotecc ipu AJIITXK, B HacTosiiiee BpeMs He cylecTByeT. [1pu pasButuu
IrchYHKIIMA MUOKapaa ITPOBOIUTCS KOPPEKIIMSI CEPIEeIHON HETOCTaTOYHO-
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ctu. Ho ompenensiionym B JIeYeHUU 3TUX OOJIBHBIX SIBJISIETCS aHTUAPUTMU -
yecKas Teparusi, HalpaBjIeHHas Ha TPOMUIaKTUKY U KYITMPOBAHUE XKeTy-
JIOYKOBBIX aPUTMUIA.

[MpodunakTrka BHE3aTHOM CEPASYHOM CMEPTH TIPU TaHHOM MaTOJIOTUN
HarpaBJieHa Ha KOPPEKIIMI0 MMEHHO apUTMUUECKOTO KOMITOHEHTA.

B neuenuu AATTXK ncnionb3yercs Bce GopMbl Tepanuu: MEAUKaAMEHTO3-
HYIO, XUPYPIrU4ecKre METOAbl, KATeTEPHYIO ASCTPYKIIMIO, UMILIAHTALIUIO
KapauoBepTepoOB-AeDUOPUILISITOPOB.

MenukamMenTo3Has Tepanusa. B HacTosiee BpeMs HET eIUHOTO MHe-
HUsI OTHOCUTEJBHO CTPATEruy JIEYEHUSI Y aCUMTOIIATUIHBIX MTallMeHTOB
C HE3HAYUTEJbHBIMU U3MEHEHUSIMU MOP(HOJOIUM TIPABOTO XKeTyaouKa
u 0e3 XeJTyToYKOBBIX apUTMUIii. B 3TuX cilydyasx ompaBIaHO MCIIOJb-
30BaHUE (-aapeHO0OJI0KATOPOB IS CHUXKEHUS PUCKA BOZHUKHOBEHUS
aJipeHepPrUYECKN-CTUMYJIUPOBAHHBIX apuTMKit. [1pu HaTMuuK y 60J6HOTO
CUMITOMATUYHBIX XKeJTYTOYKOBBIX 3KCTPACUCTOJ, AMU30/I0B HEYCTOMIMBOI
KeJTyIOYKOBOI TaXWKapAUM, JIeUeHUE TaKXKe 11eJecO00pa3HO HAaUMHATh C
B-anpeHobsokaTopoB. ITallMeHTH ¢ MapOKCU3MaMU YCTOMYUBOM KeJy-
JIOYKOBOI TaXMKapIWK JOKHBI ObITh OLIEHEHBI C TOYKH 3pEHUsT He00X0-
JIVMOCTH UMILJIAHTAIIMK KapauoBepTepa-aehuopuisitopa, Ipyu BO3MOX-
HOM COXpaHEHMU aHTUAPUTMUYECKOU Teparnmuu sl YMEHbIICHUS KOJI-
yecTBa pa3psiaoB.

MenukaMeHTO3HOe JIeYeHUEe CUMIITOMATUIHBIX XKeJyI0UYKOBBIX apUT-
muit y 6oabHbIx AITTK, naxe ¢ ucnonn3oBanuem AAT 111 knacca, moxer
OBITH OE3yCMEIIHBIM MUJIU CBSI3aHO C PUCKOM Pa3BUTHSI TTOOOYHBIX SIBIEHUA.
B a1ux ciydasx MOTyT OBITh IPUMEHEHBI XMPYPIrUUECKUe UM KaTeTepHbIe
METO/IbI JICUCHMUSI.

Xupypruueckue MeToapl. [1epBoii MOMBITKON BO3AEHCTBUSI HAa CyOCTpaT
TaXWKapauu Obljla BEHTPUKYJIOTOMMUS B 30HE HanboJiee paHHE 3MMKapIu-
aJIbHOI akTUBaLMU, BeinoaHeHHast G.Guiraudon ¢ coaBropamu B 1974 rony.
B nocaenyroiem ast aeyeHust 6oabHbIX ¢ AJITTK aTa rpynma aBTopos npe/-
JIOXKUJIa OIepaluio TOJTHON U30JSIMU CBOOOIHON CTEHKU MPaBOro XKey-
Jouka [6]. OmHaKo IMUPOKOTO PAaCIPOCTPAHEHHUsI 3Ta OINepalys He Halllla
M0 MPUYKUHE YaCTOTO PA3BUTUSI OCTPOIA MPABOXKETYI0YKOBOI HEMOCTATOYHO-
ctu. OnucaHbl OTAEAbHbIE CTyYau JUIUTEIbHOT0 3(hdeKTa U301 TPaBOro
KeJTyIouKa IMpY HE3HAYUTETbHOM CHIKeHUN (DYHKITMY Ha (hOHE TByXKaMep-
HOM 3eKTpokaparuocTumMyasauuu [7]. Monudukanus METOOUKY ¢ YaCTUY -
HOW U30JIsILIMeil CBOOOIHON CTEHKHU MPaBOTo XKeJyaIouyKa He Hallula IUpo-
KOTO IPUMEHEHUsI BCJIEICTBHE YACThIX PeLIMANBOB Taxukapauu [8]. OmHum
13 BapMAHTOB XUPYPIUUECKOTO JICYSHUST apUTMOT€HHOM IMCTUIa3uK MOKHO
CUYMTaTh TPAHCIUIaHTalMIO cepana. Kak MeTos iedeHUs cepaeuHOi HeaocTa -
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TOYHOCTHU Y 3TOU TPYIITBI OOJIBHBIX BO3MOXHO WCITOJIb30BaHUE KapIMOMM-
OIUIACTUKM MPaBOro Xejymouka [9].

Karetepnbie MeTopl. 2KeTy104KOBbIe HAPYIIIEHUST pUTMa P aPUTMOTEH-
HOM JUCITIa3UM CBSI3aHbI WJIM C aHOMAaJIbHOI 3KTOIMMYECKON aKTUBHOCTBIO
WY HaJIMYMEM 30H «MeIJIEHHOTO» TIPOBEACHUS U PUSHTPU TaXUKapIUSIMHU.
I'eTeporeHHOCTH MOPOJIOTUIECKMX M3MEHEHU I 1 TTPOrPECCUPOBAaHME I1aTO-
sioruyeckoro npotiecca npu AITTXK sBisiioTcst mpruurHOR monu@oKaabHOro
Xapakrtepa 1 TpaHC(hOopMaIUK KeJTyTOUYKOBBIX apUTMUIA.

B 1984 rony P. Puech ¢ coaBropamu BriepBble COOOLLINII O YCIIELIHOM KaTe-
TEPHOM NECTPYKIIMU Yy 27-JIETHETO TallMeHTa ¢ apUTMOTeHHOM TUCTUIa3ueit
npaBoro xejaynouka [10].

MexaHU3M PUEHTPU CBSI3aH C HAJIMYUEM 30HBI «MEUIEHHOTO IpOBEjIe-
HUST», KOTOpas SIBJIIETCS] KPUTUUECKUM 3BEHOM TaxXMKapIWK U 1IeJIbIO KaTe-
TepHOTo Bo3neicTBus. Hepenko monmmMopdHOCTh XKeyT0uKOBOI TaXuKap-
U 00yCIIOBJIEHa HAJIMUYMEM HECKOJIBKMX TOUEK «BBIXOIa» BOKPYT OTHOM
00J1aCTH «MEeUIEHHOTO ITPOBENCHUST».

Kak 1 nmpu KOpoOHApOTEHHBIX XETYITOYKOBBIX TAXUKAPIUIX C MEXaHU3-
MOM pUEHTpM Haubosee 3(POEeKTUBHBI BO3IEHCTBUS B 30HY «MEIICHHOTO
nposeneHus» [11, 12].

HoBbie BO3MOXHOCTH B JeueHUuUu 00JbHbIX ¢ AJTIXK oTkpsuiuch
MPpY TOSIBJICHUU METOAUKM BJIEKTPO-aHATOMUUYECKOTO KapTUPOBaHMSI.
Perucrpaiust aMIiMTyapl ¥ HaIlpaBJIeHHOCTU CUTHAJIOB C MTOBEPXHO-
CTH 3HIOKapja MO3BOJISIET HE TOJBKO ONMPENeIUTh MEXaHW3M TaxuKap-
MW, HO ¥ BU3YaJIM3UPOBATh PACIPOCTPAHEHHOCTH MATOJIOTUYECKOTO TIPO-
necca. M. Boulos ¢ coaBTropamu BBISIBUIN KOPPEJISLIUIO MEXIY JaHHBIMU
MarHUTHO-PE30HAHCHOM ToMoTpadru U 3XoKapauorpadru U pe3yIbTaTaMu
9JIEKTPO-aHATOMUYECKOTO KapTupoBaHus [13].

Db dHeKTUBHOCTD M OTIANIEHHBIE PE3YJIbTAThl KATEeTEPHOM AeCTPYKIIMU IPU
ANITTXK onpenensitoTcs n1ByMsl (pakTopaMu: MOJIMMOP(PHOCTbIO cybcTpaTa
TaxUKapaIUK, CIIOXKHOCTIMU UIEHTU(UKAIIMY KPUTUIECKON 30HbI, a TAKXKe
JajbHeN MM pa3ButueM 3adoneBanust. AJITT2K — mporpeccupyrolast mato-
JIOTHSI C BBICOKOI BEPOSITHOCTHIO BOZHMKHOBEHMSI HOBBIX JKEJTYIOYKOBBIX
apuTMuii. PactipocTpaHeHHOCTB CyOCTpaTa v ero pa3BUTHE IPU apUTMOTEH -
HOI TMCTUTa3M1 HEPEIKO eaeT HEBO3MOXKHBIM MOJTHOE YCTPaHEHUE apyT-
MOTEHHOI 30HbI, HO ITO3BOJISIET €€ MOAMGUIIMPOBATDH U TOCTUYD YCTOMUMBOTO
apdekTa. Hepenko 601bHBIM TpeOyeTCs BHIMOJHUTh HECKOJILKO OIepaluii.
ITo nannbiM Fontaine G. u coaBTOpoB, 3(p(HeKTUBHOCTh MEPBOI onepauuu
cocraBuia 32%. Ilocne Bropoit — apdekT nocTurHyt y 45% GoabHbIX. U B
pe3yJibTaTe TpeX MPOoLeLyp ObLT TOCTUTHYT YCTOMUMBBIN PE3YJIbTAT B IIEPHOI
HabmoneHusd 5,4 et [14].
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NMnianTanus KapamoBepTepo-aeduopumiiaropos. Kak u mamueHTsl,
nepeHecuve MHGapKT MUOKapaa, 00JbHbIE C apUTMOTE€HHOM AUCIIa-
3UEeN MpaBoOro Xejaynouka MMeEIT PUCK BHE3aNHON cepleyHOll CMEePTH.
ITauueHTaMm rpymnnbl pyucka IMokKaszaHa MMILIAHTalMsl KapAUuOBEPTEPOB-
neuopUILISITOPOB. B oTnume oT uiieMryeckoit 60e3Hu cep/lia B OTHO-
mweHun AJIITXK HeT eqMHOro MHEHUSI O HEOOXOIUMMOCTU MUMILJIAHTALIUU
KapauoBepTepoB-AeDUOPUISATOPOB U151 IEPBUYHOM MPODUIAKTUKY BHE-
3aMHol cepaeuHoi cMepTU. B HacTosiiee BpeMsl 3Ta onepainus, Kak Mepa
NepBUYHON MPOodUIAKTUKU, ONMpaBAaHa Y NallMEHTOB C OTATOILIEHHbBIM
aHaMHe30M (Hajauuue BHE3arHO YMEPIUUX OJMKANIIUX POICTBEHHUKOB
¥ BepU(PULIMPOBAHHON apUTMOT€HHOM AUCILIa3UX MPABOTO XKeJaya04uKa) 1
MMEIOLIMX MPU3HAKU 3TO MaToJoruu. JlornoJHUTeIbHBIM (DAKTOPOM MOTYT
OBITb JaHHbIE TEHETUYECKOT0 aHaIn3a, 0cCoOOeHHO BhisiBaeHue Thuna ARVD2,
KOTOpPBII XapaKTepu3yeTcss BOBHUKHOBEHUEM MTOJUMOPGHOI XKeJTyI0uKO-
BOM TaxuKapauu U BHE3AITHOU CMEPTHIO B OHOM BO3pacTe.

IMauueHTsl, nepeHecire 3MU301bl (PUOPUIUISLIMU XKETYA0UKOB, U UME-
IOLIME YCTONUYMBBIE MAPOKCU3MBbI XKEJIYI0UKOBONM TaXUKapAWUU, SIBISIOTCS
0e3yCJOBHBIMUM KaHAMIATaMU 111 BTOPUYHOM MPOMUIaKTUKN BHE3AIMHOM
CepleYHOI CMEePTU C UCTIOIb30BaHMEM UMILJIAHTUPYEMbIX KapIMOBEPTEPOB-
Ne(UOPUISITOPOB.

HMcnonb3oBaHue 3TUX YCTPOKCTB MO3BOJSIET 3HAUUTEIBHO CHU3UTDH PUCK
apuTMuieckoit cMeptu. OgHaKo OOJIbIIMHCTBO MALIMEHTOB ITPU 3TOM COXpa-
HSIIOT HEOOXOAMMOCTbD IMpUeMa aHTUApUTMUYECKUX ITpernapaToB 1J1s1 YMEeHb-
LLIEHMST KOJIMUecTBa pa3psaaoB aedudpusisaTopa [15].

MMrutaHTanms KapamoBepTepoB-ae(PUOpUIISITOPOB Y OOJbHBIX 3TOM
TPYIIbI, YYUTHIBAsI UBMEHEHUS B MIPABOM KeIYA0UKe, COMpsKeHa ¢ bosee
BBICOKOM 4acTOTOM NUCGHYHKIIUU CUCTEMbl — HapyLIeHUEM OeTeKUMU Ha
(poHe CHUXKEHHOI aMIUIMTYAbl R BOJHBI, BBICOKUMU MOPOraMu CTUMYJISI-
LIMM, a TaKXKe pUCKOM nepdopaly MUOKapaa 3J1eKTPOIOM.

Buibop aeuebnoii maxkmuru

YuuTtsiBast pazanyHble GOPMbI Y BAPUAHTHI KITIMHUYECKOTO TEUSHHUS apUT-
MOTEHHON NMCILIa3UH MPaBOTO XeJyIouKa, eAUHOro aJlfopUT™Ma JIeYeOHOM
TaKTUKU HE CYIIECTBYET. YCIOBHO MOXKHO Pa3ieUTh NallUEHTOB C apUTMO-
TeHHOM OUCIUIA3ME Ha IISATh IPYIIIL.

1. TTanMeHTHl ¢ orpaHUYeHHON (OpPMOI AUCIMIA3UU B COYETAHUU C
ACUMIITOMHOM MU MAJIOCUMIITOMHOM XENYA0YKOBOW 3KCTPACUCTOIUENA,
0e3 OTIrolIEeHHOro ceMeiHOro aHamMHe3a. B 3Tux ciaydasx cuctemMHas
aHTHApUTMUYECKas Tepalus, 3a UCKIIOYeHUEM B-aapeHo0J0KaTOPOB,
He ompaBaaHa. be3ycioBHO, 3TUM malMeHTaM, KaK U BCeM OOJIbHBIM C
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AT, cnenyeT n3deraTb UHTEHCUBHBIX (GDM3UUECKUX HATPY30K U 3aHS -
TUI CIIOPTOM.

2. Ipu Hanuuuu JokanbHbIX opm AJIITK B coueTaHUM C CUMOTOMHOMR
KEJIyTOYKOBOU 9KCTPACUCTOJIMEN, TAPOKCU3MaMM HEYCTOMYMBOI WJIU YCTOM -
YHBOU 9KTOMMYECKON TaXMKapAUY MMOKa3aHa aHTUapUTMUYECKas Tepanusi. B
ciydasix HeaheKTUBHOCTU UM HEBO3MOXKHOCTU METMKAMEHTO3HOTO Jieye-
HUS L1e71eCO00Pa3HO BBITTOJIHUTh KATETEPHYIO IECTPYKIIMIO 30HbBI TAXUKAPIUH.

3. Odns npenynpexaeHus 3MU3040B YCTOMYUBOM, TeMOAMHAMUYECKU
3HAUMMOM PUEHTPU XKEJTYAOUYKOBON TaXWKapaAuu 0e3 BbIPaXXEHHOMN OuC-
GyHKIIMKM MUOKapJa MPpaBoOro XXejaymaoyka MOXET ObIThb MPOBEAEH MO -
0Op aHTUAPUTMUYECKUX MpernapaToB ¢ UCIOIb30BAHUEM IHIOKAPIUATIb-
HOTO 3JIEKTPO(hU3UOJOTUYECKOro ucciaenoBaHus. [1pyu coxpaHeHUU peru-
JUBOB TaXWKapAuW MOKa3aHa KaTeTepHas orepauusl WM UMIUIAaHTalUs
KapauoBepTepa-aedudpuLIaTOpa.

4. TTaiMeHThI ¢ TapOKCU3MaMU YCTOMUMBOM XKeTyTOUYKOBOM TaXUKapaIUU
Ha oHe BbIpaXXeHHOU NUCHOYHKIIMM MUOKapa, paBHO KaK U MepeHecIme
BHE3AITHYIO CepICYHYI0 CMEPTh, TPEOYIOT UMILJIAaHTAllUU KapauoBepTepa-
neduopuIsiTOpa MpU COXpaHEHUU MpUEeMa aHTUAPUTMUYECKUX Mpernapa-
TOB U COIMYTCTBYIOIIEN KOPPEKIIMU CEPACUYHON HENOCTATOUHOCTH.

5. Ipu peaxux BapuaHTax AJITI2K, korna npeBaaupyloT siBeHUST AUC-
dyHkunu Muokapna (6osesHu Uhl) win OMBEHTPUKYISIPHON MaTOJOTUU
0e3 2MU30J0B XKEeAYA0UKOBOM TaXuKapaAuu, Wik GUOPWILISILIMUA XKeTya0u-
KOB, MOKa3aHa KOPPEKIMS MPOSBACHUI CepAeyHON HEOOCTaTOUHOCTH.
MMmnaHTanus Kapauoseprepa-aedrudpusuisiTopa MOXeT ObITh pACCMOTPEHa,
HO IOCTOBEPHBIX JaHHBIX 3((HEKTUBHOCTU €r0 MPUMEHEHUS B 3TOM IpymIe
OOJIbHBIX B HACTOSIIIIEE BPEMSI HET.
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X.5. BCC npu cunapome WPW

Cunnpom WPW — 310 couetanne DKI-cheHOMEHa, MIUTIOCTPUPYIOIIETO
MpeaBo30yXaeHUe XKeTyA0UKOB cepAla Mo AOMOIHUTEIbHOMY (aHOMAaJb-
HOMY) aTpUOBEHTPUKYJsipHOMY coenrHeHuno (JIABC) u mapokcusmanbHOM
aTPUOBCHTPUKYJIIPHOMN pelIMTIIPOKHOM (pe-eHTpH) TaxukKapanu (ABPT), Bo3-
HUKaloIlel B pe3yJibTaTe peaiu3allii MexaH1u3Ma IMMOBTOPHOTO BXO/1A dJIeK-
TPUUECKOTO BO30OYXIEHUSI CTPYKTYPHBIMU COCTABJISIIOIIMMU KOMITOHEHTAMMU,
KOTOPOTO SIBJISIIOTCS BPOXKIEHHOE 100aBOYHOE aTPUOBEHTPUKYJISIPHOE COe-
JNUHEHWEe, HOpMaJbHOE aTPMOBEHTPUKYJISIPHOE COeIMHEHME, MUOKap/, ITpe/i-
cepauii U XKeIymoukoB [1—3].

O dberomerne WPW roBopsT B TOM clTydae, €CJIU y TTalleHTa Ha (DOHe CHHY-
COBOT'O pUTMa Ha IToBepxHOCTHOM DKI mMeroTes mpu3HaKy aHTEPOTPaTHOTO
(ot mpencepaus K xkeaymoukam) mposeneHus mo JABC (mpenBo30yxXoeHme
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KEJTyIOUKOB), HO B aHAMHE3€ HET YKa3aHUI Ha KIMHUYECKUE MPOSIBICHUS
win ¢akt Bepudukauuu ABPT na OKI [1, 2].

Tepmun cunnpom WPW oTHOCUTCS M K TTAllMEHTaM, Y KOTOPbIX Mpe-
BO30YXIEHUE XKeJIyTOUKOB COUETAETCS C MHOW CUMIITOMAaTUYECKOW Taxu-
Kkapaueit, otanyHoit ot ABPT, HanpuMep — bubpwinsuueit uim tpenera-
HueM npeacepauii [1-3].

Tlo naHHBIM Pa3TUYHBIX ABTOPOB PACHPOCTPAaHEHHOCTh cuHapoMa WPW B
ob6uieit momynsauuu cocrasisier 0,1—0,3% [1-4].

Cpenu nauueHToB ¢ cuHapomoM WPW puck BCC B teuenue 3—10 net
cocrabisgteT oT 0,15 10 0,39%, uTO BBIIIE OOIICTIONYJISIIIMOHHOTO pricka BCC
[1-3, 10, 11]. Hepenko cepaeuHblil apecT SIBASIETCS MEPBbIM KITMHUYECKUM
CUMNTOMOM cuHaApoma WPW.

K ocrosnbim pakTopam pricka BCC y manpeHToB ¢ CHHIpOMOM/(heHOoMe-
HoM WPW (B mopsiike YMEHbIIEHUSI UX 3HAYUMOCTH) OTHOCSITCS: 2MU30[1
ubpuiasIuMK TIpeacepanii ¢ BeauurHo nHTepBaia RR 260 Mc 1 MeHee
Ha (poHe aHTeporpaaHoro nposeaeHus no JJABC, Haiuure cuHKONaIbHBIX
COCTOSIHUI B aHaMHe3€e, CTPYKTYpHas MaTOJOTUsI cep/lia, CeMEeHbI aHaM-
He3 cunapoma WPW u BCC, BennuunHa aHTepOrpagHoro pedpakTepHOro
nepuona JABC menbiue 270 mc [3, 6, 7, 10—12].

Cmpamugurxauus pucka

Anroputm ctpatudukanuu pucka BCC npencrasieH B Tadnuue X.5.1. OH
OCHOBAaH Ha BBISIBIEHMU OCHOBHBIX (DaKTOPOB pucKa BoO3HMKHOBeHMUs1 BCC
y nauueHToB ¢ cuHapomom WPW [3, 7, 9]. [TocienoBaTenbHas peaau3alms

Tabnuuya X.5.1
Crpatudmkaums pucka BCC y nauueHToB ¢ cuigpomom WPW

1. EcTb nv npuaHakn npeapo3dyxaexHns Ha K
[a Het
CM. MyHKT 2
2. EcTb nn cumntomMaTtnyeckas Taxvkapaust Munm cUHKonarbHble COCTOSHUS B aHaMHe3e
[a Het
3aHpo3PM 1 PYA JABC CMm. nyHKT 2
2. Ectb N1 cemenHbln aHamHes cuHgpoma WPW 1 BCC
Ha Het
3Hpo3oU n PYA IABC CM. nyHKT 3
3. ECTb N1 CTpYKTYypHas natonorusi cepgua
Ha Het
3Hpo3oU n PYA IABC Cm. nyHKkT 4
4. MpenBo3byxaeHne xenyao4KkoB acMNTOMHO
Cm. pekomeHdayuu o npogpunakmuke BCC




144 X. Ctpatugpukaums pucka v npopunaktnka BCC

JAHHOTO aJITOPUTMA MO3BOJIUT OINPEACIUTh ITepeYeHb MEPOTIPUATUIA, HEOO-
XOIMMBIX JUIS IPOBEICHUST TTIepBUYHOI/BTOprYHOM TTpodunakTuku BCC B
KaXX/I0M KOHKPETHOM KJIMHUYECKOM ClTyyae.

ITpu ctpatuduxkanuu pucka BCC y naHHO# KaTeropuu MaiueHTOB,
OCHOBHOW 3aJ1aueii SIBISIETCS BbISIBJICHUE KIMHUYECKUX TPU3HAKOB (0CHOBHbBIX
(hakTOpPOB prCKa U UX COYETAHMSI), ACCOLIMMPOBAHHBIX C BBICOKUM PUCKOM
pasutust BCC. B KkoHeuHOM uTOore, 3T0 OyIeT OnpeaesiTh ocaea0BaTe/b-
HOCTb MepoIlpusTuil no npodunaktuke BCC.

Pexomenoauyuu no npoghunaxmuxe BCC

Kaace 1

1. BosbHBIM C TIpU3HAKaMU MpPenBo30yKaeHUs keaynoukoB Ha DK,
MepeHeClIuM CeplevyHbIil apecT, HeOObsICHUMbBIE OOMOPOKHU (OCHOBHBIE
(hakTOpHI prCcKa) WU CUMIITOMATUYHYIO TaXMKapAMIO MTOKa3aHO MPOBee-
Hue PYA JIABC (B).

2. [TanuenTtam ¢ budbpwLIILIMeit npeacepauii (MM Apyroi npeacepaHoi
TaxuKapaueit), COrpoBOXIAIOIIEICS BHICOKOYACTOTHOM aKTUBALIMEN MUO-
Kapja KejaymnoukoB (BeamumHoi mHTepBaja RR 260 Mc 1 meHee Ha (oHe
aHteporpanHoro nposeaeHus Mo JJABC — ocHoBHoii hakTop pucka BCC),
nokasaHo nposeaeHue PYA (B).

3. ¥V manuenToB ¢ cuHapomom WPW, Merolnx oCHOBHbIE (paKTOPhI pUCKa
M KOTOpbI€ MPEATNOYNTAIOT MeANKAMEHTO3HYIO Tepanuio poseneHuio PUA,
cpenctBamu Beioopa siBisiroTcst AAIT I knacca wnu amuonapoH (C).

4. IIpencraBUTeNsIM pUCKOBBIX Mpodeccuii (MUI0ThI CaMOJETOB, BOIU-
TeJIU OOIIECTBEHHOTO TPAHCIOPTa, CIIOPTCMEHBI) Y KOTOPBIX IMArHOCTUPY-
ercst cuHnpoM/deHnoMmeH WPW BHe 3aBUCHMMOCTH OT HAJTUYHMsI CAMIITOMOB 1
BEJIMYMHBI aHTEpOrpagHoro a¢gp@ekTuBHOro pedpakrepHoro repuoaa (DPIT)
JABC nokaszano nposeaeHue PUA JIABC naxe rnmpu OTCyTCTBUM OCHOBHBIX
¢axropos pucka BCC (B).

5. MauenTtol ¢ ¢peHomeHoM WPW, y koTopbix aHTeporpagHbiii DPIT
JABC menee 270 mc nokazaHo nipoenenue PUA JIABC (ocHoBHOIt hak-
Top pucka) (B).

Kaacc Ila

1. IMauyenTaMm ¢ Mpu3HaAKaMU MPeaBO30YKIACHUS KeaynoukoB Ha DK,
OTCYTCTBHEM OCHOBHBIX (paKTOpOB puckKa (yKa3aHMsSI B aHaMHe3¢ Ha CHUM-
NTOMATUYHYIO TaXUKapAUIO, CUHKOIIE, ceMeliHbIll aHaMHe3 BCC, Hanuune
CTPYKTYPHOI TaTOJIOTMHU Cepllia, BeauuruHa aHteporpagHoro DPIT JABC
oonee 270 Mc) mokazaHo AMHaAMUYecKoe HabmoaeHue Kapauoaorom (C).

2. IManyeHTaMm ¢ MpU3HAKaMU TPeaBO30YKIACHUS KeaynoukoB Ha DK,
OTCYTCTBMEM B aHaMHe3€ yKa3aHUI Ha CHUMIITOMATUYHYIO TaXMKapanio, CUH-
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Korie, cemelinbiit aHamMmHe3 BCC, Hanuure CTpyKTYpPHOM MaTOJIOTMHU cepala,
y KOTOpbIX BeinurHa aHTteporpaaHoro DPIT JJABC 6osee 270 mc, He moka-
3aHo HazHaueHue AAII (C).
Kaacc ITb

1. Y nauuenToB ¢ peHoMmeHOM WPW, y KOTOpBIX BeJIMUMHA aHTepOrpaj-
Horo OPIT JABC npesbiiaet 270 mc, Bo3amoxkHo npoeaeHust PYA (C).
Kaace ITT

1. IMauuenTaM ¢ cuHapomoM/deHoMeHoM WPW IpoTuBomnokasaHo
Ha3Ha4YeHWe TUTOKCHHA, 3-aapeHobokaTopoB, Bepanammia u ATD (C).
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X.6. BCC npu ¢pudpnissunu npeacepauii

Dduopumnauusa npeacepauii (PIT) acconmmpyercs ¢ yBeJTndeHNEM pUCKa
Pa3BUTHS CEPACIHON HEAOCTATOYHOCTH, KapIMOTEHHBIX TPOMOOIMOOIINIA,
B YACTHOCTU MO3IOBBIX MHCYJIBTOB U, BCICACTBUE STUX IIPUYMH, ITOBBIILIE-
HUeM ob1ieit cMeptHocTH [1, 2]. KpoMme Toro, n3BecTHO, YTO TIPU HEKOTO-



146 X. Ctpatugpukaums pucka v npopunaktnka BCC

pbIx 3ab01eBaHuUsIX GUOpWILIALUS TTpeaceparii moseimaeT puck BCC. Oto
Kacaercsl, ByacTHocTU cuHapoma WPW [3], runeprpoduyeckoit KapIuoMu-
ornatui [4] u cuHapomMa ykopoyeHHoro uHTepsana Q7 [5], o uem ckazaHo B
COOTBETCTBYIOILIMX I1aBax faHHBIX PekoMeHnaiuii. bosee Toro, pe3yabTaThl
HCCIIeI0BAHU I HECKOJIBbKMX ITOCICIHUX JIET CBUIETEIBCTBYIOT O TOM, uyTO DI
MOXET SIBJISITBCSI CAMOCTOSITEIbHBIM (DPAKTOPOM prCKa pa3BUTHS DUOPUILIS -
uu xenyaoukos (PXK) u BCC [6-9].

YV 6onbHBIX, cTpagaoux 3Toi aputMmueid, puck BCC BeaeacTBue pa3Bu-
TUST GUOPWLISIIMU WIM aCUCTOJIUU XXETyI0YKOB Oosiee yeM B JiBa pa3a Impe-
BBIIIAET TaKoi pucK y nanueHtoB 6e3 PIT [10]. [TpuuuHbI 1 MeXaHU3MBbI
BO3MOXHOM CBSI3U (DUOPUILISIUMY MIpeACcCepAnii U HUOPUIUISLIAM KETYA0U-
KOB M3y4yeHbl HemocTtaTouHo. OnHOM u3 Haubosee hyHaaMEHTaIbHBIX pa0OT
10 JAaHHOMY BOIIPOCY SIBJISIETCS aHAIU3, TPOBEIEHHbIN HAa OCHOBAaHU U HCCIe-
noBaHuss ENGAGE AF-TIMI 48 Trial, B KoTopoM ObLIM U3Y4YeHbl pe3yJib-
TaThl 2,8-J€THErO JICYEHUSI aHTUKOATYJISIHTaMU BaphapruHOM WIM D0KCa-
6aHoM 21105 6oapHbIX ¢ PI1. Cpenn apyrux rmokasaTelieil M3yJalnch BO3-
moxkHble npeaukTopbl BCC [8]. ITo pe3yabTaTam 3TOro aHajiusa, cpeau
MHOTMX TTapaMeTpOB HauboJiee YacTbiIMU (haKTOpaMK, KOTOPbIE MOTYT 3Ha-
yumo yBesmuuBath puck BCC y 60nbHBIX ¢ DPIT aBIsIIOTCS: TIepeHeCeHHbIN
uHbapkt Muokapaa, XCH III-1V NYHA, ®BJIXK<50%. Cpeau 10MOJIHK-
TeJbHBIX 3HAUUMBbIX TpenuKTopoB BCC y 3THX OOJbHBIX Ha3BaHbI: BO3pacT
crapiue 75 net, Mmyxckoit oy, DKI'-npusHaku runepTpoduu JeBOro xey-
JI0YKa, YBEJIMYEHUE Yuc/ia CEpAeUHbIX cCOKpalleHuit 6osee 80/MUH, HEHA-
3HauyeHue [3-aApeH00J0KaTOPOB, Ha3HAUeHUe AuruTanuca. OnpeneaeHHYIO
ponb kKak (akTopoB pucka BCC MoryT urpath NoBbIIIEHUE COAEPXKAHUS B
KPOBU KpeaTWUHWHA, HAIMYKE IEPMaHEHTHOI WY MePCUCTUpYyIolel hopMbl
®I1, caxapHblii nnadeT. MHOTHME U3 Ha3BaHbIX (DAKTOPOB SIBJISTIOTCS MO -
(umpyeMbIMU, OTHAKO BO3MOXHOCTh cHUKeHUs1 pucka BCC mytem Bo3-
JNEUCTBUSI HA HUX TpeOyeT majibHeWIuX ucciaenoBanuii. Umeroriuecs Ha
CEroJHSIIHUI 1eHb TaHHbIE HE TTO3BOJISIIOT CUMTATh, UTO aJieKBaTHAs Tepa-
MUST aHTUKOATYJISTHTaMU MoeT cHU3UTh pucK BCC mipu @I1, HecMoTpst Ha
YMEHbILIEHUE pUcKa MHCYIbTA [2].

Cmpamugurauus pucka

DIT MoKeT IPOSIBIISITLCS PE3KOM TaXu- WM OpaauKapaueid, BbI3bIBalo-
IIKUX FeMOJAMHAMUYECKUE PACCTPOMCTBA U COMPOBOXKIATHCS CUHKONAIb-
HBIMM COCTOSIHUSIMU, apTepUalbHOM TMIIOTEH3Mel, TTpU3HAKaAMU MILIEMUU
MMOKap/a, MOSBICHUEM WIM YCYTYOJIeHHEeM CepAeYHOI He0CTaTOYHOCTH.
OTU CUMIITOMBI SIBJISIIOTCS BaskHeHILMMU (pakTopamu prucka BCC, ocobeHHO
y OOJIbHBIX CO CTPYKTYPHOI MaTOJIOTUEH ceplilia, B YaCTHOCTH, ITEPEHECeH-
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HBbIM MHMaPKTOM MUOKapAa, BbIpak€HHOU rumnepTpodueil JeBoro xemy-
nouka ¢ npusHakamu XCH III-IV NYHA. Cpenu ocHOBHBIX (haKTOPOB
pucka BCC npu ®IT creayeT HazBath cuHapoM WPW ¢ snim3omamur Taxu-
KapIuy ¢ BeJU4YuHOU uHTepBasa RR meHee 260 Mc Ha ¢oHe aHTeporpa-
Horo nposeaeHus no JJABC, a Takke anu304b61 OpagapuTMUU C YaCTOTOMN
putMa MeHee 40 B MUH WM Tlay3amu 6osiee 3 cek Bcaenactsue AB Omokasbl,
0COOEHHO AMCTAIBHOIO THUIIA.

Pexomenoauyuu no npogpuraxmuxe BCC

Kaacc Ila

1. AnekBaTHasi MeauKaMeHTo3Has Teparnus 6oabHbIX UBC, mocTuH-
(apKTHBIM KapaHMOCKJIEPO30M, COIJIaCHO JelcTBYOIMM HalmoHaabHbIM
PexoMeHnanysiM, BKIIOYaroias UCIoJIb30BaHue (IPU OTCYTCTBUM ITPOTH-
BoOMoKa3zaHuit) B-agpeHobnokaTopoB, MAII®D, anleTmicaTMLNIOBOM KHUC-
JIOTBI, CTAaTUHOB U APYTUX CPEeNCTB, cCHUxXKaromux puck BCCy 601bHbBIX JaH-
HBIM 3a00JIEBAaHUEM.

2. AnekBaTHasi MenquKaMmeHTo3Has Tepanust XCH, coryiacHo aelicTByOLInM
HarmmonansabiM PekoMeHnanysiM, BKITrouarol1ast uCroib30BaHuUe (MPY OTCYT-
CTBUM IPOTHMBONOKA3aHUIi) B-aapeHo0okaTopoB, MAITID, aHTaroHUCTOB
aJIbIOCTEPOHA U IPYTUX CPEACTB, cHKarommx puck BCC y 6onbHbIx ¢ XCH.
Kaacce ITb

1. AnexkBaTHas MeIMKaMEeHTO3Hasl Teparnus 3a00JeBaHMIi, COMTPOBOXIA-
IOIIUXCSI BRIPAXXEHHOM rUnepTpodueii IeBoro xeayaouka (runeprpoduue-
CKasl KapAMOMUOIaTUsI apTepuaibHasi TMIIEPTOHUS U JIP.), COIJIACHO JIeii-
ctBytoliuM HanmoHanbHbIM PekoMeHaaLusiM, BKJIIOYarolasi UCIOJIb30Ba-
Hue (IIpY OTCYTCTBUU MPOTHUBOMNOKA3aHUI) 3-aApeH00J0KATOPOB U APYTUX
cpencts, cHkaomux puck BCC y 601bHBIX 3TUMU 3a00JIeBAaHUSIMU.

2. Ipy HaMIMYUU apUTMUYECKUX CUHIPOMOB, YIPOXAIOIINX BO3MOXKHO-
ctbio BCC, B yactHocTu cuHapoMa WPW ¢ yrpoxaroleit TaxuapuTMHei,
enecoodbpaszHo nmposeneHue PUA.

3. I1pu HaIMYMK TeMOAMHAMMYECKU 3HAYMMBIX OpaaiuapuTMUIA, a TAKXKe
BhIpakKeHHOM Opagukapauu (<40 B MuH) 1 r1ay3 6osee 3 cek. 1ie1ecoodpa3Ho
HCI0Ib30BaHue MocTosiHHOM DK C.
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X.7. BCC npu BpPOKIEHHBIX U PHOOPETEHHBIX MOPOKAX Cepala

X.7.A. BCC npu epostcoennvlx nopokax cepoya

Bpoxnaenusie mopoku cepaua (BI1C) mpeacrasistor co0oii reTeporeHHyI0
TPYIIY NAlMEHTOB, UMEIOIINUX PA3TUYHYIO CTPYKTYPHYIO MATOJIOTHIO, HO
UMEIoIIMe 001Ie MEXaHU3MbI PEMOJETUPOBAHUS MIPEACEPIUI U KETyI0Y -
KOB. B 3aBUCUMOCTH OT CTENIEHU TSIXKECTU U IJTUTEbHOCTU CYIIECTBOBAHUS
MOpOKa MPOIIECC PEMOJESIUPOBAHUS U BOSHUKHOBEHUS CyOCTpaTa TS XeTy-
JIOYKOBBIX apUTMUI pazindeH. OCHOBHBIMU apUTMOTEHHBIMU (haKTOpaMu
B 3TUX CIy4yasiX SIBJISIOTCS TUNIEPTpodUs MUOKapaa U TUChHYHKIINS JIEBOTO
U MPABOTO XeJTynTouKoB. [IpoBeeHHbIE BMEIIATEIBCTBA C OMHOU CTOPOHBI,
TIPUBOISIT K KOPPEKIINY TEMOJANHAMUKH, C IPYTOIf — MOTYT OBITh TPUIMHOMN
PUEHTPU TaXUKapaIuil B 0071aCTU pyOLIOBBIX MOJIEHA.

ITosTOoMy, Tpy BceM MHOTO00pa3nuu BpOXKIEHHBIX TOPOKOB, CTpaTU(UKa-
1S pUcKa U NpoGUJIaKTUKA BHE3ATTHOU CepAeuHON CMEPTHU OTPENEIISIeTCs
VMEHHO 3TUMHU TpeMs (haKTOpaMU: XapaKTEPOM U CTETEHbIO TUiepTpodun
MUOKapaa, CHUXeHUeM (PyHKIIUY MUOKApJa KeIyI0YKOB, HATUYUEM WU
BEPOSITHOCTHIO BOSHUKHOBEHUST YCTOMYMBBIX XKETYTOYKOBBIX TAXUKAPIUIA.

Yacrora BozHukHOBeHUs BCC y manueHToB ¢ KopperupoBaHHbiMu BITC
cocraniser 0,9—1,4 Ha 1000 marmeHTO-71€T, uyTo B 25—100 pa3 Bhillie, YeM B 001Iei
nonysistimu [ 1, 2]. 90% Beex BHE3aITHbIX CMEPTel HAOIIOAASTC B 4 TpyIIIax IMaLu-
€HTOB: IMEIOIIINX TPAHCTIO3UIINN MaTUCTPATTbHBIX apTepuit, TeTpamy Pano, aop-
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TaJIbHBII CTEHO3 U KOAPKTAIUIO a0PThI C BO3PACTAHUEM PHICKA CO BDEMEHEM, OCO-
OEHHO TIpY OOCTPYKIIMY JIEBOTO KeTynouka 1 Tetpanae Damro. 6—9% GobHBIX
ocyie KoppeKimu Tetpanbl Dajio yMuparoT BHE3aITHO B CPOKM HAOTIONEHUST OT
21 1o 35 net (2—3% exeroaHo), cocrasisist 10 50% Bcex CMEPTEil B 9TOM IPyIIIe
[2—4]. Haubonee Bbicokast yactota BCC Habmonaercst y nalMeHToB C a0pTalb-
HBIM cTeH030M — 10—13% B cpoku ot 15 o 20 et HabmoneHust [2, 5).

BonbimHcTBo ciayyaeB BCC y nanuueHToB ¢ kopperupoBaHHbiMu BITC
CBSI3aHBI C XKEJIyTOUYKOBBIMU apUTMUSIMU: TEMOIMHAMUIECKHM 3HAYMMBIMU
YCTOMYUBBIMU MOHOMOP(MHBIMU XKeTyA0UYKOBbIMU Taxukapausimu (KT) y
MaleHTOB, KOTOPBIM BBIMOJIHSJICS pa3pe3 XKeayaouKa U IacTuKa 3ariaToi
nedexTa MeX KeTy104KOBOI Meperopoaku, Wiu MOHOMOP(MHAs WU TTOIU-
MopdHas KT u dudpuinsuus KeaynoukKoB B OTCYTCTBUE XUPYPTUUECKUX
py6110B. [Ipn oTcyTCTBUY CyOCTpaTa Uit TOCTUHIIM3WOHHBIX aDUTMUIA, TPUT-
repHblii MexaHu3M BCC cBsi3aH ¢ maTosoruueckoit runeprpodueit, pudpo-
30M U CepJeUYHOI HEJOCTAaTOYHOCTHIO.

Hapyuienve dhbyHKunu Muokapaa mpaBoro 1 JeBOro XeJyJoukKoB B 9TOM
rpyrime OOJbHBIX MTPUBOAUT K HAPYIIEHWIO pabOThl KJIETOYHBIX TOKOB.
CHUXeHUe aKTUBHOCTU KaJWEeBbIX TOKOB U YBeJMUEHUE MOTeHIMAIa Ieii-
CTBUSI, HAOII0JaEMOE B KApJAMOMUOLUTAX MALIMEHTOB C TUCHYHKIIUEH MUO-
Kap/a BbI3bIBAET PAHHIOIO MOCTACNONSI pu3alnio. U3MeHeHUs B KaJbLIMEeBbIX
TOKaX MPUBOASIT K TO3IHEN MOCTACTONSIPU3AIMA U TPUTTEPHOI aKTUBHO-
ctu. BeipaxkeHHas runeptpodusi MUOKapaa MOXET ObITh pe3yJbTaTOM XPO-
HUYECKOTO MOBBIIIIEHHOTO JaBJIEHUS B KaMepax cep/iia Mpu 0OCTPYKTUBHBIX
rpolieccax U HekopperupoBaHHoi Terpane Pasuto. [AuchyHKimsa Muokapaa
BO3HMKAET, €CJIU MPaBbIN XXeTyI04eK OCTAETCSI CUCTEMHBIM ITOCJIe Onepaluu
apTepUaIbHOTO MEPEKIIOUEHHUS MTPU TPAHCTIO3ULIMU MarucTpaibHbIX apTe-
PUii MU TIPY BPOXKIEHHOW KOPPETUPOBAHHOM TPAHCTIO3UIIMU MarucTpaib-
HbIX apTepuil. JIuc@yHKIMS JIeBOTO XKeIya10uka MOXET ObITh CBSI3aHa C JUTU -
TEJTHLHO CYIIECTBYIOIIMM IIMAaHO30M, €CJIM KOoppeKius TeTpanbl Dajuio obiia
Mpou3BeNeHa B 3peJIOM BO3pacTe WU eCJIU UMeJIaCh XpOHUYECKas reperpys3Ka
00BbEMOM MOCJIE MAITMaTUBHON IIYHTUPYIOLIEH MpOLeTypHI.

Bepudukaims pa3imyHbIX MEXaHU3MOB apUTMOTEeHe3a TP BPOXKIEHHBIX
MOpOKax ceplia sSIBISIeTCs KJIIOUEBbIM MPU OLIEHKE CTpaTU(UKALIMU PUCKa
u iedyeHus. CyniecTByolre JaHHbIe TO3IHEe CMEPTHOCTU U PUCKE OCJIOXK-
HEHWI OCHOBaHbI Ha MallMEHTaX, KOTOPbIM KOPPEKIIMs ObLIa BHIMIOJHEHA B
MOAPOCTKOBOM Bo3pacte. PaHHsIsT xupypruueckasi KOppeKiusi U u3MeHe-
HUST XUPYPTrUYEeCKOI CTpaTeTnu, B YaCTHOCTHU TIpu TeTpane Paino u TpaHe-
MO3ULIMU MAaTUCTPAIbHBIX apTEPUIl, MOTYT HE TOJIBKO MOBJIUSITh HA PAHHIOIO
JIETAIbHOCTh, HO W Ha YacTOTY M MOTEHIIMaTbHbIe MEXaHU3Mbl apUTMUHU,
PUCK BHE3aITHOU CMEPTU Y B3POCJIbIX MALIMEHTOB B OYAYILIEM.



150 X. Ctpatugpukaums pucka v npopunaktnka BCC

Tempaoda Danno

Tetpana Panno Berpeuaetcs B 7,5% ciyyaeB BITC u xapaktepusyercst
CyOIyJIbMOHAJBHBIM CTEHO30M, Cy0AOpTaJbHBIM Ae(HEKTOM MEXXKETy10u-
KOBOW MEPErOpOIKU C JEKCTPONOZULIMEN aOPThl U Pa3BUTUEM TUIIEPTPO-
(buu mpaBoro xeaynoyka.

Briepsbie koppekiuto Terpanbl @anno BeimonHw Lillehei B 1954 rony.
Bricokast neTaabHOCTh MEPBBIX OMepalnii IpuBesia B pa3paboTKe MeTOo-
VKW ABYX3TAITHOW KOPPEKIUM — TAJUTMATUBHON IIYHTUPYIOIIEH omepa-
LMY B HayaJjie JKU3HU ¢ MOCJIEAYIOIEN paquKaIbHON KOPPEKIUENA B JET-
ctBe. [TostHast KOppeKIUs BKIIOYAET 3aKPbITUE 3aIUTATON MTEpUMEMOpPaHO3-
HOTO WJIM MBIIIEYHOTO AedeKTa MexKeaynoukoBoii meperoponku (M2KIT) ¢
ycTpaHeHueM MHGYHIUOYISIPHOM MJTU KJIATTAHHON 00CTPYKITUY BBIXOHOTO
TpaKTa IpaBoro Xejynouka. KoppeKiiust BITIOTHSIETCS ¢ TIOMOIIbIO BEPTH-
KaJIbHOW WJIM TIONIEPEYHON MTPaBOi BEHTPUKYJIOTOMUU B COUETAHUH C 3aIljia-
TOW 171 pacuiMpeHus BbixogHoro Tpakta [12K. Oco6eHHOCTH MopoKa U TUT
KOPPEKIINH SIBJISTIOTCSI OCHOBHBIMU (PaKTOpPaMU, OTIPENEISIOIINMU YCIIOBUST
BO3HUKHOBEHUST pUEHTPU TaxukKapanii. O0JIacTH MOCTUHITM3UOHHBIX PYO-
1IOB B COUYETAHUU C MaTepUaJoM 3ariaT U GUOPO3HBIM KOJIBIIOM MYJIbMO-
HAJIBHOTO U TPUKYCIMUIAIBHOTO KJIamaHOB (hDOPMUPYIOT 30HBI MEIJIEHHOTO
TPOBEIEHNS ¥ CYOCTpaT JJIs pUEHTPU TaXUKapIuid.

[TpaBasi BEHTPUKYJIOTOMUS ¥ YACTOE UCITOJIH30BAHUE TPAHCAHHYJISIPHO
3aIJ1aThl C NOCJIEAYIONIEH My IbMOHAIBHON PErypruTauueil ¢ XpOHUYeCKOon
neperpy3koi 00beMOM MPUBOIUT K AUJIATALIMUA U OTUCHYHKIUU MPABOTO
JKEeJTyI0uKa — C PUCKOM XeTyToYKoBbIX Taxukapauii 1 BCC B mepcriekTuse.

N3menenust muokapaa nipu terpane Mamio, B 4aCTHOCTHU, pa3BUTHE
MUOKapaIuaIbHOTO (hubpo3a B MBILIEYHOU YacTu crista supraventricularis,
0oJiee BBIpaXKEHBI Y TAIIMEHTOB, OTIEPUPOBAHHBIX B BO3pacTe crapiie 4 JieT.
Hcnonb3oBaHre MarHUTHO-PE30HAHCHOM TOMOTpaduM C TaoJTMHNEM TI03BO-
JISIeT OTIEHUTH CTeTIeHb (hrnOpo3a MPaBOTO U JIEBOTO KeJTyA0YKOB ITPU TETPAJIe
®ato, 4To KOPPETNPYET C YACTOTON BOSHUKHOBEHUSI TIPEICEPIHBIX U XKETy-
JIOYKOBBIX aPUTMUIA.

U xoTs BbICOKAst 4aCTOTA KETyTOUKOBBIX 9KCTPACUCTOJI U ATTU30/0B HEY-
croituuBoii KT koppenupyeT ¢ uHayKuuen ycroitunoit KT, yoeauTenbHbIX
JTaHHbBIX 0 cBs13u ¢ BCC B aTHX CiTyyasix HET, v JieYeHUEe aCUMITTOMHBIX JKeJTy -
JIOUYKOBBIX 3KCTPACUCTOJ HE TTIOKA3aHO.

ITepBuuHast KoppeKIius B MJIaIEHYECKOM Bo3pacTe 10 18 MecsiieB — 00bIy-
Hasl TIpaKTUKa B HACTOSIIIEe BPeMsSI 1 MOXET OBbITh BBITTOJTHEHA C HU3KOM
nepu-orepalMoHHO’ jeTtanbHOCThI0. [IpenynpexneHue OIUTEIbHO-
CYIIECTBYIOIIIEH TUTTOKCEMUU U TIEPETPYy3KU 00BEMOM TIPEAYTPEXKIAET pas-
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BUTHUE CTPYKTYPHBIX UBMEHEHUI U (hopMUpPOBaHUE cyOcTpaTa sl MeJIeH-
HOTO MPOBEACHUS U KeJTyA0YKOBBIX apuTMUiA. OqHAKO, HECMOTPS HA PAHHIOIO
orepaluio, Mporpeccupyroiasi myJbMOHAIbHASI PETyPruTalusl BO3SHUKAET
MOYTH Y BCEX MallMEHTOB IMOCJIe TPAaHCAHHYJISIPHOUM KOPPEKIIUY 3ar1aToi, 1
9TO OIVH U3 (PaKTOPOB, BIUSIIOIIMX HA HEOOXOAMMOCTb TOBTOPHOI OMepaLiiiu.

YMepeHHas uau BbIpakeHHasl MyJbMOHAJIbHASI PErypruTauus U aHo-
MaJibHasl TeMOAMHAMMKA TMPABOTO XKEeIYA0UYKa U MOBBIIIEHHOE KOHEUYHO-
cucronuueckoe gaBnenue csizaHo ¢ KT u BCC. Kpome storo, mmpuHa Kom-
muiekca QRS 6onee 180 mc siBisieTcst hakTopom pricka yctoitunpoit 2KT u BCC.

Hapymenue ¢yHkimm npaBoro u jeBoro xeixynoukoB (OB menee 40%)
MMeEIOT BaXKHOE 3HaYeHUE TIPU OlIEHKE IMPOTHO3a 00JIbHBIX ¢ TeTpanoit dasuio.
KoneuyHo-nmacronmyeckoe JaBjeHUE JIEBOTO XKeyouKa MeHee 12 MM pT.CT. —
HE3aBUCUMBII MPEIUKTOP aleKBaTHBIX HIOKOBBIX Pa3psIOB y MALIMEHTOB C
tetpanoit ®amro u ummiantupoBaHHbiMu MK/ [6].

HecmoTpst Ha 3aMeTHOE yMeHblIeHUe oObeMa MPaBoro xeiayaouka u
yJIy4dllIeHUe TeMOJUHAMMKY TOC/Ie KOPPEKIIUU MyJIbMOHAIBHOTO KJlanaHa,
MpocTas 3aMeHa KjaraHa He YCTpaHsIeT CyocTpaT KeJIyI0uKOBbIX apUTMUI,
B OCHOBHOM MMEIOIIMX MEXaHU3M PUEHTPU. B ofHOI cepru maiueHToB ¢
upuHoit komriekca QRS 6osee 180 Mc mocie mo3aHe KOppeKLMKU MopoKa
5- u 10-neTHsiA coBokymHast cBoboma ot cmeptu U KT cocraBuia 80% u
41% w He oTIMYAIaCh OT KOHTPOJIBHOM TPYTIITBI, aHAJIOTUIHOM 10 BO3PAcCTY,
MyJIbMOHAJIHOU perypruTaiyiu, AuiaTaluyy MpaBoro Xeaynoyka u lupruHe
QRS, KOoTOpPBIM HE BHITIOTHSIACH KOPPEKIMS KianaHa. JlonosiHeHue onepa-
LIMY KapTUPOBAHUEM U KPUOJIECTPYKIIME apuTMOT€HHOU 30HBI TPUBOAUIIO
K cBoboge ot KT B 96% B cpoku HabaoneHus 7,5 net [7].

B Hacrosiiee Bpemst HeT faHHBIX 10 3 dekTuBHOCTU AAIT y GOJIBHBIX C
XA u terpanoit @amno. OnHako, B meyoM, HazHaueHUe AATIT g mpodpu-
JnakTuku peunnusa pueHTpu KT nmeeT HeoqHO3HAUHYIO 3G (HEKTUBHOCTD
U OCJIOXHSIIOTCS TOO0UHBbIMU 3 dekTamu. PeanbHoil anbTepHaTuBoil AATT
SIBJISIETCS KaTeTepHas TEXHOJIOT U, HAaITpaBAEeHHAsI HA IECTPYKIIVIO 30H MeJI -
JIEHHOTO MPOBEAEHUS MTPU reMoIruHaMU4ecKu ctabuibHbiX KT, pu KoTo-
PbIX BO3MOXHO aKTUBAIIMOHHOE KapTUpoBaHue. B ciydasx ObICTPBIX U TEMO-
JuHaMuyecku HecTabuwibHbIX KT BO3MOXHO UCMOJIb30BAaHUE METOIUKU
KapTUPOBaHUs cyOcTpaTa apUTMUU U IECTPYKIIMM BO3ZMOXHBIX COCTaBISIIO-
IIUX e PUSHTPH.

Bepuduxkainus cBsi3u aHaTOMUYECKUX Mepexoa0B U Makpo-pueHTpu KT
MOXET MOMOYb IS UHTPAOTIEPALIMOHHOTO KapTUPOBAHUS U AECTPYKLIUU
MPU MOBTOPHBIX OTMIEPALIUSIX TIPU PETYPTUTALIMU MTYJIbMOHATBHOTO KJIanaHa.

B cootBeTcTBUU C cyliecTBYomMMU pekoMeHnaussmu, UKJI y nauu-
eHToB ¢ BITC 1 KT no/kHbI ObITh UMILIAHTUPOBAHHKI TTOce Hea(hhHEeKTUB-
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HoI KateTepHoii necTpyKuuu 1 nocie anuzona BCC. Mmmnnantauus MK
JIOJKHA OBITh pacCMOTPEHa y MalMeHTOB MOCie HEOOBSICHUMBIX CUHKOIIE
0e3 onpeaeeHHbIX U 00paTUMBbIX TPUYUH. B aTux ciayvasx unaykuust KT
1 HXKT moxxet ObITh moJie3Ha.

IMpodunaktuueckas umiantanus MK y 60gbHBIX MOcae KOPPEeKIIUU
tetpansl Pajio — SBISIETCS MPEIMETOM TUCKYCCHU, HO MOXET OBITh pac-
CMOTpEHAa MPU HAIMYUU JUCGhHYHKIIMY ITPAaBOTO U JIEBOTO XeTyA0uKa, BbIpa-
>keHHOM dudpo3ze, mupuHe QRS 6osee 180 mc u unaykuuu KT npu saek-
TpodU3MOJIOrMYECKOM UccieaoBaHnn. BaxHo, yto 6osee 80% KA, kynu-
pyembix UKJI — moHoMopdHbie 6bicTpbie 2KT, Ho 70% TpeOyioT 1IOKO-
Boro paszpsiaa misd KynupoBaHust 2KT. B aTux ciyyasx onpaBnaHa Katetep-
Has gecTpykius cyoctparta KT, omHaKo OTnaaeHHBIX pe3ybTaTOB B TaHHOM
rpyr1irie 00JbHBIX ITOKa HeT. ClieayeT MOMHUTD 00 OCTIOXKHEHMSIX, CBSI3aHHbIX
¢ MK]I, 25—30% KOTOPBIX COCTABIISIOT HEOOOCHOBaHHbBIE Pa3PsIIbl, CBSI3aH-
Hole ¢ HXXT u npoGiaemamu ¢ asekTpogamu [6].

Tpancnosuyus maeucmpansvtovix apmepuii (TMA)

TMA — HauboJiee 4acTO BCTpPEUAIOIIMICS «CUHUI» MOPOK cepaua y
HOBOPOXIEHHBIX, cocTapisitomuii 5% Bcex BIIC. Cnoxnast TMA cBsizaHa
¢ 1e(HEeKTOM MEXCKETYIOUKOBOM MePEropoaKu U OOCTPYKIIME BHIXOIHOIO
TpaKTa JIEBOI'O 1 IPABOI0 XKeIyI04Ka.

o Hayana 80-X romoB MpoILLJIOro Beka nauueHtsl ¢ TMA noasepraiuch
JIBYX3TaIlHOI XUPYypruueckKoil koppekuuu. [IpeacepaHas cenTIKTOMMUS
Blalock-Hanlon, npennoxenHast B 1950 roay, Obl1a 3aMeHeHa OaZIOHHOM
MpeacepaHol centocromueii 6autonom Raskind nmocite 1966 rona v BHIIOJHS -
JIaCh BCKOPE ITOCJIe POXACHUs pebeHKa. 3aTeM B IIePBbIii FOJI XKU3HU BBIIIOJI-
HSIETCS oIepalysl TepeKIIoueHus 1o MeToauke Senning win Mustard. ITpu
orepaiuy Senning, BriepBble BbIMOJHEHHOH B 1959 rony, ucrnonb3yeTcs mpe-
cepaHasi TIieperopoaka JUisl Co3naHus pa3aeauTeIbHOro bapbepa U rnepeHa-
MpaBJIeHUs TTIOTOKOB KPOBU U3 TOJIBIX BEH B JIEBBII Xeynodyek. Onepanust
Mustard, npemioxeHHast B1964, vcrnonb3yeT 3aIiaTy U3 Imepukapaa Win
cUHTeTUYecKoro MaTepuaina. CoriacHO TaHHbIM HAOIONEHUI MallMeHTOB
rnoce onepauuu «nepekaoueHus» — BCC sgaBsieTcss OCHOBHOM MPUUMHOMN
CMEPTH 3TUX ITALIMEHTOB B OTAAJICHHbIE CPOKU U cocTaBiisieT 4 + 7% B cpoKu
1o 10 net u 9 + 4% B cpoku no 20 jieT HaGoaeHUs [2].

Bonee 80% cinyuyaeB BCC BO3HUKAIOT IPU HArpy3Ke, U4TO SIBJISIETCS
pe3yJIbTaTOM HEeCIOCOOHOCTH MMOKAapAa YBEJIUYUTh CepIAeUYHbIil BHIOPOC.
IIpencepanbie apuTMum Hepenko TnpenaiectsyioT BCC, cHuxKas npencep/-
HYIO CUCTOJIY U HaIlOJHEHUE KeIyI0uKOB cepaua. CUMIITOMHbIE apUTMUU
C MpU3HAKaMM CEPAEeYHON HEAOCTATOUYHOCTU U JOKYMEHTUPOBAHHBIE DITH-
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301l TPETNETAHMST MJTW (DUOPWILISIIAN TTPENCEPANH SBIISTIOTCS TPEIUKTOPAMU
BCC y mauueHToB nocje onepauuii Mustard unu Senning [8].

Hauunas ¢ 1975 roga, aHaToMuyeckasi KOPpeKIUs orepaiuyd apTepu-
AJIbHOTO TEePEeKIIOUEHUSI CTAHOBUTCSI METOIOM BbIOOpa. DTOT MOJXOA He
TOJIBKO CHMKAET BEPOSITHOCTh IMPEICEPIHBIX apUTMUI U TUCHYHKIIUN CUHY -
COBOTO y371a, HO YMEHbIIIAeT BEPOSITHOCTD (haTaTbHbIX KETYTOYKOBbIX aPUT-
MU, TaK KakK JIEBBIM XEJTyI0ueK MOIIePKUBAET CUCTEMHBIN KPOBOTOK.
Koppexkuus npoctoit TMA He TpebyeT Xupypruyeckoro 10CTyrna Ha XKery-
JIOYKaX WU UCIIOJb30BaHMUS 3aI1aT U HE CBSI3aHO C PUCKOM BOZHUKHOBEHUS
MOCTUHIIM3UOHHBIX MOHOMOP(MHBIX KT, KaK y 60JbHBIX ¢ TeTpanoit Dajuro.
Hcrnonb3oBaHue IaCTUYECKUX MATEPUATIOB HEOOXOIUMO B CITy4asix KOPPEK-
1y c10xXHbIX hopM TMA — nipu Heo6XonUMOCTH 3aKpbIThs nedexkTa MZKIT
U1 MOXET OBbITh MPUYMHON pa3BUTUs Makpo-pueHTpu KT. CroxHas aHaTo-
MMSI TIOPOKa U OMepalvii IO ero KOPpeKIUK TpeOyIoT UCTIOIb30BaHUSI CUCTEM
MHTErpalliy JaHHBIX KOMITHIOTEPHOI TOMOTpachru B 3J1EKTPODU3N0I0THIEC-
CKOT'0 KapTUPOBaHUSI, YTO TTO3BOJISIET BU3YyaIU3UPOBATh CyOCTpAT apUTMUU.

Puck BCC ipu TMA cocrasisiet 4% B TeueHue 10 j1eT mociie KoppeKInu
(5—8 cinyuaes Ha 1000 mameHTO-JieT). B 00JbIIMHCTBE C/TyyaeB XKeJlyI04Ko-
BbIM aput™MusiM U BCC B aT0i1 rpymnie 00JbHbBIX MTPEAIIeCTBOBAIM MTPEACEP/ -
Hble aput™Muu. Ipyrue dhakropsl pucka BCC — nuchdynkuus IT2K, BeHo3Has
o0cTpyKuus u mrpuHa komriekca QRS 6osee 140 Mc, omHaKo HET criely-
(ryecknx KkpuTepueB, onpenesomnx nMrutantamo MK/,

Baxno nmoHumate, yro umrianTtalus MKJI MoxeT ObITh TeXHUYECKU
CJIOXKHOW MTPY HATMIMY BHYTPUIIPEICEPAHBIX 3aTUIAT M UMIUIAHTALIMY 3JIeK -
Tpona B MopdosorTuyecKu JeBbli xeaynoueK. [lanueHTtamM 3Toi IpyIbl
CBOMCTBEHHA BbICOKAsl YaCTOTA HEMOTMBUPOBAHHBIX IIOKOB (6,6% B rox),
CBSI3aHHAas C MPEACePIHBIMU apUTMUSIMU [9].

Bpooicdennutit aopmanviblii cmeno3

Hecmotpst Ha Xupypruyeckyo KOppeKIuio, aOpTaJIbHbI CTEHO3 UMEET
Hanooabimii puck BCC (5,4 na 1000 naimeHTo-ner) [2].

Oo6cTpykumsa BeixogHoro TpakTa JIZK BkiouaeT B ce0sl pa3HOPOIHYIO
IPYIIIY ¢ OOCTPYKIIMEH Ha pa3HbIX YPOBHSIX: ITOAKJIAIaHHOM, KJIallaHHOM 1
HaakiIanaHHoM. KJtarmaHHbIM CTeHO3 OOBIYHO SIBJISIETCS PE3Y/IbTaTOM JIeTeHe-
paLuu OMKYCIUIAIbHOIO a0PTAJIbHOIO KJlarlaHa M BCTPEYaeTCs Yallle BCero.
IMoagxnanaHHbI cTeHO3 00YCIOBIIEH KilaraHHO MemMOpaHoii. Penkue ciy-
Yyau HaJKJIalaHHOTO CTEHO3a CBSI3aHbI C IPYTUMU MaIb(hOpMalusSIMU, TAKUMU
KakK CUHAPOM BUiIbsiMCa WU SIBIISIIOTCSI Pe3YJIbTaTOM IPEIbIIYIIEi XUpyp-
TUYECKOI Mpolieayphl (HampuMep, III0B BOCXOSIIE aOpThl ITOCIe omepa-
UM nepekaoueHus npu TMA).



154 X. Ctpatugpukaums pucka v npopunaktnka BCC

Puck BCC B 3T0i1 rpyrine nauueHTOB 3aBUCUT OT BPEMEHU CYIIECTBO-
BaHMUS MOPOKA U CBS3aH C TUCHYHKIIMEH MUOKap/a JIEBOTO Xeaydouka 1
runeprpodueit Muokapaa.

Koapxmayus aopmut

Yacrora BCC y nauiMeHTOB nocjie KOppeKLUY KOapKTalluy a0PThI COCTAB-
nget 1,3 Ha 1000 mauueHTo-net [2]. KoapkTalus aopThl MOXET BO3HUKATh
Ha pa3HbIX YPOBHSIX, HO KJIACCUYECKU BO3HUKAET B TaK Ha3bIBAEMOM «ITepe-
1IefiKe», HMXKe OTXOXIECHUS JIEBOI MOAKIIOUNYHON apTepuun. OnHa TpeTh
MalyeHTOB UMeeT OMKyCIIMAaIbHbIN KilanaH. Jlaxe mocje KoppeKIuu Koap-
KTallUM, TALIMEHTHI MOTYT OCTaBaThCsI CKJIOHHBI K TUTIEPTEH3UM 1 COITyTCTBY-
rouei runeprpodun JIZK, 4To MOXKET ObITh TPUUMHOM MTOBBIILIEHHOTO pUCKa
BCC B 31011 rpymie 00JbHBIX.

X.7.b. BCC npu npuoopemennsix nopoxkax cepoua

Onepaiuu npy NpruoodpeTeHHbIX TOPOKaxX ceplla, Kak MpaBuio, HE CBSI-
3aHbI C BEHTPUKYJIOTOMUE U OTPaHUYEHBI IJIACTUKOM UIY 3aMEHOM Kitarna-
HOB ceplilia — yalle aopTaaibHOTo U MUTpaibHOrO. [Ipoliecc maTosornyeckoro
pPeMOoAeUPOBAHUS B ATUX CJTydasix OrPAHUYUBACTCS U3MEHEHUEM CTPYKTYPbI
MMOKap/a JIEBOTO U MPaBOro Xeayqouyka Ha (poHe OCHOBHOTO 3a00JIeBaHUS
W HapyUIeHU I reMOJAMHAMUKW, BO3HUKAIOIIMX MPU MOPOKe cepaiia. Y maiu-
€HTOB MOCJIe KOPPEKIIMU KIarnaHoB cepilia, 6e3 Mpu3HaKoB paHee MepeHe-
CeHHoro uHdapkTa MUoKapja, BO3HUKHOBeHuUe ycToitunBoii KT Habmoaa-
ercs penko. Peructpanus Ycroiiuusas KT, Kak mpaBuio, cBsi3aHa C HAJIU -
yreM pyOLIOBbIX U3MEHEHUN U SIBJSIETCS OCHOBAaHUEM IS 31eKTpodu3no-
Jiornueckoro uccienoBanus u umriantauuu MK/ [10].

TunuyHbIMU 1 HAMOOJIEE 3HAUUMBIMU (DaKTOpPaMU PUCKAa BOSHUKHOBEHUS
JKU3HE-YIPOXKaIolUX apUTMUIA B 9TOM TpyTIIie OOJbHBIX SIBJSIETCS TUTIEPTPO-
(buss Muokapaa U CHUXKEHUE ero HacocHoW yHKIMU. JucdyHKImsg Mruo-
Kapza co CHIDKeHMe (ppaKny BEIOpoca MeHee 35% SIBIIsIeTCsI TOKa3aHMUEeM K
umrmuiantauuu MKJI, a B ciiyyasix coueTaHusl ¢ IpU3HaKamMu 0JI0Kaabl JIEBOM
HOXKMU IyYyKa — CUCTeMbI pECUHXpOHU3UpYoLIei Tepanuu. Heodxonnumoctb
OIHOBPEMEHHOU UMILJTAaHTALMM 3TUX CUCTEM U KOPPEKIIMHU ITOPOKa cepaLa
TpedyeTcsl peIKo — JIMIIb B Ciydyasix BrTopuuHoil mpodunaktuku BCC win
OYEBUIHBIX COMHEHUSIX O MEePCHeKTUBAX YIydlleHUs] (GyHKIMU MUOKapaa
rocJjie KOppeKInuy mopokxa.

Cmpamugukayus pucka

B Hacrosiiiee BpeMsi OTCYTCTBYIOT JJaHHBIE, CBUACTEIbCTBYIOLINE O TOM,
YTO IJIACTUKA WJIM MPOTE3MPOBAHME MMUTPAIbHOIO KjlallaHa YMEHbILIAIOT
KosnuecTBO KA y MalMEHTOB ¢ KJamaHHbIMU TTopokaMmu cepaua. [Toaromy
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OLIEHKA KJIMHUYECKOTO COCTOSIHUS 9TOI KaTeropuu MaiMeHTOB U UX Jieue-
HUE MPOBOJSATCS HA OCHOBAHUM CYILECTBYIOLIMX PEKOMEHIAMMI IS Kax-
JI0TO 13 3a00J1eBaHUI.

KnuHuueckas olleHKa COCTOSIHUSI OOJIbHBIX C KJIaMaHHBIMU MOPOKaMU
cepaia u KA, a Takke BbIOOP TAKTUKU WX JICUEHUS TOJKEH OCYILECTBIISIThCS
Ha OCHOBaHUM CYLIECTBYIOLIMX B HACTOsIIIIEEe BpeMsl peKOMeHAalWii 1o n1a-
THOCTHUKE U JIEYSHUIO TTOPOKOB CeP/ILia U BBISIBIEHUU OCHOBHBIX U BTOPOCTE-
MEeHHBIX (PAKTOPOB PUCKA U APYTUX KIMHUKO-UHCTPYMEHTAIbHBIX JAHHBIX,
B yacTHoCTH HU3Koi1 DB.

Tlo3uTrBHOE 3HAUEHHWE TUIACTUKU WJIU MPOTE3UPOBAHUS MUTPATBHOTO
KJlallaHa y MalMeHTOB C MPOJarcoM MUTPAJIbHOrO KJaraHa, TSXKeaoun
MUTPAJIbHON peryprutanueit, coueTaroleics ¢ reMoguHaMUYeCcKy 3HaUM -
MbIMU KA (OCHOBHOM (hakTOp puckKa), B OTHOIIeHUU npodusiaktuku BCC
He SIBISIETCS TOKA3aHHbBIM.
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X.8. Crparnduxanus pucka u npopuiakTuka
BCC nauueHTOB ¢ aHOMAJIUAMU Pa3BUTHS
COeIMHUTE/ILHOM TKaHU cepAua

B TeueHne ABYX MOC/IEAHUX ACCATUICTUII aKTUBHO pa3BUBAETCS TP -
CTaBJIeHUE O AUCIUIa3uu coequHuTeapbHon Tkanu (JACT) cepniia, mposiBisi-
foIelCcsl UBMEHEHUSIMU COeTMHUTEIbHOTKAHHOIO KapKaca M KJIallaHHOTO
arrapata ¢ (popMUpoBaHUEM TaK Ha3bIBAeMbIX MaJIbIX aHOMaIMi cepama [ 1].

[MpucTanbHBI MHTEPEC MCCIeI0BaTeeli BhI3bIBAIOT apUTMUHN, PAa3BUBAIO -
muecst Ha hoHe MaJibIx aHOMauii cepaua [2, 3]. B ocHOBe pa3BUTHS apuUT-
MMIA IIPY 3TUX COCTOSTHUSIX JIEXKAT KaK aHOMAaJIMU CTPYKTYPhI ¥ (DYHKIIUM ITPO-
BOSIIEH cUCcTeMBI cepalia (TMChYHKITUS CHHYCOBOTO y371a M CHHOATPUAIb-
HOIi 30HBI, TOOABOYHBIE POBOISIIME ITYTH U MEXKDACITUKYISIPHBIE COETU-
HEeHUs), TaK ¥ TeMOAMHAMUYECKIE HapyIIeHUsT, BO3HUKAIOIIWE TP PEeryp-
TUTAIMY KPOBU M3-3a IpoJiarica KJIalmaHoB. 3HAYMTEIbHYIO TPOapUTMOTeH-
HYIO pOJIb UrpaeT AedopMalus MoJaoCcTu JeBoro xeaynouka (JIZK), Bo3HU-
Kalolas 3a CYeT SKCTpaKapaMaJIbHBIX IPUYWH U TIOJT BIUSTHUEM CaMOli aHO-
Masinu cepaua [4].

Hapymenust putma u npoBogumoctu cepaa npu I CT peructpupyrorcs
JIOCTaTOYHO vyacTo. [1pu anekTpokapanorpacdudecKoM uccienqoBaHum y 2/3
nauueHToB ¢ HenubdepeHmpoBanHoit JJCT cepniia BHISBISIOTCS Te WU
WHBIE OTKJIOHEHUS, TIPU XOJITEPOBCKOM MOHMTOpUpOoBaHUM — Y 95% |[3, 6].

HpOﬂal’lC MumpanibHoeo KaanaHa

Yacrora BHe3anHo# cMepTu ipu cuHapome [IMK 3aBucut ot MHOTHX (hak-
TOPOB, OCHOBHBIMU 13 KOTOPBIX SIBJISIIOTCS 3JIEKTpUYECKAsk HECTaOWIBHOCTD
MMOKap/a Ipy HaJIMIMY CUHIPpOMa yIUIMHeHHOro nHTepBaia QT , xenymnou-
KOBBIX apUTMMUIA, COITyTCTBYIOIIAsi MUTPaJIbHAsi HEIOCTATOYHOCTh, HEMPOTY-
MopaJIbHbIN aucbantaHc [7].

Bnesamnnasg cmepthb y nanuenToB ¢ [IMK peructpupyercst MeHee yem B
0,2% cnydaeB B Te4eHUE 10JrOoBpeMeHHOro HabmoaeHus [8—10]. ITpu orcyt-
CTBUU MUTpanbHOI peryprutaunu puck BCC sBasieTcst HU3KUM U He TIpe-
Boimaet 2:10000 B roa, B TO BpeMs KaK MPU COMYTCTBYIONIEH MUTPaTbHOMI
peryprurtaiuu puck yseanuusaetcs B 50—100 paz [7, 11].

Mexny teM y nereit ¢ [IMK mocTtoBepHO yalile perucTpupyloTcs Kemy-
JIOUYKOBBIC HapyILIeHUsI puT™Ma 1 nucrnepcus nHtepBaia QT B cpaBHeHUU ¢
rpymnioi Koutposs [ 12]. K romy xxe IIMK siBnsieTcst Hepenkoit (3—5%) npu-
YHOM BHe3aImHoi cepaeuHoit cmeptu (BCC) y cnopTCMEHOB ¢ BPOXIEH-
HBIMM aHOMAJIMSIMM KOPOHAPHBIX apTepUil U TMIePTPOGUIECKOM Kaparo-
muornarueii. B 6onbimHcTBe cayyaeB BCC npu [IMK HocuT apuTMOreHHbIM
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reHe3 U oOycJioBJieHa BOBHUKHOBEHUEM UAMOIATUYECKON KETyI0YKOBOM
TaxuKapaIuu Wik Ha (poHe cuHapoMa yaamHeHHoro uHtepsaia QT [3, 7, 9].

Hawubonbiee BHUMaHue 3aciayxuBatoT ocoodble noarpynbsl [IMK ¢ Beico-
kuM puckom pa3Butusi BCC. K TakoBbIM cliefyeT OTHOCUTD TMAIlMEHTOB C
TSKEJI0H MUTPaJbHOW HETOCTaTOYHOCThIO, OOYCAOBIEHHOW MOJIOTSIIEH
CTBOPKOI MUTPaJIbHOTO KJIallaHa — IPO3HOT0 OCIOXKHEHMS ITpoJiarca, Cylie-
CTBEHHO BJIMSIOLIETO Ha MPorHo3. [1o pe3ynbrataM 10AroBpeMeHHOro ooce-
JIOBaHUS 3a MallMeHTaMU C BbIPaK€HHON MUTPaJIbHON HEAOCTaTOYHOCTHIO
noctoBepHbIMU TTpearkTopamu BCC o JaHHBIM MyJIBTUBAPUAHTHOIO aHa-
Jnu3a 6buh: hyHKIMOHAIBHBINA Kiace o NYHA, dpakius Beidopoca JIZK u
Hainuue GbUuodpuUISILUK ipeacepanii. Xvupypruueckast KOppeKIiivss MUTpasib-
HOU HeIOCTATOYHOCTHU B OOJBIIMHCTBE Cy4aeB BEAET K JOCTOBEPHOMY CHU-
JKEHMIO prcKa BHe3arnHoi cMeptu [13].

Jloxcuble cyxoxcunus cepoya

Jloxnsbie cyxoxunus (JIC) JIZK B nmocieaHue roabl 00JbIIMHCTBO aBTO-
POB OTHOCHAT K MaJIbIM aHOMaJIMAM CEPJLIA U PACCMATPUBAIOT KaK IPUYUHY
HapyllIeHU BHYTPUCEPACUYHON reMOAMHAMUKY, UACTOINYECKON (PyHK-
uu JIZK, anektpuyeckoit ctabunbHocTy cepaua. [1o naHHBIM TUTEpaTyphl
JIC npoaeMOHCTpUPOBAIU CBOIO BEICOKYIO apUTMOTEHHYIO 3HAYUMOCTS [ 14].

s oobsicHenus ydactust JIC B MpoUCXOXIEHUU HApYILIEHUI pUTMa
cepala MpeayiaraloTcs pa3Hble MeXxaHu3Mbl. Bo-tiepBbix, JIC MoxeT hyHK-
LIMOHMPOBATh KaK MPOBOAHUK BCIEACTBUE HAIUYMS B HEM KJIETOK ITPOBO-
ISIIel CUCTeMbl, TeHepupysl heHOMeH re-entry. Bo-BTOphIX, MexaHUYECKOe
pacTskeHue Muokapna B Mecte npukperuieHust JIC MoxkeT reHepupoBaTh
MOSIBJIEHNE SKTOMMYECKUX UMITYJIbCOB [4, 15]. B-TpeThux, MecTa mpuKperie-
Hust JIC MOTyT BBICTYIIATh B POJIY YYACTKOB C IOHUKEHHON CKOPOCThIO ITPO-
BEIEHUsI UMITYJIbCOB, JIMOO BOOOIIE UX OJOKHMPOBATh, BhI3bIBASI JIOKATbHbBIC
«3aBUXPEHUST» B IPOBOSIIEH CUCTEME, CIIOCOOHBIE TAKXKE 3aIyCTUTh MeXa-
HU3M re-entry, 3HauMTeIbHO MOBbIIIAasT PUCK BO3HUKHOBEHUS XKM3HEYTPOKa-
omux HapyueHuit putMa. Takeke JIC MOTYT yyacTBOBaTh B peMOIEIMPOBa-
HUU Ceplia, YTO caMo I10 cede SBIsIeTCs MTPoapuTMOIeHHBIM (hakTopoM [4].

ITpuunHOi1 GMOAIEKTPUUECKOI HECTAOUIBHOCTU CEPILIA MOXKET CIYKUTh
Mopdosiornyeckast HLOMTHOPOIHOCTh MMOKap/ia, BOZHMKAIOIIasl BCJICACTBUE
JIOKAJIbHBIX HAPYIIEHU I MUKPOKPOBOTOKA 3a CYET TPAKIIMY TKaHEe !, mpuie-
xKauux K MmectaM npukperuieHus1 JIC. K Tomy ke, u3BMeHeHUSI MUKPOLIMPKY -
JISIUMU MUokapaa, ooyciosieHHble JICT, Takke sSIBISIIOTCS TPUYMHON pas-
BUTHUSI y4ACTKOB cKiiepo3a (J1ubo anmonrtosa). Yepenysich ¢ GyHKIIMOHATBHO
aKTUBHBIMM 30HAMM, OHU OOYCJIOBIMBAIOT 3JIEKTPUUECKYIO HEOTHOPOI -
HOCTb TKaHeill cepana. K ¢opMupoBaHuI0 04aroB 3KTOMMYECKON aKTHUB-
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HOCTH ¥ Pa3BUTHIO KEIYIOYKOBBIX apUTMUI MOXET ITPUBOINUTH pa3Ipaske-
HUe 3HAO0Kapaa, BOZHUKAIOIIEe MO BIMSHUEM U30BITOYHO JIMHHOTO JIC.
TypOyaeHTHBIN TOK KPOBY, BOSHUKAIOIINIA BCJIEACTBUE MPETSITCTBYS HA €TO
MyTH B BUJIE IIOTICPEYHOTO TSIKa, TAKIKE SIBIISICTCST (DAKTOPOM, CITOCOOCTBYIO-
LIIUM OMO2JIEKTPUYECKON HECTaOMILHOCTU MUOKapaa [4].

Kenyoouxosas sxcmpacucmonus U 10HCHbLE CYX0UCUAUS
168020 JicenydouKa

B 1984 rony BrniepBbie ObLIO BbICKA3aHO MHEHKME 00 apUTMOTEHHOI POJIU
JIC y mpakTuuecKu 310pOBbIX JIULI C XKeyT0YKOBOI 9KCcTpacucToauei (2K9)
[16, 17]. Y moneii ¢ JIC JIK nocToBepHo vaiie otmedatotcst K. B cBoro ove-
penb, pacnpoctpaHeHHOCTh JIC JIZK cpenu moneit ¢ 2KD 10CTOBEpHO BbIllIE,
10 CpaBHEHMUIO C JoapMU 0e3 TakoBoii [18]. [Ipryem pacnpocTpaHeHHOCTD
JIC JIZK cpenu nui ¢ yactoit 2KD (6osee 1000 B CyTKM) 1OCTOBEPHO BBbIIIIE,
YeM Cpeu JIULL ¢ OoJiee peaKoi IKCTpacucTonueit, a 0ubOoKyCHbIE U ITapHbIe
AKCTPACUCTOJIbI PETUCTPUPOBATUCH aBTOpaMu ToJibko y il ¢ JIC JIK [17].

JICJIXK, TIMK, a Takxe ux coueTaHue JOCTOBEPHO Yallle BBISIBJISIIOTCS Y
ManuueHToB ¢ yacToii (6osee 3 B 1 MUH.) MOHOTOMHOM KD B cpaBHEHUU ¢
narueHTaMu 6e3 HapyleHui puTt™Ma cepana. [1o JaHHBIM MyJIbTUBapUaHT-
Horo aHanuza Hanuuue JIC JIZK u ITIMK noctoBepHO CBSI3aHO € 4acTOTOM
K9, rorna kak Bausaue [TMK u JIC JIK, B34TbIX B OTAEIbHOCTHU, SIBJISIETCS
He3HauuTeabHbIM [19].

KD vame Habmoparorces npu Hanuuuu JIC B o61acTu 6a3anbHOM yacTu
MexokenynoukoBoit meperopoaku (M2KIT) [20—23]. YacTora KD BO3-
pactaet ¢ yBenumueHueM ToawuHbl JIC, npu Hanuuum Heckoabkux JIC, a
Takxke B ciaydae npukperuieHus: JIC k M2KIT u nanuuisipHbIM MbllILIAM
[5, 20, 21, 23].

VY nauuenTon ¢ JIC JIXK, B oTcyTCTBHE OpPraHUYECKOTO MOPaXXeHUs
ceplilia, OMMCaHO BOBHUKHOBEHUE XKeTya0uKoBoi aputMun (2KA), B ToM
qucie GUOPMIIISLIMU XeJyI0UYKOB, MapOKCU3MaJbHOM XKeJIyT104YKOBOM
Taxukapauu. CrioHTaHHbIN pa3pbiB JIC accounupyeTcs ¢ mpekpalieHueM
HapyuieHus cepaeyHoro putMa [24]. Pazsututo 2KA y mauuenTos ¢ JIC cro-
cobcTByeT nunaranus rmonoctu JIZK, a Takke HapylIeHHUe ero JMacToInye-
CKOT'O HalOJIHEHMSI U MECTHOE HapyllleHWe BHYTPUCEPACYHOM reMoIrHa-
MUKHU B 001acTu pacnosioxeHust JIC. AHanu3 3XOMIOTHOCTU IMOKa3bIBaeT,
YTO MNP 3HAYUTEIHLHOM MOBBIIIEHNH 3XOTI0THOCTH JIC Hal 3XOTUIOTHO-
CThbI0 MHTAaKTHOTO MUOKapJaa MMEET MECTO CHVXXEHUE YaCTOThl pa3BUTHS
KA. TTockoJIbKYy TPUYMHOM BBHICOKOI 3XOIJIOTHOCTH SIBJISIETCS TTOBBILIIE-
HUE CofiepKaHMsI KOJUTareHOBBIX BOJIOKOH, 3TO YKa3bIBaeT Ha TO, UTO yBEJIM-
YeHMEe ColepKaHMs COeAMHUTETbHOM TKaH! B JIC TPUBOAUT K CHUKEHUIO
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BEPOSITHOCTY BOBHUKHOBEHMIT HApYIICHUI cepaeuyHoro putMa. To ecThb ¢
KD accounupytorcs JIC, cocTosime NperuMyIlieCTBEHHO U3 MbIIIEYHBIX
KJIeTOK M KjeToK [Typkunbe [24].

Hapywenus pumma cepoua npu ungpapkme muokapoa u Haau4uu
AOINCHBIX CYXONCUNUU

Y nmaimeHTOB B ocTpoM nepuoae uHdapkra muokapna (MM) bubpuiis-
st skerynoukoB (D2XK) noctoBepHo yamie Berpedaercst y 60bHBIX ¢ JIC JIK.
Y nanmentoB ¢ UM pazputue @K nmeeT 10CTOBEPHYIO CBSI3b C HATMIUEM
JICJIZK, BbicokuMm kitaccoM 1o Killip, Hanuuuem acuHepruu JIZK (4yBcTBU-
TeabHOCTh 83,3%, cietnduyHocTsb 92,7%) [14].

ITo pesynbraTaM THCKPUMMHAHTHOTO aHaM3a BBISIBIEHO 5 (pakTOpoB,
00J1agaIoMX BBICOKOH CITOCOOHOCTBIO TUCKPUMUHUPOBATH OOJIBHBIX, ITepe-
Hecmmx O2K: JIC JIK, nokamm3zanus JIC JI2K, pazmep nomoctu JIZK, pazmep
acuneprun JIZK, Hajimume BHYTPUITOJIOCTHOTO CEPICUHOTO KaIbIIMHO3a (4yB-
cTBUTENBHOCTD 87,5%, cnietduaHocTs 95,0%). [1pu anpodary morydeH-
HOI MOJIEJTM Ha IpyIine 60JbHbIX OCTpbIM UM Oblj1a MpoieMOHCTPUpPOBaHa
YyBCTBUTEIBLHOCTE 80% 1 cnietmduanocts 92,5% [4, 25].

C6513b N0ICHBIX CYXOACUNULL CepOya ¢ CUHOPOMOM PAHHell
DPenoAapuU3auUY Jceny0ouKos

Cpenu nalmeHToB, HampaBlisieMbIX Bpauamu Ha DxoKI', BcTpeuaemMocThb
3JIEKTpOKapAXOorpadMuecKoro CMHAPOMa paHHE! PeIoIsIpu3aliiy XKeJTy104 -
koB (CPPXK) y marmmenTos ¢ JIC JIK cocrasisier 605ee 80% [20, 26—30]. ITpu
couetanuun JIC JIZK ¢ [IMK u apyriumu posiBAEHUSIMU TUCTIIA3UN COSTUHU -
teabHOM TKaHu CPP2K onpenensiercst B 93% cayvaes [23]. [To mepe ycuie-
Hus1 BeipaxkeHHOCT CPP2K Bo3pacTaeT KOJIMYeCTBO PErUCTPUPYEMbIX ITPH -
3HakKoB HenuddepeHuuposanHoit JCT [25].

V nuu npussiBHOTO Bo3pacta, umetoliux JIC JIK, CPPX Bctpeuaercs B
42,9% cnyvyaeB. Hanbosee xapakrepHo Haauuue CPPXK y uir ¢ mornepey-
HBIMU — 55,5% v ¢ MHOXecTBeHHBIMU — 77,3% JIC JIZK 1Mo cpaBHEHUIO C
18,7% CPPXK nipu muaronanbHoM pacnoynoxenuu JIC JI2K. Takum ob6pa-
30M, CPPXK y nuii ¢ JIC MoxeT paccMaTpuBaThCsl B KaueCTBE MapKeépa CUH-
npoma JICT cepnua [28, 31].

Pan aBTopoB paccmatpuBaet npuunHy CPP2XK B nuamMeHeHuu mpoiiecca
HOPMAaJIBHOTO PacIpoOCTpaHeHUsT BO30YKACHUs, TTPEXKIEBPEMEHHOM BO3-
OyXXIIeHUU OTAEJIbHBIX 00JacTeil MMoKapia, IMPUBOISIIEM K 0ojiee paH-
HEeMY HaCTYIUICHUIO PEeTIOJISIpU3alliK 3TUX 00JIacTei BCJIEACTBHE ITPOXOXK-
neHust umiyibca o JIC, HaunHaromemycst ot M2KII [29, 32—35]. ITpu nipo-
yux paBHbIX ycaoBusix JIC cokpainaeT paccrosinue ot M2KIT no cBobon-
Hoii crenku JIZK miay manvuisipHoit MBI, MI3MeHeHue mpoliecca Hop-
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MaJIbHOM aKTMBallMU, KaK U3BECTHO, TPUBOIUT K HAPYIICHUSIM PETTOJISIPY -
3anu. Bo3MOXHO, 3TUM MOXHO OOBSICHUTH CJIydal BbIPaKEHHBIX U3Me-
HeHuii penonsipusanuu npu JIC JI2K.

Jucnancepuzayus nayueHmos ¢ Haauvuem CmpyKmypHbixX
anomanuii cepoua

Bomnpochl npoduiiakTuku ¥ AuMcnaHcepu3aluu JULl ¢ MaJbIMU aHO-
MaJusIMU Ceplilia OCTAIOTCS HE U3yUYeHHBIMU. BOJBIIMHCTBO UCCIea0Ba-
TeJleil CXOaTCSl BO MHEHUU O HEOOXOIUMOCTHU TUCITAaHCEPHOTro HabJ0-
JIEHUS ¥ PETYJISIPHOTO 3Xorpaduyeckoro o0caeq0BaHUs ONUH pa3 B TONI.
ITposeneHue DxoKI B HacTos1Iee BpeMs MO3BOJISIET C JOCTATOYHO BbICO-
KOI TOYHOCTbIO TMAarHOCTUPOBATH HAJMUWE MaJIbIX aHOMAaJUM, onpee-
JIUTh UX PACMOJIOXKEHUE U MOTEHIIMaJIbHOE 3HAaUYEeHUEe B PeMOeIMpoBa-
Huu JIK, HapylieHusiXx reMOAMHaMUKNA U BO3SHUKHOBEHUM HapylLIeHU I
pUTMa cepaua, YTO CAYXKUT NOMOJTHUTEIbHBIM UHCTPYMEHTOM 151 OIIpe-
JneJleHUs TAKTUKU, C KOTOPOM clieayeT BhIMOIHATh Mpodunaktuky BCC
B KaXXJIOM KOHKPETHOM CJIyyae.
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X.9. BCC npu MeTado1n4ecKux
¥ BOCHAJIUTEIbHBIX 3200/ 1eBAaHUX

X.9.4. Cmpamuguxayus pucka u npogpunakmuxa
BCC y nauyuenmoe ¢ muokapoumom u uH@peKyuoHHbIM
IHOOKAPOUMOM

Muokapoum

MuoKapauT — MmopaxkeHue CepaecTHOM MBIIIIIBI TTPEUMYIIIECTBEHHO BOC-
MaJIUTEILHOTO XapaKTepa, 00yCI0BICHHOE HETTOCPEICTBEHHBIM WJIN OTIOCpe-
JMOBaHHBIM Yepe3 UMMYHHBIC MEXaHU3MbI BO3IECTBUEM UH(EKIINH, TTapa-
3UTAPHON UJIU TIPOTO30MHOI MHBA3UU, XUMUUYECKUX WU (PU3NUIECKUX (haK-
TOPOB, a TAKXKe MOPaXKeHMS, BOSHUKAIOIINE MTPU aJUIEPIUICCKUX U ayTOUM-
MYHHBIX 3a00J1eBaHusIX [ 1]. MHMOKapaIuT B cOUETAHUM C HApyIIeHUEM (DYHK-
LM cepaia 0003HaYaeTcs Kak BocHaauTelIbHas KapauoMuornaTus [2], oba
3TU TEpMUHA MpencTaBieHbl B pekomeHmauusax ESC [3].

Haubonee yacTbIM 3THOIOTMYeCKUM (haKTOPOM, OOYCITOBIUBAIOIIM Pa3-
BUTHE MMOKapauTa 6osiee ueM B 60% ciydaeB, sIBISIETCS BUpYCHast MH(eK-
s (B €BPOMEHCKOM MOIY/ISIIMY HanboJIee YacTo ONPEACISIIOTCS aTcHOBU -
pychl, aHTepoBupycH (Kokcaku B), mapBoBupyc B19, Bupyc repreca geno-
Beka 6 Thma u ux accounanun) [1]. M3 6akrepraabHBIX areHTOB Han0O0JIb-
111ee 3HaYCHUE B TTOCICTHME TOIbI TPUOOPETAIOT BHYTPUKICTOUHBIC BO30YIH-
tenu (pon Chlamydia) [4]. Cpenu Apyrux MpUYKWH BBIIEISIOT MIPSIMOE U OTIO-
CpenoBaHHOE BO3MIEHCTBME TOKCUUECKUX BEIIECTB, B TOM YHUCJIE JEKapCTB,
aJuIepruyeckKue U ayTOMMMYHHBIC PEaKIIMU Y JIUI] ¢ CUCTEMHBIMU 3a00J1e-
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BaHUSIMM (KOJIJTar€HO3bI, OMYyXOJIM, CAPKOUA03, HeCTIelIM(PUIECKUI SI3BEH-
HbIi KouT) [1, 2, 4].

YactoTa MUOKapAuUTa B pa3IMYHBIX CTpaHax EBpoIibl pa3nnyaeTcs B pasbl
u koseoercs ot 0,12% no 12% [5, 6]. B kapanosornyeckux craloHapax
JMAarHO3 MUOKapAKTa BbICTABIISIETCS MEHee ueM B 1% ciiydaeB, B TO 3Ke BpeMst
10 TaHHBIM ayTOTICUU €TO MPU3HAKU BBISIBIISIIOTCS B 3—9% [4].

Bepudwukanusi MMoKapauTa — CJIOXHBIIE MHOTOKOMITOHEHTHBIN TPO-
11ecc. 30JI0ThIM CTaHIAPTOM AMATHOCTUKU SIBJISIETCST SHAOMUOKapAXaIbHAsT
Ouoricusi, MpU KOTOPOi OOHAPYKMBAIOT MPU3HAKW BOCITAJIEHUSI B MUOKap/IE,
HEKpO3 KapIMOMHUOLIMTOB, a TAKXKE BO30YAUTEISI BOCIIATUTEIBHOTO MpolLiecca
wiu ero dparMeHTsl [7]. JJuarHo3 MuokapauTa ycTaHaBIUBaIOT B COOTBET-
CTBUM C KpUTepusiMu, ornucaHHbiMu Caforio u coaBnr. [3].

IMo-BuaguMoOMy, B KIMHUYECKON IMPAKTUKE UMEET MECTO 3HAYUTENb-
Hasl rurnoararHocTuka Muokapauta. KomruiekcHoe obciienoBaHue 00Jib-
IIOI TPYIIIBI OONMBHBIX C «MAMOTATUYECKUMMU» Pa3IMYHBIMUA BapraHTaMK
HapylIeHW pUTMa U MPOBOAMMOCTH, BKJIIOYMBIILIEE B TOM YUCJIE IPOBEJIe-
HUE 9HAOMUOKapIUaIbHOI Ouorncuu, mo3soawio O.B. biaaroBoii u coaBr.
[8] ycTaHOBUTH IMArHO3 oMpeaeeHHOro Muokapaurta B 55% ciydaes. Eiile
y 22% obcienoBaHHBIX ObUT BepU(MUIIMPOBAH BEPOSITHBII MUOKAPIUT, a B
9% ciydaeB UMEJIO MECTO COYETAHNUE MUOKAPIUTA C TEHETUYECKUMU Kap-
JTMOMUOTIATUSIMU.

Pesynbrathl cekliMy BHE3aIMHO yMEPIIUX JI0Jei OOHApyKMBalOT MOpho-
JIOrMYecKre MapkKepsl MUOKapauTa B 8,6% ciydaes [9], a y sui moJioxe 40
net — 10 40% ciygaes [10, 11].

HenocpenctBeHHbIM MexaHU3MOM BCC y 6071bHBIX MUOKAPAUTOM SIBJISI-
I0TCsI CTOMKME HapyIIeHUs pUuTMa U/WJIu IIPOBOAUMOCTH, KOTOPBIE 1O TaH-
HBbIM anuaeMuoaorndeckoro ucciegosanus ESETCID, npoBeneHHOro B
Espore, peructpupytorcst B 18% ciydaes [12]. [Ipu aTom mpocieskuBaeTcst
CBSI3b MEXJIY YaCTOTOM M TSKECTHIO pa3BUTHSI HapyIIeHU puTMa 1 Mopdo-
JIOTMYECKUM BapMaHTOM MUOKapaWTa, B YaCTHOCTU HAMOOJIbIIIast BEIpaskKeH-
HOCTb apUTMUYECKOTO CUHAPOMA XapaKTepHa JIJIs TMTAaHTOKJIETOYHOTO MUO-
kapauta. [To naHHbIM Apyroro uccienoBanus | 13], okoso 5% ciaydaeB Muo-
KapauTa Je00TUPYIOT Pa3BUTHUEM XKeTyTOYKOBOM TaXUKapIUHU.

Brinensiior nBa pa3HbIX KITMHUYECKMX CLIEHapHsI B 3aBUCUMOCTH OT Xapak-
Tepa KA, accoMrupoBaHHBIX ¢ MUOKAPAUTOM:

1. Octpplit U GyIbMUHAHTHBIA MUOKAPIUT C pedpaKTEPHBIMU 3710Kaye-

cTBeHHbIMU 2KA 1 HeOJIaronpusITHBIM KPaTKOCPOYHBIM TTPOTHO30M.

2. JlnutenbHOE MporpeccupoBaHue 3a001eBaHusI ¢ pa3BUTUEM BOCTIAIM -

TeJIbHOM KaparoMuoratuu u nucdynkimu JIZK, conpskeHHO# ¢ BBICO-
kuM puckom BCC, kak u B ciryyae JJKMII.
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Ocmpolil u hya6MUHAHMHBLIL MUOKAPOUM

Dy1bMUHAHTHBI MUOKApAUT — OTAENbHAsT (hopMa BOCIAIUTETHHOTO
MOPAXEHUSI MUOKAp/a, XapaKTePHbBIMU OCOOEHHOCTSIMU KOTOPOTO SIBJISI-
IOTCSI BBICOKAS YacTOTa Pa3BUTUS pedpaKTepHBIX 310KAYeCTBEHHBIX KA,
octpoil CH u muioxoil 6avxaiiimuii mporHo3. [IporHoctuyecku Hebsiaro-
MNPUSATHBIMU MPU3HAKAMU B PAHHEM TMTEPUOJE SIBJISIIOTCS MPOrPEeCCUpPYIOLIEee
CHUXeHUe cuctonndeckoit pyHkumu JIZK, cTolikoe MoBbIIEHNUE CEPAEYHOTO
TPOITOHUWHA, Pa3BUTHE HEYCTOMYMBBIX KA, a TaKXkKe TPU3HAKOB HApYIIEHUS
BHYTPIKETYIOUKOBOI mpoBoanmMoctH [ 14]. KpaTKocpouHblii TPOTHO3 TIPU
(bynbMuHaHTHOU (hopMe MUOKapAUTa HEOIArOMPUSTHBIN, OTHAKO, Y BBLKUB-
LIKX JIAL JOJITOCPOYHBII TPOTHO3 ONTUMUCTUYHBINA. [10 JaHHBIM SITTOHCKOTO
perucTpa, KpaTKOCpOYHAasl BBLKMBAEMOCTh MTPU (hyJTbMUHAHTHOM MHUOKap-
auTe He rpesbiiiaer 58% [15].

OcTpblilt MUOKapaUT Nipu 60Je3HU JIaiiMa 1 AudTeprun OTINYAIOTCS BBICO-
KOM 4acToTOi HapylleHU MPOBOAMMOCTHU Cep/lia, 3a4acTyio TpeOytolei
noctaHoBKU BpeMeHHoro OKC.

I'MranTokIeTOUHBII MUOKAPIUT — TsKeasd hopMa MUOKAPIUTA C KpaliHe
HeOJIarONPUATHBIM TEYEHUEM, YACTO BCTPEUAETC Y MOJIOABIX JINLL. J{uarHos
MOATBEPXKIAETCH JAHHBIMU SHIOMUOKAPAUATIbHOU OUOIICUU, TIPU KOTOPOU
BBISIBJISIIOTCS] TUITMYHbBIE TMTAHTCKUE MHOTOSIIEPHBIE KJIETKU B OYarax BOCIa-
JieHus. YacTbIM CUMITTOMOM SIBJISIETCS PA3BUTHUE TSKEIBIX HAPYIIEHU I MTPO-
BOJAMMOCTHU cepnia, Tpedbyromux uMmuiantaunu DKC. KomOruHupoBaHHast
MPOTUBOAPUTMUYECKAS TE€paIUs 4acTo He 3(PdeKTUBHA, TPOTHO3 Y TAKUX
MalXEeHTOB KpaliHe HeOIarONMPUSTHBIN B CBSI3U € pepaKTEPHBIMU SJIEKTPU -
yeckuMu mropmamu, HeripepsiBHOM KT nnn OK.

Bo Bcex ciayyasx ocTporo u ¢pyJabMUHAHTHOTO MUOKapAUTa Tpeody-
€TCS TOCHUTATU3alNS, OTPAHUYEHNE JBUTATEIbHOM aKTUBHOCTU U MOHU-
TOPUPOBAHUE OCHOBHBIX XU3HEHHBIX GyHKIM. [Tpyn Hanuyum npusHa-
KOB CepIeYHOI HEeJ0OCTaTOYHOCTU Ha3zHavaeTcst 6bazucHast tepanust UAIID,
[-ampeHoGIO0KaTOpaMU € LEIbIO CO3AAHNS HEMPOTOPMOHATBHOW OJIOKAMBI,
CUMIITOMATUYECKasi, B TOM YUCJIE aHTUAPUTMUYECKAsI TEpaIusl, 3a4acTyio
TpedyeTcs umruianTauus DKC, cucteM KapInonyJIbMOHATbHOM MOAIEPKKU
W BHYTPUAOPTATHHON OANIOHHOM KOHTPITYJIbcaln [ 14].

Bornpoc 06 nmmnantanuu MKJI, kak mpaBuiio, paccMaTpuBaeTcs MocCie
OKOHYaHUS OCTpoii ha3bl Muokapnuta. [Tokazatenssmu B oJib3y OoJiee paH-
HEro peuIeHUsI TOTO BOMPOCA SIBISIOTCS PELIUAUBUPYIOIINE XXU3HEYTPOXKa-
omue KA, THTaHTOKJIETOYHbBI MUOKAPAUT U capKouao3. DbheKTUBHBIM
BPEMEHHBIM PEIlIeHNEM B IOJOOHBIX CITy4asiX MOXET CTaTh IPUMEHEHUE OJIe-
BaeMoOro Kapauoseprepa-aeduopusuisaTopa.
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Muokapoum ¢ ucxo0om é 60CHANUMENbHYIO KaAPOUOMUONAMUIO

B psine KpymHBIX TPOCTIEKTUBHBIX MCCIIETIOBAHWI YCTAHOBIIEHO, YTO MTPU-
yuHoit 10—21% cayyaes JIKMII siBnsietcst muokapaut [16]. C apyroit cto-
POHBI, Y IBYX TPETEil MalleHTOB C HEYCTAHOBJIEHHOM MPUPOION CUCTONIM-
YeCcKoU MuchyHKIMM MUOKapaa OOHAPYXKUBAIOT BUPYCHBIN TEHOM B Cep-
JneyHoi Mbitue [17].

MennkaMeHTO3Hast Teparusi 1 MHTEPBEHIIMOHHOE JIeYeHE apUTMUIA, B
TOM yucJie ¢ uenibto npoduinakruku BCC, npu TakoM BapraHTe MUOKapaAUTa
HE UMEIOT KaKNX-JIM00 OCOOEHHOCTE! U IOJKHBI TIPOBOJIUTHCS B COOTBET-
CTBUU C PEKOMEHIAIMSIMU 10 JIeUeHUI0 apuTMuil y 0obHbIx XCH.

Pexomenoayuu

Kaace 1

1. [MaumeHTaM ¢ XKU3HEYTPOXKAIOIMUMHA KIMHUIECKUMHU TTPOSTBIICHU -
SIMU YCTOMYMBBIX XKEJTYIOUYKOBBIX TAXUAPUTMUI MTPU HAJTUYUK BEPOSITHO-
CTU MMOKapIUTa PeKOMEHIOBAHO JICYEHUE B CIIEIIMATM3MPOBAHHBIX IICH-
Tpax, ClIOCOOHBIX 00ECIIEYNTh MOHUTOPUHT TeMOIMHAMMKM, KaTeTepu3a-
IIWIO cepjlia U SHIOMMOKApAUAIbHYI0 OMOTICUIO, TIPUMEHEHUE MeXaHU-
YEeCKMX BCIIOMOTATEIbHBIX YCTPOUCTB JIJIsI KapaAUOIMYyJIbMOHAJIBHOMN TTOM-
JEPXKKKM U BO3MOXKHOCTb OKa3aHUs CIIeIINaTU3UPOBAHHBIX BUIOB ITOMOIIN
npu aput™musx (C).

2. BOJIBHBIM C OCTPBIM MUOKAPAUTOM MPU Pa3BUTUU BhIpAXKEHHOM Opa-
IUKApIUUA W/WIW HAapyIIeHU MTPOBOIMMOCTH CEP/lla, COMTPOBOXKIAIOIIN-
MMUCST KIIMHUYECKUMU TIPOSIBJIEHUSIMU, TTOKa3aHa MMILIAHTAIUsI BPeMeH -
Horo OKC (C).

Kaacc Ila

1. AAT nenecoobpa3Ha y MallMEHTOB C HEYCTOUMBOI U ycToiunBoil 2KT
B ocTpoii ¢paze Muokapauta (C).

2. UmnnanTtanus MK/ moxeT ObITh 3(p(PeKTUBHON Y MALIMEHTOB C YCTOM-
YUBOU TeMoarHaMuuyecku 3HaunMoi KT BHe ocTpoii a3kl MUOKapauTa,
TTOJTyYaOIIHX TTOCTOSTHHYIO ONTUMAJTbHYIO JIEKAPCTBEHHYIO TePaIio M MIMEIO-
LIMX OJIarONPUSITHBIN MTPOTHO3 [T BbKMBaHUs B TeueHue 1 rona u 6oiee (C).

3. Cnenyet paccMOTpPeTh BO3MOXHOCTh uMILiaHTauuu MK unu nocro-
STHHOTO KapIUOCTUMYJISITOpa Y MallMEHTOB C BOCTIAIMTEILHBIMU 3a00JIeBa-
HUSIMU CepAla Mocie KynupoBaHust ocTporo coctostHust (C).

4. Homenue HapyHOro AebuOpuuIaTopa ciaeayeT pacCMaTpUBaTh B Kaye-
CTBE TIEPEXOIHOM Teparuu 10 IMOJTHOTO BBI3MOPOBIEHUS MO0 MMIUIaHTa-
1y octostHHoro MKJI y maimeHToB mocjie nepeHeCeHHbIX BOCITaINTE b~
HbIX 3200JI€BaHUII MUOKapaa ¢ COXpPaHSIIONIEHCS TsoKeIoW TuchyHKIIUEH
JI2K n/vmm a51eKTprIecKoi HeCTaOMIIbHOCTRIO MUOKapaa Xerynodkos (C).
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Kaacc ITb

1. Umnnantauust MK MmoxeT ObITh paccMOTpeHa B 060Jiee paHHHE CPOKU
y TAlMEHTOB C TUTAHTOKJIETOYHBIM MMOKAPIUTOM WJIM CapKOWUIO30M IpU
Hammauy ycrounBbix KT ¢ HapylieHrneM reMOIMHAMUKU WM 3TU30/a
OCTaHOBKM Cep/lla BaHaMHe3€e, YYUThIBasl HeOJaronpusTHBIN TPOTHO3 TIPU
JAHHBIX COCTOSTHUSIX, IIPY YCIIOBUM OXKUIAEMOM ITPOIOJDKUTEIbHOCTH XKU3HU
>1 rona ¢ xopomuM GhyHKIHOHATBHBIM cTaTycoM (C).

2. JIOTOTHUTETbHBIMU WHAMKATOpaMU HEOJIaronmpusiTHOTO MPOTHO3a U
yBenmmueHust pucka BCC mpu BocnaiuTeNIbHBIX 3a00J1eBaHMSIX MUOKapaa
SIBJISTFOTCSI IIPU3HAKN MH(MUIBTPALIM MUOKapa IT0 JaHHBIM UMMYHOTHCTO-
XMMUYECKOT0 UCCIeIOBAaHMS U/ WM TIaTOJIOTUYECKUIT 04aroBbiii hrudpo3 1o
pesyiabrataM MPT cepniua nocie repeHeceHHoro Muokapauta (C).

Hnpexyuonnntii sndokapoum

NHudexkunonnblii sHpokapaut (MD) — BocmanuTeabHOe opakeHue Kiia-
MaHHBIX CTPYKTYP, MPUCTEHOYHOI'O dHAOKAapaa, SHIOTENUS B 30HE BPOXK-
JEHHOTO MTOPOKAa MarucCTPaibHbIX COCYIOB, OOYCIOBJIEHHOE MPSIMbIM BHE-
JIpeHUEeM BO30YIUTEIIsI U IIPOTEKAaoIllee Yallle BCEro o TUITY CEIICHCa OCTPO
WJIU TTIOJOCTPO € LIUPKYJISILUEN BO30YyIUTENST B KPOBU, TPOMOOIMOOIUSIMU,
MMMYHOTIATOJOTMYECKUMU U3MEHEHUSIMU U OCJIOXKHEeHUsIMU [ 18].

OCHOBHBIMU BO30yAuTEISIMU 1D B mocieaHue ASCATUICTUS SIBJISIOTCS
CcTa(UIIOKOKK U CTPENTOKOKK, KOTOPbIE BHIICISIIOTCS Y 75—90% OO0IbHBIX
C MOJIOXUTEIbHOI TeMOKYJIbTYpoii [19]. YaeapHbli Bec Ipyrux BO30yauTe-
JIeil — TpuOKHU, XJIaMUAUM, PUKKETCUHU, MUKOILIa3Mbl, BUPYChl — 3HAYUMO
Huxe. [1pociiexkuBaeTcs CBSI3b MEXKIy STHOJOTUIECKUM (paKTOPOM U Bapu-
aHTOM TeuyeHUs 3abosieBaHus. Tak, rpu mogocTpoM TedyeHun MO ocHOB-
HbIM BO30YIUTEJIEM SIBJISTIOTCSI pa3iMyHbIe BUIbI Streptococcus, B TO BpeMst
Kak ocTpoe TeyeHue MO Hambosee 4acTo acCCOLMUPOBAHO ¢ MH(PEKLIUEH
Staphylococcus [20].

Oco06eHHOCThIO anuaeMuoaorud 1D nociaenHux JeT sBAsIeTCs MOsIB-
JieHue ocoObIX hopm: D y HApKOMaHOB ¢ TIPEUMYIIECTBEHHBIM TTOpaXKe-
HUeM TpEXCTBOpYATOro KiarnaHa, MO nporesa kianaHa, MO y nalimeHToB ¢
MMIUTAHTUPOBAHHBIM 3JIEKTPOKAPAUOCTUMYJIITOPOM U OOJIbHBIX, HAXOMISI-
LIMXCSI Ha IIPOrpaMMHOM TeMoauanuse, MO y peliuIIMeHTOB TPaHCILIaHTH -
poBaHHoOro oprana [21, 22].

OnHoit 13 BaxkHelIux npodiaeM D B HacTosIee Bpems caeayeT Mpu-
3HaTh PACTYIILYIO Pe3UCTEHTHOCTb BO30yAUTeNel K Haubojiee 4acTo Mpume-
HSIEMbIM aHTMOMOTHKAM, YTO BO MHOI'OM OOYCJIOBJIMBAET BhICOKME ITOKA3a-
TEJIM CMEPTHOCTHU IPU JAHHOM 3a00JIeBAHM U, JOCTUTAIOIIMM JaKe B TOCITH -
TabHbIX YCIIOBUSX 10—26% [23—25]. BolbLIMHCTBO CMepTeii, HACTYIAIOIIMX
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BHE3aITHO, ITPOMCXOISIT 110 IPUIMHE OCTPOI CEpIeTHON HEAOCTaTOYHOCTH
BCJIEJICTBUE NECTPYKIIUY KJlarnaHa 1100 Ha (poHe MOJTHUEHOCHOTO CenTruye-
CKOrO I1110Ka, KaK MpaBWJIO, aCCOLIMMPOBAHHOIO C a0ClieNUpOBaHUEM Kia-
MaHHOTO KOJIbIIa, OMHAKO [10 CBOEMY MEXaHU3MY MOJOOHBIE CTydau HE MOTYT
ObITh oTHeceHbl K BCC [26].

Bwmecte ¢ TeMm, popmupoBaHue adbcliecca B 00J1aCTU MEXKeTy10UKOBOM
neperopoaku (M2KII) unu pacnpocTpaHeHre THOMHOTO Ipoliecca ¢ KoJblia
aopraibHOTro Kiarnana Ha M2KIT MoxeT puBecTH K pa3pyIIeHUIO ITPOBOIS -
1Ieit cucTeMbl cepaia, GopMUPOBAHMIO MOJHONM AB-610Kaabl U pa3BUTUIO
BCC [27]. B otoit cBs13u, pazButue AB-0610Kans! y maimenta ¢ U9 Bcerna
JIOJIKHO HAaCcTOPaXkMBaTh HA HAJIMYKME TaKOTO TPO3HOTO OCJIOXHEHUs, KaK
abcuecc. BosHukHoBeHue KD y 60JbHBIX ¢ MHGEKIIMOHHBIM dHIOKAPAU-
TOM — KpaifHe HeOIaronpusITHbI MPOTHOCTUYECKU I MpU3HaK [28], B TO Xe
BpeMsI KaKUX-JTM00 crielin(bUIECKIX PEKOMEHIALIMH 10 JIEYeHUIO apUTMU I
Y 3TOI KOTOPTHI IMAIIMEHTOB HE CYIIECTBYET.

Jleuenue 60nbHBIX D MOMKHO OBITH JUIMTEJIbHBIM, KOMIUIEKCHBIM U
MHOTOKOMITOHEHTHBIM. BO Bcex ciydasix TOJKHA MPOBOIUTHCS aHTHUMU-
KpoOHas Tepamnusl ¢ y4eTOM 3TUOJIOTUYecKOoro dhakrtopa, B OOJIbIIMHCTBE
clyyaeB ¢ IpUMEHEHUEM KOMOWHAIUU aHTUOAKTEpUaIbHbIX CpeacTB [19,
21—-23, 26]. OCHOBHBIMM HANpaBJICHUSIMU JICUEHUS, IOMUMO aHTHOAKTe-
pUAJIbHOI TepaIvu, SBIISIIOTCST TAaKKe XUPYPTUIecKoe JIeYeHe U 3aMeCTH -
TeTbHast UMMYHHasl Teparusi.

Pexomenoayuu

Kaace 1
1. Xupypruyeckasi KOppeKLNst OCTpOi HEIOCTATOYHOCTH a0PTAJTBLHOTO Kila-
naHa, accounupoBaHHoii ¢ KT, nmpu orcyrcTBUM npotuBonokaszaHuii (C).
2. Xupypruyeckoe jeueHue oCTporo SHIA0KapaAnuTa, OCI0KHEHHOro abcliec-
COM a0pThl WU KJIAaMIaHHOTO KOJblia, aCCOLUMUPOBAHHBIX ¢ AB-610Kanoii,
MpU OTCYTCTBUM MpoTuBonokaszaHuii (C).
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X.9.b. Cmpamuguxauun pucka u npogpunaxmuxa BCC npu
Memadonuueckom CUHOPOMeE, OHCUPEHUU, Oueme U AHOPEeKCUU

Beedernue u snudemuonoeus

MeTaboanyeckuii CMHIAPOM — COBOKYITHOCTb B3aMMOCBSI3aHHBIX (pak-
TOPOB PUCKa BO3HMKHOBEHUSI U IIPOrPECCUPOBAHUS CEPACUHOCOCYAUCTHIX
3a001eBaHUI, 0O0YCIOBIEHHBIX aTepocKiiepo3oM. CyIIeCTBYIOT pa3InyHbIe
KPUTEPUM TUATHOCTUKHU METabOIMYEeCKOTO CUHIPOMA; YIMTHIBAIOTCS ab10-
MMHaJIbHOE OXUPEHUE, apTepuaibHasl TUIIEPTEH3UsI, aTepOreHHast TUCIIM-
nuaeMusi (ITOBBIICHUE YPOBHSI TPULIUILICPUIOB, CHIDKEHUE XOJIECTEPUHA
JIMTIONPOTEUIOB BHICOKOM IJIOTHOCTU B KPOBM ), HAJIMYKME PE3UCTEHTHOCTH
K MHCYJIMHY (HapylIeHNe TOJIEPAHTHOCTH K INIIOK03€, TUIIEPIIMKEMMS HATO-
1IaK, caxapHblii fnadeT 2 Tuna) [1—5]. PactipoctpaneHHOCTh MeTaboIuue-
CKOTO CHHIIpOMa CHJIbHO BapbMpYyeT B 3aBUCUMOCTU OT PErMoHa, M3ydYeH-
HOTO KOHTUHIE€HTa OOJIbHBIX I KPUTEPUEB AUArHOCTUKHU. Tak, Mo pa3ind-
HBIM JIaHHBIM, TTOJTy4eHHBIM B Poccuiickoit Denepalinu, oHa MOXET COCTaB-
JaTh o1 12 10 65% (6, 7].

ITpu MeTabOIMYECKOM CUHIPOME OMMUCAH Psii U3MEHEHMM, IMOTEHIIU-
aJIbHO CITOCOOCTBYIOIINX BO3HUKHOBeHNI0 BCC — yBeanueHue IJINTeTbHO-
ctu u nuctiepeuu uHTepsana QT [8§—12], uameHeHust BapnabeTbHOCTH pUTMa
cepaiia, CBUIETEIbCTBYIOIINE O ITpeodIanaHuy CUMITATUYECKUX BAUSIHUI Ha
CUHYCOBBIN PUTM U/WJIM CHUXKEHUU BaryCHOI aKTUBHOCTH [ 12—21], rumep-
Tpodust JeBoro xenymouka [22—24]. Kpome Toro, mpu BeIpakeHHBIX METa-
0OJIMYECKUX PACCTPOMCTBAX BOBMOXHO HAJIMYME TOMOJIHUTEIbHBIX (haKTO-
poB pucka BCC: runokaaveMuu, TuIMorauKeMUu, CIIOCOOCTBYIOIIEH aKTH-
BallMY CUMIIATUYECKON HEPBHOM CUCTEMbI M HAPYIICHUIO PEITOJISIPU3aLINT
MMOKapa ¢ yianHeHueM uHtepBaia QT, cuHapoMa 00CTPYKTUBHOTO alTHOD
cHa [25-29].

OXupeHKe, a TAKXKe Ype3MEePHBIC YCUIIUS 110 ObICTPOMY CHMKEHUIO MACChI
TeJla, MOTYT crmoco0cTBoBaTh Bo3HMKHOBeHU1I0 BCC. Puck BCC ocobeHHO
BBICOK TP BBIPAXKEHHOM OXXMPEHMH, a TAKXKE €TI0 HAJTMYUU y3KE B MOJIOIOM
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Bo3pacte [30—32]. Ckopee Bcero, 3To CBSI3aHO C BOBHUKHOBEHUEM YIPOXKA0-
LIMX KU3HU KETYT0YKOBBIX apDUTMUIA, OTHAKO y BHE3AITHO YMEPIITUX MOJIO-
JIBIX JIIOJIEH BBISIBJISIMCH TAaKXKe U3MEHEHMST TIPOBOISIIEH CUCTEMBI Cepiia
[33]. Cpenu dakTopos, npeapacnonaratoimnx K BCC, y qull ¢ oxxupeHueM
OTMCaHbl YBETMYECHUE UTUTEILHOCTH U irucniepcuu nHTepBasia QT, n3ameHe-
HUST BapnabeJIbHOCTH pUTMa cepiia, (hopMUpOBaHME XapaKTEPHBIX CTPYK-
TYPHBIX U3MEHEHUI cepila (KapauoMeraausi, TuiaTalus JeBOTO XKery-
JI0YKa, TUMepTpodust KapIMOMUOIIMTOB 0e3 TPU3HAKOB MHTEPCTUIINATb-
Horo ¢pubpo3a), a TakxKe 00CTPYKTHBHOE arHod cHa [31, 35—37]. Puck BCC
NP OKUPEHUH MOXHO CYIIECTBEHHO YMEHBIIUThH MTPU CHUKECHUU MaCChI
Tesa. OOpaTUMBI TakKe MPOSIBICHUs KapAMONaTUU U YIJIMHEHUE UHTEP-
Bana QT, ocobeHHO Ha paHHUX cTaausix 3aboaeBaHus1 [38—40]. EcTb coob-
1LIEHUST O BOBHUKHOBeHUU apuT™Muil u cinydasx BCC Ha ¢hoHe IJIMTEeNbHbIX,
He cOajlTaHCUPOBAaHHBIX, OUYe€Hb HU3KOKAJIOPUIHBIX TUET 1 JIEYeOHOT0 IoJIo-
naHust (0COOEHHO TTPU MCTIOIb30BAHUM JUET C TPUMEHEHNEM XKUIKUX ITPO-
TeruHOoB) [41—45]. CooTBeTCTBEHHO, HU3KOKAJIOpUITHAS T1€eTa, CIOCOOCTBY -
o111asi CHUXKEHUIO MacChl TeJla, TOJKHA OBITh XOPOIIIo cOaTaHCUPOBAHHOM.

CMepTHOCTh JIMII ¢ HEPBHOW aHOPEKCHEI COCTaBJIsSIeT, TTO-BUANMOMY,
0K0J10 6% [46]. Cunraercs, 4TO MMOYTU TPETH JIETATbLHBIX MCXOL0B, B TOM
Yuciie BO BpeMs BO30OHOBJICHUS TIpUeMa IMUIIU, TPOUCXOIUT 13-3a 3200~
JieBaHUI cepllia, OIHAKO TOYHbIE JaHHbIE O TOM, yeM obyciioBieHa BCC,
OTCYTCTBYIOT. [iMTeIbHOE TOJIOAaHWE TIPUBOIMUT K aTpoduu cepied-
HOU MBIIIIIBI, CHHYCOBOI Opaaukapauu, yjuimHeHuto natepsaia QT, a
TaKXe 3JIEKTPOJUTHBIM PACCTPOMCTBAM, YCYTYOISIONINM 3TU HapyIIEHUSI.
Bo/bIIMHCTBO TIATOJIOTMYECKUX U3MEHEHUI CO CTOPOHBI Ceplilia MOJTHO-
CThIO OOpaTUMBI MOCJE Haajexallero Bo3o0HoBIeHUsT TuTaHus [47—49].
OcJoXXHEeHUSsT, CBSI3aHHBIE ¢ BOBOOHOBJIEHNEM TTUTAHUS Y JUTUTETHHO T'OJI0-
JABIINX, BKJIIOYAIOT CepeUHbIC, HEBPOJOTMUECKUE U TeMaToJIOTUIeCcKre
paccTpoiicTBa, 00yCIOBJICHHbIE BOBHUKHOBEHUEM 1cOataHca XUIKOCTH U
31eKTponuToB. CepreuHble OCI0KHEHMST BOZHUKAIOT, KaK TPUBUJIO, B TIEp-
BYIO HEIIEJIIO TI0C/ie Havyasla TpyueMa UL U OOBIYHO CBSI3aHBI C BHIPAXKEH-
HBIM JepUIIUTOM MUTaHUs, TunodocdareMueit 1 UCTIOJIb30BAaHUEM TOJIHKO
napeHTepajibHoro nutanus [50—53].

Aneopummor cmpamugpuxayuu pucka BCC

Kaxplii 13 0CHOBHBIX KOMIIOHEHTOB METa0O0JIMYECKOIr0 CUHAPOMa (01 -
peHue, apTepuaibHasi TMIIEPTeH31sl, HapyIlIeHUe JIUITUIHOIO U YIJIEBOIHOIO
oOMeHa), Oyyuu B IOCTaTOYHOM CTENEHU BbhIpaxKeHHbBIM, SIBJISIETCS (haKTo-
pom pucka BCC [54]. Hecet 11 06beirHEHNE 3TUX MPeApaCIIONaraonmx
(bakTOpOB B paMKax KpUTEPHEB META00JIMIECKOIO CUHAPOMA JOIOTHUTEb-
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HyI0 HHGOPMALIKIO, TTO3BOJISIONIYIO YIYYIIUTh cCTpaTudukalmio pucka BCC,
B HacCTOsIIIee BpeMsI He SICHO, TMTOCKOJIbKY MyOIMKyeMble JaHHbIE TPOTUBO-
peuuBsl [32, 55, 56].

Meponpusmus no npoghunaxmuxe BCC

Kaace 1

1. OcobeHHoOCTEi NeyeHusl yrpoxaromux Xu3Hu 2KA (BkiItouasi rmoka-
3aHus K umruiantanuu MKJI nu 9KC) y 601bHBIX ¢ METa0OJIMYECKUM CUH-
JIPOMOM, OKHMPEHUEM, aHOPEKCHEH WU MPUIEPKUBAIOILINXCS ONpeaeIeH-
Hoii nueTsl, HeT. (C).
Kaacc Ila

1. ITporpaMMHOe CHMXKEHME MacChl TeJla IIPU OXUPEHUM U TIIATEJIbHO
KOHTPOJIMPYEMOe BO30OHOBJICHUE ITMTAHUS [P AaHOPEKCUM MOXKET CHU3UTD
puck Bo3HukHoBeHUs1 2KA u BCC (C).
Kaacce IIT

1. lnutenbHble, HecOaJTaHCUPOBaHHBIE, OYEHb HU3KOKAJIOPUITHbIEC TUEThI
U JIeyeOHOEe rojloflaHre He PEKOMEHIYIOTCS, OCKOJbKY MOTYT OBITh OIac-
HBIMM ¥ TIPUBOAUTD K pa3BUTHIO yrpoxaromux xku3Hu 2KA (C).
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X.9.B. Cmpamughuxayusa pucka u npogunaxmuxa BCC
Y Rayuenmoe ¢ IHOOKPUHHBIMU HAPYUEHUAMU

Cmpamugukauus pucka

HapyuieHust TopMOHaIbHOM PEryJIsSIiiA MOTYT OBITh TIPSIMOW MJTW OTTO-
cpenoBanHo# puunHoit BCC B pe3ysibTaTe pa3BUTHS XXU3HEYTPOKAIOIINX
HapyIIeHUl puTMa M TTPOBOJMMOCTHU. DHIOKPUHOIATUM OKa3bIBAIOT KakK
HETIOCPEe/ICTBEHHOE BIMsSHUE Ha MUOKap (Hampumep, (hpeoxpomMoliuToma,
TUPEOTOKCUKO3, TUTIOTUPEO03), TaK 1 OBITH MPUUMHOM pa3BUTHUST COCTOSTHUI,
KOTOpPBIE COMTPOBOKIAIOTCSI PUCKOM Pa3BUTUS apUTMUI (HarpuMep, 3J1eK-
TPOJIUTHBIE HAPYIICHUs, CBI3aHHbIE C AUCOYHKIIMEN KOPbI HAIITOYeUHM-
KOB, OKOJIOIIIMTOBUIHBIX Xeyie3). HekoTopbie SHIOKPUHHBIE HApYIIEHUS
CITOCOOCTBYIOT Pa3BUTUIO YCIIOBMIA, BBI3BIBAIOIIMX CTPYKTYPHYIO ITaTOJIO-
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TYI0 cepala, mpu Kotopoit umeercs puck pazputust BCC (Hanpumep, auc-
JqunuaeMus yseauuupaeT puck pa3sutust MUBC, a BropuuHas aprepuaibHas
TUMEPTEH3US BbI3BIBAET pa3BUTUE TunepTpoduu muokapaa JIZK).

CaxapHuiii duabem

W3BecTHO, UTO B onmyasiliuy 00abHBIX, epeHecinx MM, Hanuuue caxap-
Horo nuabeTa yBeauuuBaeT puck pa3sutust BCC [1-3]. Tak, y 6oabHbIX C/I 2
TUIIA PUCK YBEJIMYMBAJICSI HE TOJILKO MTPU MOBBILLIEHUU YPOBHS T110K03bI (OP
1,73;95% AN 1,28—2,34), HO ¥ NTpH HATUIUKN MUKPOCOCYIUCTHIX OCIOKHE-
Huit (OP 2,66; 95% O 1,84—3,85). BmecTe ¢ TeM, y KeHIIMH Takue dak-
TOPBI PUCKa KaK KypeHUe, apTepraibHasi TUIIePTEH3MsI U caXapHblil 11aderT,
yBeanuuBaau puck BCC B 2,5—4 pa3za [2—4].

B passutue cunapoma BCC y 6onbHbIX C/] HE3aBUCHMO OT HATMYUST KOPO-
HapHOI'0 aTePOCKJIEPO3a, BHOCIT BKJIa/l KaK JIEKTpUYECKast HECTaOMIbHOCTh
MMOKap/a, TaK 1 COOCTBEHHO MopakeHre Muokapaa. OmHUM U3 Mpearoa-
raeMbIX MEXaHM3MOB, JIexKalllux B ocHoBe pa3Butust BCC, cuntalor kapau-
aJIbHYI0 aBTOHOMHYIO HEMPONAaTHIO U CBI3aHHOE C HeM YIUIMHEHWE MHTEP-
Bana QTc. Tak, mpu untepBane QTc B BepxHeM kBapTuje puck BCC 6b11 B
2,8 pa3a BbIlle, YeM Yy MallMeHTOB, UMEBIINX HOpMaJbHbIN MHTepBan QTc
[5]. Yonunenue untepBana QTc uy 6oabHbIX CI0 1 TUIIa, 0COOGEHHO B yCII0-
BUSIX TUIIOIIMKEMMU, MOXET IIPUBOIUTD K Pa3BUTHIO (haTabHBIX apUTMUI
(KT u ®XK) u BCC [6].

B HacTosee BpeMst BoIpoc o CBsi3u runepriankeMun ¢ puckom BCC ocra-
€TCSI OTKPBITHIM, TaK KaK MMEIOIIKMECs JaHHbIE HOCSIT JOBOJIbHO IIPOTUBO-
peuuBbIil xapakTep. OqHaKo, O0JbIIMHCTBO MCCIeI0BaTe eIt COrallialoTCs
C TeM, YTO TaKasl acCOLMalus CYIIeCTBYeT, €U MIMKEMMsI HaToIlakK Ipe-
BhbIIIaeT 7,7 MMoJb/a [5].

W3BecTHO, uTO caxapHbIii nMadeT MoxeT yBeanunBath puck BCC B momyJisi-
LMK OOJIbHBIX, MepeHecIInX MH(GapKT Muokapaa [4, 7], u 6oabHble CJI uMeroT
0oJiee TSDKeJ10e IMopaXkeHUe KOPOHAPHOTO pycJia [0 CPABHEHUIO C JIMLIaMU 0e3
nua6erta [8]. [Monarator, uro Hanuuue CJI, He3aBUCHUMO OT IPYyrux (haKTOPOB,
cyliecTBeHHO yBenuuuBaeT puck BCC, nornosHss Takue (pakTopbl, Kak HU3-
Kasi (ppakiusi BBIOpOCA JIEBOTO XKETYyI0UKa U BbICOKUI (DYHKIIMOHATBHBIN
KJiacc cepaeuHoi HemoctaTouHocTu. MexanusM BCC y Takux 60JbHBIX pea-
JIN3YeTCs uepe3 pa3BuTue (pudbprusiiu npeacepauii [9]. Kpome Beiieyka-
3aHHBIX IIPUYMH, XOPOIIO U3BECTEH U TPOMOOreHHBIN 3 deKT MeTabonye-
CKUX HapyILIEHUIi, a MMEHHO ITOBBIIICHMS TUIa3MEHHBIX (haKTOPOB CBEPThIBA-
HUSI KpOBM (B YaCTHOCTU, TpoMOMHa, (pakTopa VII), cHUKeHUsT S9HIOTeHHBIX
AHTUKOATYJISTHTOB (TpoMOoMoayIrHa, mpoterHa C), yBeTnYeHUS MPOAYKIIUN
MHIMOMTOpa akTUBaTopa rjasmMuHoreHa 1 tuna — PAI-1 [10].
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Takum o6pa3om, BbISIBI€HUE MTOTEHIIMATBbHBIX (PAKTOPOB Pa3BUTUS CUH-
npoma BCCy 6ombHbIx CJI ¥ X CBOEBpeMEHHAas! KOPPEKIIMS SIBIISIOTCS BaXK-
HBIM KOMITOHEHTOM TipodunakTuku cuHapoma BCC. Hopmanuzanus ypoBHS
TJIMKEMUU YMEHbILIaeT PUCK CEPIEYHO-COCYAUCTHIX 3a00eBaHuil. OqHaKo,
JAHHBIX O TOM, YTO MPU STOM MPOUCXOAUT YMEHBIIEHUE KOJIMYECTBA BHE-
3aIHbIX cMepTeit, HeT. HanmpoTus, B psife ucciaeaoBaHU MPOAEMOHCTPUPO-
BaHO, YTO MHTEHCUBHBII KOHTPOJIb ITUKEMU U, COTTPOBOXKIAIOIIUIACS YBEIU -
YEHUEM pUCKa TUMOTJIMKEMUYECKUX COCTOSTHUM, TIPU COYETAHUU C Kapau-
aJIbHOM aBTOHOMHOWM HEUpOIATUEN U TUIIOKAJIMEMUEN, MOXET NMPUBOAUTH
K YBEJIMUEHUIO PUCKA JIETATIbHBIX UCXOIOB.

Pexomenoayuu no npogpusakmuxe BCC y 6oavubix CJ (Hanpasnensi
Ha npogusrakmuxy u aeverue apummuii) [11]
Kaace 1

1. boabubim CJ1 1 @I1 mokaszaHbl iepopajibHble aHTUKOATYJISTHTHI (aHTa-
roHucTtbl BUTaMuHa K nau HoBble: jaburatpaH, puBapokcadaH, arnukcadbaH)
MPU OTCYTCTBUU MTPOTUBOIIOKA3aHU (A).

2. MaumenTtam ¢ CJ n nimemmdeckoii Kapauomuoratueii c @B JIK <35%,
a TakKe MepeXkMBIIMM (PUOPWILISILIMIO XETYIOUYKOB U YCTOMYMBYIO XKEJTy-
JIOYKOBYIO TAXMKAPAUIO PEKOMEHIYETCSI UMILIAaHTUPOBATh KapAMOBEepTEP-
neuopusatop (A).

3. Jns npenorspaiueHuss BCC y 6onbHbix CJI 1 CH, a Takxxe mocie
nHpapKTa MUOKapaa peKOMEHIyeTCsl Ha3HaueHUe 3-aIpeH00JI0KaTOpOB (A).
Kaacc Ila

1. Y 6oabHbix CJI momkeH mpoBOAUThLCS CKpUHUHT Ha DI, MocKoabKy
oHa gBisieTcs yactoit npuuuHoit BCC (C).

2. Y 6onbHbIX CJI 1 DI 10KHA TPOBOAUTHCS OlLIEHKA pUcKa KPOBOTE-
yeHnus (kana HAS-BLED) npu Ha3HaYeHUU aHTUTPOMOOTUYECKOM Tepa-
nuu (C).

3. boabHbiM CJI no/keH MPOBOAUTHCS CKPUHMHT Ha (haKTopbl prcKa
BCC (C).

Oxcuperue, memaboau4ecKuil CUHOpOM

OxupeHue, camo 1o cede, CYMTaOT OTHOUM M3 BaxkHbIX NpuunH BCC.
W3BecTHO, uTO oxupeHue sapusiercs: pakropom pucka UbBC u CJI 2 tumna.
OnHako, yCTaHOBJIEHA M CAaMOCTOSITEIbHAS POJIb OKUPEHUS KaK MPUYMHBI
BCC. D10 noareepxknamT JaHHbIe PpaMUHTEMCKOIO MCCIIEA0BAHMSI, CBU-
JIeTeTbCTBYIONIME 00 yBennueHun pucka BCC o mepe Bo3pacTaHusi MacChl
Tesa, KaK y My>KYMH, Tak U Yy keHIuH [12]. Kpome Toro, mo maHHbIM pa3-
HBIX TTOMYISILIMOHHBIX UCClIeTOBaHU I oxkupeHue obu1o mpuunHoit BCC Heun-
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LIEeMUYECKOTO reHe3a npumMepHo B 20% ciaydaes [12], 94TO KOCBEHHO IO~
TBEPXKAAJIO HE ULLIEMUYECKUIA, a apUTMOTEHHBII XapakTep cmeptu [12, 13].

Metabonnueckuit CHHAPOM, OCHOBHOM COCTaBJISIIOLIEH KOTOPOTO SIBJISI-
eTcs abJOMUHATbHOE OXUPEHUE, MO JAaHHBIM MTPOCIIEKTUBHBIX UCCIEA0BA-
Huit yeeanuuBaeT puck BCC. Tak, cornacHo pedyibTaTam [apuxkckoro mpo-
CMEKTUBHOTO UCCENOBaHUS, METAOOIMUYECKUI CUHIPOM ObLT aCCOLIMUPO-
BaH ¢ 68% yBennuenueM prcka BCC B mony/siiuy My>XK4MH CPEIHErO BO3-
pacta, He ctpagaBiux CJI uau MbC Ha MOMEHT BKJIIOUEHUS B UCCIeq0Ba-
Hue [14]. Takre KOMITOHEHTbI META0OJIMYECKOTO CUHAPOMA, KaK apTepUalib-
Hasl TUTIePTeH3UsI, TUTIEPXOJIECTEPUHEMUS U TUIIEPTPUTTULIEPUIEMUSI, YBE-
JIMYMBAJIM pPUCK KaK BHE3AITHOM, TaK U JTI00O0M Ipyroii cepaeyHoi cMepTu. B
TO X€ BpeMsl, Y 00JIbHbIX MeTaboanueckuM cuHapomoM ¢ BCC vaie obHa-
PYXUBajach TUMEPIIMKEMUS HATOIAK U YBEIUYEHUE KOJIMYECTBA a0IOMMU -
HasibHOTO Xupa. Haubosee TecHbie KOppeassUU ObLT YCTAHOBIEHBI MEXITY
OKpPYXXHOCTbIO Taiuu U puckom BCC [14].

OaHUM U3 BO3MOXKHBIX MEXaHU3MOB, CBsI3bIBalOIIUM OxupeHue u BCC,
siBrisieTcst heHoMeH ynnuHeHust uHTepBaia QTc [15]. HecMoTpst Ha oueBUAHYIO
CBSI13b a0IOMUHAJIBHOTO OXXUPEHMS ¢ yIuTMHeHeM nHTepBaia QTc, KoHKpeT-
HbIE MEXaHU3Mbl apUTMOTeHHBIX 3(h(HEKTOB HAXOASITCS B CTAAUM U3YYEHUST
[16]. Bo3MOXHO, BaskHYIO pOJib UTPAET BBICOKUI YPOBEHb CBOOOIHBIX XKUP-
HBIX KMCJIOT, MMPUBO/IS K HAPYLIEHUIO PEMOIsIipU3aliui, a TAaKXKe MOBBIIIEHUE
KOHIEHTpALIMU KaTeX0JaMMHOB. BaxkHBIM (haKTOPOM peryJisilinuu aesTeIbHO-
CTU CEPIEYHO-COCYAUCTON CUCTEMBI U PUCKA Pa3BUTHUSI XKUBHEHHO yTpoXkKaro-
LIMX apUTMMIT CYMTAIOT HApylLLEeHUEe aBTOHOMHOM peryJisiliuy, a TAaK>Ke pa3Bu-
TUE AUIATALMOHHON KapAMOMMONATHUM Yy OOJbHBIX OXXrpeHueM [17].

Takum obpaszom, abHOMUHAIbHBINA XUP B U3OBITOUHOM KOJUYECTBE
MOXET peali30BaTh CBOW MPOAPUTMOTEHHBIN 3 HEKT Kak uepe3 CTPYKTYP-
HbI€ U3BMEHEHUSI MUOKap/a, TaK U Yepe3 CUHIPOM COHHOTO alTHO?, YBEIUYU-
Basl pPUCK XXM3HEHHO OMaCHbBIX apuTMuii. BMecTe ¢ TeM, pe3yabTaThl Uccie-
JoBaHUU 1o 3 deKTy CHUXEHUS Beca Ha MoKa3aTeu CMEPTHOCTU, B TOM
yuciae, BCC, HOCAT MPOTUBOPEUUBBIN XapaKTep. XOPOIO U3BECTHO, YTO
CHIXEHUME Beca CHUXKAET PUCK CepAeYHO-COCYAUCThIX 3a0oeBanuit u CJI
2 Tuna. B HeGOoAbIINX KIMHUYECKUX UCCIETOBAHUSIX TTOKA3aHO, YTO CHU-
JKEHUE Beca B pe3yJibTaTe NMpUMEHEeHMsT 0apuaTpu4yecKon XUupypruu npu-
BOJMJIO K YJIYUIIIEHUIO TTOKa3aTeseil BapuadeIbHOCTU CepAeYHOro pUTMa 1
Hopmanu3zanuu uHtepsaia QTc [18]. OnHako, cieayeT yauThiBaTh TOT (hakT,
YTO roJIoJaHue, 04YeHb HU3KOKAJIOpUIHASL AUEeTa, XUPYPTUUECKOe JIeueHUe
OXXUPEHUSI MOTYT MPUBOAUTH K TMMOKAJbLIUEMUN, TUTTOKAJIMEMUU, TUITO-
MarHueMuH, 4TO, B CBOIO OUepe/ib, CIIOCOOCTBYET YBEJIUUECHUIO PHUCKA pa3-
BUTMUS XKM3HEHHO OIACHbBIX HAPYLIEHU pUTMa.
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Axpomeeanus

OcHOBHasg MpUYMHA CMEPTU OOJBHBIX aKpOMEraaueid — MopaxeHue
cepaedyHo-cocynuctoi cuctemsl [19]. [1pu nauTenbHO CylIeCTBYIOLIENH U
aKTUBHOU (C COXpaHEeHHOI aBTOHOMHOM ceKpelueii TopMOHa pocTa) akpo-
METaJIMU Pa3BUBAETCS TaK Ha3blBa€Masl akpoMeraanyeckas KapauoIaTus,
KOTOpasi XapaKTepu3yeTcsl KOHIIEHTPUUECKO rumnepTpodueii Mruokapaa,
JNAACTOJIMYECKOM, a MO3XKe U CUCTOIUYECKON TUCHYHKIIMENH ¢ pa3BUTUEM
TSIKeJION, pedpakTepHO K KOHCEPBATUBHON TepaNuu CepAeYHON HelocTa-
TOYHOCTU. XPOHUYECKAS TUNIEPCEKPES] TOPMOHA POCTA U UHCYJIUHOIIO-
nooHoro dakropa pocta-1 (MUITPP-1) Takke mpuBOAUT K pa3BUTHIO UHCY-
JmHope3ucTeHTHocTH, CI0 2 Tumna, TUCIUTTUAEMUU U CIIOCOOCTBYET Pa3BU-
TUIO apTepUabHOM runepreH3uu. KopoHapHbIil aTepockiepo3 isl aKpoMe -
TaJINU HE XapaKTepeH. Y 00JIbHbBIX aKPOMETATMYECKON KapauonaTueit yauie,
YyeM B OOILIEl MOMyJIsunu, 0OOHApYXKUBAIOT pa3IUYHbIe HAPYILIEHUS] pUTMA
¥ TIPOBOAMMOCTH (TIpENICEPIHBIE U XKETYIOUYKOBbIe dKcTpacuctobl, OIT u
2KT). Cuutaetcs, 4TO 4aCTOTA KEIYTOYKOBBIX HAPYIIEHU pUTMA KOPPEIU-
PYeT ¢ JUTUTEIbHOCTBIO 3a00JIEBaHUS, A TSKECTh — OOJIbIIE C BBIPAXKEHHO-
CTBIO TUTIEPTPODUH JIEBOTO XKEIYI0YKa, HEXEIU ¢ OMOXUMUYECKUMU MTPU-
3HaAKaMM aKTMBHOCTHU 3aboseBaHusl. [10 HEKOTOPBIM TaHHBIM OKOJIO 75%
OOJIBHBIX AKPOMETAIUEN UMEIOT CUHIPOM COHHOTO alTHOE, KOTOPBII TakXe
MOET BHOCUTD BKJIaJl B BOBHUKHOBEHUE XKU3HEHHO OTIACHBIX HAPYIIEHUIA
putmMma. [Mprunnoii BCC GoibHBIX aKpoMerajiieil CYUTAIOT KeTyTOUYKOBYIO
Taxukapauio u pudbpuwuisumio xeaynoukos [20]. Uto kacaetcs crienuduye-
CKOTO JIEYEHU ST aKPOMETAINU, TO MMOKA3aHO, YTO HOpMau3alus (WX CHUXKe-
Hue) ropmoHa pocta 1 UTTDP-1 mpuBonuT K yMEHBIIIEHUIO YaCTOTHI JKeJTy-
JIOYKOBBIX KTOMUYECKUX KOMIUIEKCOB [21].

Ilepsuunsiii anvdocmeponusm

ITepBUYHBI ATBAOCTEPOHU3M SIBJISIETCSI HAUOOJIee YaCTON SHIOKPUHHOM
MPUYMHOI pa3BUTHS apTepUaTbHOM TUTIEPTEeH3MH U BcTpedaeTcsa y S—10%
00JIbHBIX. 13BECTHO, UTO BBICOKM I YPOBEHb AJIbAOCTEPOHA ACCOLIMUPYETCS
C MOBBILIEHHBIM PUCKOM KapIMOBACKYISIPHBIX COOBITUI, BKITI0Yast UH(PapKT
MUOKapaa, apuTMUU U MHCYABTHI [22]. [unokanuemusi, XxapakTepHasi 1isi
MEePBUYHOTO aAJIbAOCTEPOHU3MA, COITPOBOXIAAETCS YAJIMHEHUEM NHTEepBaia
QTc [23], yTo MOXET crTOcOOCTBOBATh pa3BUTHIO apuT™Muii. Hanbosee yacto
MpU IEPBUYHOM ajibaoctepoHn3mMe Berpedaetcst PIT [24], Ho B psae ciry-
yaeB HaOM0gaeTcs U MUPYITHAS TaXUKapaus, TOJUMOpdHas XKeJTyT0uKo-
Bas Taxukapaus [25]. JledeHue OOTbHBIX C HAPYIIIEHUEM CUCTOJIMYECKOMN
(byHKUMY JIeBOTO XXeayaouKa Mpu MOMOIIU 6JJOKaTOPOB MUHEPATOKOPTU-
KOUIHBIX peleNTOPOB MPUBOIUIO HE TOJIBKO K CHUKEHUIO O01Ieit cMepT-
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HocTh Ha 30%, HO 1 K YMEHBIICHUIO PUCKA BHE3AIMHOM CepaeuHOi CMEepTH
Ha 29% [26].

Ilepsuunbiii eunepnapamiupeos

YcTaHoBIEHO, YTO M30BITOUHAS CEKpelrs MapaTUPeOUIHOIO TOPMOHa
(ITTT) y GoAbHBIX C TIEPBUYHBLIM TUIIEPIIAPATUPEO30OM aACCOLMUPYETCS C
MOBBIIIIEHHBIM PUCKOM Da3BUTHUS 3a00JIeBaHUI CepIeYHO-COCYAUCTOM
CUCTEeMBI U JieTanbHOCTU [27]. OOBbICHEHUEM 3TOMY MOXET CIYKUTb TOT
akT, YTO IN1aAKOMBIIIEYHbIE KJIETKU COCYIUCTOM CTEHKH, 9HAOTEIU, Kap-
JTUOMUOLIUTHI SIBJISIIOTCS KineTKamMu-MuineHsiMu i [TTT. B ycnoBusix moBbi-
LLIEHHO! KOHIIEHTpalIMY MapaTUPEOUIHOTO TOPMOHA HA0JII01aeTCsl SHAOTE -
JIMasibHast AMCHYHKLIMS, YBeIMYEHME TONIIMHbBI KOMIUIEKCAa MHTUMa—Menua,
MOBPEKIeHNE KOPOHAPHBIX apTEePUIi, UTO YKa3bIBAaeT Ha €TI0 IIPOATEPOreHHOE
nerictBue [28]. JIpyroit BO3MOXHOU PUIMHOM, CIIOCOOCTBYIOIIEH MOBBIIIIE-
HUIO JIETAIbHOCTU OO0JIbHBIX ¢ BBICOKUM ypoBHeM 1T, MoxXeT ObITh apTepu-
aJlbHasl TUTIEpPTeH3Ms, a TakKe npsimoe aeiictBue [1TI Ha Muokapa, Been-
CTBHME KOTOPOI'O pa3BUBaETCs TUNEPTPOhUS KAPAUOMUOLIMTOB, YBEIUYMBA -
€TCsI YaCcToTa CEPACUHBIX COKPAIIEHUI M MOXKET BOSHUKHYTb apuT™Mus [29].

Kaxk uzBectHo, nosbiiieHue ypoBHs [1TI compoBozkaaeTcs yBe1nueHUEM
KOHILIEHTPALIMHY KaJIbIIUsI, ACCOLIMMPOBAHHOTO CO 3HAUMMbIMU U3MEHEHUSIMU
OKI B Buae ymmuHeHust uHTepsaioB PR 1 QRS, ykopoueHus nntepsaia QTc
u cermeHTa ST [30]. ApuTMoreHHbIH 3 (hEKT runepKaableMUU MOXKET pea-
JIN30BBIBATHCS 3a CUET PaHHEH U MO3AHEN MOCTAETOSIpU3aLIMU, YKOPOUSHUST
3(HeKTUBHOrO pepakTepHOro Nepruoaa 1 3arycka MexaHu3ma pe-3HTpU.

Taxum 06pa3om, mapaTUPEOUIHbII TOPMOH CAMOCTOSITEIbHO WU Yepe3
MOBBIIIEHUE YPOBHS KaJlblMs 001anaeT MOJOXKUTEIbHBIM UHOTPOITHBIM 1
XPOHOTPOIMHBIM 3((HEKTOM Ha cepille, CIIOCOOCTBYET PA3BUTUIO apTepU-
aJIbHOU TUIIEPTEH3UU, AUACTOJINYECKON TUCGHYHKIIMU 1, BO3MOXHO, aTe-
pockieposa. OnHaKo, MEXaHU3MbI, TOCPEIACTBOM KOTOPBIX Y OOJIBHBIX IIEP-
BUYHBIM I'MIIEPIIapaTUPEO30M YBEIMUMBACTCSI PUCK BHE3AITHOM cepeuHOon
CMepTH, TPEOYIOT NajbHEHIIIEro N3yYeHMUsI.

Hapywenus ¢pynkyuu wumosuonoii jcene3ul

HapymieHnss GyHKINYM IMUATOBUAHOM KeJde3bl YXYIIIAlT TeUYeHUE
CepIeYHO-COCYIUCTRIX Oose3Hel. Ciyyan BHE3aITHON CMEPTU ONMCAHBI
pu 6os1e3Hu ['peiiBca, OMHOM U3 CaMBIX YaCTBIX MPUIMH THUPEOTOKCUKO3A.
K daranbHBIM MOCIEACTBUSIM MOXKET IIPUBOIUTH HEPACTIO3HAHHBIN TsKe-
JIBIA TUPEOTOKCUKO3 C pa3BUTHEM TUPEOTOKCHUECKOTO KpHU3a IIpH 00JIE3HU
I'peiiBca. XapakTepHbIe A1 THPEOTOKCHUKO3a HApYIICHUS CEpIeYHOrO pUTMa
(PI1), commpoBoKmarOIIMECs TPOTPECCUPYIOIICH CepacTHON HETOCTATOUHO-
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CTbIO, MOTYT MPUBOAUTH K cMepTH 6oJibHOTO [31, 32]. Cneayer ckazaTb, YTO
HazHaYeHUe aMroaapoHa 60IbHOMY ¢ (PUOPMIUTAIIMEH TIpeaCcCepaAnii U Hepac-
MO3HAHHBIM TUPEOTOKCUKO30M MOKET 3HAUMTEIBHO 3aTPYIHUTH MTOCIIEAY-
OIIYIO TEPAIUIO.

Jlpyeue 3ab01e6aHust 3HOOKPUHHOU cUCMeMbL

BHezamHas cepneyHasi cMepTh Y O0JIbHBIX 00J1e3HbI0 ATIMCOHA U TUIIO-
MapaTUpeo30M, OlKrcaHa KpaiiHe peaKo 1, Kak IpaBuiIo, ee pa3BUTHE 00Y-
CJIOBJICHO TSDKEJBIMU 3JICKTPOJIMTHBIMU HapYIIEHUSMU (TUIIepKaTUeMUst
WY TUIIOKAJIbIIMEMHUs1) BCIICACTBUE AeUIINTA IIIOKOKOPTUKOUIOB, MUHE-
PaTOKOPTUKOMIIOB 1 ITapaTUPEOHIHOTO TOPMOHA, COOTBETCTBEHHO.

B n1urteparype ynoMuHAIOTCS €IMHUYHbIC KIMHUYECKUE CIIydyau, Te
HEKJIaCCUYECKUMMU ITPOSIBICHUSIMU U30bITOYHOM CEKPELIMM KaTeX0JaMUHOB
y 0OJIbHBIX (DEOXPOMOLIMTOMOI OBIJIM KapAMOT€HHBIIN IIOK, OTeK JETKUX U
BHe3amHast cMepTh [33].

CpaBHUTEJIbHO HEIABHO IOSIBUIMCH JaHHBIC O HAJMYMUM acCOLUAIUU
MEXIY PUCKOM BHE3AITHOU CepIeyHOoi CMEPTU U AeDULIUTOM BUTaMUHA D
[34]. Takue 3aKOHOMEPHOCTU HaubOJIee YacTO OMMCAHBI 151 TTALIMEHTOB C
XPOHUYECKON 00JIE3HBIO MOYeK, ModyJaroiux remoaruanus [35]. B Hacro-
siee BpeMsl He BhI3bIBa€T COMHEHMSI TOT (hakT, yTo AeduiuT ButamMmuua D
SBJISIETCS (DAKTOPOM pUCKa Pa3BUTUSI caxapHOro AuabeTa 2 TUIa, apTepuaib-
HOI TUIIEPTEH3UHU, BOCIIAJICHUS, TTOSIBJIEHIE KOTOPBIX CIIOCOOCTBYET IOBBI-
LIEHWIO CMEPTHOCTU 00IbHBIX [36]. CunTaeTcst, YTO BCe 3T U3MEHEHUS CO
CTOPOHBI CepAlIa M COCYIOB B YCJIOBUSIX AeULINTa BUTaMUHa D, crocoOHbI
MPUBOAUTH K YBEJIMYEHUIO PUCKA BOSHUKHOBEHUSI apUTMUIA 1 BHE3aITHOM
cepaeuHoit cmepTu [37].

Pexomendayuu no npogpusaxmuxe BCC

Kaacc 1

1. TakTuka teparmu KA, KoTopas SBIsIeTCS] BTOPUYHOM 110 OTHOIICHUIO
K SHIOKPUHHBIM HapyIICHUSIM, TOJIKHA OBITh HallpaBieHa Ha KOPPEKIIUIO
3JIEKTPOJINTHOTO ArcOaaHca U JJedeHne OCHOBHOTO 3aboneBanus (C).

2. OcobeHHoCTel MPOGUIAKTUKYA U JISYSHUS YyTPOXKaAIOIMUX KU3HU KA
(ocHoBHOI1 (hakTop prcka) 1 BCC y 60JbHBIX ¢ SHIOKPUHHBIMU 3a00J1eBa-
HUSIMU HET. MeponpusTUs 10JKHBI ObITh TAKMMM XK€, KaK IMPU APYyTUX 3a00-
JIeBaHUSIX. DTO O3HAYAET, YTO cTpaThdUKaIys prucka v npoduinaktnka BCC
Y 3TO# KaTerOpyM IMAIIMEHTOB OCYIIECTBISIETCS HA OCHOBAHWY BBISIBIICHUS
OCHOBHBIX M BTOPOCTEIIEHHBIX (haKTopoB pucka. [IpoBeneHue mpodumiak-
Tk BCC Bxintouaet B ToM unciie, uMruiantaunio MK/ n DKC mannen-
TaM, KOTOPHIE ITOIYJaiOT IJIUTEIbHYIO ONITUMAIbHYIO JIEKApCTBEHHYIO Tepa-
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MU0, C XOPOIITNUM (PYHKIIMOHAIBHBIM CTATyCOM 1 OJIarOIPHUSITHBIM ITPOTHO-
30M BbXKMBAeMOCTH B TeueHue roaa u 6ojee (C).
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X 9.I' Cmpamugukayusn pucka u npogpunaxkmuxa BCC
Y RAUUenmoe8 ¢ MepMUHAILHOI Cmaoueil NOYeyHoul
HedocmamouHocmu

Cmpamugurauyus pucka

Okoo 40% maureHTOB ¢ TEPMUHAIBHONM CTaAMEN MOYEYHO Hea0oCTa-
TOYHOCTH YMUPAIOT OT CePAEUYHO-COCYIUCTHIX 3a00JIeBaHUI, B TOM YMCIIe
20% — BHe3arHO [1, 2]. [ToMrMMO KOPOHAPHOTO aTePOCKIIEPO3a JOITOTHU-
TeJIbHBIMU (DaKTOpamMu pUCKa pa3BUTHUSI BHE3AITHOW CEpIeUYHON CMepTH Y
MalueHTOB C XPOHUYECKOM 00sie3HbIO MouyeK MoryT ObITh [JI2K, ypemuue-
cKasl KapaIMoMUOIIaTs, aHeMusl, yiutnHeHre natepsaia QT u yBeauvyeHue
€ro IMCTIePCUU, CHIDKEHNE BapuabeIbHOCTA CEPIEeYHOTO PUTMA, a TakkKe
OBICTPBIE U3MEHEHUS 00beMa LM PKYTMPYIOIIE KPOBY U 3JIEKTPOJIMTOB, Hea-
NIEKBaTHOCTh quanu3a, runepdocdaremus, runepnapatupeos u ap. [2, 3].

Pexomenoauuu no npogpuraxmuxe BCC

Kaace 1

1. Ins npodunakTuky BCC y 00JbHBIX TEpMUHAJIBHOM TTOYEYHON HEA0-
CTaTOYHOCTBIO HEOOXOAMMO BBIABIATL ocHOBHBIE (ZKHP, cucronunueckas
OUChYHKIIMS, CUHKOIIE, CEpAeYHbIN apecT B aHaMHe3¢e) U MOAUMUIIMPO-
BaTh BTOPOCTENEHHbIE (aKTOPbl pUCKa (apTepuaibHasi TMIIEPTOHUS, IMC-
JIMITUAEMMUST, TUTIEPIJIMKEeMUST ), a TaKXKe (paKTOphl prcKa, CBSI3aHHBIE C XPO-
HUYECKOI 00JIE3HbIO MOYEK U IUATU30M (J1eueHue He(pOreHHOM aHeEMUU U
rurnepnapaTupeosa, ycrpaHeHue neduuura ButamuHa D, anexkBaTHblii nua-
JIU3, U30eraTh IPUMEHEHUS TIUAIU3HOM XUIKOCTH C HU3KUM COiepXKaHueM
Kanus u kanpuus) (C).
Kaacc Ila

1. B nensx sropuunoii npodunaktuku BCC y nalmeHToB, HAaXOASAIIUXCS
Ha MPOrpaMMHOM IreMOIUAIN3e WK ITIOCTOSIHHOM aMOyJIaTOPHOM IIEPUTO-
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HeaJIbHOM IUajii3e MoKa3aHO Ha3HaueHue 0J10KaTOPOB aHTMOTEH3UHOBBIX
peuenrtopoB (C) u AAIT 111 knacca (C).

2. B uensix nepsuyHoii mpoduinaktuku BCC y maiineHToB, HAXOISIIUXCS
Ha MPOrpaMMHOM FeMOAUATN3€e WU MTOCTOSTHHOM aMOy/J1aTOPHOM MEPUTO-
HeaJIbHOM JThajin3e roka3zaHo HazHaueHue ATID (B).

3. Y nmauueHToB ¢ XpOHUYECKOI 00JI€3HBIO TTOYeK, U OCHOBHBIMU (PaKTO-
pamu pucka BCC (yrpoxamomymu X1U3HU apUTMUSIMU U CUCTOJIMYECKOM T1C-
dyuxuueit JIZK) MK/ -Tepanust nMeeT MpeuMyIlecTBO Ha MEAUKAMEHTO3-
HOU Tepamnueil, oNHAKO Y TUAIM3HBIX MALIMEHTOB OJ1aronpusiTHbIN 3(pdekt
STOr0 BUJA JICUEHUST HA BBLKMBAEMOCTb He IoKa3aH. PerieHue 06 uMIuiaHTa-
uuu UKJI cnenyet npuHUMAaTh UHAUBUIYAJIbHO C YYETOM COCTOSTHUS TallU -
eHTa U oxuaaemMoii mpoaokuTeabHocTH XXu3Hu (C). HaxoxaeHue Ha rpo-
rPAaMMHOM TeMOJIUAIN3e WU MOCTOSIHHOM aMOYyJaTOPHOM IMEePUTOHEATb-
HOM Juaju3e, TeM He MEHee, He TI0JKHO paccMaTpUBAThCS KaK pellatoluii
apryMeHT B MOJIb3y 0TKa3a oT uMmriantauuu MKII.

Kaacc ITb

1. B uensix nepsuuHoit npodpunaktuku BCC y manuentoB ¢ UBC, Haxo-
JSIIUXCS HAa MPOrPaMMHOM FreMOIMaIN3€e WU TOCTOSIHHOM aMOy/1aTOPHOM
MEepPUTOHEATbHOM IUAIN3€E, MOXKET 00CYXXIaThCS Ha3HAYEHUE CEIEKTUBHbBIX
B-ampenoo6nokatopos (C).

2. B uensx nepsuuHoii npodunaktuku BCCy maiiueHToB Mpu OTCYTCTBUM
MPU3HAKOB MOPAKEHUST KOPOHAPHBIX apTEPU I, HAXOISIIIUXCS HA TPOrpamMM-
HOM reMOIMaIN3e WU MOCTOSTHHOM aMOyJIaTOPHOM MEPUTOHEATbHOM AUa-
JI3e, MOXET 00CykaaThcsl Ha3HaueHue HuKopanauia (C).
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X.10. BCC npu 60j1e3H51X nepuKkapaa

Cmpamugukayus pucka

CorylacHO 3THOJIOTUYECKOI KJlaccu(pUKalny 3a00JeBaHUi TTepuKapaa
EBpomneiickoro oo11ecTBa KapauoJoros [ 1] oHu moapas3aensitiorcst Ha UH(eK-
LIMOHHBIE M HeMH@EeKIIMOHHbIe. OCHOBHBIMU MPUYMHAMU 3a00JCBaHUI
nepukapaa SIBJISIOTCS BUPYCHI (B pa3BUTHIX CTpaHax), a TakKxke OaKTepuu
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(4yame MUKOOaKTEpHs TYOEPKYJIe3a), pexke BCTPeUaroTCsl OIyX0JIeBblii Mepu -
KapauT U MEPUKAPIUT, CBI3AHHBIN C CUCTEMHBIM (OOBIYHO ayTOUMMYH-
HbIM) 3a0osieBaHMeM. [lepukapauT — 3TO BOCHAJIEHUE CEPACUYHON CYMKHU,
BKJIIOYAIOLIEN CEPO3HBIN BUCLIEpaTbHbIN (3nUKapa) U (puOpo3HbIA nmapue-
TaJIbHBIN CJIOU ¢ pacrojararoueincs Mexay HUMU NepuKapauaabHON KW/ -
KocThlo. [lepukapauT MoXeT ObITh, KaK U30JUPOBAHHBIM, TaK U MPOSIBIIE-
HUEM CUCTeMHBbIX 3a0osieBaHuil. Kinaccuueckue nepukapavaibHble CUH-
JPOMBI BKJTIOUAIOT NIEPUKAPAUT, BBIMOT B MOJIOCTh MepUKapaa, TaMIIOHALy
cepaua U KOHCTPUKTUBHBIN MEpUKaApAUT.

IIpu mogo3peHUU Ha MEepUKApIUT Ha TIEPBOM YPOBHE TUATHOCTUKHU BO
BCEX CJIydyasix HEOOXOAMMBI OIpeiesieHne MapkepoB BocnajieHus (J1eiKo-
1uTOo3, C-peakTUBHBIN O€JOK U 11p.), GYHKIMU MOYEK, IeYSeHU U IIIUTOBU/I -
HOW XeJsie3bl, MapKepoB MOPaXeHUs] MUOKapnaa (cepaecyHble TPOTIOHUHBI,
KpeaTMHKUHa3a), peructpanus DKI', peHTreHorpadus opraHoB rpyaHoi
KJIeTKU, 3xoKapauorpadus. Ha BTopoM ypoBHE AMarHOCTUKMU, ITPU HETOCTa-
TOYHO MH(MOPMATUBHOCTU UCCEIOBAHUM ITEPBOTO YPOBHSI, MOTYT BBITTOJI -
HSITbCSl KOMITbIOTepHAasl ToMOrpadusi WM MarHUTO-pe30HaHCHAsl TOMOTpa-
dusd cepana, a TakKe aHaIU3 MepuKapaAuaaIbHON KUAKOCTU TS BbISIBJICHUS
OakTepuii, KJIETOK OIyXoJieil Mpu OOJBIIOM BBITIOTE, HE pearupyromeM Ha
CTaHJAPTHYIO MPOTUBOBOCTIAIUTENBHYIO TEpANUIO. J{OMOTHUTEbHBIE UCCITe-
JIOBaHUS [JIs1 OTIpeAesIeHUs] 3TUOJIOTUM MIEpUKapaAuTa CJIeayeT TPOBOIUTh C
YYETOM KJIMHUYECKON KapTUHBI MPU HAUTUYMU MPEAUKTOPOB BBICOKOTO PUCKa
HeOJaronpusTHOTO UCXO/a.

BCC npu 3a60aeBaHUsIX TepUKapaa MOXET BO3HUKATh B pe3yJibTaTe pa3-
HOOOpa3HbIX MAaTOJOTMYECKMX MPOLIECCOB: BOCTIAIEHUsI, KOHCTPUKIIUU U
T.0. OnHaKO He UMeeTCs YOeIUTEIbHBIX 10KA3aTeIbCTB CBS3U XeTYA0UKO-
BBIX TaXMApUTMUI ¢ Oosie3HsiMU Tepukapaa. [Ipennonaraercs, uro k BCC
y TaKMX MAlMEHTOB MPUBOAST B OCHOBHOM reMOAMHAMUYECKIE MPUYMHBI,
a He apuTMMU cepaua [2].

B coBpemMeHHOI 1uTepaType BCTpeyaroTCs JUIb OMMCAHUS €AUHUYHBIX
ciyuyaeB BCC npu nepuxkapauTe 1mocje KateTepHoi adasuuu ¢hpuopusis-
LAY MPEeACepAnid y IOHOIIU C BEPOSITHON HACJIEICTBEHHOM KaHajlonaTueun
[3], ycneliHol peaHMMalMU TIpU BHE3alTHOM OCTaHOBKE ceplla Ha (hoHe
TyOepKyJe3HOoro rnepukapaura [4].

Pexomenoauyuu no npogpuraxmuxe BCC

Kaace 1

1. Crpatudukauusa pucka u npopunaktuka BCC y maunueHTOB ¢ 00J1e3-
HSIMU IIepUKapa OCYLIECTBISIETCS HA OCHOBAaHUM BBISIBJICHUSI OCHOBHBIX 1
BTOPOCTEINEHHbIX (haKTOopoB pucka. [IpoBeneHue mpoduIakTUKKU Moapasy-
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MeBaeT, B TOM uuciie, uMmriantanuio MKJI mamueHtam ¢ ocHOBHbIMU (hak-
Topamu prcka BCC, KoTopbIe TTOTy4aloT ITATEILHYIO ONTUMATbHYIO JIeKap-
CTBEHHYIO TEPaITHIo, C XOPOIINM (PYHKIIMOHAIBHBIM CTaTyCOM U 0JIarOIpH-
SITHBIM TTIPOTHO30M BbIXKMBAeMOCTH B TeueHue roaa u 6ojee (C).

X.11. BCC y nanueHTOB ¢ XpOHHYECKOH 00CTPYKTHBHOM
00/1e3HBI0 JICTKUX

XpoHnueckast 00CTpyKTrBHas 60Jie3Hb Jierkux (XOBJI) — ogHo n3 Hanbo-
Jiee pacpoCTPaHEHHbBIX 3a00JIeBaHUIA B3POCJIOr0 HAaceeHUsI BO BCEM MUPE,
KOTOpBIM cTpanaet ot 7 10 18,2% nun, crapiue 40 set [1-3]. B nocienHue
25 net HaOMOmaeTCss HEYKJIOHHBIM pocT cMepTHOoCcTH oT XOBJI u 1o mpo-
rHo3am 3KcrepToB K 2020 roay naHHas MaToJOTHS 3aiiMeT 3-€ MeCTO cpeau
BCeX IMMPUYMH cMepTH [4].

XOBJI aT0 XpoHUYECcKOe 3ab0eBaHNe, XapaKTepU3ylolleecs MepCucTu-
PYIOILIMM OrpaHUYEHUEM BO3AYIITHOIO ITOTOKA B AbIXaTeIbHBIX IYTSIX, KOTO-
poe 0OBIYHO HOCUT IPOrPECCUPYIOLINIA XapaKTep U CBSI3aHO C BOCIIAIUTE b~
HbIM OTBETOM Ha JJIUTEJIbHOE BAbIXaHUE YACTULL WU Ta30B. TsoKecTh Teve-
Hust XOBJI Bo MHOTrOM ompenesisieTcsl YacTOTOI 000CTPEHMIA M COMMYTCTBYIO-
1iei marosorueii [5]. Haubonee yacToii comyTcTBYIOLIEH ITPOOIEMOil y 00J1b-
HbIx XOBJI aB71s110TCSI cepieyHO-COCYIUCThIE 3a001eBaHMsI, B OOTBIIIMHCTBE
cayyaeB UBC, cepaeyHast HelocTaTOUHOCTD, (GPUOPUIUISALIMM MIPEACEPANIA 1
apTepuaibHas TurepToHus. I1o JaHHBIM KPYITHOTO MCCIeI0BaHUsI, BKIIO-
yapiero 6osiee 1800 manreHToB, Y 001bHBIX XOBJI cyliecTByeT IOBBIIICH-
HbIi B 3,36 pa3a pucK CMEPTH OT CEPAEYHO-COCYAUCTHIX COOBITHIA B 11EJIOM
U B 5,65 pasza oT uilleMruecKoii 6os1e3HM cepaia [6]. ViMeercst npsimast 3aBuU-
CHUMOCTb PUCKA CMEPTH OT BeJIMYMHbBI 00beMa (hOPCUPOBAHHOIO BBIIOXA 3a
1-10 cexynay (OMB1) — r1aBHOIro KOJIMYECTBEHHOTO KPUTEPUST OPOHXHMATb-
HoIi o6cTpykumu [7].

ITpu aTOoM, MaLMeHTHI, HaxXoasIIMecsT Ha Oosee Jerkux ctagusax XOBbJI,
MMEIOT ropasao 0oJibllle PUCKOB yMEPETh HE OT JAbIXaTeJIbHOM HEI0CTaTOY-
HOCTH, a OT CepACYHO-COCYIUCTOM maTojoruu [8].

BrnuaeMuoiornyeckue naHHble 1o couetanuo XOBJI ¢ cepaeuHoit maro-
JIOTHEI TIPEICTaBISIOT JOCTaTOYHO IIMPOKUI quara3oH uudp. Hamnpumep,
cpenu 14703 manmenToB B ucciaenoBanun VALIANT, mepeHOCSIIMX OCTPhIiA
uHdapKT MuoKapaa, okosio 9% umenu comyrcreytouyio XOBJI, npu atom
y 6osbHbIx XOBJI Habmonanack 30% JieTaibHOCTb, B TO BpeMsl KakK IpU
orcyrctBuu XOBJI oHa coctaBuia 19%. bonee 27% nanuentroB XOBJI B
3TOM UCCJIEI0BAaHUM CTPANaIn CEPACUYHOM HETOCTATOUHOCThIO 10 BKJIIOYE-
HUS B uccienoBaHue [9]. B apyrom KpymHowm ucclieioBaHUM, TPOAHATU3U-
poBasiiem 400000 rocniutanu3anuii manueHToB ¢ XOBJI B oTneneHus Bere-
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PaHOB, COMYTCTBYIOLIAsI MATOJOTUS KOPOHAPHBIX apTepuii BCTpeuyaaach B
33,6% ciyyaes [10].

ITarorenetnyecku croyib yactas accouunauuss XObJI, UBC, cepneu-
HOW HEIOCTaTOYHOCTU U apUTMUIA OINpPEeNessieTcs LeJbIM PSIIoM 00CTOsI -
TeJbCTB: Bo-nepBbIX, 3T0 0O0LIMIT AOMUHUPYIOLINI (haKTOp PUCKA — KYpEHUE.
Bo-BTOpBIX, 002 BUIA MaTOJIOTUU SIBJISIIOTCS 3aBUCUMBIMU OT BO3pacTa, 3a00-
JIeBae@MOCTb MU MTPOrpeccUBHO HapacTaeT nocie 50 jieT. B TpeTbux, pemone-
JINPOBAaHUE TIPAaBbIX OTAEJIOB CepALA ABJISETCS OTBETOM Ha Pa3BUBAIOLLYIOCH
JIETOYHYIO TUMEPTEH3UI0. B 4eTBepThIX, CUCTEMHOE BOCTIAJIEHUE, OKUCIIUTEb-
HbI cTpecc, rurnepkanHus, xapakrepHoie st XOBJI, BeayT K ycKopeHuIo
MPOLIECCOB aTeporeHe3a U SABJSIIOTCS MPOBOKaTopamMu aputMuil. M HakoHel,
MMeeT MECTO B3aMMHOE HEraTUBHOE BJWSIHUE MEAUKAMEHTO3HOI Teparuu,
KOTAa mpenapatsl JUIs JISUEHUS CEPACYHOMN MAaTOJOTUU MOTYT YXYIILIUTh Teue-
Hue XODBJI, a GpoHXOIUTUKY — MPOBOLIMPOBATH XXU3HEYTPOXKAIOIINE APUTMUU.

Cmpamugurxauus pucka

ITpu onpenenenun creneHu pucka BCC y manuenta ¢ XOBJI Heobxo-
MO YYMTBIBATh IBa OCHOBHBIX (paKkTOpa:

* CTeIeHb OrpaHMYEHMS BO3IYIITHOIO IIOTOKA, OIPEACISIEMYIO IIPU CITH -

POMETPUM;

* aHaMHe3 NalMeHTa, MPeXIe BCero, ykazaHus Ha HaJIMYue COIYTCTBY-
IOLIMX WJIK IIEPEHEeCEHHbIX 3a00JIeBaHUI, YBEIMYMBAIOIIMX Y OOIbHBIX
XOBJI puck BCC, a Tak:xe 1eKapCTBEHHBI aHAMHE3.

IMauuents ¢ BenuuuHoit O®BI1 Gosbiire 60% He UMEIOT JOMOJTHUTE b~
HBIX pucKOB pa3puTus BCC, mosToMy ux BeieHUE HE OTIMYAETCS OT Bee-
HUs ApYTUX MaluueHToB, He cTpanamnx XOBbJI.

Y 6o0sbHbIX ¢ ODPB1 Hixe 60%, HO 6e3 (haKTOPOB prCKa B aHAMHE3e Liejie-
Cc000pa3HO MEePUOANYECCKM ITPOBOIUTH XOJITEPOBCKOE MOHUTOPUPOBAHUE
OKI 11 cBOEBpeMEHHOTO BBISBIECHUS CKPBITOI KapAuaabHOI MaTOJOTUH.

HawuGonbiero BHuMaHus B oTHouieHuu npoduinaktuku BCC tpedyer
rpynmna namueHToB ¢ XOBJI, y KoTopbIX coueTaloTcsl CHUKEHHas BeJIMYMHA
O®BI1 (£60%) 1 Hanuuue 3a00JeBaHMI CEPACYHO-COCYAUCTOI CUCTEMBI. B
3TOM CJIy4ae He0OOXOIMMO PACCMOTPETh BO3MOXKHOCTh BHECEHUST U3MEHEHUI
B IUIaH BeJeHUs TNalyeHTa ¢ 1eibio npodunaktuku BCC B coOTBETCTBUM C
MPUBEACHHBIMU HIKE peKoMeHaauusiMu (puc. X.11.1).

Pexomendayuu no npogpunaxkmuxe BCC

Kaacc 1
1. OcobennocTu nmpodminaktnku BCCy 6onbHbIX ¢ XOBJI 6a3upyoTcst Ha
BBISIBJICHMY OCHOBHBIX 1 BTOPOCTEIIEHHBIX (DAKTOPOB pUcKa. DTO mompasy-
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MaymeHT ¢ XOBJ1

@ cnupomempus @
[ O®B 1> 60% } O®B 1 <60%

HeT aa
\
JNleyenne XOB/ - EcTb n paKkTopbl prcka BCC: \—
no obwmm npasunam OcHoBHblEe:
e ®B meHee 40%

® cepAeYHbIN apecT B aHaMHe3e
e XCH
® 3nK1304bl ycTonumBom KT
BropocreneHHble:
- caxapHbli gnaber,
- apTepuasbHas rMNepTeHsus,
- IeroYyHas runepTeHsus,
- BO3pacT cTapuue 65 ner,
-NOCTOAHHbIN NPUEM UHTANALMUOHHBIX [3-2 aroHUCToB
K KOpOTKOro aeicteua 6onee 6 os/cyt /

CMm. pekomeHgauun no npodpunaktnke BCC
y 60nbHbIX XOB/1

Puc. X.11.1. Ctpatudmkaumsa pucka BCC y naumeHToB ¢ XOBI

MeBaeT, B ToM unciie, uMruiantaunio MK/l manmeHTaM, MMErOIIMM OCHOB-
Hble ¢akTophl pucka BCC, KoTopble MOIY4YaoT AIUTEIbHYIO ONTUMAJlb-
HYIO JIEKapCTBEHHYIO TePaIuIo, C XOPOIIUM (DYHKIIMOHATBHBIM CTaTyCOM U
O1aronpuSITHBIM ITPOrHO30M BbIKMBAEMOCTH B TeueHue roaa u oosee (B).

2. [1pu ncnoap30BaHNM [3-aapeHOOIOKATOPOB, IIPEATOYTEHHE TOJKHO OTA-
BaThCS CEJIEKTUBHBIM TIperiapaTtam, OJIOKMPYIONM [31-ampeHoperenTopsl (A).
Kaacc 1la

1. Y 6onbHBIXx ¢ XCH Hanbosee mpeanovYTUTEeNbHbBIM MPEnapaToM, He
npuBoIsIIUM K cHikeHuio O®B1 (ocHOBHOI (hakTOp prcKa) U KauyecTBa
KW3HU, IBsieTcs oucompoJo (B).

2. MamuenTtsl XOBJI cTabuabHOTrO TeYeHWs, TPUHUMAOIIE TeOPUIITTNH
¥ [3-2 arOHKUCTHI JUTMTEIBHOTO JAEHCTBUSI HE MMEIOT MOBBIIIICHHOTO PUCKa
BCC (B).

Kaacc ITb

1. MHTansammoHHbie KOPTUKOCTEPOUIBI YMeHbIIAIOT puck pa3BuTus BCC

y 6onpHBIX XOBJI (B).
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2. Ioxuinbie 6onbHbie XOBJI, cTapiie 65 1eT UMEIOT MEHbBLLINI PUCK pa3-
Butusi BCC npu npremMe MHTaISIIMOHHBIX [3-2 arOHUCTOB IJIUTEJIbHOTO e~
CTBUSI, YEM TPU UCTIOJB30BAHUM WUHTAISLIMOHHBIX aHTUXOJIUHEPTUYECKUX
npenapaToB JUIUTEJIbHOTO nelictBus (B).

3. [IpuMeHeHure MOPOLIKOBON MHTAISIUMOHHOU (DOPMBI THOTPOTIYMA HE
yBesnuuaet puck BCC y 6onbHbIX XOBJI (B).

Kaace ITT

1. Cnenyet uzberaTb Ha3HaYEHUSI BHICOKUX 103 3-2 arOHUCTOB MallleH-
TaM C HeCTaOUJIbHOM CTeHOKapauei (A).

2. llpumeHeHue 14-4aeHHBIX MAKPOJUIOB (SpUTPOMULIMHA, KJIAPUTPO-
MUIIMHA) MOXET COMPOBOXIAThCS yIInHeHrueM nHTepBaia QT u yBeauye-
HUEM pUCKa BO3HUKHOBEHUS XKeJTyTOUYKOBbIX apUTMUIT (OCHOBHOI (pakTOp
pucka BCC) (B).

3. HazHaueHue MHTaISILIMOHHOTO UITpaTporMyMa OpoMuia maydeHTam ¢
XOBJI accounupyercs ¢ yenuueHueM pucka BCC (B).

4. bonbuble XOBJI u XCH, nmonyyaroniye MHTaasilIMOHHbIE 32 arOHUCTHI
KOPOTKOTO JeiicTBUsI, UMeIOT Oosiee Bbicokuit puck BCC no cpaBHEHMIO C
JIMLAMU, He TIPUHUMAIOIIMMU TTOoA00HbBIE Mpenapatsl (A).

5. PellieHure o MpoBeaeHUN Aa0PTO-KOPOHAPHOTO IIYHTUPOBAHUS Y 00JIb-
HbIX XOBJI ¢ ODB1 <60% H0/KHO IPUHUMATBCS C Y4ETOM TOro (hakTa, 4To
Yy JaHHOU KaTeropuu NalueHTOB PUCK CMEPTH B MOCEONEPALIMOHHOM MEPU-
o/ie 10CTOBepHO BhIliIe (B).
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X.12. BCC npu HeilpoMbIlIeYHbIX 3200/1€BAHUSAX

HacnencrBeHHble HelipoMblIllieuHbIe 3a001eBaHUs (MUOTOHUYECKAS
MblleyHas auctpodus, cunapom Kepnca-Ceiipa, muoauctpodus Dpoda,
muonartus Dmepu-peiidyca, npyrue BUIbI MUOIIATUI) MOTYT MpeapacIo-
JlaraTh K pa3BUTHUIO TIPEICEPIHBIX apUTMUI, HAPYIIEHUI TTIPOBOIUMOCTH,
AB-6sokane, MoHoMmopdHoit KT unu nonmumopdHoit KT u BCC [1-7].
KimHunuyeckue posiBieHYsI, yKa3bIBaloIIKe Ha BOZMOXHOCTh HATMYHSI CYyO-
ctpata 1151 pa3Butust BCC, noBosibHO pazHoobpa3Hbl. BCC gaBisercst Xopolio
MPOTHO3UPYEMBIM BBISIBJIIEMbIM OCJIOXKHEHUEM HEKOTOPBIX HEHPOMBITIIEY -
HBIX 3a00JI€BaHMI, OTHAKO MPOTPECCUPOBaHNE HAPYIIEHUI TTPOBOIUMO-
CTU MOXET OBbITh HerpeackazyeMbiM [8—17]. B ciiyuae mopaxkeHust cepaua,
B YaCTHOCTH, TIPU MBIIIIEYHOM TUCTPODUH, HEOOXOIUMO 00paIaTh BHUMa-
HYE HAa MUHUMAaJIbHbIE KITMHUYECKUE CUMITTOMBI MJTU 3JIEKTpOKapauorpacbm-
YyecKue MPOSIBICHUS TIPU ONIpeAeSieHNH TToKa3aHuil K uMiianTanu DKC
mwm K] v mpoBeneHnio sHgoKapanaisHoro DMDU.

Pekomendayuu no npogpusakmuxe BCC

CymectByonias crpatudukaius pucka BCC y maiimeHToB ¢ HeIpOMBbI-
LIEYHBIMU 3200JIeBaHUSIMU TTOAPa3yMeBaeT BBISIBICHUE OCHOBHBIX U BTO-
POCTEIeHHBIX (PaKTOPOB PHCKa, a TAKXKEe TMATHOCTUKY U Teparuio maTojio-
TUYECKUX COCTOSIHUI, CBSI3aHHBIX HETTOCPEACTBEHHO C HEMPOMBIIIICUHBIMU
3a00JIeBAaHUSIMMU.

1. Tounas renermyeckas quardoctuka (I, A).

2. IIpoBenenne uccienoBaHuii, onpeaeasdOMMUX COCTOSHHE CepAevYHO-

COCYIMCTOM CUCTEMBI:
A) Peructpauumst nosepxHoctHoit DKI (I, C) (onuH pa3 B TeueHUE Tpex
MECSLEB);
Bb) ®x0-KT (I, B) (onuH pa3 B TeueHME TpeX MECSILIEB):
— MOBBILIEHHOE BHUMaHKE HEOOXOIUMO YIENISITh 9X0Kaparuorpabhu-
YEeCKUM IIpHU3HAKaM JIATEHTHOM CEPAECYHOM HETOCTAaTOUHOCTHU:
* YBEJMYECHUE KOHEYHOTO AMACTOIMYECKOr0 AMaMeTpa JIEBOTO XKeJTy-
JI0YKa B TEUCHHE TTOCTICIHUX TPEX MECSIICB;
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* yBEJWYEHME MACCHI CEP/ILA B TEUEHNE TTOCIETHIX TPEX MECSIIEB;

¢ CHUXeHME (PpaKIMK BLIOPOCA JEBOTO XKeJIyI0uKa B TEUeHUE
MTOCJIEHNX TPEX MECSLIEB;

* HaJIM4YMe TUCKUHE3NU CTEHOK JIEBOTO XKEIyI04Ka;

* OTHOILEHHE PACCTOSHUS OT BBICIIEN TOYKH PACKPBITUS CTBOPKI
MUTPAIBHOTO KJIAllaHa J0 MEXKETYIOYKOBOI MEPErOPOIKI K
KOHEYHOMY IHMACTOJIIMYECKOMY IUAMETPY JIEBOTO XKEIYI0UKa
cocrasJiisieT >16;

* yBEJWYEHNE OTHOLIEHUS BPEMEHU MPEIN3THAHNS JIEBOTO XKEJy-
JIOYKA K ITEPUOJLY U3THAHWS JIEBOTO XKEJYI0YKA B TEYEHUE ITOCIIET-
HUX TPEX MECSILIEB.

B CJIy4ya€ BbIAABJICHUA Yy ITIAaIMEHTA BCEX HIE€CTU BBILIETICPEYM CIICHHBIX ITPU-
3HAKOB CJIEAYET OKMIAaTb pa3BUTUEC MaHHd)CCTHOfI cepﬂequﬁ HEAOCTAaTO4Y-
HOCTH B TeueHMe OJIrKaiimx mectu Mmecsites. Heobxonumo OTMETUTD, YTO
B TEUCHUCEC ITEPBLIX IBYX MECALICB ITOTCPU IMMALIMUCHTOM CIOCOOHOCTHU K CaMO-
CTOATCIBbHOMY IIEPCABMKEHHNTIO HaOJII0AAeTCs CHUKEHUE MACChI €r0 JIEBOTO
2Keayaodka, a TakKxXKe €ro KOHEYHOro InactToJiM4eCKoro imaMeTpa Ha 20%, B
CBSI3U C YeM HEeOOXOIMMO KOPPEKTUPOBATH HOPMATUBHBIC ITOKA3aTC/IN IJIA
INannueHTOB B JaHHBIC CPOKMU.

B) xontepoBckoe monutopupoanue DKI (I, B)

3. IlpoBenenue oOnoncun:

* MMUOKapIa;
e ckeneTHoil mbiwel (I, A).

4. AnekBaTHOe MeJMKAMEHTO3HOE JiedeHNe, BKII0YAloee Ha3HAYEHHE cie-
JIYIOIIMX TPYII MpenapaTos (MPU OTCYTCTBUU MPOTHUBOMOKA3AHMI U HENPH -
eMJIeMbIX MO00YHBIX 3(h(HEKTOB):

+ u-All® (1, A);
» captansl (I, B);
* B-agpeHobsnokaropsl (1, A).

HeobxonuMo oTMeTUTh, UTO Tepamus MalMeHTOB C KapaAruoMUuonaTue,
pa3BUBaloleiicss Ha (hoHE MPOrpeccUupyrolleil MbIIIEYHONH TUCTpOoduu,
MMeeT HEKOTOpPble OCOOEHHOCTH IO CPaBHEHUIO C JieYeHUEeM OOJIbHBIX C
M30JUPOBaHHOM Kapauomuonatueit. [IpyuMeHeHMe KOMOMHUPOBAHHOM
CUMMTOMATUYECKOI Tepanuu CepAeYHbIMU ITUKO3MIAMU U TUYPETUKAMU
MpakTUYECKU HE MPUBOAUT K YBEJIUYEHUIO COKPATUTEIbHOU CITIOCOOHO-
CTU MUOKap/a U, XOTsI ¥ TO3BOJISIET BDEMEHHO YIYYIINUTh COCTOSIHUE Mall-
€HTa, TeM He MeHee, He CITOCOOCTBYET YBEJIMUYEHUIO CpOKa ero Ku3Hu. B
JaHHOM cJlyyae 00jiee ONTUMAaTbHBIM SIBJISIETCS KOMOMHALIMS CEIEKTUBHBIX
-anpeHo0J0KaTOPOB U KapaAUOTPOGUIECKUX MPerapaToB.
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Uro KacaeTcsl aHTUAPUTMUUYECKOU Teparnuu, TO LeJeco00pa3HOCTh UX
MPUMEHEHUS y TTAlIMeHTOB C HEHPOMBIIIEUHBIMU 3a00J1€BAHUSIMU TTPEICTAB-
JIIeTCSI AOCTAaTOYHO COMHUTEBbHOM, MOCKOIbKY UMEIOTCS CBEIEHUSI O MEHb-
el BBIKMBAEMOCTH TAlIMEHTOB ¢ MBIIIIEUHBIMU JUCTpodusmu JlromeHHa
U bekkepa, UMeIoLINX KeTyI0YKOBbIE 9KTOMUN 1 MOTyYalolUX aHTUAPUT-
MUWYECKUe TIperaparhl, o CPaBHEHUIO C MallMeHTAMU, HE MOJydYaroluMu
JNaHHbIe JeKapcTBeHHbIe cpenctsa [18, 19]. Ilpu cuHycoBoil Taxukapauu
Ha (hoHe HOpMasIbHOM (DpakiMK BeIOpOCA JIEBOTO KeTylAo4yKa MpearnoyTe-
HME CJIEyeT OTAABATh CEJIEKTUBHBIM [3,-aIpeHO0I0KaTOpaMm.
ITpu HaMMYMK TATEHTHOU CepaeuHO HEMOCTATOYHOCTH LIeJIeCO00pa3HO
MPUAEPKUBATHCS Cenyolero airoputma seaeHus naureHtos [20] (I, B):
* KJIMHUYECKUIA OCMOTP MalMeHTa KaxX/able YeTbIPE HEIEIH;
* paHHsIS aHTMOMOTUKOTEPATHs JTFOOBIX MH(MEKIIMOHHBIX 3a00JIeBaHNIA;
* HCTOJIb30BaHUE MPENapaToB, COACPXKaIINX MarHuii;
* Ha3HayeHMUe aMMOoJapoHa MallMeHTaM C YaCThIMU W/WJIHN TSKeJIbIMU
APUTMUSMU;

* KCITOJIb30BaHUE aHTUKOATYJISTHTOB;

* YBEJIMUYEHUE CEPACYHOT0 BIOPOCA MOCPEICTBOM MPUMEHEHMUS Cepey-
HBIX TJIMKO3UIOB B OOBIYHBIX TEPANEBTUYECKUX 103aX, AUYPETUKOB,
koaH3uMa Q10, MHrMOUTOPOB aHTMOTEH3UH-TIpeBpallatollero ¢ep-

MEHTA.
SBasieTcss HeOOXOOUMBIM OOecreueHrue HOPMaabHOM (DYHKLMM IbIXa-
Hud (I, A):
* ouUeHKa (YHKIMU ObIXaHUs B paHHEM BO3pacTe MalueHTa — B
4—6 net’;

* peryiasipHbl€ KOHCYJbTallMX MallMeHTa NeAUaTPOM, CIIeLIUAIU3UPY-
IOLIUMCS B 00JTACTU OLEHKU PeCUPATOPHBIX (DYHKLIMIA:

* TeCTUpOBaHUE AbIXaTeJbHbIX PYHKUMHI MPU KaxKI0M KOHCYJIbTaTUB-
HOM BHU3UTE MAallMeHTa;

* oOyuyeHHue MalueHTa 1 ero poJCTBEHHUKOB pa3jIMuYHbIM BapyMaHTaM
BCIIOMOTaTeJIbHOM BEHTUJISILIMU, YTO MOMOXKET U30eKaTh Upe3Bbl-
YalHBIX CUTYaLlNM;

+ obecrieyeHue MauKMeHTa U ero poACTBEHHUKOB PYKOBOACTBOM I1O
MpaBWJILHOMY MpOLIECCy NMpruemMa Mullu;

* OleHkKa q)yHKHI/II/I NIBIXaHWSI TOJIKHA BBITTOJTHSTHCS 2 pasa B rof 1nocji€ Hadajia uCIiojb30Ba-
HUYA MAMEHTOM MHBAJIMOHOTO Kpecjaa U 10 JOCTUKEHUS 2KU3HEHHO HEeo0X0AMMOro oobema
BO3ayXa, BBIABIXa€MOI'O ITOCJIE€ MAKCUMAJIbHOI'O BAOXa (80% OT HOPMaJIbHOTO 061>eMa) WJIn 10
JMOCTVKEHMSI TIAallMEHTOM 12-JIeTHero BO3pacTa U KaXKIbI€ 3-6 MECALEB IIOCJIE Hayajia Mpo-
BEIACHMUA MCKyCCTBCHHOﬁ BEHTUJIALUUA JIETKUX WX UCITOJIb30BaHUS pa3JIMYHbIX BCIIOMOTIa-
TEJIbHBIX MEXaHUYECKHX CPEICTB, 00JIeryaroImx akT IbIXaHus.
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* peryjsipHasi olgHKa KauyeCcTBa CHAa U COCTOSIHUS IbIXaHUsI BO BPEMS
CHa — IIpOBeIeHIE HOYHOM OKCUMETPUY 1/ WJIH TIOJIMCOMHOTpadum);

* peryJsipHasi OLleHKa CepACYHOM NesTeTbHOCTH, BKJIIOUasi €XKeroJHOe
nposeaeHue DKI u ODxoKI', HaunHas, 1o KpaitHeil Mmepe, Co IKOJIb-
HOTO BO3pacTa;

* peryJjsipHasli OlleHKa CITOCOOHOCTU CaMOCTOSITEJIbHOU caHaluu
OPOHX0-JIErOYHOT0 JepeBa — MPOBEPKA HATUYMST BO3SMOXHOCTH OCY-
LLIECTBJIEHUS Kallls;

+ obecreyeHre MaHyaJlbHOI MOMOIIY WU MeXaHUUeCKOM MOoAAePKKI
JIJISI OCYILECTBJIEHUS KallIEBbIX IBUKEHUI ¢ TOMOILIbIO HOpMaJIu -
3YIOILIETO NaBJeHUsI B OPOHXO-JIETOYHOM JiepeBe MHCyddaaTopa-
aKccydaropa;

* oOyuyeHue MalreHTa U ero poJACTBEHHUKOB UCITOJb30BAHUIO TYJIb-
COKCUMeETpa B JOMAILHUX YCJIOBHUSIX, JA0bI OCYIIECTBIISITh CAMOCTO-
SITEJIbHBIN KOHTPOJIb MTPOXOAUMOCTU BO3YXOHOCHBIX IyTel;

* HEeMHBa3MBHas BEHTWJISILMOHHAs MOJAAEpXKKa yepe3 HazalbHbIl
UHTJISITOP, 00ecneunBaoIInii TEPUOANIYECKOE CO3AAHUE TTONTOXKU-
TeJIbHOTO AaBJIEHUSI B BO3AYXOHOCHBIX MYTSIX;

* HWCMOJIb30BaHUE CPEJACTB UCKYCCTBEHHON BEHTUJISILIUU JIETKUX C
LIeJIbIO MPEeNoTBpalleH s TOMOJHUTENbLHOM TpaThl KUCI0pOIa st
KOMIIEHCAllMM HOYHOW TMITOBEHTWISILIMM, BbI3BAHHOI HeaJeKBaT-
HBIM JbIXaHUEM;

* HEWHBa3WBHas AHEBHASI BEHTUJISILMOHHAS MOIAEPXKKa, Koraa PyHK-
LMl AbIXaHWS HApyILIAeTCsl U B ITHEBHOE BpeMsl, UCTOJIb3ysl POTOBOI
WHTAJIATOp, 00eCcleynBaloliuii MTepuoIuIYeckoe Co3aaHue mnoyo-
JKUTEJIbHOTO JIaBJEHUSI B BO3IAYXOHOCHBIX TMYyTSIX, UKW HAAYBHYIO
UTPYLIKY, CHOCOOCTBYIOILYIO MOBBILIEHUIO BHYTPUOPIOLIHOTO AaB-
JIEHUST, CUMYJIMPYIOLLETO IbIXaHUE;

* o0yuyeHHre nalueHTa sI3bIKOTJIOTOYHOMY JIbIXaHUIO (TaK Ha3biBaeMOoe
JIbIXaHUE «OOJIbIIIMM IJIOTKOM>» ), UCTIOJIb3YEMOMY BO BPEMSI OTKITIO-
YeHUS CPEACTB MEXaHUYECKON BEHTUJISILIUN;

* OCYLIECTBJIEHUE UCKYCCTBEHHON BEHTUJISILIMU MTOCPEACTBOM HaJl0-
JKEHMUST TPAXeOCTOMBI, €CJIM HEMHBAa3MBHasI BEHTUJISILIMST HE OCYIlIe-
CTBUMA UJIM OTBEPraeTcs MaleHTOM U ero pOJCTBEHHUKAMU;

* HeJOINylIeHNe UCMOJAb30BaHMSI TaK Ha3blBaeMoOl MpoduIakTuue-
CKOI UCKYCCTBEHHOI BEHTUJISILIUU JIETKUX;

* OLIEHKa COCTOSIHUSI AbIXaTeIbHOI U CEPAEYHO-COCYAUCTOU CUCTEM BO
BpeMsI CHa Mepea XUpypruuecKrMy BMelllaTeIbcTBaMU U obecrieue-
HUe CBOOOAHOM MPOXOAUMOCTH BO3YXOHOCHBIX ITyTeH U MoaepKKa
JIbIXaTeJIbHbIX (DYHKIIWIA B TOCTOMEPALIMOHHBIN NEPUO;
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* TMOXM3HEHHOE HAOI0JeHUE U JeUeHUe MallMeHTa, YTO BKJIIOUAET
Tepanuio HapylieHui GyHKIIMU TbIXaHUsT U 00JIEBBIX CUHIPOMOB,
a TaKXKe MPOBENeHUE Pa3HOCTOPOHHEN MCUXOCOLUATbHOU peadu-
JIUTALAU.

NmmnanTtanus ODKC (I1a, B) MoxeT 00CyXAaThCs Y TALIMEHTOB C TAKUMU
HacJeICTBEHHbIMU HEWPOMBIIIEUHBIMU 3200JI€BAHUSIMU KaK MUOJUCTPO-
¢uu HiouieHHa, bekkepa, Omepu-Ipeiipyca, Ma6pu, Porrayda-MopThe-
beiiepa, amnorpodus Bepanura-T'odmana, Muonuctpodus JlaBuaeHKoBa,
oonesnu IMommne u I'mpke, cunapom KepHca-Celipa, MUOTOHUYECKAsT IUC-
tpodust Poccomumo-Kypiumana-IlIteiitnepra- barteHa npu HamM4muy Takoro
¢axropa pucka BCC kak AB-610kana (B ToM unciie AB-6sokana I crenenn),
KOTOpasi HEPEIKO SIBJSIETCS OCHOBHBIM TMPOSIBJICHUEM CEPACYHON MaToJo-
YU CPEIM MAIlMEHTOB TaHHOU TPYIIITHI.

Bo3smoxHocTh uMmiiantauuu DKC paccmaTpuBaeTcs naxe Mpu OTCYT-
CTBUM KJIMHUYECKOU CUMIITOMATUKU, YTO OOYCIOBJIEHO TEM, YTO Y TMallu-
€HTOB JaHHOU KaTeropuu BO3MOXKHO OCTPOE MPOrpecCupoBaHUE Hapylle-
Huit AB-npoBoauMocTH.

Ummnanrtauus UK] y mammenros ¢ @B neBoro xenynouka meHee 35%
¢ ueabto neppuuHoi npodunaktuku BCC oTtHocutcst K nokazaHusM Ila
KJ1acca, ¢ YpoBHeM JI0Ka3aTesibHOCTH B.

CylIecTBYIOT pa3jIMuHble MHEHUS O 11€JIeCOO0pPa3HOCTU TPaHCILJIaHTa-
LIMU cepllia y MalueHTOB C MBIIIEYHOU TUCTpOodUEl U COMYTCTBYIONIEH
KapAuOMMOIaTUe N, UTO CBSI3aHO C HATMYKMEM JOCTATOYHO BBICOKOTO MepU-
OIepallMOHHOTO PUCKa BCAENCTBME CHUKEHHOU (hU3MYEeCKON aKTUBHOCTHU
MalKMeHTOB U B CBSA3U C MPEArnojaraéMbiM ObICTPBIM Pa3BUTUEM Kapauo-
MUOIATUYECKOro Mmpolecca B nepecaxkeHHOM cepatie. OxHako, Mo MHe-
HUIO psiia aBTOPOB, MONOOHAs TaKasi TOYKa 3pEHUs HE BIIOJHE OMpaBAaHa.
Tak, B padote W. Rees u coaBt. [21] coob1uaeTcst o nalMeHTax ¢ MUornaTuei
J1oleHHa, KOTOPBIM ObLia MpoBeleHa TpaHCILUIaHTauus cepaua. CpenHui
BO3pAacCT MalMEeHTOB C KpallHel cTaaueii KapAMOMHONaTUYECKOTrO Mpoliecca
coctaBui 25 et (o1 9 10 45), ATUTENBLHOCTb MOCE0NepallMOHHOTO HAa0T10-
neHus — ot 10 MecsieB no 7 net. Habatonancss HEOCT0XKHEHHbIN ocaeo-
MepalrMOHHbBIN MEPUO Y BCEX OMUCHIBAEMbBIX MAlIUEHTOB, BCE OHU TOIY-
YajJud UMMYHOCYIPECCUBHYIO TePAIUIO C UCMOJb30BAHUEM a3aTUOIPUHA,
LIMKJIOCTIOPHHA U KOPTUKOCTEpOUI0B. ExXeroaHbie uccieqoBaHus COCTOS -
HUS TpaHCIUJIAaHTAaTa C TOMOILbIO KaTeTepr3aliuy cepiiia MoKa3blBaJu HOP-
MasibHOe (DYHKIIMOHUPOBaHKE JIEBOTO Xeynouka. He oTmMevyanuch ciayvyau
MOPaXXeHUsI KOPOHAPHBIX apTepUil, U BIIOTh 10 HACTOSIILIETO BPEMEHU HU
Y OJJHOTO MallMeHTa He HabJI0JaeTcsl MPOrpecCupoBaHUs UMEBIIECS 10
ornepalyu MbIIIEYHON AUCTPODUH.
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Koppekuus eenemuueckux Hapyuienuil

HecMoTpst Ha oueBUIHBIE YCIIEXU B UCCIIENOBAHUSIX CTPYKTYPHI TeHa IUC-
TpodUHa, peabHbIE YCIIEXU B TEHOTEpANTUU HEMPOMBILIEYHBIX 3200JIEBaHUA
MOKa HEe JOCTUTHYThI, TPUYUHOW YETO, IPEKE BCETO, SIBISIOTCS TUTAHTCKUE
pasmepnl reHa u ero MPHK, a takxxe orcyTcTBUe 3(h(EKTUBHBIX CPENCTB
JTOCTaBKY TeHa B MBITIIIHI.

Cuuraercs, 4TO TOCTIKEHUE TePareBTUIeCcKoro adeKra BO3MOXHO TIP1
ycrenHoi TpaHcdekimu He MeHee 20%, a o nmocaeaHUM TaHHBIM — 40% Bcex
MBILIEYHBIX BOJIOKOH TOJIBKO CKEJIETHOM MyCKYJIaTyphl, MBILILL CEPALIA U AUA-
dparmbl. OCHOBHBIMY KpUTEpUSIMU 3(DGHEKTUBHOCTU TPAHCHEKIIMU SIBISIOTCS
MOSBJIEHUE TUCTPODUH-TIOJIOKUTETbHBIX MBIIIEYHBIX BOJJOKOH, HOpMaJTA3a-
LIUST yPOBHS OMOXMMUYECKUX MapKepoB MUoAUCTpoduu JlonieHHa, u3MeHe-
HUS GUBNOTOTUYECKUX TAPAMETPOB (CUJIa, TOHYC MBIIIIL).

Koppekiius reHeTu4ecKuX HapyleHU i y MallueHTOB ¢ MUOAUCTPODUSIMU
JomeHHa u bekkepa npeamnosaraet:

* BBeneHue reHa guctpoduHa (I1a, B);

* 3amMmelleHue reHa guctpoduHa (B);

* CKUIMIMWHT reHa AUCTpo(duHa, T.€. yaajieHue (MpoIycK) MyTalluu B TeHE

U COeIMHEHUE BMECTE OKPYXAIOIINX MX TeHeThIecKuX MHCTpyKiwmii (C);
* UTHOPUPOBAHUE CTOIM-KOJOHA reHa AUCTPO(UHA, MOCKOIBKY B Psie
cllydyaeB pa3BuTue muonuctpoduun JwoueHHa 00yCcIOBIEHO CTOI-
CUTHAJIOM B TeHE TUCTPO(UHA — TUTIOM MYTAllMU, Ha3bIBAEMbIM «ITpE-
KIEBPEMEHHBIM CTOIT-KOAOHOM» WU «HOHCEHCOM MyTauum» (C);

* BBeneHue MmuHureHa (komrnoHeHT c-JIHK, konupyoiuii cMHTe3 yuacTka
nuctpodrHa, Ha YPOBHE KOTOPOTO MTPOU30IILIA JENEIUsT) KaK B CKEJIeT-
HYIO MBIIIIILY, TAK U HETTOCPEICTBEHHO B cepieuHyto MbIiily (B);

 kietoyHas TpaHcmantanus (C);

* BO3JEMCTBUE HaA KaJiblLIMEeBble KaHaIbl MbIILL (B);

* BOCCTAHOBJIEHME MEMOPAH MBIIIEYHBIX KJIETOK (A);

* nogasieHue guctpoduyeckoro npoiecca (C);

* CTUMYJISILIUSL pEreHepalliy MbIlIeYHOU TKaHu (B).
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X.13. BCC y nauueHToB ¢ KaHAJIONATUAMHU U CHHAPOMOM
PaHHeil penoJsipu3aluM KeJTy109K0B

CunapoM yamnHeHHoTo MHTepBaia QT, CHHIpOM YKOPOYEeHHOTO MHTEP-
Bana QT, cunapom Bpyraga m KaTtexoJaMHHEepTHYECKas MOJTMMOpGhHas
JKeJTYIOYKOBAasT TAXUKAPAs SBJISTFOTCS PEIKMMU HACJIEACTBEHHBIMU 3a00-
JIEBAHUSIMHU, BBI3BAHHBIMU HapyIIeHUEM paOOThl HOHHBIX KaHAJIOB (KaHa-
sonatusiMu). IlaToreHeTM4ecKM OJIM3KUM K BBIIIEO3HAYEHHBIM 3a00J1e-
BaHUSAM CJIeIyeT CUMTATh CUHIPOM paHHEH pernojspu3alliy XKeTyaod-
koB (CPPX). OngHako, CTporo roBopsi, OTHECEHUE MOCIeIHEro K pyopuke
KaHaJIOTaTHI1 IO HACTOSIIIIETO BpeMEeHU He yupexkaeHo. OHM 00YCI0BICHBI
MyTalunei(-ssM1) TeHOB, KOAMPYIOIINX MO0 CTpOSHUE TTOPOOOPa3yIOIINX
0eJIKOB, 100 crelndUUecKUX CBSI3bIBAIOIIMX U CTPOUTEIbHBIX OEJKOB
MOHHBIX KAHAJIOB, a TAKXKe PEIeNTOPOB U (DEPMEHTOB, KOTOPHIE SIBJISTIOTCST
KJTIOYE€BBIMU CTPYKTYPHO-(PYHKIIMOHATbHBIMUA KOMITOHEHTAMU HOPMaJIbHOM
WJIF aHOMAaJIbHO M3MEHEHHOM 3JIeKTPO(U3NOIOrMIeCKO CUCTEMBI Cepalia.
Knuandyeckast 3HAUMMOCTh KaHAJIOIATHi 00YCIIOBIIEHA TeM, YTO BCe OHU
COTIPSIKEHBI ¢ TEHETUIECKU NeTEPMUHUPOBAHHBIM BRICOKMM PUCKOM BO3-
HuKHOBeHUs BCC npu oTCYyTCTBUM CTPYKTYPHBIX aHOMAJIMIA CepAla.

X.13.A. Cunopom yonunennozo unmepeana QT

Cunnpom ymmmHeHHoro untepsaia QT (LQTS) — nacnencteeHHoe 3200-
JIEBAHUE, XapaKTepU3YIollleecsl MaTOJOrMYeCKUM yUIMHEHUEM WHTepBaia
QT na DKI nokos (QTc >460 mc y xenimH u QTc >440 Mc y MyX4uH),
CUHKOTIAJIbHBIMU COCTOSTHUSIMU U BBICOKUM prickoM BCC Bcienctue pas-
BUTHST TTIOIMMOP(HON XKeTyT0YKOBOW TaXWKapAuu TUIIa TUPYa3T (torsades
de pointes).

CyiectByeT HeckoibKo Kiaccudukanuit LQTS, mo MexaHu3My Haclie-
JTOBAHUSI ¥ COMYTCTBYIOIINM KJITMHUYECKUM TTPOSIBIICHUSIM BBIIEJISIIOT 2 TUTIA
CUHIIpOMA:

1 Tum — cunapom Pomano—Yopna (RWS), obycnosied myrauusiMu B 12
Pa3IMIHBIX TeHaX, IlepeIaeTcsl ayTOCOMHO-TOMUHAHTHBIM ITyTEM.

2 tunt — cuHapoMm JIxepsBemna—Jlanre- Hunscena (JLNS), odycios-
JIEH MyTalMsIMUA B 2 TeHaX, TepenaeTcsi ayTOCOMHO-PEIECCUBHBIM TTYTEM.
SIBysieTcst IpUUMHOM MPUOIU3UTEIbHO 1% Bcex cllyyaeB BPOXICHHOM TTy-
XOHEMOTBI. BpoxIeHHas riyxoTa SIBIsIeTCSI 00s13aTeIbHBIM OTJIUYUTENb-
HBIM TIPU3HAKOM, OHA JBYCTOPOHHSISI, TIEPILIENITOPHOTO TUTA, HEe 3aTpa-
TMBaeT HU3KUI 3BYKOBOU CIeKTp. Bo3HuKaeT BciencTsue morepu (pyHK-
v KoprreBa opraHa n3-3a KpUTUYECKOTO CHYDKEHUST KOJIMYECTBA MOHOB
Kayivs B oMbIBatotieii ero sxkuakoct. LQTS oOHapykeH BO BCeX STHUUECKUX
rpynmnax. Bpoxnennsiit cunnpom LQT Berpeuaetcst ¢ yactoroit 1-2:10000
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u obycnasnuBaeT okosio 3000 yieTaabHbIX UCXOIOB exeroaHo. [lepBbiil TUIT
cunapoMa (RWS) Bcrpeuaetcs yaie — 1:5000—7000, Bropoii Tun (JLNS)
pexe — 1,6—6:1000000, ogHako B JlaHMU BCTPEYAEMOCTh €r0 3HAYUTEILHO
Boie — 1:200 000.

B 3aBucumocTH OT KIIMHUYecKoro BapuaHTa TedeHust LQTS Bblaesior:

1) n3omupoBanHoe yamuHeHne natepsaia QT (40%);

2) cuHkorre ¢ ymmnHeHneM nHTepBaia QT (38%);

3) cunkore 6e3 ymnHeHust uatepsaia QT (11%);

4) ckphbiTast opma — «HeMoe», taTeHTHoe TeueHue (11%), KoTopast pe-
roJiaraeT HajJimure BbICOKOro pucka cuHkore u BCC 6e3 kakux-116o
OYEeBUIHBIX (PEHOTUITMYECKUX TIPOSIBIICHUI 3a00JieBaHUsI. BapUaHT
MOHO C BBICOKOI BEPOSITHOCTBIO JUATHOCTUPOBATH TOJIBKO PETPO-
CIEKTUBHO, MTOCJI€ BHE3AMTHOW CMEPTHU POJCTBEHHUKOB MPoOaHIa, CUu-
TaBIIUXCS paHee MPAKTUIECKU 3M0POBBIMU.

YV MyxuuH 3ab0JieBaHKe NTPOTEKAET B 00Jiee OCTPOI U 3T0KaYeCTBEHHOM
(opme, 4TO XapaKTEpPHO AJISI BCEX BO3PACTHBIX IPYTIT U, 0COOEHHO, 1S MO/ -
pocTkoB. Puck passutus cuHkore u BCC y xxeHIIMH BO3pacTaeT K IepuoLy
MOJIOBOTO CO3PEBAHUS.

LQTS pasBuBaetrcs BciaeacTBue mytauuil B 13 reHax, Ha OCHOBaAaHUU
yero BbLAEHAOT 13 reHoTunos cunapoma LQT. Dro myrauuu B 6 reHax
KanueBbIx kKaHaioB (KCNQI, KCNH2, KCNEI, KCNE2, KCNJ2, KCNJ5),
2 reHax HaTpueBbiX KaHaloB (SCNS5A, SCN4B), omHOM reHe KalbLMEBBIX
kaHanoB (CACNAIC) u 4 reHax crneurUIeCKUX CBI3bIBAIOLINUX U
ctpouTtesibHbIX 0enKkoB (AKAPY9, ANK9, CAV3, SNTAI). B pesynsrare 1160
CHVDKAETCsT KOHIIEHTPAIIUSI MOHOB KaJlvsl B KJIETKe, TMOO yBeTMYeHUBACTCS
KOHILEHTpaLM1 MIOHOB HATpUsI M KajibLis U HapylaeTcst Na/Ca oOMeH, 4To
CIOCOOCTBYET YBEJIMUYEHUIO IJIUTEIbHOCTU MOTEHIIUAJIA NIeCTBUS.

ITepsoiii renotun cunapoma (LQT1) camblit pactipocTpaHEeHHBI U BCTpe-
yaetcs B 35—50% caydaeB Bcex BapuaHToB cuHapoma LQT u B 90% cityyaes
oOycioBauBaeT pa3BuTue cuHiapoma [xepsena—Jlanre-HunbcoHa, B TO
BpeMs Kak octaibHbie 10% cBsi3anbl ¢ nisiThiM reHoTuIioM (LQTS). Bropoit
rerotun cunapoma (LQT2) Bctpeuaercs B 25—40% cinyuaes. Lllectoii reHo-
tun cuHapoma (LQT6) peHorunmmuecku cxomeH ¢ LQT2, HO BcTpevaeTcst
ropasno pexe. Tperuit reHoTHIT cuHIpoMma (LQT3) BcTpeuaercs B 5—10%
ciayvaeB. OcTajbHble TEHOTUITHI SIBJISIIOTCS Haubosiee peAKUMU hopMaMu U
BCTpevaroTcst MeHee ueM B 1,5% ciyuaes.

Cunopom Anoepcena

Cunapom Anzaepcena (i LQT7) — penkoe HaciencTBEHHOE 3a00J1eBa-
HUE, XapaKTepu3yeTcsl MepUoOaNIECKY pa3BUBAIOILIMMCS TUIIEP- U THITOKa-
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JIMEMUYECKUM MapaInyoM, HapylIeHUsSIMU Pa3BUTHSI CKeJleTa, TMcMopdu-
YeCKMMM TIpU3HAKaMU, YIUTMHEHHbIM MHTepBajioM QT, XeJlya1ou4KoBbBIMU
apUTMUSIMU, crietruudecKuM 3yo11oM T 1 4acTo 0YeHb BBIPAXKEHHBIM 3y0-
uom U [1, 2]. CuHapom cBsizaH ¢ MyTauusiMu B rene KCNJ2, konupyroniem
KanueBble KaHasbl Tumna Kl.

ZKuzneyrpoxatomue 2KA 10CTaTOUHO pelKu Y OOTBHBIX C CUMHAPOMOM
AHpaepceHa, HO, HECMOTPSI Ha 3TO, ObLIM ONMKMCAHBI MM30/bl BHE3aITHOM
cMeptH [3, 4]. OnbIT JieyeHUsT HEBEJIMK. Y MOJIOAOU KEHIIMHBI C CUHIPO-
MoM AHjepceHa u MmyTaeit R218W B rene KCNJ2 neyeHre aMruoJapoOHOM
M alleTa30JIaMHUIOM BbI3BAJIO TTPOIOJKUTEIBHOE YITyUIlIeHUE KapIUOJIOrye-
CKUMX Y MBIIIIEUHBIX CUMIITOMOB. [leproanyeckuii mapajind B OOJIbIIIMHCTBE
cJlydyaeB MOXKET OBITh ITpeA0TBpalleH MPUEMOM ITpernapaToB Kajius per os [5].
ITonoxutenbHblN 9 GEKT OT 3-aapeH00I0KATOPOB Y TON KaTeropuu 00b-
HBIX He JIoKa3aH. JlaHHBIE O ITOJIOXKUTETLHOM BIUSTHUY 0JI0KATOPOB KaJIbLIH-
€BBIX KaHAJIOB B OTHOIIIEHUW apUTMUHN TaKXKe OCHOBAaHbI HA KIIMHUYECKOM
OMUCAHUU OJHOTO eAUHCTBEHHOrO ciaydas. Coobuiaercs: 00 ahdheKTuBHO-
CTU aHTUAPUTMUYECKOTO JedyeHus npemnapatamu | C kinacca — diekauHu-
oM [6, 7] u sTaumu3uHOM [8].

Cunopom Tumomu

CunapoMm Tumotu (mnu LQT8) — penkoe HacieACTBEHHOE 3a00IeBaHue,
XapakTepusyercs yuimHeHueM uHTepBaia QT, daTajibHbIMU apUTMUSIMU,
CUHIAKTUINEN, TUIIOIJIMKEMUE, TUIIOTEPMUEH, 3aMEIJIEHUEM YMCTBEH-
HOTO pa3BUTUSI, BPOXKIECHHBIMU MIOPOKAMU CEp/lia, UMMYHHBIM HeMUII-
TOM, BPOXXIEHHBIMU aHOMAJIMSIMU Pa3BUTUS U ayTu3MoM. OmircaHa mpexo-
nsimas AB 61okaga Tuna 2:1, Bo3HUKaooasi BCJAEACTBUE YBETUYSHUS 1T~
TEJbHOCTH TepUoa PEIosipU3aliuy XKeayI0UKOB, a He BCIAEACTBUE HAPY-
1IeHust mpoBoauMocT B AB-coequnenuu [9, 10]. Cunapom Tumotu acco-
nuupoBaH ¢ mytauusimu B reHe CACNA IC, xoaupyiolieM ol -cyobeTMHULLY
KaJIbLIMEBbIX KaHaJ0B. MyTallysi ClIOCOOCTBYET pa3BUTUIO BHYTPUKIETOU-
HOI Teperpy3ky MOHaAMU KaJIbLIUs BO BceX TKaHsx [11].

I'eneTnyeckue ocodoeHnoctu cunapoma LQT:

1. 2 u3 5 HocuTeNeil MyTaHTHBIX ajljieieil He uMeroT yanuHeHus QT.

2. IleHeTpaHTHOCTh HU3KAsl U Pa3jIM4yHA y Pa3HbIX TUIIOB CUHIpPOMA —

LQTI1<LQT2<LQTS3.

3. IleHEeTpaHTHOCTh CYIIECTBEHHO YBEJIMYMBAETCS MPU MPUMEHEHUU

cpencTB, ymivHsaomux nutepsai QT.

4. beccuMIITOMHbIE HOCUTEIU MAaTOJOTMYECKHUX ajljie/ el UMEIOT MEHbIIU I

pUCK haTadbHbIX ADUTMUIA, HO 3TOT PUCK CYILIECTBEHHO ITOBBIILIAETCS
B cIyyae Mpuema JiekapcTs, yinHsomux uHtepsan QT. IlpumepHo
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y 20% GONbHBIX, UMEIOIIKNX BTOpUIHOE yainHeHre QT, BIABISIOTCS
cnenududeckue it LQTS myTtauuu.

5. Koppensiiust Mexmy reHOTUIOM U (heHOTUIIOM UMEETCSI TOJIBKO Y Mallu-
eHToB ¢ cuHapoMamu LQTI-LQTS.

6. Boicokas reHeTudecKasi reTepOreHHOCTh: 13 reHoB, Gojiee 760 myTa-
LA,

7. Hacnenyetcsi npeuMyIleCTBEHHO ayTOCOMHO-TOMUHAHTHBIM ITyTEM, a
cunapombl LQT1 u LQTS elie u ayrTocOMHO-PELIECCUBHBIM.

8. 5—10% cnyuaes cunapoma LQT pa3BuBaeTcs BCJIEACTBUE CIIOHTAHHBIX
CMOPaTNYECKUX MYyTaLUA.

9. 20—25% cnyuaeB cunapoma LQT sgBISIOTCS reHETUYECKU HEYJIOBU-
MbIMU, UTO TPeOYyeT MOMCKA HOBBIX MPUUUHHBIX MyTaILUA.

10. Y psina 60JbHBIX (PUKCUPYIOTCS MyTaLIMU CPa3y B HECKOJIBKUX FeHaX, 4YTO
MPUBOAUT K 00Jiee BhIPaKEHHbBIM KJTMHUYECKUM MPOSIBJICHUSIM 3a00J1e-
BaHUSI.

B Hacrosiiee BpeMsi €CTb TEXHUYECKKME BO3MOXHOCTU MCCIEIOBAHUS
MOJIHOM MOC/IeN0BaTEIbHOCTY KOAUPYIOLIEH YACTU COOTBETCTBYIOILIETO FeHa
[12—14].

Cmpamugurauus pucka

Ha ocHoBaHuu 3HaHUS TeHOTHUIA, TT0J1a U 3HaYeHur nHTepBaia QT mpo-
M3BOIMUTCS CTpaTU(UKALIMS PUCKA Pa3BUTHUSI CUHKOIIE, XEIyT0YKOBbIX
aputMuii 1 BCC (1aoa. X.13.1). [15, 16]. IIpoBeneHue Tecta ¢ pu3nIecKoi
HAarpy3Koii, KOTOPBIi Yy 00JIbHOI'O C CUHKOIAJIbHBIM COCTOSIHUEM B aHAMHE3e
MPOBOLIMPYET pa3BUTHE TTOTUMOPMHOI KeTyT0UYKOBOI TaXUKapAUu 1/WUau
BeIpaxkeHHoe (0osee 520 Mc) yaaruHeHre KoppernpoBaHHOro nHTepBana QT
M anbTepHaluio 3youa T, aBisieTcst AOMOMHUTEIbHBIM (haKTOPOM, YTBEPXKIa-
IOILIMM PUCK Pa3BUTHSI XU3HeyTpoxatomux aputmuii [17]. Ecte emuHnuHbBIE
JaHHbIE, KOTOPhIE YKA3bIBAIOT, YTO TUITI MyTALIMM MOXET UMETh CYIIIECTBEH-
HOe 3HaU€HUeE B OMPEeaeICHUU ITPOrHO3a OOJIBHOIO I MOXKET OBbITh OCHOBA-
HuyeM Juist peBeHTHBHOM nmrantaiu MKJI. Oto kacaercs myranuu A341V
reHa KCNQ [18]. boabHbie JLNS, cunapomom TUMOTU U APYyTUMU TOMO-
3UTOTHBIMU CUHIPOMAaMU, MOABEPKEHbI HanboJiee Bhicokomy pucky BCC
yKe B IETCKOM Bo3pacTe. ¥ 00JIbHBIX, peaHuMUpoBaHHbIX ocjie BCC, Hau-
0oJjiee HeOJIAronpUSITHBII MPOTHO3 C OTHOCUTEIbHBIM PUCKOM ITOBTOPHOM
OCTaHOBKM cep/ilia, paBHbIM 12,9. PacrosnoxeHue MyTalnu B mopoodpasyto-
LIIEM PeruoHe OejIKa CYUTaeTCsl He3aBUCUMbIM TeHEeTUYeCKUM (haKTOp pUCKa
BCC, conoctaBumbiM ¢ ymymHeHueM QTc >500 mc [19]. Puck cmeptu y 6ec-
CUMIITOMHBIX HOCUTEJIEH MyTallii, IpuBOASIIUX K pazpuTtuio LQT1, mak-
cUMalleH B MoJioioM Bo3pacte [20].
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Tabnuuya X.13.1
Ctpatudmkauma pucka y 60nbHbIX C BpoXAeHHbIM cuHgpomom LQT

Puck kapananbHbix QTc B nokoe leHoTun Mon
cobbiTui k 40 rogam
LQT1 MYX/KeH
Bbicokuit (>50%) > 500 mc LQT2 MYX/KeH
LQT3 MyX
LQT3 XeH
CpepHuii (30-49%) g MJ:MS(;OSSA?: Me LQT3 MyX
LQT2 KEH
. LQT2 MyX
0,
Hu3kun (<30%) <500 mc LQT1 MYKOKEH

Peicomeﬂaauuu no ceHemuvecKkomy mecmupoeanuro

Kaacc 1

1. PexkoMeHI0BaHO BHITIOJTHSITE TCHETUYECKOE TECTUPOBAHNE HA HATMIME
BPOXIEHHOTO CMHIpOMA yITMHEHHOTO MHTepBaia QT BceM ASTSIM U MOMI-
poctkam ¢ yinHeHrneM nHTepBasia QT na DKI nmokost (QTc >460 mc y jtuir
skeHckoro noja u QTc >440 Mc y Tr1l My>KCKOTO T10J1a), UMEIOIIIUM OCHOB-
Hble akTopbl pucka BCC (HeoObsICHUMBIE CUHKOIIE, CEPIeUHBIIl apecT B
aHamHe3e, cemeliHblii aHamHe3 BCC), a Takke AeTsIM, CTpaJaloliuM 211~
Jiericueii 6e3 acdekra ot crienuduyeckoit repamuu (B).

Kaacc 1la

1. I'eHeTyeCcKOE TECTUPOBAHME PEKOMEHIOBAHO BCEM OOJBHBIM, MMeE-
IOIIIMM BBICOKOBEPOSITHBIN nuarHo3 LQTS, ocHoBaHHBII Ha TaHHBIX aHAM-
Hesa, DKI-dbeHoTunupoBanuu 3ab6osieBaHMsI (HA OCHOBAHUM BBITIOJTHEH-
HbIX 12-kaHanbHOI DKI' B moKoe u/1im B Xoe MpoBeaeHUS (DyHKIIMOHATb-
HBIX P00 ¢ (pr3MUeCKOit Harpy3Kou, min nHdysuei katexonamMmuHoB) (C).

2. N'eHeTYeCcKOE TECTUPOBAHUE PEKOMEHIOBAHO BCEM OECCHUMITTOM-
HBIM OOJIbHBIM, Y KOTOPBIX Ha cepun 12-kaHanbHBIX DKI 1oKosI BHISBIIS-
ercst QTc >480 mc (metu) mnu QTc>500 Mc (B3pociibie) B OTCYTCTBUY 3200~
JICBAaHMI WJIM COCTOSTHMIA, CITIOCOOHBIX BBI3BATh yIUTMHEHNE MHTepBaia QT
(Takmx, KaK 3JIEKTPOJIUTHBIC HAPYIIIEHUSI, TUTIepTPohUsl MUOKapa, 0JoKana
Hoxek nyyka [mcau t.1.) (C).

3. Ecniu reHeTHYeCKOE CCIeNOBaHKE Y TPOOaHIa MPUBEJIO K BBISIBICHUIO
MyTaluu, oTBeTcTBeHHOI 3a LQTS, poacTBeHHMKaM TTepBOii U BTOPOI1 CTe-
MeHU POACTBA, He3aBUCHUMO OT KIIMHUYECKOTO (heHOTUIIA, TTOKA3aHO CeIeK-
TUBHOE TeHeTn4Yeckoe TectupoBanue (C).

Kaacc I1b

1. IIpu BeIsIBACHUU ymauHeHUs nHTepBasa QT, BI3BAaHHOTO TIPUMEHe-

HUEM JICKapCTBEHHBIX IIperapaToB, TeHETUIECKOE TECTUPOBAHUE TIPEIO-
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CTaBJISIET BOBMOXHOCTh BBISIBUTh HOCUTEJILCTBO MYyTalllii, OTBETCTBEHHBIX
3a nepBuuHbie popmbl LQTS (B).

2. Ecnu oTCyTCTBYET BO3MOXKHOCTb TECTUPOBAHUS BCEX U3BECTHBIX MyTa-
1IMIi, BOBMOXHO MPOBEIECHUE CEJIEKTUBHOTO aHAIU3a FTEHOB, OTBETCTBEHHBIX
3a cunapom LQTI-3 (KCNQI1, KCNH2, SCN5A) (C).

3. 171 poACTBEHHUKOB OOJIbHBIX 1—2-i1 cTerneHu ¢ BTOPUYHBIM CUHIPO-
MOM yIJIMHeHHOro uHTepBaia QT pekoMeHayeTcs BhIOJHEeHUE 12-KaHalb-
Hoit OKT mokos (C).

Ilpogpusakmurxa BCC

M3meHenus odpa3a xku3uu. Eciiv reHOTUII CUHAPOMa YCTAHOBJICH, TO U3Me-
HeHue o0pa3a XXU3HU PEKOMEHIYETCS [IPOBOAMUTD C YI4ETOM BIUSIHUS CIICLI-
UpUUIECKUX TPUTTEPHBIX MEXaHU3MOB (hbaTaIbHBIX UCXOHOB [15, 21—-24].

Boabhubim ¢ cunapomamu LQT1 u LQTS pekoMeHayeTcs MAaKCUMabHO
OrpaHMYUTh (PU3MYECKUE HATPY3KU, OCOOCHHO COCTA3aTEIbHYIO0 CIIOPTUB-
HYIO JIesITeJIbHOCTD [25], mIaBaHue, CIPUHT, TaHLbI UJIM OCYIIECTBISITh UX
1oJ HaOJIIoNeHeM Bpaya.

BonbhbiM ¢ cunapomamu LQT2 u LQT6 cinenyer nzberath BO3ACHCTBUS
CHJIbHBIX 9MOILMIA (CTpaX, 3JI0CTh, IJIa4, 9K3aMeHbI), BHE3aIIHbIX aKyCTUYE-
CKUX CTUMYNOB (OyIMIbHUK, CUTHAJI aBTOMOOWJISI, 3BOHOK TesaedoHa), 0co-
OGeHHO BO BpeMs CHa. J1JIs1 HUX TaKXKe SIBJISIETCSI BHICOKO PUCKOBBIM B OTHOIIIE-
HUM pa3BUTHUS KapauanbHbIX coObITHi (KA, BCC) nocneponoBeiii mepuo/.
Kpome Toro, TpurrepoM MOXKET SIBUTbCS MPHUEM JIEKAPCTB, YIJIMHSIOIIMX
untepBan QT [26]". Ciaenyer uzberarh npreMa MUILEBLIX 100aBOK C HEO-
MpeaeaeHHbIM XMMUUYECKUM COCTaBOM.

Jleuyenne. Ha ocHoBanuu 3HaHus reHotuna cudapoma LQT ocyiecrnisi-
€TCsl MOA00P MHIMBUAYAIbHOI TepaneBTUIECKOM CTpaTeru, BKIIIOYasi He
TOJIbKO PEKOMEHAAIMHY 10 U3MEHEHUIO 00pa3a XXU3HU, HO U I10 IIPUMEHe-
HUIO crieludUYecKUX JeKapCTBEHHBIX MpenapaTtoB U uMrmuianTauuu MK/
[12,27-29].

CBOoeBpeMEeHHO Ha3HayeHHas MeIMKaMeHTO3Hasl Tepamnus (mpeumy-
LIECTBEHHO [3-aapeHO00JI0KaTOPhl) MPEAOTBPALIAET CUHKOIE Oojiee YeM y
87% GonbHbIX. OnMHAaKO B-agpeHo610KaTOphl MeHee 3G (MEKTUBHBI Y 00JIb-
HbIX ¢ reHoTunoM LQT2 u gaxke mpoTHUBOIIOKA3aHbI Y OOJbHBIX C TEHOTH-
nom LQT3 [30].

Mmmnantauus MK/ siBisieTcs MeToa0M BIOOpA AJIsl JIeUeHUsI TAKUX 00J1b-
HBIX IIPU 3IIM30[aX CEPIESUYHOTro apecTa B aHaMHe3e U MpU Hed((HEKTUBHO-
CTU KOHCepBaTUBHOI Tepanuu [12, 30].

* TepevyeHb MEIUKAMEHTOB COAEPKUTCS Ha caiite www.qtdrug.org
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Xupyprudeckoe yaajeHue JIeBOro 3Be3M4aToro TaHmINs, TPOBENEHHOE C
1LIEeJTbIO YCTPaHEHUSI aCMMMETPUYHOM CUMIIaTMUECKOM BereTaTUBHOI MHHEP-
BallMU CEP/IIIA, SIBIISIONIEHCS apUTMOTEHHBIM (haKTOPOM, TIPUBOJIUAT K HEKO-
TopoMmy yKopodeHuto uHtepsaia QT [31].

BeccuMnTOMHBIM HOCUTEISIM MyTaIMii MOXeT ObITh PEKOMEHIOBaH TPO-
dunakTuueckuii mpuem P-aapeHodsokatoposn [28, 29].

Pexomenoauuu no npogpunaxmuxe BCC

Kaace 1

1. BoIbHBIM C YCTAaHOBJIEHHBIM AUATHO30M (KJIMHUYECKU U/UJIA C TTIOMO-
LIBIO MOJIEKYJISIPHO-T€HETUYECKOTO MCCIIeA0BaHM ) CUHAPOMA YIJIMHEHHOIO
nHtepBaia QT pekoMeHayeTcsl U3MeHeHue oOpa3a xu3Hu (B).

2. bonbHbIE ¢ yCTaHOBIEHHBIM TUATHO30M (KJIMHUYECKU 1/WUJIN YCTAHOB-
JICHHBIM C MTOMOIIBIO MOJIEKYJISIPHO-TEHETUUYECKOr0 UCCAENOBAHMS) CUH-
apoma yaiauHeHHoro uHtepBaia QT He MOKHBI MPUHUMATD JIEKAPCTBEH-
HbI€ Mpenapartbl, KOTOpble BbI3bIBAIOT yaiuHeHue untepsaia QT (B).

3. B uensx nepsuunoii npodunaktuku BCC 601bHBIM ¢ AUAaTHO30M CHUH-
npoma ynnrHeHHoro uHrepsaia QT (LQT3), ycTaHOBAEHHBIM C TTOMOIIBIO
MOJIEKYJISIPHO-TEHETUYECKOI'0 MCCIICA0OBaHUsI, PEKOMEHIYeTCs UMIUIaHTa-
uusg UK (B).

4. B uensix BropuuHoii mpodpunaktuku BCC nalmeHTam ¢ 1MarHo30M CUH-
npoma yumHeHHoro uHtepBaia QT (LQT1, LQT2, LQT5 u LQT6), yctaHoB-
JICHHBIM C TIOMOIIIbIO MOJIEKYJIIPHO-TEHETUUECKOTO UCCIeA0OBaAHMS, UMEIO-
LM YKa3aHWs B aHAMHE3€e Ha 311307 CEPAeYHOro apecra (OCHOBHOIM dak-
Top pucka) pekomeHnyetcsa umruiantauust MKJI (B).

Kaacc Ila

1. beta-agpeH00I0KaTOPHl PEKOMEHAYIOTCS MallMeHTaM C JMarHo30M
cunapoma ynarHeHHoro uHtepBaia QT (LQT1 u LQTS), yctaHOBIEHHBIM
C IMOMOIIBIO MOJIEKYJIIPHO-TeHEeTUYeCcKOro ucciaeaonanus (B).

2. HaznaueHue npemnapaToB Kajusl peKOMEHIYeTCs MaleHTaM ¢ AUarHo-
30M cuHapoma yuimHeHHoro natepsaia QT (LQT2 u LQT6), yctaHOBIIEH-
HBIM C TIOMOIIBIO MOJIEKY/ISIPHO-TeHETUUECKOTo rccaenoBaHus (B).

3. Haznauenue AAII IB kiacca pekomeHayeTcs IaldeHTaM ¢ AMarHo30M
cuHapoma yaiauHeHHoro uHtepsaia QT (LQT3), ycTaHOBIEHHBIM C TOMO-
LIBIO MOJIEKYJISIPHO-T€HETUYECKOTO UCCIIEIOBAHMSI.

4. Umnnantanus UKJI onpaBaaHa nalmeHTaM ¢ KIMHUYECKUM AUarHo-
30M CMHApoMa yaIMHeHHoro nHTepBana QT ¢ HanuyreM OCHOBHBIX (haKTO-
poB pucka BCC (cuHKoIe 1/WIK XeayqI0uKOBble apuTMKMU) Ha (hOHE MPU-
ema [-anpeHob6mokaTopos (B).
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5. JIeBOCTOPOHHSISI CUMITATIKTOMUST MOXKET 00CYXKIAaThCsT Y OOJIbHBIX C KITH -
HUYECKUM TMarHo30M CHHIpOMa yUIMHEHHOTO uHTepBayia QT, nmeroniux
ocHoBHbIe (hakTopsl pucka BCC (ykazaHus B aHaMHe3€ Ha 3MU30/1 CEpley-
Horo apecta, KT 1o Tumy «mupyat») Ha (poHe nprema [3-aapeHob10KaTopoB
(B).

Kaacc ITb

1. bnokatopsl KanblieBbix KaHanoB U AAIT IB kiacca MoryT ObITh Ha3Ha-
YeHBl MalMeHTaM ¢ AMAarHo30M CUHIpOMa yIJIMHeHHOro uHTepBaia QT
(LQT2 u LQT6), ycTaHOBICHHBIM C TOMOIIBIO MOJICKYISIPHO-TEHETUYECKOTO
ucciaenosanus (B).

2. BecCUMIITOMHBIM HOCUTEJISIM IPUYUHHBIX MyTalllii MOXKET ObITh PEKO-
MEHJIOBaH MpopuIakTUIeCKUii mpuem P-aapeHoodsokaTopos (B).

Kaace I

1. HazHaueHue B-anpeHo0710KaTOPOB 1 HUKOPAHAWIA TPOTUBOIMIOKA3aHO
OOJIbHBIM C IMAarHO30M cUHApoMa yiuyinHeHHoro uHtepBaia QT (LQT3), ycra-
HOBJICHHBIM C ITOMOILIbIO MOJIEKYISIPHO-TeHeTnYecKoro uccienoBanus (C).

X.13.b. Cunopom ykopouennozo unmepeana QT

Cunnpom yrkopodeHHoro naTepBajia QT (SQTS) — reHeTHUecKM 00y CIIOB-
JICHHOE 3a00JieBaHUe, XapaKTepH3yloleecss YKOPOUeHNEM, KaK abCOIIOT-
Horo (QT <300—340 Mmc), Tak u koppurupoarnHoro (QTc <320 mc) 3Haue-
Hus uaTepBana QT, BEICOKUM, CHMMETPUYHBIM, OCTPOKOHEYHBIM 3y0IIOM
T m 6oaBIINM CTIIEKTPOM HapyIlIeHui cepaeaHoro putMa ot OIT mo KA.

O6Mmopok 1 BCC 0OBIYHO CcITy4aloTCsl B COCTOSTHUM TTIOKOSI MJIM BO CHE.
Oomopoxk ipu curapome SQT BeTpevaeTcst MeHee yacTo, ueM BCC, kotopas
SIBJIICTCS TICPBBIM ITPOSIBIICHUEM 3a00JI¢BaHMsI y OOJBIIMHCTBA MTAIIMEHTOB.

Huarnoctuueckue kpurepun SQTS [32], ocHOBaHHBIC Ha OaIbHOMU
OlLIEHKEe KIIMHWYECKUX MTAHHBIX M JAHHBIX TCHOTUIIMPOBAHUS, TIPEACTaB-
JIeHBI B Ta0mne X.13.2.

[Tpu sTOM cHHApPOME OTMedYaeTcs OcCIablieHNe amalTallii WHTepBaa
QT x m3menenusM YCC, 1 MO3TOMY €ro M3MEPEeHUS 11eJIeCO00pa3HO OCy-
wectBiaTh npu YCC okoyio 60 B MUHYTY [IJIsI MCKIIIOUEHUSI UCKAXEHUS
pe3yabTaToB, BHOCUMBIX (popmylioit Koppekuuu bazerra. Heobxonumo
HNCKITFOUCHIEe BTOPUIHOTO XapaKTepa M3MEHEHMH, TaK KaK K YKOPOUCHHIO
nHTepBaia QT MOTryT IpUBOAUTH TaKME COCTOSTHUS KaK TUIIePKaTbIINC-
MU, TUTTOKAJIMEMHIST, THTOKCUKAIIUS CepAeYHBIMY TIIMKO3UIAMU, alliao03,
TUTIO- WJIW TUIIEPTEPMHUSI, TIpueM HEKOTOPBIX AAT (MUKCEIUTUH, TOKAW-
Hun). PacpoctpanenHocts SQTS He n3BecTHa.

3a pa3BUTHE TUINYHBIX KIIMHUTYECKUX TTPOSIBIICHU BPOXICHHOTO CHH-
npoma SQT OoTBeTCTBEHHBI MYTAallMU B 5 pa3IMYHBIX TeHAX, HA OCHOBAaHUM
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Tabnuuya X.13.2
OunarHoctuuyeckue kputepum SQTS
[narHocTuyeckme KpUTepumn Bannbl
HOnuuna QT,, ms <370 1
<350 2
<330 3
WHTepBan oT Touku J 40 MakcumanbHoro ypoBHs (nuka) T <120 ms 1
AHaMHe3
CepaeyHblii apecT B aHaMHese 2
[NokymeHTupoBaHHas XXT unu ombpunnaumus xenynoykon 2
CuHkone 6e3 SIBHbIX MPUYMH 1
MepuatenbHas aputmMus 1
CemeliHbil aHaMHe3
PopcTeeHHVKM 1-1 1 2-11 IMHUM POACTBA, UMELOLLME BbICOKOBEPOATHBIN SQTS 2
BHesanHo Heo6GbACHUMO ymMepLune POACTBEHHUKM 1-1 1 2-i NHUN POACTBa 1
CuHAPOM MnafeHYeCcKon BHE3ANHON CMEPTM 1
eHomun http://www.sciencedirect.com/science/article/pii/S0735109710047212 — tblfn5
BrisiBrieHa onvcaHHas paHee MyTauus 2
MyTaums HenaBeCTHOI 3Ha4MMOCTH, BbisiBrieHHast B reHax KCNH2, KCNQ1, KCNJ2 1
OueHka sepossmHocmu duazHo3a SQTS
Hannune STQS BbICOKOBEPOSTHO 4 v bonee
Hannune STQS BeposiTHO 3
Hanuune STQS manoBeposiTHO 1-2

Yero BbIAENSIOT 5 reHoTUroB cuHapoma SQT. DTo myTtanuu B 3 reHax
KanmeBbiX KaHanoB (KCNQI, KCNH2, KCNJ2) n 2 reHaX KaJIbLIMEBBIX
kaHanoB (CACNAIC, CACNB2B). CnencrBueM 3TUX MYTallUuid SIBJISIETCS
00 yBeTMUeHNE KOHIIEHTPAIIMY MOHOB KaJIMS B KJIETKE, JINOO yMEHbIIIEHME
KOHIIEHTPAIUY NOHOB KaJIBIIUSI, YTO TIPUBOIUT K YKOPOUEHUIO ITOTEHIINAIA
nerictBus B Kapnuomuouutax. ['eHotumnsl cunapoma SQT, cBs3aHHbBIE C MyTa-
LIUSIMUA B T€HAX KaJIbIIMEBBIX KAHAIOB 00513aTeTbHO (DEHOTUTTMYECKHU COoue-
TaloTcs ¢ cuHapomoM bpyrama. [IpuMeHeHre XUHUANMHA MOXET BOCCTa-
HaBIMBaTh NPoaoKUTETbHOCTh QT [33]. EMTMHCTBEHHBIM METOJIOM IPO-
dunakruku BBC saBnsiercs nmmuantanust UK] [34]. Tenetuueckuii aHa-
JIU3, TIO-BUIUMOMY, HE HECeT MOTIOJIHUTEIbHON MHGMOPMAIIMA B OTHOIIIE-
Huu pucka pazsutus BBC.

I'enernyeckue ocodennoctu SQTS:

1) HM3Kasl MEHEeTPAaHTHOCTD;

2) BO3MOXXHO 0€CCUMITOMHOE HOCUTEIBCTBO MATOJIOTUYECKUX aJlJIeseid;

3) Koppessius MexXIy TEHOTUTIOM U (PpeHOTUTIOM OTCYTCTBYET;

4) BbICOKas TeHETUYEeCKasi TeTePOTEHHOCTD: 5 TeHOB, OoJiee S MyTaluii;
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5) HaclieayeTcs ayTOCOMHO-AOMUHAHTHBIM TyTeM;
6) BO3MOXHBI CITOPAANUECKHE CITyUau.

Peicomeﬁaauuu no eeHemu4ecKomy mecmupoeaHuro

Kaacc Ila

1. FeHeTMYECKOE TECTUPOBAHUE CJICAYET BBIMOJHATH IJISI YTOUHEHMUSI
JIMarHo3a y OOJIbHBIX C HU3KOI U MPOMEXYTOUYHOU BEPOSITHOCTHIO HAIM-
yus SQTS (C).
Kaacc ITb

1. TecTupoBaHue pOACTBEHHUKOB 00JIbHOTO PEKOMEHAOBAHO MTPU BbISIB-
JICHUU TIaTOreHeTU4YeCcKoil myTtaiuu y mpoodanja (C).

Pexomendayuu no npogpusaxmuxe BCC

Kaace 1

1. B uensix Bropnunoii mpoduinakTuk BCC 0015HBIM C TMATHO30M CHH-
IpoMa ykopodeHHoro uHtepsaia QT Ipu HaIMIMU OCHOBHBIX (haKTOPOB
pucka BCC (cepaeuHblii apecT B aHaAMHe3¢, CUHKOIIe, MHIYIIUPOBAHHEIC B
XOJIe TIPOBeIeHUs PHIoKapauaabHoro DMU ycToitumBhie reMOITMHAMIYE-
cku 3HaunMbie 2KHP) pekomennoBana nmiiantamus MK (C).
Kaace Ila

1. ITaupeHTaM ¢ BBICOKOBEPOSATHBIM auarHo3oM SQTS pekoMmeHmyercs
nmrmanTanus UK/ (B).

2. HazHaueHne XMHMIMHA MOXET OBITh 3(P(EKTUBHBIM ST CHVKEHUS
pucka BCC y maumeHTOB ¢ CMHAPOMOM YKOpodeHHOoro nHTepBana QT, eciu
Bo3MmoxkHOCTh uMILIaHTaunu MKJI orcyreryer (C).

X.13.B. Cunopom bpyzaoa

Cunnpom bpyrana — reHeTuuecku o0ycIOBIeHHOE 3a00JIeBaHe, Pa3BU-
BaloILIeeCs BCICACTBYE aHOMAJIbHOM 3JIeKTPOMU3MOIOrMYECKOM aKTUBHOCTHU
3NMKap/a IIPaBoro XKeJlyaoyka B 00J1aCTH BIHOCSILIETO TPpaKTa.

Cunkone u BCC npu cunapome bpyraga yacto BO3HMKAIOT B COCTOSIHUU
IOKOS$I WJIM BO BpEeMsI CHa.

CunnpoM bpyrana xapakrepusyeTcs criennduiyecKumu usmeHeHusiMu DK

* TIOCTOSIHHAsI WJIM TPaH3UTOpHas OJ10Kaaa IpaBoii HOXKY Iyvka ['mca;

* noabeM cermeHTa ST (Touku J) B orBeneHusix V1-V3 (BeiaensiioT Tpu

OKI-Tuna);

* MHBepTUpOBaHHLIN 3ydel T B oTBeneHusx VI-V3;

* nepuoaMyecKoe yuarHeHue nHTepBaia PQ;

* mapokcusmbl 2KT Bo BpeMsi CHHKOIIE;

* «3MCUJIOH»-BOJIHA B 0TBeicHUHU V1 B BuIe 3a3yOpuHbI Ha cermeHTe ST

(B 30% ciyyaeB).
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TouHas cTerneHb pacpOCTPAHEHHOCTH CUHApoMa bpyrama Heus-
BecTHa. B cpenmHeM B Mupe BpOXIeHHBIN CUHIpoM bpyrama BcTpedaercs
¢ yacroroir 1—60:10 000, B EBpore 1:10 000, mpuyeM B OXHOI M3 00JIa-
creit beaerun — 1:100 000. B EBpone cunapom bpyrana yaiie BbIsSIBISI-
eTcsl y TIpeACTaBUTENIEN «KaBKa3CKOT0» 3THUYECKOTO THUTIA (BBIXOMLIBI U3
ctpaH BoctouHoit EBpornbl). B crpanax FOro-BoctouHoit A3uu u JlanbHero
Bocroka > 5 Ha 10 000, ocoberHo B Taunanne, Ha @ununmmHax v SnoHnm.
B Taunange exerogHo yMUpawT OT 3Toro cuHapoma ~ 2500 yenosek. B
Poccum yacTtora perucrpaimu 3Toro 3a00JieBaHUSI TPUMEPHO COOTBET-
ctByeT eBponeiickoit [35]. M3BecTHO, yTO cuHApoMm bpyrama He 3aperu-
CTPUPOBaH y appo-aMepruKaHIIEB.

OnucaHo HeCKOJIbKO KJIMHUYECKUX BapuaHTOB cuHapoma bpyrana:

1) k1accuyeckue u3o0auMpoBaHHbIe U3MeHeHus1 Ha DK

2) cuHKoTIE cOo crieuuuIecKUMU udMeHeHussMu Ha DK

3) cuHkone 6e3 cneunduueckux namMeHeHuit Ha KT

4) ckpbITast popMa — «HEMOe», TJaTeHTHOE TeUeHue.

3a pa3BUTHE TUTTUYHBIX KIMHUYECKUX TTPOSIBJICHUI BPOXKIEHHOTO CUH-
npoma bpyrajaa oTBeTCTBEHHBI MyTallMM B 8 pa3IMYHBIX TeHaX, HA OCHOBAaHUU
Yero BBIAESIOT 8§ TEHOTUIIOB CUHApoMa bpyrana. DTo mytauuu B 3 reHax
HaTpueBbIX KaHaloB (SCN5A, SCN1B, SCN3B), 2 reHax KaJueBbIX KaHAJIOB
(KCNE3, KCNJS), 2 renax kanbumenbix KaHanoB (CACNAIC, CACNB2B)
U OOHOM TeHe rauieposi-3-dochataeruaporesassl 1 Tuna (GPDIL).
CiencTBUeM 3TUX MyTallWi STBIISIETCS JIMOO CHUXKEHME KOHIIEHTPAIIM MOHOB
HATpUSI U KaJIbIUS B KJIETKE, JIMOO YBeTMYeHUE KOHIICHTPALIMKY MIOHOB KaJTusl,
YTO CIMOCOOCTBYET CEJIEKTUBHOMY YKOPOUEHMIO TTOTeHIIMAa e CTBUS I -
KapJa npaBoro xenxynouka [ 12, 36]. B Poccuu umeercst orpaHUYe HHBIA OIIBIT
TeHOTUITMPOBAaHUsI OOJTBLHBIX C CUHAPOMOM bpyrana, omHaKo Kak MUHUMYM
B TPETU CllyyaeB UMEIOT MecTo MyTaliuu B reHe SCNSA, Tpu 3TOM BCe BbISIB-
JICHHbIE MYyTallUM paHee He PerucTpUpoBaIUCh [37].

Cmpamugurxauus pucka

IIpenukTopamu HeOGIArONMPUSITHOrO UcXoAa Mpu cuHapoMme bpyrana sBisi-
I0TCsI MY>KCKOI T10JI, CUHKOIIEe WJIM BHe3aIlHasi CMePTh B CEMEMHOM aHaM-
He3e, CIIOHTaHHBIN moabeM cermMeHTa ST B otBeneHusax V1—V3 B koMOuHa-
LIMM C CUHKOIIe, CIOHTaHHbIe n3MeHeHus1 cermeHTa ST u nepBbiit DKI-Tun
CUHApOMA.

B xone nposeneHust sHgoKaparaibHoro DMU y 60JbHBIX ¢ CUHIPOMOM
Bbpyrana MoryT MHIy1IMPOBATHCSI FEMOAMHAMUYECKU 3HAYMMBbIE XKEJTyI0UKO-
BbIE TAXMAPUTMUU, KOTOPBIE HEPEIKO BOCIIPUHUMAIOTCS OOJIbHBIMM KaK KJIH-
Hudeckue. TeM He MeHee, sHIoKapauaibHoe DMDU Hemb3s cunTaTh «30J10-
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THIM CTAaHIAPTOM» MPU MpoBeneHuu cTpatudukanuu pucka BCC, nuarHo-
CTUYecKasl LIEHHOCTb 3TOTO McceIoBaHus HeBenuka [38].

JlaHHBIX, KacaloIIMXCsl PyTUHHOTO MPUMEHEHUs TeHOTUTTUPOBAHMS JIJIST
oueHku pucka BBC Het. B ogHoIi 13 paboT 66110 TOKa3aHO, YTO HaIu4ue
myTtauuii B reHe SCNSA, conmpoBoxaarolyecs: norepeid GyHKUUKU 3TOro
MOHHOTO KaHaJla, MOXET CBUJETEIbCTBOBATH O HEOIATOMPUSTHOM MTPOTHO3€
[39].

I'eneTnyeckue ocodoeHnocTH cuHapoma bpyrana:

1) HU3Kast TeHEeTPAHTHOCTD (~25%);

2) UCroJib30BaHUE OJIOKATOPOB HATPUEBBIX KAHAJIOB (aliMaTuH) 1151 UJEH-
TUGhUKAIMY TOPAaKEHHBIX JIIOACH YBEIMINUBAET MEHETPAHTHOCTD 10
80%;

3) BO3MOXHO 6€CCUMNTOMHOE HOCUTEIBbCTBO MATOJOTMYECKUX aJlIeseit;

4) xoppensauus ¢ PeHOTUTIOM UMEETCsI He TIPU BCeX FTeHOTUTIAX;

5) BbICOKas FeHeTUYeCcKasi FeTepOreHHOCTh: 8 reHoB, 6oJiee 400 MyTaLuii;

6) HacJieyeTcsl ayTOCOMHO-IOMUHAHTHBIM MTyTEM.

Tonbko y 25% nanueHToB 0GHAPYKUBAIOTCS OMMCAHHBIC MyTallUU.

Peicomeﬁaauuu no eeHemu4ecKomy mecmupoeaHuro

Kaace 1

1. PexoMeHI0BaHO BBINOJHSITh FEHETUYECKOE TECTUPOBAHME HAa BPOX-
JEHHbII CUHIpOM Bpyrana BceM IeTsSM U ITOAPOCTKAM ITPU HAJIMYUM CIICL-
npunueckux usmeHeHnit DKI', y KOTOpbIX UMEIOTCSI TAKME OCHOBHBIE (haK-
Topnl pucka BCC, Kak 313016l CUHKOIIE, CEPIeYHbII apecT B aHaMHe3e,
KHP, cnyuan BCC B cembe (B).
Kaacc ITb

1. Unentuduxaums tuna mytauuu B reie SCNSA MozkeT 1aTh JOMOJIHU-
TeJbHYI0 MHMOpMaLMIO 1o oBoay pucka pa3sutusi BBC (B).

2. TectupoBaHue poACTBEHHUKOB 00JHbHOIO peKOMEHIOBAHO MPU YCII0-
BUU BBISIBJICHUsI IATOI€HETUYECKOM MyTalluK y TIpoOaHaa.
Kaace IIT

1. l'eHeTYeCKOE TECTUPOBAHME HE TTOKA3aHO 0€CCUMIITOMHBIM MallMeH-
TaM MpU HAIMYUU OpyranonoaooHbix usmMeHeHuit OKI 2 wiu 3 tuna.

Pexomendayuu no npogpusaxmuxe BCC

Kaace 1

1. ITauueHTaM ¢ AMarHo30M cuHapoMa bpyraga, ycraHOBJI€HHBIM KJIM-
HUYECKU M/WIM Ha OCHOBAHUU MOJICKYJISIPHOTO aHaIM3a, UMCIOIIUM yKa-
3aHMSI Ha 330/ CEPICYHOTr0 apecTa B aHaMHe3¢e (OCHOBHOM (haKTop prcKa
BCC), pekomennoBana nmruianTamus MK/ (B).
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2. IManuenTtam ¢ AuarHo3oM cuHapoMa bpyrana ¢ ycTaHOBJIEHHBIM paHee
MK v yacThIMU ONpaBAaHHBIMU pa3psiilaMy MOKa3aHO Ha3HAYEHUE XUHU-
IHA W/VIW TIPOBEIeHNE panrodacToTHOM aosuuu (B).

Kaacce Ila

1. TTauuyeHTam ¢ cUHAPOMOM bpyrana co CHOHTaHHBIM MOABEMOM Cer-
MeHTa ST B oTBeneHus X V1-V3, uMeolmM yKazaH!sI BaHAMHE3€ Ha SMU30/1bl
cuHkorne (ocHoBHOI akTop prcka BCC) u BepuduuiripoBaHHbBIMU TPUYMH -
HbIMU MyTalsiMu B reHe SCNSA, pekomeHaoBaHa umriantauus MK (C).

2.V mauyeHToB € MOJ03PEHUEM Ha CUHAPOM bpyrana u oTCyTCTBHUEM Ha
OKI crioHtaHHoro moabeMa cermeHTa ST B MpaBbIX TPYIHBIX OTBEAECHUSIX
11eJ1eco00pa3HO MPOBEACHUE MPOBOKALIMOHHBIX (PapMaKOJIOrM4ecKux mpod
¢ GJloKaTOpaMu HaTPUEBBIX KaHAIOB ((iekauHun, HoBokanHamun) (B).

3. UmmmanTtauus MKJI mokazaHa mauueHTaM ¢ cuHApoMoM bpyraga u
XOPOILINM (QYHKIMOHABHBIM CTaTYCOM, OJIarONpPUSITHBIM ITPOTHO30M BbIXKH -
BaHUsI B TeUEHMeE rojia u 6oJiee, y KOTopbix Oblta BepuduuuponaHa KT, He
npuBelIas K OCTaHOBKE cepAeuHO-cocyaucToi aesareabHocTu (C).

Kaacc ITb

1. ITpoBeneHue sHpoKaparaaIbHOro DMU MoxkeT 00CyKnaThest ISl CTpa-
TUdUKALIMY PUCKA Y MALIMEHTOB C CUHAPOMOM bpyrama co coHTaHHbBIM
noabemoM cermeHTa ST, 6e3 myTtauuu B reHe SCNSA M KakuX-J1100 KJu-
Huueckux nposipieHuit (C).

Kaace ITT

1. boabHbIM ¢ cuHApoMOoM bpyrana npotuBonoka3zaHo Ha3HaueHue AATT
IC knacca (Bkitouast piekaunun u nponadeHoH) u A kiacca (BKJtoyas
MPOKAaUHAMUII Y TU30TTUPaAMU).

X.13.I' Kamexonamunepzuueckasn noaiumoppuasn
HCENYO0UKO6AL MAXUKAPOUS

KarexonamuHepruaeckast moJuMopdHast XKeJIyToIKoBasT TaXUKapIus
(KITXXT) — 3T0 HacIeACTBEHHBIN CUHIPOM, XapaKTePU3YIOIINIACS 3JICK-
TPpUYECKO HECTAOMIBHOCTHIO KAPIMOMUOIIUTOB, BO3HUKAIOIIEH BCICH -
CTBHE OCTPOI aKTUBALIUM CUMITATUUECKO HepBHOM CUCTEeMHBI (Ha (hoHEe
Gu3MIeCcKO NI SMOIIMOHATBHON HArPY3KN ) W IPUBOISIINI K BHE3aTII-
HOW CMEpPTH.

Ha BKI moxos BHe IpUCTyIIa He MMEETCST KAKUX-JTMOO0 MaTOJIOTHIECKIX
W3MEHEHMI. ApUTMUS MOKET OBITh BOCITPOM3BEICHA ITPH ITPOBEICHUM TeCTa
¢ (U3NIECKOl Harpy3KOoi MM MeINKAMEHTO3HBIX IIPO0 ¢ BHYTPUBEHHBIM
BBeIeHUEM KatexojaMiHOB. CooTBeTCTBeHHO, 60JbHBIM KIT2KT TpebyeTcst
orpaHmyeHNe GU3NIECKON HATPYy3KH, TAKUM JIIOISIM KaTeTOPUIECKH 3aTIpe-
LIeHO 3aHUMAaThcs criopToM [40].
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s netei co 3m0KauecTBeHHOM, cuHkomnanbHoi hopmoii KITXKT, BeisiB-
JIEH psil 0COOEHHOCTEN CUHYCOBOTO PUTMa, KOTOPbIE MOTYT CITOCOOCTBOBATh
paHHEMY, TOKJIMHUYECKOMY BbIsIBIeHUIO 00JbHBIX ¢ KITXKT B monyssiiuu.
OTU 0COOEHHOCTU COCTaBISIOT xapakTepHyto DKI-kapTuHy:

* TOCTOSIHHOE WJIW TPaH3UTOPHOE yKopoueHue nHtepsaia PQ (<0,11 ¢)
6e3 apyrux OKI nposiBnenuit WPW-cunapoma;

* CUHYCOBas OpaauKapausi;

* BBICOKUU LUpKaAHbIA uHaekc mpu XM-OKT (>1,45).

Boigensior 2 reHotuna KITXKT. Iepsoiii reHotun KITXKT (CVPTI) cs-
3aH C MyTallUSIMU B TeHE pUaHOAMHOBBIX pelienTopoB RYR2, BTopoii reHo-
tunn KITKT (CVPT2) cBsi3aH ¢ MyTauMsIMUA B Te€HE KajJlbCeKBEeCTpUHA-2
(CASQ2). B pesynbTaTe NpOUCXOIUT YCUIEHHOE BLICBOOOXIEHUE NOHOB
KaJIbI[MSl U3 CapKOIIa3MaTUYECKOro PETUKYJIyMa B OTBET Ha BXOJA MOHOB
KaJIbIIUSI B KJIETKY, BbI3bIBas Meperpy3ky KJIEeTOK MOHAMU KaJIbLUsI, YTO
BBI3BIBAET 0OpPATHOE HAMpPaBAEHUE aKTUBALIMU CTEHKU XEJIYIOYKOB, YCU-
JIUBaeT TPaHCMEMOpPaHHYI0 TUCIIepCUIo penossipu3auuu u 3amyckaet KT
MO0 MEeXaHW3My MOBTOPHOIO BXOJa 3JEKTPUUECKOT0 BO30YXKIEHUS, T.€.
pe-entpu [41, 42]. bera-aapeHoOJ0KaTOpBl MHOTIA HE TMpenoTBpallaloT
aputMuu. EcTb ykazaHus Ha 32(bGbeKTUBHOCTh MPUMEHEHUST BepanaMuia,
BO3MOXHO HEIMOCPEJCTBEHHO B3aUMOJACHCTBYIOIIEr0 ¢ PUAaHOJUHOBBIMU
peLenTopamu.

B pazsutuu KITXKT npeanonaraercs yuactue u Apyrux reHoB. Cunrtaercs,
yTo MyTalusl B reHe KNJ2 cBsizaHa He TOJIbKO C Pa3BUTUEM CUHApOMa
Annepcena/LQT7, Ho u c npuunnoii KITXKT 3 renorumna (CPVT3.) Y onHoro
6osbHOTO ¢ KITKT onucana myTauus B reHe aHKMpUHa-B, koTopas umeer
MECTO TaKXe MPU pa3BUTUM CUHIPOMA yIIMHeHHOTo uHTepBaia QT 4 Tumna
[43]. BoamoxHO, MyTaLiuu B reHe RYR2 00yC/IOBIMBAIOT TaK Ha3blBaeMbIil
CUHAPOM BHE3aMmHOW cMepTu y miiafeHieB [12]. B nocienHee BpemMs nume-
IOTCS TIPEATIONIO0XEHUs, YTO uauonaTudeckass hbudpuIsius XeayqI0uKoB
MOXET SIBJIIThCSI OMHOM U3 popm naHHoro 3adoneBanus (KITXKT).

Cmpamugurauus pucka

K ¢axropam pucka BCC B maHHOIT KaTeropuu MauueHTOB OTHOCSITCS:
sapeructpupoBanHas XK, cemeiinbiit anamHe3 BCC, mosiBjieHre CUMIITO-
MOB B JIETCKOM BO3pacTe, HaJIMUYMe B aHaMHe3¢ OOMOPOYHBIX COCTOSIHUIA,
(pusnyeckast akTUBHOCTb.

I'enernyeckue ocodoennoctu cunapoma KITXKT:

1) HM3Kas1 MEHEeTPaHTHOCTD;

2) BO3MOXHO 0€CCUMIITOMHOE HOCUTEBCTBO MATOJOIMYECKUX aJlJIesIei;

3) Koppesiuus MeX1y FTeHOTUIIOM U (DEHOTUIIOM OTCYTCTBYET;
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4) BbICOKasl FfeHeTMYeCcKasi TeTepOreHHOCTh: 4 reHa, oosiee 170 myTauuii;
5) HacneayeTcsl MPEeUMYIECTBEHHO ayTOCOMHO-AOMUHAHTHBIM MYTEM,
pexe ayTOCOMHO-PELIECCUBHBIM ITyTEM.

PeKOMeHOauuu no ceHemu4ecKkomy mecmupoeanuro

Kaace 1

1. PexoMeHIIOBaHO BBIIIOJHATh T€HETUYECKOE TECTUPOBAHUE Ha BPOX-
neHHbii cunapom KITXKT Bcem aeTsiM u moapocTKaM ¢ TaKMMU (paKTopaMu
pucka BCC kak uHayLMpoBaHHbIe (DU3NYECKOM WY CUJILHOM 9MOLIMOHAIb-
Ho# Harpy3koii nonuMopdHas KT, cuHKore, cepAeuHbIil apecT, a TakxkKe
JIMLIAM, UMEIOIIIMM B ceMeitHOM aHaMmHe3e yKa3zaHus Ha BCC (B).

2. 'eHeTHYecKoe TECTUPOBAHUE PEKOMEHIOBAHO OOJIbHBIM C BbICO-
Koii BeposiTHOCTBIO auarHo3a KITXKT, ocHoBaHHOM Ha JaHHBIX aHaMHe3a,
CeMEIHOI UCTOPUH, dJIEKTpoKapaAuorpadpuieckoMm heHOTUIe 3a001eBaHMs,
pe3yJibTaTax CTPECC-TECTOB ¢ (PU3MUECKOIl HArpy3KOM (TPEAMUI-TECT) WU
BBeneHUM KaTexonaMuHOB (C).

Kaacc I1b

1. 'eHeTyecKoe TeCTUpPOBaHUE POACTBEHHUKOB 1-2 cTereHU poJacTBa
PEKOMEHI0BAHO IIPM YCJIIOBMU BBISIBJICHUSI MATOTEHETUYECKON MyTallMu Y
npodaHaa.

Pexomendayuu no npogpunaxkmuxe BCC

Kaace 1

1. [MatmenTam ¢ ycranosneHHbIM quarHo3oM KITXKT (knmunuyecku u/vnm
C TIOMOIIIBIO0 MOJIEKYJISIPHO-TEHETUIECKOTO UCCICAOBAHMST) PEKOMEHIYETCS
M3MEeHeHHe 00pa3a KU3HU (MAaKCUMAIbHOE OrpaHMYeHIE (PU3MIECKIX HATPy-
30K, COPEBHOBATEIbHOM CIIOPTUBHOM AESITEIBHOCTH,, CUJILHBIX 3Mo1uii) (B).

2. [TaumenTam ¢ muarHozoM KITXKT, ycTaHOBIEeHHBIM KIMHUYECKH, PEKO-
MEHIyeTCsI Ha3HaueHue B-ampeHobmokaTopos (C).

3. B memsx BropuuHoii mpodmiaktuku BCC mamueHTam ¢ yCTaHOBIICH-
HeM guarHo3oM KITXKT (ka1mHu4YecKu u/WiIn ¢ TOMOIIBIO MOJIEKYJISIPHO-
TeHETUYECKOTO MCCJCIOBAaHMS), MMEIOIIINX OCHOBHOM (DaKkTop prcKa Kak
yKa3aHUs B aHAMHe3€ Ha CepICIHBIN apecT, peKOMEHIYETCS UMILIaHTALIUS
WKJI n naznauenue -anpeHoo6aokaropos (C).

Kaacce Ia

1. B nensix BropuuHoii ipodmraktuku BCC marmeHTaM ¢ yCTaHOBICH-
HeM guarHo3oM KITXKT (ki1mHu4YecKu u/WiIn ¢ TOMOIIBIO MOJIEKYJISIPHO-
TeHEeTUYECKOT0 UCCIICA0BAaHMS ), UMEIOIINM TaKOil OCHOBHOII (paKTOp prcKa
KaK yKa3aHue B aHaMHe3¢ Ha CepIeIHBII apecT, pa3BUBIIeiics Ha (DOHE Tepa-
nuu [-agpeHobokaTropamu, pekomeHayetcsa nMmruiantauns MKJI (C).
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2. JIeBOCTOPOHHSISI CUMITATAKTOMMUST MOXKET 0OCYKIAThCsl Y OOJbHBIX C
kauHudeckum auarHozom KITXKT ¢ yacteimu paspsnamu UKJL Ha doHe
npuema [-anpeHoodysoxkatoposn (B).

Kaacc ITb

1. T1aliueHTaM ¢ YCTAaHOBJICHHBIM B I€TCKOM WJIM 3PEJIOM BO3pacTe qua-
rHo3oM KITXKT (¢ momoliibio MONEKYJISIPHO-TEHETUYECKOTO UCCISA0BAHMS)
MpU OTCYTCTBUU KIIMHUYECKUX MPOSIBJEHUIN peKOMEHAyeTCsl Ha3HaueHue
B-ampeHnoo6nokaropos (C).

X.13./]]. Cunopom panneil penonapuzayuu HceayoouKkos

CuHImpoM paHHel pernosipu3aunu keaynoukosB (CPPXK) BriepBeie ObLT
onucaH B 1936 roy, 04HAaKO €ro IIPOrHOCTUYECKOE 3HAYEHUE 0 CUX 10D He
ompenenieHo [44]. CPPXK xapakTepu3syeTcs ClIemyIOIIUMM 3JIeKTPOKAPINO-
rpaUIeCKUMHA IIPOSBICHUSIMMU:

1) TOpHU30HTATBLHBIM WA HUCXOASIINM IToabeMoM cerMeHTa ST >0,1 mB

C BHITTYKJIOCTBIO, HAITPaBJICHHON KHU3Y,

2) HaTU4YMeM TOYKU COoeIWHEeHUs (junction point) MM BOJHBI COCIMHE-
Hus (J wave) Ha HUCXOMSIIIEM KoJieHe 3yo11a R;

3) IMOBOPOTOM 3JICKTPUIECKOM OCH Cep/lia IPOTUB YaCOBOI CTPEJIKU 10
OpPOIOJILHOU OCH;

4) OBICTPBIM U pe3KMM HapacTaHWEM aMIUIMTYOBI 3y0ia R B rpymHBIX
OTBEACHUSIX C OMHOBPEMEHHBIM YMEHBIIICHUEM MJIN MCUYE3HOBEHUEM
3youa S.

02008 roma 00IBIIMHCTBO aBTOPOB CXOMMINCH BO MHeHUH, YTo CPP2K He
OoJtee yeM 1OOpOKAYECTBEHHBIN 2JIEKTpoKapaorpaduieckuii enomeH [44,
45]. B 2008 romy mpakKTUIeCK OMHOBPEMEHHO JIBE TPYIIITEI AaBTOPOB OITYOJIH -
KOBaJIM MCCIICIOBAaHMS CIyJaii-KOHTPOJIb, ITTOCTABUBIIINE TI01 COMHEHME OJ1a-
ronpusTHOe rporaocruyeckoe sHadeHe CPPXK [46, 47]. B o6onx nccieno-
BaHMSIX TouKa J B 3—6 pa3 uvanie perucrpuponanach B HxkHux (11, 111, avF) u
60KOBbIX (V4-6) OTBeIeHUSIX Y MALIMEHTOB C MANONATUYECKOM (DUOPUIUISILIE
JKEJIyIOYKOB II0 CPAaBHEHUIO CO 3IOPOBBIMM JIMIIAMU, a aMITIUTYIA J-BOJTHBI
ObLIa BbILIE.

PeTtpocniekTuBHBIN aHanmm3 nccnenoBanus Social Insurance Institution’s
Coronary Heart Disease Study, mokasaj, 9To B OOIIIei TTOMYJISIINN HATIINe
J-BOJTHBI B HIDKHUX OTBEICHUSX aCCOLMUPYETCS ¢ 00Jiee BHICOKMM PHCKOM
CMEPTH OT CepACYHBIX TIPUINH, HO KPUBbIC BBLKUBAEMOCTH HAUMHAIOT pac-
XOIUThCS Yepes 15 neT HabmoneHus [48]. [Toxoxkue qaHHBIC OBIIN MOJTYICHBI
¥ TIPU PETPOCTIEKTUBHOM aHaJIn3e HeMelkoli yactu mpoekta MONICA [49].
Antzelevitch C. u Yan G-X. pemoxuin HOoByIo Kinaccudukannio CPPX, B
KOTOpOM TN 2 ¥ 3 CUHIPOMA CYUTACTCS MOTCHIMATIBHO apUTMOTEHHEIM, a
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y ITallEHTOB C TUITOM 3 CYIIECTBYET BBICOKASI BEPOSITHOCTH Pa3BUTHS BJICK-
Tpuyeckoro mropma [50].

Pexomenoauuu no npogpunaxmuxe BCC

Kaace 1

1. [MauuenTtam ¢ DKI'-npusnakamu CPP2K u ykazaHueMm B aHamMHe3e Ha
cepaeuHblit apect wim ycroiuuylo KT (ocHoBHBIE (pakTOphl pucka BCC)
nokaszaHa umruiantauust MKJI (B).

2. [MaumenTtam ¢ DKI-npusznakamu CPPXK u oTcyTeTBHeM KanHUYEeCKOM
CUMIITOMaTUKU PEKOMEHI0BaHO ITMHAMUUYECcKOe HaboaeHe 6e3 poBee-
Hus nedyeHus (B).

Kaacc Ila

1. Hanuuue J-BosHbI B HIKHUX oTBeneHusx (11, 111, avF) MoxeT siBisTbest
OCHOBHBIM (bakTOopoM prcka passutust @K (wim naxe BCC), a takke pak-
TOPOM, YBEJIMUMBAIOIIUM MPEAPACIIOIOKEHHOCTb K Pa3BUTHIO (paTaabHbIX
apuUTMUI Bo Bpems uiieMuu muokapaa (B).

2. CpenctBoM BbIOOpa rpu pa3BuTuu 2KA (0CHOBHOI (haKTOp pUCKa) UIU
aJieKTpudeckoro mropmMa Ha poHe CPP2K B HUXKHUX OTBEIEHUSIX SIBJISIETCS
yBeanueHue YCC 3a cuet npoBeaeHuUs BpeMeHHoM yyamatomeii DK C nimn
BBeleHUs uzonporepeHoa (B).

3. JInmiTenbHBIN MpUeM XMHUAMHA MTOKa3aH ISl TPOBeAeHUS TPOGUIAKTUKUI
BCC Ha ¢pone Hanuuus DKI-nipusnakoB CPP2K B HuxkHMX oTBeaeHUsIX (B)
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X.14. BCC npu cuHapome 00CTPYKTHBHOIO AIHOI
BO BpeMs CHa

Caenenust 06 oneHke prucka BCC y B3poCiIbIX OOIBHBIX ¢ CUHIPOMOM
oocrpykTuBHOTO artHoe Bo BpeMsi cHa (COAC) orpanmdeHbl. MaKTOpHI prcKa
BCC usyyanmuch TOJIBKO B eIMHUIHBIX PAHIOMU3UPOBAHHBIX M HEPAHIOMU -
3UPOBAHHBIX HcclienoBaHusIX. Y Bcex 601bHBIX ¢ COAC HE0OXOIUMO MPO-
BOIUTH HEMHBAa3MBHOE 00CIEIOBAHNE C IIEJIBIO OLICHKH PHCKA 1 BBISIBIICHMUS
BO3MOXHBIX TpurrepoB BCC, Hamume KOTOPBIX MOXET IMOCITYKUTh OCHO-
BaHMEM TS LieJIieHarpaBiecHHO# Tepanuu. [1pu 3ToM B TPYIIIY TTOBBIIICH-
Horo pucka pa3sutust BCC cienyeT BKITIOYaTh KATETOPUIO OOJTBHBIX C TSIKE -
noii ctenieHbio COAC. K 10TTOTHUTETbHBIM ITIPOTHOCTUIECKIUM KPUTEPHSIM
He0JIaroNpUsITHOIO MPOTHO3a OTHOCSTCS cienyioue [1]: Bo3pacT 60 et
u ctapire (OLI 5,53), mokasarenau caTypaluu KMCIopoaa BO BpeMsI CHa, a
MMEHHO, CHIKEHUE cpeaHero 3Hauenust 10 93% (OLL 2,93) u MuHuMaIb-
Horo 3HaueHus 10 78% (Ol 2,60), 3HaYeHUsT MHAEKCA alTHOe,/TUIIOIMHOE
60oJee 20 coobiTuii/a (OIL 1,6), HanM4uKe acCOLMUPOBAHHBIX 3a00J1€ BAHUIA
(aprepmnanpHas runepreH3nst, UbC, xpoHn4ecKast cepaedHast HeIOCTaTOU-
HOCTb, KeIYIOYKOBBIC HapyIICHUS cepAecaHoro purMa). B Tadmmme X.14.1
npencTasiieH anroput™ crpatudukaunu pucka BCC mpu COAC.

B Hacrosmiee BpeMsT HeT HUKAKUX J0Ka3aTeIbCTB TOTO, UTO KeTyI0UKO-
BBIC apUTMUHN JOJLKHBI JICUUTHCS KAKUM-TO OCOOBIM 00pa3oM y OOJIBHEIX C
COAC [2]. Ponb HEMHBa3UBHOM peCITMPATOPHOM MO PKKY MOJTOXKUTETb-
HBIM JaBJIeHHeM Ha Broxe 1 Beinoxe (PAP-Tepamnust, oT aHIIL. positive airway
pressure — IOJOXUTEJIBHOE TaBICHUE B IbIXaTeIBHBIX ITyTIX), a TAKXKE POJIb
POTOBBIX AIITIMKATOPOB TSI PO MIIAKTUKI XKeJTyT0YKOBBIX apuT™uii 1 BCC
npu COAC nHe onpezeneHa [3—7]. OcTtaeTcs 10 KOHIIA HE ICHBIM, [TIOMOKET
1 cootBercTByIONIee teueHne COAC M3MEHNTh KIIMHUYECKUE TIPOSIBIIC-
HUS ¥ 130eXXaTh UMITIAHTAIIUN 3JICKTPOKAPANOCTUMYJISITOPA Y TOM KaTeTo-
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Tabnuua X.14.1
Ctpatudmkauma pucka BCC y naumMeHTOB ¢ CMHAPOM anHO3 CHa

1. Bepudmumposan guarHo3 COAC
na HeT
Crpatudukaums pucka n npodunaktuka BCC

CM. NyHKT 2
Ha OCHOBaHWW OOLLENPUHATBLIX MPUHLIMMOB
2. iHpekc anHoe/rvnonHoe >15
na HeT
Mop6op «cunanx»-Tepanum unu HenHeasmeHo | CHuxeHwe Beca, koppekums JTOP natonorum,
BEHTUNALMUM ycTpaHeHue caktopos prcka COAC

3. EcTb N1 HapyLLeHust puTMa 1 NPOBOAMMOCTY BO BPEMSI HOYHOTO UM IHEBHOTO CHA MpU NpoBe-
[EHUN CYTOYHOTO MoHMTOpUpoBaHus QK
aa HeT
Crpatudukauus pucka n npocunaktuka BCC
cM. pekomeHaaumm no npodunaktuke BCC npu | 6asnpyetcs Ha OCHOBaHUM BbISIBIEHWSt OCHOB-

COAC HbIX 1 BTOpOCTeneHHbIX hakTopos pucka BCC un
06LLenpUHATBLIX NPUHLMMIOB NpodunakTukm BCC

lNpumedaHue: MAIT — uHOekc anHoa/eunonHos; COAC — cuHOpom anHo3/eunonHoa cHa; BCC — eHe-
3arnHas cepOeyHass cMepma.
puM 60JTBHBIX, Y KOTOPBIX HAPYILIEHUS TPOBOAUMOCTH CEPAECYHOTO UMITYJIbCA
CBSI3aHbI C OOCTPYKTUBHBIMU PECITUPATOPHBIMU COOBITUAMU [8—14].
BMecTte ¢ TeM, UMEIOTCSI CBEIEHUSI O TOM, YTO JOJTOCPOYHOE JIeUeHUe
6osbHBIX ¢ COAC Tsaxesnol creneHu ¢ nomolipto PAP-Tepanuu u porto-
BBIX alIJIMKATOPOB OAMHAKOBO d(P(HEKTUBHO CHUXKAET MOBBIILIEHHBIA PUCK
CepIeYHO-COCYAUCTON CMEPTHOCTU. Tak, prcK HeOIaronpusiTHOrO MPOrHO3a
cocrasui 0,56 Ha 100 yestoBek B rof 1pu ipuMeHeHun PAP-Teparum u 0,61
Ha 100 yenoBeK B rof Mpy UCHOJb30BaHUU POTOBBIX alIIMKATOPOB. CaMblii
BBICOKMU PUCK Pa3BUTHS (haTaIbHOTO COOBITUSI OTMEUAJICS B IPYTITe OOJbHbIX,
OTKa3aBLIKUXCS OT 1t00oro Buaa jeyeHust — 2,1 Ha 100 yesioBeK B rof, a caMblit
HU3KKM — B rpymmne 60abHbIX 663 COAC — 0,28 Ha 100 yenosek B rox [15].
Krnununyeckast a(ppeKTUBHOCTD MEPEUUCICHHBIX BBIIIE, a TAKXKE HOBBIX
WHHOBAalIMOHHBIX MeTon0B JieueHUss COAC, B 4aCTHOCTH, BJEKTpUYE-
CcKasi CTUMYJISILIMS TTOIbSI3bIYHOTO HEPBa, MPOIOJIKAIOT aKTUBHO U3Y4aThCs

[16—19].
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X.15. BCC npu xej1y104KOBbIX APUTMHUAX CTPYKTYPHO
HOPMAJILHOIO cepAla

B Hacrostiee BpeMsI IMOHSITHE «CTPYKTYPHO HOPMAaJIBHOTO Cepalla» CTa-
HOBUTCS Bce OoJjiee 1 6oJjiee YCIOBHBIM, TaK KaK B KITMHUYECKYIO MTPAKTUKY
AKTUBHO BHEIPSIIOTCS METOMAbI YJIbTPACTPYKTYPHOIO UCCIENOBAHUSI MUO-
Kapaa, creiuduiyecKkue UMMYHOJIOTUYECKUE TECThI, OMOTICHS, TIPUMEHEHUE
KOTOPBIX CYIIECTBEHHO COKPATUJIO KOJMYECTBO MAMEHTOB C KIMHUYECKHU
3HaYUMBIMU XETYI0YKOBBIMU HAPYIIEHUSIMUA pPUTMa U HEU3MEHEHHOM cep-
neqHoi Mbleid. B mpodeccroHanibHBIN SI3bIK ApUTMOJIOTOB IMTPOYHO BOLILITU
Takue MOHSATUS KaK «MUHUMaJIbHbIE U3MEHEHUsI MUOKapJa» MpaBoro WU
JIEBOTO XeJIyTOUYKOB cep/illa, KOTOPbIe MPUHSTO CBI3bIBATh C UAMOIATUYE-
CKMMHU XeJyTOYKOBBIMU apUTMUSIMU. B neficTBUTENbHOCTU, HaKaIlJIUBa-
€TCs Bce 0O0JIbIIIe JaHHBIX O TOM, YTO MMPUIMHAMU BO3ZHUKHOBEHUSI «MUHU-
MaJIbHBIX U3MEHEHU I MUOKapIa» y MALIMEHTOB C XKeJyT0YKOBbIMU aPUTMMU -
ssmu (2KA) MOTyT OBITh KaK 1€010T apUTMOT€HHOM JUCIUIa3UU MPABOTO XKey-
nouka (AOTT2K), Tak ¥ TaTEeHTHBI MUOKApIUT, MPOTEKAIOIIUHI MO apUTMO-
TeHHOMY BapUaHTY, a TakXe HEKOTOpbIe Ipyrue, 0osiee peaKue HO30J0rur
[1-3,5,7-9, 11].

Haubosnee yacToii Tokanuzaiyeis iIMonaTuIeCKMX Xeaya104YKOBbIX apUT-
MW SIBISTIOTCS] Oa3ayibHbIE OTHEJNBI CEpAla, @ UMEHHO BBIBOJHBIE TPAKTHI
nesoro (BTJI2K) u npaBoro (BTTIXK) >keynoukoB cep/lia v, Tak Ha3biBaeMasl,
daciukyasgpHas TaXMKapaus, apUTMOTEHHBIN cyOCcTpaT KOTOPOM KeCTKO
JIETEPMUHUPOBAH MECTOM Pa3BETBJICHMS 3aIHE N WU CpeaHeN (3HAYUTETbHO
pexe — nepeaHeii) BeTBu nmyuyka ['ica Ha BosiokHa [lypkunbe. Ipyrue n1oka-
JIN3aLIMY apUTMOT€HHBIX 30H BCTPEYAIOTCS B IPYIIE MANOMATUIECKUX XKeTy-
JIOYKOBBIX apUTMUI B CTATUCTUUECKU HE3HAUMMOM IIpOLIeHTe cydyaes [5, 9].

ITuk 3a001eBaeMOCTH MPUXOAMUTCSI HA BO3pacT 10 35 JIeT, a B ciayyae dac-
LIMKYJISIPHOM TaxuKapauu — 1o 25 et [9].

Houonamuueckue ﬂeGOJKB/lyaO‘tKO@ble apummuu

Haubonee TunuyHoOIM JOKanu3alyeil apuTMOTEHHBIX 30H SIBJSIETCS MO -
knanaHHas oonacts BTJIZK B mpoekiiuu ieBoro, mpaBoro u HEKOpOHaApHOTO
cuHYycoB BanbcanibBbl a0pThl. Pexxe BcTpevyaeTcsl anuKaparaibHasi JOKaIu-
3alMs 30H apUTMUM B TIPOEKIIMU CTBOJIA JIEBOI WIIM YCThsI MepeaHEe HUC-
XOISIIEN KOPOHAPHOM apTepru, a TAKKE B IIPUTOYHOM YaCTU JIEBOT'O XKEJIy-
JIOYKa IMOJ 3aJHE U WU TTepeIHeli CTBOPKAMU MUTPAJIbHOIO KJlarlaHa B MECTE
MPUKPETUIeHUS ToNepevYHbIX Xop [9].

XapaKkTepHo MpeobaagaHue TN My>KCKoro 1oa ¢ 1e6totom 2KA no 25—30
set. KnmuHuyecku apuTMuUsl XapakKTepu3yeTcss 10OpOKauyeCTBEHHBIM Teye-
HUEM, C PeIKUM Pa3BUTHEM TeMOIMHAMMYECKU 3HAYMMBIX MapOKCHU3MOB
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xerynoukoBoii Taxukapanu (KT), omHako, B THITMIHBIX CITyJasix XapaKTepHa
BBIpakeHHAsI 9KTOIMMYECKAast aAKTUBHOCTD B BUIIE M30JIMPOBAHHBIX, TTAPHBIX 1
TPYIIOBBIX SKCTPACUCTOJ U HECTAOUIbHBIX ITpodexeK KT ¢ JIUTeIbHOCThIO
nukia 6onee 400 mc ipu hOHOBOI CKIIOHHOCTH K CUHYCOBOM OpaauKapauu.
IIpu niuTenpHOCTU aHaMHe3a 6oJiee S JIET M OTCYTCTBUM aHTUAPUTMUUYECKOM
Tepanuu OMUCcaHbl CJlydau MCXo/la B apUTMOTEHHYIO KapauornaTuio [5, 9].

Houonamuueckue xceaydoukoeswie apummuu u3 BTIIK

Bonbias yacts aputmuii u3 BTTTK npu netaibHOM KJIMHUYECKOM aHa-
JIN3€ OKa3bIBaeTCsl HO30JIOTMYECKU IpUHAIIeXallleil K rpyime aediora
AJITT2K nny naTeHTHO MPOTeKalollero apuTMOreHHOTO BapuaHTa 04aroBoro
MUOKapauTa. 3HAUUTEIbHOMY CHUKEHUIO KOJIMYECTBA UCTUHHO UIUOMATH -
YeCKUX KeaynoukoBbix aputMuii u3 BTTIK ciocodcTByeT 1Mpokoe BHeape-
HUE B KIIMHUYECKYIO IMPAKTUKY TAaKMX METOIO0B 00cenoBaHus kak MPT muo-
KapJia ¢ KOHTPacTUPOBAaHUEM, UCCJIEIOBAHIE UMMYHOJIOTMYECKOTO CTaTyca
nanreHToB ¢ 2KA ¢ onpeeieHueM TUTPOB aHTUTE K Pa3IMdHbIM CTPYKTypam
Muokapaa, renetudeckuii ckpuHuHr Ha AJITT2K, TKMII, cunapoMm HEKOM-
MMaKTHOI'O MMOKap/a ¥ pa3jIudHble KaHajonatuu. Kpome Toro, HakariviBa-
eTcsl BcE 00J1bliie MH(MOpMaLIMUY O pe3yabTaTaX OMONCHUM ITPU ITPABOKETYI0U-
KOBBIX apDUTMMSIX, B ITOIABJISIIOIIEM OOJIBIIMHCTBE CIy4aeB JeMOHCTPUPYIO-
LIMX JUArHOCTUYECKHU 3HAYMMbIe M3MEHEHHsI HAa TUCTOJIOTMYECKOM U LIUTO-
JIOTMYECKOM YPOBHE Yy MalleHTOB ¢ 2KA 6e3 MaKpOCTPYKTYPHBIX U3MEHEHUI
muokapaa [1-3, 5—7,9, 11]. Takum o6pa3oM, CeroaHs MoCTyJatT O TOM, YTO
caMoii yacToii jokanu3arueit mpu uauonarudeckux KA ssisiercs BTITK,
MOXET OBITh IIEPECMOTPEH, B CBSI3U C pacIIMPEHUEM BO3MOXHOCTEI I1a-
THOCTMYECKUX METOIUK.

HauGosee TUNMYHBIMU JTOKAIU3ALUSIMU SIBJISIIOTCS IIEPETOPOIOYHAsT
obnactb BTITK nmon kj1anmaHoM JerouHoi apTepuu (TUITMYHA JJ1s1 apUTMOTeH-
HOTO BapMaHTa JAaTEHTHOI'O MUOKapUTa), pexKe — IMepeaHe-IeperopooyHast
00J1acThb 110/ KJIallaHOM JIETOYHOI apTepuu U IeperopoaoyHasi o01acTb Hajl
KJIallaHOM JIETOYHOI apTepuu. [Ipyrue mpaBoxKely104KOBbIC JTOKATU3aluu
(nepennsia ctenka BTII2K, nputouHslii Tpakr, Bepxyiika I12K) Bctpeua-
I0TCsI 3HAUUTEILHO PEXKe U IMOYTH BCEIa CBUACTEILCTBYIOT O CYILIECTBYIO-
1Ieit ckpbIToil Ho300TUM (paHHue ctaguu AITTK) [1-3, 5, 9].

KiuHunyecku aputMust xapakKTepu3yeTcs 100pOoKauyeCTBEHHBIM TeUeHUEM
C peAKUM pa3BUTUEM FeMOAMHAMMYECKU 3HAYMMBIX Iapokcu3MoB XKT.
BbIpaxkeHHOCTh 3KTOIMYECKOM aKTUBHOCTH MOXET BApbUPOBATh OT €IMHUY-
HBIX 3KCTPACUCTOJ B CYTKHU J0 BbICOKUX Tpamanuii mo Lown. CKJIOHHOCTb
K (D)OHOBOI1 CMHYCOBOI1 OpaguKapauu oTMeudaeTcsl penko. [edoT aputMuu
OOBIYHO TTPOUCXOAUT B Bo3pacte 10 35 et [9].
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Dacyuxyrapuas 1e60Aceny00HK08as MAXUKAPOUs

B rpynne dacuukyasspHOi TaxvKapAuy MPeodIafaloT MalueHTbl MyX-
CKOTO I10J1a, Ae0I0T 3a00J1eBaHUsI OOBIYHO MPUXOAMUTCS Ha BO3pacT A0 25
set. KnuHudecku xapakTepHbl CTAOWIbHBIE TAPOKCU3MBI JIEBOXKETYT0UYKO-
BOU TaXWKapJuu, JIETKO KYMUPYIOIIrecs] BHyTPUBEHHBIM BBEIEHUEM Bepa-
MaMuIa, OTCYTCTBUE SKTOTTMYECKOM XKeTyT0UKOBO aKTUBHOCTH B MEXKITPH -
CTYITHOM TIEPUOJIE U KpaliHe PeIKOoe pa3BUTHE CUHKOMAIBHBIX COCTOSTHUI
Ha ¢one XKT. 'eHeTnueckue qeTepMUHAHTHI (DaCIUKYIIPHON TaXUKAPAUU
He u3y4eHsbl. [1pu OTCYTCTBUY JiedeHUs U HETIPEPBIBHO-PEIIUINBUPYIOIIEH
dopme Teuenus KT omnvcaHbl cirydan Ucxojia B apUTMOTEHHYIO KapIuoria-
THIO, C XOPOIIIMM BOCCTAaHOBJIEHUEM pa3MepoB U pakiiiu Beiopoca JIK pu
yctpanennu XT [9, 12].

Onpeoenenue pucka BCC y nayuenmoe c rcenyooukosvimu

ApUMMUAMU CIMPYKMYPHO HOPMATBbHOZ20 cepoua

Tabnuua X.15.1
AnropuTtm cTtpatudmkaumm pucka u npodunaktuka BCC
(knuHMYeckue AaHHble) [11-13]

1. 3nuson BCC B aHamHese

Ha Hert
ObcyxaaTb MMNNaHTaLMIo KapavoBepTepa- oM. TyHKT 2
fecubpunnaropa
1.1. Onusog BCC Ha hoHe obpaTumMblx npuumH
Ha Het/He n3secTHo
YcTpaHeHue npuymH, Bbi3BaBLUMX OCTaHOBKY | ObcyxaaTb MMNNaHTaumio kapavosepTepa - Ae-
cepaua, HabnogeHve ubpunnsatopa

1.2. MNMprumnHon ocTaHoBKM cepaua sBunack MoHoMopdHas XKT (aaHHble OKI™ Bo Bpems peaHnva-
LIMOHHbBIX MEPONPUATII)

Ha Het/HeunsBecTHO
O6cyxaaTb BO3MOXHOCTb PYA CM. NyHKT 2
2. [onoBOKPYXEHWSI, CUHKOMarnbHbIE COCTOSHWS Ha poHe KT
Oa Het
Ob6cyxaaTtb Bo3MOXHOCTb APU, PYA CM. MyHKT 3
3. Opbllwka npy ursnyecknx Harpyskax Ha doHe KA
Ha Het
Obcyxpatb aHTVIapVITI\;l:I-Il:%CKyPO Tepanuio, JOU, oM. NIyHIT 4

4. Nngykums XXT nnu yBenuyeHne KonnyecTsa Xenyao4koBbIX 3KCTPacUcTon Ha doHe duande-

CKOVA Harpy3ku Uiy B BOCCTaHOBUTENBHOM Nepuoae

Ha Het

AAT B-agpeHobnokatopamu, cotanonom; O6-
CyxgaTb BO3MOXHOCTb OPU, PHA

CM. MyHKT 5
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4.1. TMopasneHwve XA Ha hoHe Pr3NYECKON Harpy3ku

Oa Het
AAT 1 C knacc\HabntogeHue\obeyxaars Lene-
coobpasHocTb AU, PHA Cu. nyHKT 5
5. OhpekT 0T NPOBOAMMON aHTUAPUTMWUYECKOI Tepanum
Ha Het
lMpocnekTnBHOE HabnoaeHne CM. pekoMeHzaLmm

Tabnuua X.15.2

Anroputm ctpatudmkaummn pucka u npodmnaktuka BCC
(aHamHecTUueckue paHHble) [5, 9, 19]

1. CvHKONanbHbIE COCTOSIHNSI HEU3BECTHOW 3TUONOTWN B @aHaMHe3e

HUHT KPOBHbIX POLCTBEHHWKOB, B TOM YuCrne feTen

[a Het
MHorocyTouHoe MoHuTopupoBaHue KI
[luctaHumoHHoe MoHuTOpUpoBaHue KM
Tilt-test CM. MYHKT 2
MmnnanTaumns gonrospemerHoro moHutopa (REVEAL)
Ob6cyxpaatb npoeegeHne AOU
2. CyHKonanbHbIe COCTOSIHWAS Y POACTBEHHWKOB
[a Het
[eHeTnYecKas KOHCYMbTaLMs, KapAUONOorMYeckuin CKE)VI- oM. NyHKT 3
HVHT KPOBHbIX POACTBEHHUKOB, B TOM YKCre AeTen
3. [laHHble 0 HanMM4KMK XenyaouKOBOW apUTMUK Y POACTBEHHIKOB
[a Het
[eHeTMYeCKas KOHCYNbTaLMS, KapAUONOTrNYECKNiA CKpy- oM. NYHKT 4

4. Peanu3aums npoapuTMoreHHbIX 3hpekToB nekapcTBEHHbIX NpenapaToB

[a Het
Koppekuusa AAT, obcyxaats QPU. MeHeTnyeckas koH- CM. PeKOMeHAALIM
cynbTaums

Tabnuua X.15.3

Anroputm ctpatudpmkauum pucka m npodunaktuka BCC (gaHHble JKI
M XONnTepOBCKOro MoHutopupoBanus) [3, 7-10, 13, 14, 16-22, 24, 25]

1. CtabunbHble napokcnambl KT

dhacumkynsapHoi Taxukapauu. Ecnn ®X He nHgyumpy-
€TCS — CM. MYHKT 1

[a Het
O6cyxpatb AU, PYA (npu HeathdekTUBHOCTU — oM. NYHKT 4
VIKD)
2. OnutenbHocTb Lmkna XT <360 mc
[a Het
Obceyxpatb IPU Ha npeameT nHAYKUMN rbpunns-
umm xenyno4kos (OXK), 3a nckntodeHrem cryyaes
CM. NYHKT 1
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3. WnpwHa akTonnyeckoro komnnekca QRS >160 mc np

n KT

[a Het
Ob6cyxpaatb AU Ha npeaMeT MHAYKLMW nonumopd-
Ho XKT unm ®X (3a uckntoueHmem XT 13 npoekumm
CM. MyHKT 1
MPaBOro MM HEKOPOHAPHOTO CMHYCOB BanbcanbBabl
aopThbl, 13 BTITK)
4. Konnyecto X3 no aaHHbIM noBTopHbIX XM 6onee 20 Thic\cyT
[a Het
Mopbop AAT, obcyxaate JOU, PYA CM. NYHKT 5
5. BbisiBNeH1e No3gHyX NOTEHLMANOB Xeny[o4koB
[a Het
O6cyxaaTb NpoBeAeHNe Harpy304HbIx Npob, IOU CM. MYHKT 6

6. TpaH3uTopHOe n3meHeHne anutenbHocT QTC 3a MpeAernbl HOPMATUBHbIX 3Ha4EeHM N0 AaHHbIM XM

[a Het
AHanM3 npvHUMaeMbIx aHTMapUTMUYECKUX Npenapa-
) CM. NYHKT 7
TOB; FeHETU4ECKOE KOHCYILTUPOBAHUE
7. Qucnepcus nutepsana QT >100 mc
[a Het
O6cyxaaTb NpoBeAeHNe Harpy304HbIx Npob, APU CM. NYHKT 8
8. Hannuve ancunoH-sonHbl Ha QKT B TOM Yncne, TpaH3UTOPHOW, Mo AaHHbIM XM
Oa Het
[eHeTMYeCKOE KOHCYNBTMPOBaHWE Ha npeameT Aebto- e NYHKT O
Ta AMK
9. Hannuve J-BonHbl Ha SKI, B TOM Yucre, TPaH3MTOPHOM, No AaHHbIM XM
Oa Het
[eHeTNYecKoe KOHCYNBTUPOBaHNE cM. NyHKT 10
10. Hannyne «3asybpuH» Ha R-3ybue akTonnyeckoro komnnekca QRS
[Ha Het
ObcyxaaTh NpoBefeHne Harpy3o4HbIx Npob, PN cM. MyHKT 11
11. BblsIBNEHWE MYKPOBOMBLTHOW anbtepHaumy 3ybua T no gaHHeiM XM
Oa Het
O6cyxaaTb NpoBeAeHNe Harpy3o4HbIx Npob, SPU CM. NYHKT 12
12. MNpexoasiuve HapyLeHNs aTpUO-BEHTPUKYMSAPHON U/ BHYTPYKENYA04KOBON MPOBOANMOCTM
[Ha Het
ObcyxpaaTb NpoBeAeHne Harpy3o4HbIx Npob, AOU; um-
MYHOMOrM4YeCKoe UCCrefoBaHNe Ha NaTeHTHbIA MUO- CM. NyHKT 13
kapauT
13. NonutonHble XKA 6onee 10 Thic\cyT
[a Het
O6cyxaaTb NpoBeAeHNe Harpy304HbIx Npob, AOU;
MMMYHOMOrNYeckoe NCCneaoBaHne Ha NaTeHTHbI My- CM. NyHKT 14
oKapauT
14. CoveTaHve npefcepaHbIX U Xenyao4KoBbIX apUTMUiA
[a Het
MMmyHonornyeckoe nccnefoBaHue Ha NaTeHTHbIA MU-
OKAPAT MpocnekTneHoe HabnogeHve
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Tabnuua X.15.4
Anroputm ctpatudpmkaumm pucka m npocunaktuka BCC
(maHHble MHCTPYMeHTanbHbIX MeTOAOB uccnepgoBanus) [1, 2, 5, 9]

1. MPT: 30HbI hMbp03a/MCTOHYEHUSA B MOKAPAE Xenyao4KkoB cepala

[a Het

OnddepeHumanbHbIi guarHo3 mexay AebrTom

ALK v nateHTHbIM MMOKapAUTOM OM. MYHKT 2
2. MPT: 30HbI XXVPOBbIX BKITOYEHUIA UHTPaMUOKapAManbHO
Oa Het
AHanua guarHocTuyeckux kputepunes ALMK CM. NYHKT 3
3. MPT: 30HbI XXWPOBbIX BKITFOYEHWI annKapamanbHO
Ha Het
MImmyHonornyeckoe nccrnefoBaxne Ha naTeHT-
CM. NYHKT 4

HbIN MUOKapaUT
4. MPT: HakonfneHue KOHTpacTa MHTpaMMoKapamanbHO B paHHIoK a3y
Ha Het
MIMmmyHonornyeckoe nccrnefoBaHne Ha naTeHT-
Hblii MOKapPANT
5. MPT: HakonneHne KOHTpacTa UHTpamM1okapamanbHO B OTCPOYEHHYH hasy
Ha Het
[Oud. onarHos mexay aebotom AOMK n na-
TEHTHBIM MWOKapAUTOM
6. MPT: paclumperne BbIXOGHOTO TpakTa NpaBoro Uiw fIEBOTO Xenyaoyka
Ha Het
OudbdepeHumanbHbI AnarHo3 mexay AeboTom
ALMK n naTeHTHbIM MUOKapPAMTOM
7. CumHTUrpacms: 30HbI MO3anyHom runonepdyaum mmokapga JK
Ha Het
MIMmmyHonornyeckoe nccrnefoBaHve Ha naTeHT-

CM. NYHKT 5

CM. MyHKT 6

CM. NYHKT 7

MpocnekTnBHOE HabnoaeHve

Hblii MOKapPANT

Tabrnuya X.15.5
Anroputm ctpatudmkauum pucka m npocunaktuka BCC
(maHHbIe 3HpokapguanbHoro APU) [5, 9, 11, 12, 22, 23]

1. MHaykuma ®XK Ha doHe CTaHAapTHON NPOrpamMMMPOBAHHON CTUMYNSALMN

Ha Het
O6cyxpatb VKO CM. MyHKT 2
2. VHpykums nonumopdHomn XKT Ha hoHe CTaHAapTHOW NPorpaMMUPOBaHHON CTUMYNSLUK
Oa Het
O6ceyxpatb VKO CM. MyHKT 3

3. MHaykums moHomopdHoi XKT ¢ AnuTensHOCTbIO Lukna MeHee 360 Mc Ha hoHe cTaHapTHOWM
nporpaMMUpPOBaHHON CTUMYMALIMM

Ha Het
O6cyxpatb PYA/MKL O6cyxpatb PYA/AAT

X. Ctpatngukaums pucka n npogpunaktmka BCC 225

B tabnumax X.15.1-X.15.5 npencraBiaeHbl alrTOPUTMbl CTPTUDUKALIUKA
pucka u npodunaktiku BCC y nanueHToB ¢ 2KA U CTPYKTYpPHO HOpMaJsib-
HBIM CEepILEM.

O0ure MpU3HAKOB, BKIIOUEHHbBIX B aHAIN3, 00YCIOBAECHO CJIOKHOCTHIO
BBISIBJIEHUSI U HEoueBUAHOCThIO prucka BCC y mauueHToB CO CTPYKTYPHO
HOPMaJIbHBIM MUOKapaoM. Kpome Toro, moHSITHO, YTO 32 MHOTUMU apUTMU-
SIMUA CTPYKTYPHO HOPMAJIBHOTO Ceplia KPOeTcs el He U3yYeHHasl TEHeTU -
YECKU IeTEPMUHUPOBAHHAS MATOJOT U, PEHOTUTTUYECKUMU MTPOSIBJICHUSIMU
KOTOPOW MOTYT ObITh TaK Ha3blBaeMble «HecTIeMDUUECKIE» U3MEHEHUST Ha
OKI TpaH3uTopHoro xapakrepa. [Ipu unnonaruyeckux 2KA Henb3st 3a0bl-
BaTh Takke 0 paHHUX ctaausax AITI2K u apuTMOoreHHOM BapuaHTe JaTeHT-
HOro MMoKapauTa; AuddepeHIMaNIbHbII AUarHO3 MEXKITYy STUMU JIBYMSI HO30-
Jioruyeckumu popmMamu ObIBaeT KpaliHe 3aTpYAHUTEIbHBIM O€3 MPOBEACHUS
TeHETUYECKOTO UCCAEIOBAHUS.

Ilpoghurakmurxa BCC y nauyuenmog ¢ yceay0ouKoswvimu apummusimu
CMPYKMYPHO HOPMAAbHO20 cepoua
Kaace 1

1. PYA mokazaHa mauueHTam 0€3 CTpYKTYPHOI MaToJOrMu cepaua c
MapoKCU3MaJIbHOM WM HernpepbiBHO-penmauBupyoieit 2KT n3 BTTIK/
BTJIX nipu HeaddbexkTuBHOocTH AAT (B).

2. PYUA noka3aHa BceM MaldeHTaM ¢ JIEBOXETYI0UYKOBOM (haclIuKyJIsIp-
Ho¥ Taxukapaueit (A).

3. IIpodunaktuueckass AAT nmokazaHa naliMeHTaM co CTPYKTYpPHO HOpMaJlb-
HBIM CEpILIEM ITPU CYTOYHOM MHAEKCce Harpy3ke aputMueit 6omee 20% (C).

4. Tlpu BBISIBIEHUM «MUHUMAaIbHbIX U3MeHeHuil» [12K/JI2K, ykianbiBa-
IOIIMXCS B pAMKU apUTMOT€HHOTO BapuaHTa JaTeHTHOTO MUMOKapauTa, Kak
MPUYUHBI BOBHUKHOBeHUS 2KA, TOKa3aHO MaTOTeHETUYECKOEe U 3TUOTPOTI-
HOE JieueHre OCHOBHOTO 3a00JIeBaHM s, HE3aBUCUMO OT JUIUTEJbHOCTU aHaAM-
Hesa (C).

5. Ilpu BbIIBACHUU «MUHUMaIbHBIX U3MeHeHuil» [12K (pexe — JIK), He
YKJIAbIBAIOIIMUXCS B PAMKHU JJATEHTHOI'O MMOKapAUTa KaK MPUYMHbBI BOSHUK-
HoBeHUs1 KA, nmokazaHa MPT Muokapaa ¢ KOHTpaCTUPOBAaHUEM U aHAJIU3
NMarHOCTUYECKUX KpUTEepUeB 1151 ucKoueHus aedota AATTXK.

6. Ummnanranus xkapauoseprepa-aeduopuagaropa (MK/) noka-
3aHa MalueHTaM 0e3 CTPYKTYpHOI MaTOJOTUU CepAlla C XKeJyd0YKO-
BbIMU apuTMUSIMU, nepexuBiiumM BCC 6e3 mpoBouupyromux oopaTu-
MbIX IpU4KH (B).

7. UKJI moka3zaHa mauueHTam 0e3 CTpYKTYpHOW IMaToJOTUU CepAala C
ycroiiunBoit KT, TpeOyoweil ajisi KymupoBaHUsI MeAMKAMEHTO3HON WU
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2JIEKTPUYECKOI KapAuOBepCHUU, MPU OTCYTCTBUU 3 dekTa oT mpoduiak-
tudeckoii AAT u HeadbdektuBHocTu PUA (C).
Kaacce Ila

1. PYA nokazaHa namueHTam 6e3 CTpyKTYpHOM MaTOJOTMU CEpALIa C yCTOM -
YUBOW WJIM HETIPEPBIBHO pelinauBupyolieit KT kak albrepHaTUBA yCIelil-
Hoii AAT npu xenanuu nauueHta (C).

2. [Ipodunaktnyeckass AAT B-anpeHOOJ0KaTOpaMU WA COTAIOIOM MOKa-
3aHa MaluKreHTaM 0e3 CTPYKTYPHOU MaTOJI0TMK Cep/Lia TPU CYTOYHOM UHAEKCE
Harpysku aputMueii oosee 20% , mpoBoOLMpYIOLIeiicsS PU3NIECKOI HATPy3KOM
U peructpupytoieiics npu XM npeuMyliiecTBeHHO B fHeBHOE Bpems (C).

3. INpodunaktuyeckass AAT npenapatamu [C kacca mokaszaHa nmaiyeH-
TaM 0e3 CTPYKTYpHOI MaToJIoruu cepaua npu rpagauuu 2KA mpu CyTOUHOM
MHIEKCe HArpy3Ku aputMueit 6osee 20%, BO3HUKaIOIIEH HA GOHE CUHYCO-
BOI1 OpaguKapauu, MoJaBasiioleincs Gu3anueckoit Harpy3Koi U perucTpu-
pytolieiics npu XM npenMyniecTBeHHO B HouHoe Bpems (C).

4. BupokapauanbHoe DDU nerecoodpaszHo y mameHToB ¢ 2KA 6e3 cTpyK-
TYpPHOI MaTOJIOTHU CepALia C XKajobaMu Ha cepiieOreHre, SMU30/1bl TOJIOBO-
KPY>XEHUST 1 CMHKOTIAJIbHbIE COCTOSTHUS, €CJT B KAYECTBE TTPUYMHBI UX BO3-
HukHoBeHus npennoiaraetcs KT (B).

Kaacc ITb

1. PYA mnokaszaHa nmauueHTam 0e3 CTpYKTYPHOM IMaTOJOrMu cepiaua ¢
ycroituuBoii MoHoTorHo KA n3 BTTIZK/BTJIZK nipu cyrouHoM uHAeKce
Harpy3ku aputmueii 6osee 20%, Kak anbrepHaTiBa ycnemHoil AAT npu
xenanuu nauuveHta (C).

2. BcnomorarenbHasg npoduiakTUuyeckas Tepamnus pernapataMmu oMera-3
MOJMHEHACHIIIEHHBIX XKUPHBIX KUCJIOT peKOMEHIyeTCs natueHTaM ¢ 2KA 6e3
CcTpyKTypHOIi matonoruu cepaua (C).

Kaace ITT

1. IIpodunaktuyeckas AAT He mokazaHa MalMeHTaM 0e3 CTPYKTYpPHOI
MaToJOTUU CepALA TPY CYTOUHOM MHJEKCE IKCTPACUCTOINYECKOM HArpy3KU
menee 20% (C).

2. Ipodunaktuueckass AAT He mokazaHa MmaureHTaMm 0e3 CTPYKTYpHOI
narosioruu cepaua ¢ aeororom KA (mutenbHocTb aHamHe3a 10 3 MecsieB) (C).

3. PYA He noka3aHa nauueHTam 0e3 CTPYKTYPHOM MaToJIOTUM cepilia ¢
ycroituuBoii MoHoTorHo KA n3 BTTIZK/BTJIZK nipu cyrouHoM uHaeKce
Harpy3ku aputmueit MeHee 20% (C).

4. PYA He nmokaszaHa nalueHTaM 0e3 CTpYKTYpHOI MaToJOruu cepalia ¢
neororoM KA (mmurenbHOCTh aHamHe3a 10 6 mecsues) (C).

5. PYA He nokazaHa maliMe€HTaM C BBISIBIEHHBIMU «<MUHUMaIbHBIMU U3ME-
HeHusmu T12K/JI2K», ykiaapiBaloniuMucst B paMK1 apUTMOTEHHOTO Bapu-
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aHTa JJAaTEeHTHOTO MUOKapaUTa, 10 MPOBEACHUS MaTOT€HETUYECKON U 9THO-
TPOTTHOW TEPATUY OCHOBHOTO 3a00JIEBaHUSI, B CIIy4ae JUIMTEbHOCTH aHAM-
He3a apuTMUU MEHEee roja, Mpu MoauTonHou KA.

X.16. Crparudukanus pucka u npopunaxkruxka BCC
y HAIHEHTOB € JICKTPOJMTHBIMHU HAPYIICHUAMH

KnuHuyecku 3HaYMMBbIe HapyIICHUS JIEKTPOIUTHOTO OajaHca MOTYT
MPUBOAUTD K OIMACHBIM IJISI XKM3HU HapYyLICHUSM pUTMa U TIPOBOAUMOCTHU
MpU CTPYKTYPHO HOpMajbHOM Muokapne. Hanbonee yacTto BcTpevaromm-
ecsl B KIIMHUYECKOM MPpaKTUKe CUTyallMu Pa3BUTUS JIEKTPOJIUTHBIX HapY-
LIEHUH CIIeIYIOLINE:

1. IIpruMeHeHe MOUYETOHHBIX MpernapaToB (IIpeXkae BCEro TUa3UIHBIX

IINYPETUKOB).

2. HTOKCUKALIMS CEPACUYHBIMU TIIMKO3UIAMMU.

3. Octpas u XpoHUYecKas IoYeyHast HeIOCTaTOYHOCTh, B TOM YMCJIE XPO-
HUYECKUN TeMOaUan3.

4. DeKTPOJUTHBIC HAPYILIEHNSI, HEITIOCPEACTBEHHO CBSI3aHHBIE C IIPOBE-
JIEHUEM MCKYCCTBEHHOTO KPOBOOOPAIIICHHS.

5. MaccuBHbIE TeMOTpaHC(PY3UH.

6. XpoHuYecKre MHTOKCUKALIMU: aJIKOTOJIbHAs, HADKOTUYECKAs! 3aBUCH -
MOCTb.

7. TonomaHue, aHOPEKCUs.

IMpuunnoit BCC MoryT OBITH ClienyIole HapyleHUsT 3JIeKTPOIUTHOTO

OanaHca:

1. T'unokanueMus: IpUMEHEHNE MOYETOHHBIX MPEIapaToB, OCIOXHE-
HHE UCKYCCTBEHHOI'O0 KPOBOOOpAIEHNsI, TEMOIMIIOLINS, TUIICPUH -
CYJUHEMMSI, IbIXaTeIbHBIN 1 METa0OJIMIYECKUI aKaa03, aKTUBAILIUSI
PEHUH-aHTUOTEH3UH-aJIbI0CTEPOHOBOM CUCTEMBI.

OcCnoXHEHUS: TIPEACEPIAHBIC U KEIyT0UKOBbIC apUTMUU.

2. lN'mnepxamuemus. Kpome ciryyaeB Imo4eyHOI HEAOCTATOUHOCTH, YPOBEHD
KaJivsi B KPOBU MOXKET MOBBIIIATHCS IPY METAO00IMIECKOM alliI03¢e, TeMO-
JIM3€ ¥ TeMOTJIOOMHYPUY Ha TIOYBE ITephy3MOHHOTO TTOBPEXKICHUS KPOBH,
TpU TeMOTOPAKCE, MAaCCUBHBIX TeMOTpPaHC(hY3USIX, BBEICHUU KaJIUiiCcO-
JiepKalllix MpernaparoB B OOJBIINX 103aX, HATIPUMED, TIPU OOJTIOCHOM
onicTpoM BBeneHuu oonee 10 mutH EJI KanmeBoii coy NeHUIAJUIMHA.
OcoxxHeHUsI: 010KaIbl TPOBEACHUS JIEKTPUUECKOTO UMITYJIbCa, OCTa-
HOBKa Cep/ilia B CUCTOY.

3. l'unomarHueMus: MpUMEHEeHUE TUYPETUKOB, TIepeIMBaHNE OOJIbIINX
KOJIMYECTB IIUTPATHOM KPOBU, MCKYCCTBEHHOE KPOBOOOpaIlleHUE, Kap-
JIMOTOKCUUYECKUi apdeKT anpeHannHa.
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OcnoxHeHus: Mpu AepULIMTe MarHusl KapaAMOMUOLMUTHI B U30BITKE
TepSIIOT KaJIuii, KOTOPbI 3aMelliaeTcsl HaTpueM U BOJOM. DTOT Mpo-
1IeCC MIOHHOTO NKcOaiaHca CYIIECTBEHHO yCYryOssieT UllleMUYecKue
MOBPEXIEHUST KApAUOMUOLIUTOB, & UHOTZIA U caM MO cede onpeaesisieT
OCTaHOBKY cepAeuHO! nesaTebHOCTH Ha hoHe KT Tuna «mupyat».

4. I'unepMarHueMust: ocTpasi ouevyHast HeIoCTaTOUHOCTb C aHypUeid, U30bI-
TOYHOE MapeHTepajibHOE BBEIEeHWE MpernapaToB MarHusi B OpraHu3M.
OcoXXHEHUS: pacCTPOICTBa MPEACePAHO-XKETYIOUKOBOW MPOBOAUMO-
CTH, IIPY KOHLICHTPALIMX MarHus B Tu1a3Me 1o 2,5—3,0 Mmonrs/J1. [Tpy KoH-
LeHTpauu 3,5—4,0 MMOJIB/JT HaCTyIIaeT ITyOOKOEe YTHETEHHE LIEHTPalTb-
HOIT HEpBHOM CHUCTEMbI — TaK Ha3bIBAEMbIN «MarHe3UaJIbHbII HAPKO3».

5. TunepkanabLmeMusi: TUa3UIHbIE TUYPETUKHU, 3T0OKAYE€CTBEHHbIE HOBO-
obpa3zoBaHusl, MpernapaThbl JUTUS, (EOXPOMOLIMTOMA, SHIOKPUHHAS
MaToJIOTUS.

OCJIOXKHEHUSI: XKeJTyI0YKOBbIE apUTMUU, HAPYILIEHUS TPOBOAUMOCTH.

6. I'nnokaabLUeMUs: XpPOHUYECKU I HEKOMIIEHCUPOBAHHBII aJIKAJI03 PU
Pa3IMYHBIX UHTOKCUKALIUSX, 9HIAOKPUHHASI TTaTOJOTHSI, TUTI0AIbOYMU -
HEMMUsI, TUTTOMarHueMusl.

OcnoxHenust: ynHeHue untepsaia QT, KT tumna «nupyat».

Memoduvt npoghusaxkmuxu BCC y nayuenmog co cmpyKmypHo
HOPMAAbHBIM cepouem npu 21eKmposumHoOM ducoarauce
Kaace 1

1. ITpumeHeHue cojieil KaJlusl 1 MarHusl ONpaBAaHO MPH JISYCHUN U ISt
MPOMWIAKTUKY KeJTyT0YKOBBIX apDUTMUIA Y TTALIMEHTOB CO CTPYKTYPHO HOP-
MaJIbHBIM MUOKAPIOM TIPU MIpUeMe TUA3UIHBIX TUYPeTUKOB (B).

2. [TpuMeHeHue cojieit KaJivsi 1 MarHus OlpaBAaHo MpH JIEYCHUN U 1JIst
MPOMWIAKTUKY KeJTyT0YKOBBIX apUTMUIA Y TTALIMEHTOB CO CTPYKTYPHO HOP-
MaJIbHbIM MMOKApPIIOM I10CJIe ONepallMii ¢ MCKYCCTBEHHBIM KpOBOOOpaliie-
HUeM, Ha (poHe 00s13aTe/IbHOI KoppekLuu nokasateneit pH kposu (B).
Kaacc Ila

1. Y nauuneHToB ¢ BepubUIUPOBAHHBIMU YTPOXKAIOIIMMU KU3HU 2KA 1
CTPYKTYPHO HOPMaJTbHBIM CEPALIEM LIEJIECO00Pa3HO MOAIEPXKUBATh YPOBEHD
KaJivsi ChIBOPOTKY KPOBU B uHTepBaje 4,5—5,5 mmoinnb/a (C).

2. [TpuMeHeHue cojieit KaJlisi U MarHus OlpaBAaHo MpH JIEYCHUN U IJIst
MPOMWIAKTUKY KeJTyT0YKOBBIX apUTMUIA Y TTALIMEHTOB CO CTPYKTYPHO HOP-
MaJIbHbIM MMOKAap/IOM MPU MHTOKCUKAIIMY CepACYHBIMU IIMKo3uaamMu (B).
Kaacc I1b

1. ITpumeHeHue cojieit KaJusl U MarHusl ONpaBAaHO MPH JICYCHUN U ISt
MPOMWIAKTUKY KeJTyT0YKOBBIX apDUTMUI Y TTALIMEHTOB CO CTPYKTYPHO HOP-
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MaJIbHBIM MUOKAPIOM IPH OCTPBIX ¥ XPOHMUECKHX aJIKOTOJIbHBIX I HAPKO-
TUYECKUX MHTOKCUKaLuUsIX, aHopekcuu (C).
Kaace ITT

1. IIpuMeHeHMe coyieil KavsT M MarHus He OIPaBIaHO y MAallMeHTOB C
OCTPOi1 M XpOHMYECKOI MTOYEYHOM HeTOCTaTOUHOCTRIO (B).
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X.17. Crparudukanus pucka u npopuiaakruka BCC
Y OTAeJIbHBIX I'PYIII HACeJIeHHUs

X.17.A. BCCy cnopmcmenos

ITo maHHBIM UTATBIHCKUX UccaenoBareneii [1—2], wactota BCC y criop-
TCMEHOB cocTasisteT 2,6 y myxxunH 1 1,1 y xxenmma Ha 100 000 crroprcMeHOB
B TOII, 9TO B 2,4 pa3a BBHIIIIE, YeM Y JIUI] COTIOCTABUMOTO BO3pacTa, He 3aHM-
MAIOIINXCST CITOPTOM peryisipHo. Cpenu (ppaHIy3CKMX CIIOPTCMEHOB CITY-
yay BCC peructpupyores eiie yaie — 6,5 caydaes Ha 100 000 [3]. JaHHbIe
HaunoHanabHOro peructpa BCC croprcmMeHOB Moogoro Bo3pacta B CIIIA
CBUIICTCIIBCTBYIOT O IIporpeccuBHOM yBenmdeHU BCC B TeueHIE TTOCTIeTHUX
2,5 necatunernii B cpeaHeM Ha 6% B ron [4]. B Hacrosiiee BpeMs B Poccun
TOMO0OHBIC CTATUCTUIECKIE OTYCTBI OTCYTCTBYIOT.
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Hawub6onee yuacto BCC peructpupyercs y aull, pogecCuoHaIbHO 3aHU-
Maromuxcst pyrooaom (ot 30% mo 40% Beex ciaygaeB BCC B criopTe B cTpa-
Hax Eponbl u CIIIA). C Heckonbko MeHblIel yactoroli BCC BbIsBIS-
ercsl B 6ackeTOoJsie, BeJIOTOHKAaX U B KOHTAKTHbIX Buaax crnopta [1, 2].
ITpocnexuBaercs orueTiuBas B3aumMocBsizsb BCC B cropTe ¢ reHaepHbIM
Mpu3HakKoM — Gojiee 90% ymepLIMx BHE3AIHO CIIOPTCMEHOB — MYKUYUHBI,
a Takke yBennueHue yactoTbl BCC ¢ BospacToMm [1, 5, 6]. Takum oGpaszom,
OCHOBHbIMU (pakTopamu prucka BCC y crmopTCMeHOB SIBISIIOTCSI BO3pacT,
MY>KCKO ITOJT U MTHTEHCUBHOCTDH (PU3NIYECKUX HArpy30K.

Cambimu yacteivu ipuanHaMy BCC y MOJIOIBIX CITOPTCMEHOB SIBJISTIOTCST
HacJIeICTBEHHbIE apUTMOTEHHBIE 3a00JIeBaHUsI (KapAMOMKOIIaTUHI 1 KaHaJIO-
natun) u UbC (BpoxxaeHHast WK MpuoOpeTeHHasi). Y MOJIOIbIX JTUIL OCHOB-
HbIMU TipuunHamMu siBisitorcss KMIT u kaHanonatuu, Torna Kak 1mo Mepe
YBEJIMYEHUS BO3pacTa 3HAYUTEIbHO Bo3pacTaeT posib MBbC Kak mpu4yuHbI
BHe3arnHoil cmepTu [7]. B AMeprKaHCKOM HallMOHAJIbHOM PETUCTPE BHE-
3alHOM CMEPTU CPelu CIIOPTCMEHOB, KOTOPBIH ObLT opraHu3oBaH B 1980-x
rogax B Muctutyte Cepaua r. MuHHeamnosuca, cpeid CiopTCMEHOB B BO3-
pacte Mosoxe 40 et 6n110 3adukcupoBaHo 1866 ciyyaes BCC. I1pu aToM
TOJIbKO 36% Bcex cliydaeB BHE3aIMHOM CMEPTH ObUTHM CBSI3aHBI C TMTOATBEPK-
neHHpiMU CC3, 13 KOTOpBIX caMbIMK YacThiMu Obut [ KMIT (36%), Bpox-
JICHHbIC aHOMAaJIMU KOpOoHapHbIX aptepuii (17%), Muokapaut (6%), AITIK
(4%) v kananonatuu (3,6%) [8]. BMecTe ¢ TeM, BRICKA3bIBAIOTCSI COMHEHUS
B MpaBOMOYHOCTU mocTaHoBKU nuarHo3za 'KMII Bo Bcex ciayyasix oOHa-
PYXeHUsI Ha CeKIIMM yMEepIINUX CIIOPTCMEHOB BBIPAXXEHHOU TUTepTpodun
JIK [1, 9]. HekoTopbiMU OTeUeCTBEHHBIMM aBTOpaMU TpeiaraeTcs Tep-
MMH KOMITEHCATOPHO-TUTIepTpoduIecKas CTpeccopHasi KapaIroMUOIIaTHsI,
OCHOBHbIM oTin4yueM kotopoil or 'KMII sgBisiercss obpaTHasi AMHaAMUKA
Maccel Muokapaa JIZK mocie npekpaiteHust puznyeckux Harpy3ok [9]. Tlpu
3TOM 0YEBUIHO, uTo Hayimuue ['JIK y cioprcMeHa siBiisieTcst HeOJ1arornpusiT-
HBIM MporHoctuyeckum daxkropom pazputust BCC.

B uTanbsiHCKOM TTPOCTIEKTUBHOM KOTOPTHOM MCCJIEIOBAHUU, BKITIOYNB-
1IeM JIMII, 3aHSITBIX B COPEBHOBATEIbHBIX BUAAX CIIOPTA, OBLIO TOKA3aHo,
4YTO Y CIIOPTCMEHOB MojioxXe 35 jeT camoii yactoil mpuunHoit BCC sBnsi-
ercst AJITTXK (24%), nanee UBC aTepockieporndeckoro reHesa (20%), aHo-
MaJIbHOE OTXOXIIeHNe KOpOHapHBIX apTepuii (14%) v rpoJiarc MUTPaIbHOTO
xinanaHa (12%) [10]. Cpeau criopTcMeHOB 36 JIeT 1 cTapiie 00Jiee MOJOBUHbI
cayyaeB BCC cBsazano ¢ UBC [7].

IMporno3zupoBanne BCC B criopre siBisieTCsl Ype3BbIYAiHO TPYIHOM
3amaveii, MocKogbKy okosio 80% Jull, yMepIIuX BHE3alMHO, He TPeIbsiB-
JISUTA KaKUX-JTM00 Kaiob HaKaHyHe CMEPTH, a BaHAMHe3€e Y HUX OTCYTCTBO-
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Banu ykazaHus Ha BCC y poactBeHHUKOB [1, 6]. Tem He MeHee, B HEKO-
Topbix ctpaHax EBponbl 1 CHIA mpeano)eHOo HECKOJIbKO MPOTOKOJOB
st npopunaktuku BCC y cmopTcMeHOB, BKJIIOYAIOUIUX B ce0sl JaHHbIE
cOopa xKajnob, aHaMHe3a, B TOM Uuciie ceMeiHoro, ¢hu3nKaabHOro ooce-
JIOBaHMUSI, @ TAKXKE B HEKOTOPBIX CTPaHAX — MHCTPYMEHTATbHbBIX UCCIEI0-
Bauuii, Bkimodass DKI u/unm DxoKI'. B UTanun BBeaeHME TAaKOTO TIPOTO-
KoJia mo3BoJinao cHU3UTh yacToTy BCCy crioptecmeHnoB ¢ 1980-x mo 2000-e
roael B 3,5—5pa3 [11].

B 2011 r. B Poccuu onyonukoBaHbl niepsble HanloHanbHble peKOMEH-
JALUY 1O AOMYCKY CIIOPTCMEHOB C OTKJIOHEHUSIMU CO CTOPOHBI CepeYHO-
COCYAUCTON CUCTEMbI K TPEHUPOBOYHO-COPEBHOBATEILHOMY IMPOLECCY
[12]. B Hux mpennaraetcs 2-3TamHblif aITOPUTM CKPUHUHTA CIIOPTCMEHA ¢
LIeJIbIO PellIeHUs BOMIPOca O AOMYCKE K 3aHATUSM CIOpPTOM: 1) aHanmu3 naH-
HBIX aHaMHe3a, ocMoTpa U 12-kaHanpHoil OKI'; 2) yriybaeHHOe MeTUIIH -
ckoe obciienoBaHue (MpU OTSATOILIEHHOM CEMETHOM aHaMHe3€e, CUMIITOMaXx,
MaToJOTUU Mpu ocMoTpe Wi uaMeHeHusix Ha DKI', He cBSI3aHHBIX ¢ Tpe-
HUPOBOYHBIM MPOLECCOM).

OTaeabHOTO BHUMAHUS TPeOYyeT BOMPOC O MPUHSTUU PEILIEHUS MO AOMY-
CKY K 3aHSTHUSIM CIIOPTOM B CJlyyae BbISIBJICHUS TOW WM WHOM MaTOJOTUU
CCC. JaHHbIii pa3aes BBIXOAUT 3a paMKW HACTOSIILIETO JOKYMEHTA, OH IO/ -
po6HO paccMoTpeH B HallmoHalbHBIX peKOMEHIAIMsIX Mo JOMYCKY CIOop-
TCMEHOB C OTKJIOHEHUSIMU CO CTOPOHBI CEPACYHO-COCYIUCTON CUCTEMbI K
TPEHUPOBOYHO-COPEBHOBATEIbHOMY Tpoleccy [12].

Onyo6arKoBaHbI TakXe pekoMeHaalnuu EBporeiickoii accouranuu mno
npodpunaktuke CC3 u peadbunurtanuu (EACPR) no kapauojsornyeckomy
CKPUHUHTY U ONIPEEICHUIO YPOBHS (DU3UUECKOI HATPY3KU JULL CPETHET0 U
MOXUJIOTO BO3pacTa, 3aHSIThIX JIIOOUTEIbCKUMU BUAaMU criopTa [13].

Crenyer OTMETUTh BaXXHOCTb OOYYEHMSI TPEHEPOB U TMepcoHala CIop-
TUBHBIX LIEHTPOB NEUCTBUSIM B ClIydyae SKCTPEHHbIX CUTyallUuid, TpOBee-
HUIO CepACUYHO-JIErOYHOI peaHUMAIIMU U UCTIOIb30BaHUIO aBTOMATUUYECKUX
HapyXHbIX 1eduopuuisatopos [13, 14].

Pexomenoauyuu no npoghunaxmuxe BCC: cnopmcmeruol

Kaace 1

1. 'Y cmopTcMeHOB peKOMEHAYeTCs TIIATeIbHbII COOp aHAMHE3a C LENbI0
BoIsIBIeHUS (hoHOBOI natojioru CCC, HapylIeHU puTMa, CUHKOMAJIbHBIX
snu3on0B uau ciydyaeB BCC B cembe (C).

2. Ilpu BuisiBAeHUU u3MeHeHuit DKI', mMo3BoNSIOMIMX MPEATOJ0XUTh
HaJIMyMe CTPYKTYPHOM IAaTOJIOIMU CepAlla, PEKOMEHI0BAHO BBLIIIOJHEHUE

9x0oKTI n/unu MPT cepana. (C).
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Kaacce Ila

1. Y MONOIBIX CIIOPTCMEHOB C IIeJIbI0 CKPWMHMHTA Tepe]; COPEBHOBAaHM -
SIMU PEKOMEH/IOBAHO TIIATeIbHOE (PU3MKATbHOE 00CIeI0BaHNe U PETUCTpa-
s DKI nokost (C).

2. JInaM cpelHeTo Bo3pacTa, IPUHUMAOIINM yJacTHe B BBICOKOMHTEH-
CHBHBIX CHJIOBBIX TPEHUPOBKAX, C IIeJIbI0 CKPUHUHTA CJIEIyeT IPOBOIUTH
¢du3uKaabHOE 00CIeI0BaHUE C OLIEHKOM XKajl00 U JaHHbIX aHaMHe3a, perv-
crpauuio DKI nokos u onpenenenue pucka mo mkaie SCORE (C).

3. CnenyeT NpoBOAUTH OOyUeHUE MepcoHaia, MPUHUMAIOLIEro y4acTue B
OpraHu3allly CIIOPTUBHBIX COPEBHOBAHMI, HABBIKAM CEPICUYHO-JIETOTHOM
peaHUMaIIUH Y ITPaBUILHOMY MCITOJIb30BAaHUIO AaBTOMATUYECKIX HAPYKHBIX
nepuopusitopon (C).
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X.17.b. Cmpamughukayun puca u npogpunaxkmuxa BCC
Y ROMCUTIBIX NAYUEHMO8

YacroTa BHe3amnHolt cepreuHoit cMeptu (BCC) yBennuuBaeTcsl ¢ BO3-
pacToM BHE 3aBUCMMOCTH OT I10JIa, PACOBOM MPUHAIJIC)KHOCTH MalieHTa. B
CHIA exeronnas Bctpedaemocth BCC B nonynsitimu 50-1eTHero Bo3pacra
cocrasiisgeT 100 yenoBek Ha 100 000 HaceneHus. B monmyasiiiuu malueHTOB
crapiue 75 net yactota BCC B 8 (!) pa3 Boilue u cocranisieT 800 ciyyaeB Ha
100 000 Hacenenwus [1].

K BeicokoMy prcky BCC B moXuaoM 1 cTapueckKoM Bo3pacTe Tpeapac-
MoJIaraloT CJeIYIOIINe MOMEHTHI:

* 83% MyxuuH n 87,1% XeHmuH ctapiie 80 JIeT UMEIOT KaKue-JInoo

CepIeYHO-COCYIUCThIE 3a00JIeBaHNSI;

* pucku BCC y manueHToB, nepeHeciimx uHbapkT Muokapaa (MM) B
4—6 pa3 BbIIE, YeM B ob1ei momyssmuy [2]. Cama ke 3a00J1eBaeMOCTh
MM Ttaxcke 3HaUUTEBHO YBEIMYMBACTCS C BO3PACTOM: CPEIHUI BO3-
pact GOJIbHBIX C BIIEpBbIe BOBHUKIIIUMU cTeHOKapaueii/ UM — 64,7 et
JUJTSI MY>KYUH 1 72,2 Toaa 115 )KeHILIWH;

* 0COOEHHOCTU (DYHKIIMOHMPOBAHUST OpraHU3Ma Y OO0JIBHBIX MOKUIIOTO
M CTapYeCcKOro BO3pacTa: CHIKeHHe (DYHKIIMK TTOYeK U TIeUeHH;

* TIOJIMMOPOMITHOCTh, MHOXECTBEHHBIE JIeKapCTBEHHbIE B3aMMOICCTBUS
IPY MHOTOKOMITOHEHTHOM TepaItiy pa3InIHbIX 3a001eBaHUIA.

B HacTosiuiit MOMEHT HET OTHEIbHBIX MOKA3aHW UTST UMTIUTAaHTAlluN
MKy noxwnbix maimentoB. Mmrutantanust MK He mokas3aHa maiueHTamMm
C OXXKMJaeMOi MPOJOIKUTEbHOCTBIO XX1M3HU MeHee 1 roaa [3]. B uccnenona-
Hun MADIT II 6b110 mokazaHo, 4yto 3¢ dekTuBHOCTb MpuMeHeHust MK y
OOJILHBIX IO W CTapIiie 75 JIeT He OTJIMYajiach OT TAKOBOU y 6oJiee MOJIOIBIX
nauueHToB. OgHAaKO MeTa-aHaau3 5 HauboJiee KPYIMHbIX UCCAEIOBAaHUN He
BBISIBUJI peuMyliecTB oT uMmiutanTaruu MK/ B aHHOI rpyIimne G0JbHbIX.
[Tpu 3TOM CEIYET OTMETUTD, YTO YACTOTA OCIOKHEHUI CaMOii TTPOIIeTyPhI
nmiutanTany MK/ He oTyiMyaiach B rpyIine OT TAKOBO# B 00111 BBIOOPKE.
CrnemoBaTeIbHO, BO3PACT CaM IT0 ce0e He MOXKET SIBJISITHCS TTPETISITCTBUEM JIIST
nmiutanTaiu MK, TTockoibKy cTaTUCTUYECKH TOCTOBEPHBIE TIPEUMYIIIE-
ctBa ot uMIianTanyu MKJI mpociexxuBaroTcs JUIb yepes 1 Toj1 mocie ore-
palru, TO ee He CJIeyeT BBITIOIHSITh, €CJIN OXKKUIaeMast IIPOIOJIKUTEIbHOCTh
>KU3HU TTaliMeHTa MeHee 1 roma. B 9Toii ¢BsI3u, BakHeiiIee 3HaYUeHUE MPH-
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o0peTaeT olleHKa TeX (haKTOPOB, KOTOPbIE MOTYT 3HAUUTEIbHO YMEHBIINUTD
MPOAOJKUTETbHOCTD XU3HU MallMeHTa.

3nech caenyet 4eTko moHuMarth, uto MKJI cnocobeH mpenoTBpaliaTh
BCC, HO He MOXET CHUXXaThb CMEPTHOCTb OT APYTrUX Npu4uH. Peub umert o
CUTYaLMSIX BBIPAXKEHHOU MTOJIMMOPOUIHOCTH U CTAPUYECKON acTeHUHU (XPYTI-
KOCTU) y MAlIMEHTOB MOXWJIOTO 1 CTapuecKoro Bo3pacta. [1pu aToM Heornpas-
naHHast moctaHoBka MKJI mamueHTy ¢ TepMUHAIBHBIM CTaTyCOM, MOXET
MOBJIEYb 32 COOOI TONTYI0 U MyYUTETbHYIO CMEPTh 00JbHOIO C MHOTOKPATHO
MOBTOPSIOIIUMUCS SMU30JaMU HEHYXXKHOU Aebudbpwiisaiuuu. B pekomenaa-
LUSIX AMEPUKAHCKOIN accoliMaliMi KaparOoJOrOB COAEPXKUTCS yKazaHUEe Ha
BO3MOXHOCTb OTKJIIOUEHUS JIEKTPOJIOB yxKe uMIianTupoBaHHoro MKJI y
TaKMX MAlMEHTOB IOCJe MPeIBapUTeIbHOIO KOHCUIUYMa C BOBJICUEHUEM
nauueHTa U ero poacTBeHHUKOB [ 10—14].

TTacnopTHBI BO3pacT Kak (pakTop prcKa He MOXKET B IMOJHOU Mepe oTpa-
>KaTh FeTEPOreHHYIO TPYITNY MalMeHTOB MOXWJIOro Bo3pacta. [1poliecc cta-
peHUs OpraHu3Ma caM 1o cede SaBisgeTcs GakTopoM, MPUBOASIINAM K YCKO-
PEHMIO HEOJIArONMPUSITHBIX TATOTEHETUYECKUX MEXaHU3MOB Pa3BUTHSI 3200~
nesaHuit [4, 5]. [TaumeHTHI MOXMUIIOTO BO3pacTa MpeACcTaBIsIIoT cO00il 0co-
Oy10 TpyIITy OOTBHBIX, HYXKIAIOITUXCS B CIIEIMATM3MPOBAHHOM repraTpuye-
CKOI1 TMarHOCTUKE JJIsl TPUHSITUST KIMHUYECKUX pellieHuid. B olieHKe prckoB
3[I0POBBIO Y MALIMEHTOB MOXWJIOTO BO3pacTa Bce 60blIee pacIpOCTPaHEHUE
MpruoGpeTaeT KOHIEMIUS CTapYeCKOM acTeHUH [4—6]. DTOT Moaxo KpaiiHe
BaXXeH U y OOJIbHBIX ¢ BICOKUM pruckoMm BCC.

Crapueckasi acTeHUSI MPEACTaBIsIeT CUHAPOM, OTIpeNesieMblil HATUUYUeM
CJIeYIOIIUX CUMIITOMOB: TIOTEPs BeCa — CApKOIEHM S, CHUXKEHUE CUJTbI MBI
KWCTH TTPU U3MEPEHUM TUHAMOMETPOM, BBIPasKeHHAsI yTOMIISIEMOCTb (HE00-
XOIMMOCTD BBITIOJTHSATH TTOBCETHEBHYIO aKTUBHOCTD C YCWJIMEM ), CHYDKEHUE
CKOPOCTU NEPENBUKEHUS, 3HAUYUTETbHOE CHUXEHUE (PU3NUECKON aKTUBHO-
ctu. [1pu Hamuumu Tpex u 60ee CUMIITOMOB UMEET MECTO CTapueckKasi acTe-
HUs, OTHOTO UJIU ABYX — cTapueckas rnpeacteHust. Ctapyeckast acTeHUs Mpu
XCH B 6—7,5 pa3 yaiiie, ueM B OOLLEI ITOITY/ISLIMM ITOXUJIBIX OOJIbHBIX 1 3HA-
YUTEJIBHO OTATOIIAET MPOTHO3 TAKUX MAIIMEHTOB, YMEHbIIIAasi UX BbDKUBAC-
MocTb [7—9]. BMecTe ¢ Tem, Ha CeroaHsIIIHUI IeHb HET YHU(DULIMPOBAHHOTO
MOJXO0/1a B OTHOLIEHUY CTAPUECKO aCTEHUU U MPEIoaaraeMoi mpoao K-
TEJTBbHOCTH KU3HU TAKUX MAIIMEHTOB.

J7s1 TpUHSATHUST COOTBETCTBYIOLLETO PEIIeHUS 11e1eCO00pa3HO NCIOJIb30-
BaTh KPUTEPUU TEPMUHATBLHOTO cepaeyHoro 3adoneBaHus T.H. CARING-
KpUTepUU: pak (cancer), 2 u 6osee eocnumanu3ayuy 6 cMmayuoHap 3a 200
(admissions >2); npebviearue 6 xocnuce (residence in a nursing home), npeowi-
8aHue 6 610Ke unmeHcusHol mepanuu (intensive care unit admit with multiorgan
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failure), naauuue 2 u 6onee Hepakoewvix 3a00.1e6aHULl, MPEOVIOUUX NOCIOPOH-
Heeo yxo0a 3a nayuenmom ( >2 non-cancer hospice Guidelines) [15] wiu Kkpute-
pun TepMHUHaNIBbHOM cepreyHoit HerocratrouHoct NHO (National Hospice
Organization): IV @K XCH, necmompsi Ha onmumanvHyo MeouKameHmosHyio
mepanuio; DB < 20%; He603M0NCHOCMb KOHMPOS 34 APUMMUIMU C ROMOULBIO
NeKapCmeeHHOl mepanuu; cepoeyHo-1e204Has peaHuMayus 6 aHamHese; CUH-
KOnanvHoe cocmosHue 8 aHamuese; IM00AulU U3 nosocmeti cepoya 8 aHamHese;
BUY-ungpexyus.

Kpurepun NHO otianyaroTcsi BBICOKOI 4YBCTBUTEIbHOCTBIO U CITELIU-
(OUYHOCTBIO B OTHOIIIEHUHM CMEPTH B TedeHUe Oivkaiiiero roma (1 gaxe 6
Mec.) Kpome Toro, B oTaIMume OT Ipyrux Mojeseit onpeaesieHus TepMUHab-
HOTO COCTOSIHUSI, OHU pa3paboTaHbl CIIEIMAIbLHO ISl TTAIIMEHTOB ¢ Kap/Iu-
aJibHOI matoJiorueit [15].

Pexomenoayuu no cmpamuguxauyuu pucka u npogpusakmuxe BCC

Kaace 1

1. IMoxunbie nauueHThl ¢ 2KA TOIKHBI JIGUUTHCS, KaK TTPaBUJIO, TAaKXKe,
KakK ¥ 00JIbHbIE MOJIOIOTO BO3pacTa. DTO MoapasyMeBaeT, YTo CTpaTuduKa-
s pucka u npogunaktuka BCC y moxXubIx MalieHTOB OCYIIECTBIISIETCS
Ha OCHOBaHWM BBISIBJICHUSI OCHOBHBIX M BTOPOCTEIIEHHBIX (DAKTOPOB PUCKa.
IIpoBenenue npodpunakTuky BCC BKIIOUaeT B TOM YuC/e, UMITJIAHTALIMIO
MKJI n DKC namueHTaMm, KOTOphIE MOJYyYaloT JIUTEIbHYIO ONTUMAaIbHYIO
JIEKapCTBEHHYIO TepaIlnio, ¢ XOpOoIIUM (pYyHKIIMOHAIbHBIM CTaTycoOM™ 1 GJ1a-
TOIPUSITHBIM MPOTHO30M BbIKMBAEeMOCTH B TeueHue roaa u ooisee (C).

2. BceM manueHTaM MOXMJIOTO BO3pacTa CeayeT peKOMeHI0BaTh OTKa-
3aThCsl OT KypeHMSI U 3710yINoTpedaeHus ankorojieM (B).

3. beta-anpeHo6noxatopsl (A). HeOuBo10g MMeeT HauOOJIbIIYIO TOKa3a-
TeJbHYIO 0a3y cpenu nmauueHToB ctapuie 70 et (B).

4. uAT1® (paMunpuI, SHAJIATIPWI, IEPUHIOIIPIIT, TPAHIOJIATIPHI) Y TTOXKK -
JIBIX TALIMEHTOB ¢ cuctoandeckoi nuchyukuueit JIZK appekTnBHO TpeaoT-
BpamaiT BCC (B).

5. nATI® (nmpecTapuyM NOXWIBIM MoJtoxke 70 JIeT U paMUIIpUT — 6€3 BO3-
PACTHBIX OTpaHUYEHUIA) Y MALMEHTOB ¢ coxpaHHoi ®B. Bo3aMoxkHOCTH Ipy-
rux MAII® B 3TOi1 KaTeropuu NalyMeHTOB Ha CErOAHSIIHUIA IeHb HE U3Y-
yeHbl (B).

6. APA 11 moryT ncnoyib3oBaThcs Kak ajnbrepHatnsa HAIT® nipu Herepe-
HocUMOCTU nocaeaHux mjist mpodunaktuku BCC y moXubIX MalieHTOB.

7. I1pu cobnroaeHUM MpaBUJILHOTO OTOOpA MalIMEHTOB (MCXOAHO HOpMaJlb-
HBIX YPOBHSIX Kajivsl, KpeaTUHWHA KPOBH), N100ABAEHUE CIIMPOHOJIAKTOHA,/
smepeHoHa K MATID, B-agpeHobmokaropaM 3PHEKTUBHO CHIKAET BEPOSIT-
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Hoctb BCC y moxuisix iuir ¢ XCH ITI-1V @K ¢ cucronnueckoit nuchyHK-
uueit Muokapna JIZK. ITpu 3ToM 311IepeHOH TOCTOBEPHO YJIy4IaeT MPOrHO3
Takxe 1y 6oibHbIX co II DK XCH (A).

8. [IpuMeHeHue alleTUICATULIMIOBOM KUCIOTHI B 103ax 75—100 mMr moka-
3aHO BceM nanueHTaMm ¢ MUbC BHe 3aBUCMMOCTH OT BO3pacTa WM NaleHTaM
C BBICOKMM KapAMOBaCKYJISIPHBIM pUcKoM He ctapiie 70 jeT (A).

9. CratuHbl 1okas3aHbl BceM nanueHTam ¢ MBC win BICOKUM Kapauo-
BACKYJISIDHBIM PUCKOM BHE 3aBUCMMOCTHU OT Bo3pacTta (B).

10. ITpu OTCYTCTBUM MPOTUBOMOKA3aHUN K (3-aapeHobJoKaTOpaM U
BbicokoM pucke BCC BO3MOXHO MpUMeHEHHEe aMUOJapoOHa BMeCTe C
[-agpeHoO0KaTOPOM 1sT MPODUIAKTUKY apUTMUUECKONM CMEPTHU y Talu-
€HTOB C UMEIOIIMMMUCS KeJTyTOYKOBBIMY HapyllIeHUsIMU puTMa cepaiia (B).

11. To3upoBku u moadop a03 AAIT 1oKHBI ObITh CKOPPEKTUPOBAHBI C
YY4eTOM U3MEHEHHOU (hapMaKOKUHETUKHU Y TTOXKUIbIX manueHToB (C).
Kaacc Ila

1. ITpumenenune omera-3-ITHXKK sBnsiercs 6e3omacHbiM. OqHaKoO MX
abdekTuBHOCTH B podwmnaktuke BCCy manmeHToB ctapiie 70 jieT TpedyeT
JOIMOJTHUTEBHOTO MOATBEPXKIECHUS B KIMHUYeCKUX ucciaeaoBaHusix (C).

2. Bo3dmoxHo ucnosb3oBath APA I HermocpeacTBEHHO KaK CTapTOBBIN
npenapar s 6;1okansel PAAC (6e3 mpenBapuTebHOro HazHadeHnsT HATTD)
(©).

Kaace ITT

1. ITpoenenue MKJI-Tepanuu y mauMeHTOB C MIPOTHO3UPYEMOM ITPOA0II-
SKUTEJIbHOCTBIO XKU3HU MEHee rofia BCJeICTBUE OCHOBHBIX U COMMYTCTBYIOLIAX
3abosieBaHuit HeuenecooobpasHo (C).

2. AAII I kitacca He TOXKHBI Ha3HAYaThCs TTOXKUIIBIM MallMeHTaM C opra-
HUYeCKMMMU 3a00JieBaHUSIMU cepana (A).

3. He crenyer couerats APA ¢ uATI®. [Togo6HOE coueTaHre yBEIUIM -
BaeT YMCcI0 MOOOUYHBIX 9 (HEKTOB, HE aBasi KAKUX-JTU00 TeparneBTUYECKUX
npeumyiects (B).
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X.17.B. Cmpamuguxayun pucka u npogpunaxmuxa BCC
Y RAUUEeHmoe nociie MpancnaIaHmMmayuu cepoya

B HacTtosiiee BpeMs He CylecTByeT opuiiMaibHOM HHGOPMALIMU OTHO-
cuTesibHO pacrpoctpaHeHHocTH BCC y mauMeHTOB 1ocJie TpaHCIlaHTauuu
cepaiia B LIEHTPaTIbHOM 6a3e cTaTucTUIecKrX naHHbIX DenepanbHOM CITy>KObI
rocymapctBeHHoOM ctatuctuku PD [1], TakKe, KaK U TTPOCITEKTUBHBIX OTE-
YECTBEHHbIX U 3apYOEXXHBIX MccefoBaHUI. JIaHHbIE TUTEPATYPhl O YACTOTE
BCC nocie TpaHCIUIaHTaLIMY CEPALIA, TOTYYEHHBIE B XO/1€ SMUIEMUOIOTNYE-
ckux uccinenonanuii B CIIA u ctpaHax EBpornibl, KpaitHe pa3HsITCs ¢ Bapra-
TUBHOCTBIO OT 0,5 10 50% [2—9], 4TO 0OBSICHSIETCS HE TOJIBKO BO3MOXKHBIMU
MOTPEIIHOCTAMU HaOII0OAaTeIbHBIX, PETPOCIIEKTUBHBIX MUAEMUOJIOTNYE-
CKMX UCCENOBAaHUI, HO U pa3UuUeM B UHTEPIPETalUsIX CPOKOB U Aedu-
Huuuiit BCC pasubsimu aBropamu. Tak, E.Y. Birati u coast. [10] aeTepmuHu-
pytoiium BCC BpeMeHeM cUuTaiu CMepTh, HACTYITUBLIYIO MTOCTIE MOSIBIIE-
HUS HOBBIX CUMIITOMOB B TeUeHMEe 24 4acoB, UTO CYIIECTBEHHO OTIMYaeTCs
ot MmHeHus 3KkcrepToB ESC, PKO, AHA/ACC, noctymupytomunx BCC kak
CMepTh BO BDEMEHHOM UHTepBaJie B TEUSHUE Yaca OT MOSIBJICHUSI CUMIITTOMOB
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nectabunuzauuu coctosiHus [ 11—13]. Kpurepuu BKIIOYEHUS M UCKITIOUEHUST
MalMeHTOB U3 UCCJIEIOBAHUST BAPbUPYIOT OT OMHOM Heaeau, b0 Mecsia
MOCJIe OTIepaIy 0 IIECTH MECSIIeB MOCTTPAHCTUIAHTAIIMOHHOTO MIepUo/a,
Psil aBTOPOB BKJIIOYAIM B BBIOOPKY Beex nmaiueHToB ¢ BCC He3aBUCHMO OT
BpeMeHH, Tpolealiero nocjie onepamuu [4—10].

Okcneptsl ESC B 2015 roay akileHTUPYIOT BHUMaHUE Ha TOCTaTOYHO
Beicokoii yactrore BCC nocie TpaHCIJIaHTaLMU CEP/ILIA, CChLIasCh HA OTHO-
CUTEJTbHO HEOOJIbIIINE NaBHUE UCCIIeI0BaHUSI, B KOTOPBIX PETMCTPUpPOBaHa
BCC cuacrotoii 6osiee 10%. B yacTHOCTH, yITOMUHAETCST pETPOCTIEKTUBHBII
aHanu3 ouonrtatoB 74 ymepiuux B iepuos ¢ 1984 mo 2002 roa peliunueHToB
cepaua, cpeau Kotropeix BCC koHcTaTnpoBaHay 37% [3]. HemaBHo ommy6.1m-
KOBaHbBI Pe3yJIbTaThl KPYITHOTO MHOTOLIEHTPOBOTO PETPOCIIEKTUBHOTO HCCIIe-
JIOBaHUS TIPUYMH, TIPEIUKTOPOB U BPEMEHHBIX TPEHIOB YaCTOTHI BCTpeva-
emoct BCC y nalimeHToB ¢ TpaHCIIJIaHTUPOBAHHBIM CEep/LIEM 3a MEPUO/I, C
1987 o 2012 rogwi [ 14]. AHANM3UPOBATUCH TAHHbBIE MEAULIMHCKON TOKYMEH-
Tauu 6osee 37 Thicsay mameHToB U3 UNOS-peructpa. B TeueHue mectu
JieT ymepsiu 46% peluMImMeHTOB, BHe3amHast CMepTh KOHCTaTUpoBaHa B 9,6%
caydasx. Bospact peuunuenta (OP 0,90, 95% AU 0,86—0,95, P <0,0001) u
eBponeountas paca (OP 0,61, 95% AU 0,54—0,69, P <0,0001) koppeaupo-
BaJin co cHxeHneM pucka BCC, B To BpeMsi KaK OTTOpXKeHHUe TpaHCILIaH-
tata (OP 1,51, 95% AU 1,35—1,70, P <0,0001), Bo3pact nonopa (OP 1,17,
95% OA 1,13—1,23, P <0,0001) u cHuxXeHue Ppakliy BEIOpOCA JIEBOTO
xkenynouka <40% (OP 3,67,95% AU 3,23—4,17, P <0,0001) ssBuuch 3Ha-
yuMbIMU NipeaukTopamu pa3sutus BCC. B npoTtuBoBec BbIBOAAM U3 3TOTO
perucTpa o B3aMMOCBSI31 HU3KOU COKPaTUMOCTH JieBoro xkenynouka ¢ BCC,
B 6ojiee mo3nHeM uccienoBaHuu E.Y. Birati u coaBT. mpulliM K 3aKI04e-
HUto 00 orcyrcTBuM BiusHust OB Ha prckn BCC y pellMITMeHTOB cepaiia
[10]. K3 11 ymepux ¢ @B <35% Tobko y 2 nauueHToB (18%) 3adukcupo-
BaHa BHe3aITHasi CMEPTh, YTO CYIIECTBEHHO MEHbBIIIE B CPaBHEHUM C 9 ymep-
M BHe3armHo 13 29 (31%) ¢ @B >35%. B uenoM, aBTOpBI TOATBEPAIN
0oJiee BLICOKHMIA YPOBEHb CMEPTHOCTH y pelunueHToB ¢ @B <35%, onHako
B otHomeHuu BCC cnesaH BEIBOI 00 OTCYTCTBUM B3aMMOCBSI3M MEXTY CHU-
>)keHHoU DB U MoBbIIIEHNEM pUCKa BHE3AIMTHOM CEPAeYHON CMEPTH TTOCIIe
TpaHCIIaHTaIMK cep/aia. He3aBuCMMOCTb YaCTOThI apUTMUIA, ITIPEXIE BCETO
GUOPUILISTINY XeTyTOUYKOB, OT COKPATUMOCTH MTOKa3aHa TaKKe MCClie0Ba-
TEJISIMU B PETPOCTIEKTUBHOM aHAJIM3€ MEAMITMHCKOM TOKyMEHTAIIMU 1 3aTTH -
celi BCKPBITHS 257 yMepIIuX NMalleHTOB ¢ TPAaHCTUIAHTUPOBAHHBIM CepJi-
uem [4]. HecMoTpst Ha TO, YTO y OOJIBIIMHCTBA U3 HUX JOKYMEHTUpPOBaHA
®B <50%, 10CTOBEPHOTO PA3INYMS MO YUCTY MOTEHIIMAIBHO (haTaTbHBIX
apUTMUI He OOHAPYXXEHO B CPABHEHUU C PELIUTTUEHTAMM C TOKYMEHTUPO-
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BaHHoit ®B> 50%. Xopoio uszBectHo cHikeHue MU neBoro xenynouka
KaK He3aBUCHUMOTO MPEAUKTOpa O0LIE, CEPAeYHO-COCYIUCTON U apUTMU -
YecKOoW CMEPTHOCTU B 0011l monyasuuu. JlaHHOe MoJoKeHUe MOATBEePK-
JIEHO KaK pe3yabTaTaMU 3MUIEMUOJOTMYECKUX JAaHHBIX, TAK U pe3yJibTaTaMUu
HCClIe0OBaHUA, MOCBIIIEHHBIX olieHKe 3dexkTuBHOCTM MK/ B OTHOWIE-
HUU TIepBUYHOI U BTopuuHOU npodunaktuku BCC, BO MHOTMX U3 KOTO-
PBIX OJHUM U3 KPUTEPUEB BKIIOUEHUS SIBJISLIACH CUCTOJIMYECKas NUChHYHK-
uus [11, 15—17]. TTo-BuauMomy, Ha COBPEMEHHOM 3Tare 3HaHUIi O TeHe3e
BCC y naimeHTOB nocjie TpaHCIUIaHTallMK Cep/lia OTCYTCTBUE 3HAUMMBbIX
koppensmii Mmexxny @H m yactoroit BCC saBisteTcss TOMMHUPYIOIITAM OTII -
YKUeM OT OOLIEH MOMYISLINU.

Y nauueHToB ¢ TpaHCIUIAHTUPOBAHHBIM CEPALIEM HIMPOKO 00CYXKIaeTcs
Bompoc aucbanaHca GyHKIUMOHUPOBAHUS OTAEJIOB BEreTaTUBHON HEPBHOM
CUCTEeMbI KaK 3HaUMMOTo (hakTopa pa3BUTUS DaTaIbHbIX ApUTMUIA U, COOT-
BETCTBEHHO, BHe3amHou cepaeuHoit cMeptu [18-22]. Chang HY u coaBTopbI
[5] nponeMoHcTpupoBanu 3HauuMocTh Bhicokoit HCC kak npennkropa BCC
y NalMEeHTOB B MTOKOE, He OOHAPYKUB CBSI3U C 0a3aJIbHBIM U CKOPPEKTUPO-
BaHHBIM UHTepBasioM QT. B peTpocnekTHBHOM aHaiu3e MPUYMH CMEPTHU
nalueHTOB, oABepriuxcs TpaHcmaanTauuu cepaua ¢ 2007 mo 2013 roasl B
KJIMHUKeE YHUBepcuTeTa [1eHCHuIbBaHUY aBTOPBI TPEINOI0XKWIN, UTO IMTOBbI-
[IEHWE CUMIIaTUYeCKOTo 1/ WIM TTOHWKEeHWE TTapacuMITaTUIECKOro TOHyca
BereTaTUBHOI HepBHOI cucteMsbl siBisieTcs npuunHoit BCC. Takum obpa-
30M, UCCJIEA0BATEIM UHTEPIIPETUPOBAIUA B U3YYEHHONH UMM KOTOPTE Tallu-
eHTOB (akT oTcyTCTBUS BIMsIHUS Ha prucku BCC kak KOpoHapHOU BacKy-
JIOTIaTUU, TaK U YPOBHSI COKPATUMOCTH MPU PAHXUPOBAHUM MALIMEHTOB Ha
rpymibl ¢ @B <35% u ¢ ®B >35%. HepaBHOMepHOE BOCCTAHOBJICHME CUMITA-
TUYECKOU U MapacUMITaTUYECKO MHHEePBALIMY CEPLIA U3Y4aeTCsl MOCaeTHUe
JnecaTuieTust. B yacTHOCTH, moKa3aHo, YTO MPOLIECC CUMIATUYECKON PEUH-
HepBallMU HAYMHAETCS C TIEPBOTO rojia MOCTTPAHCIJIAHTAl[MOHHOTO Mepu-
0lla U MOXET 3aTATruBaThcs 10 15 jiet, sSIBasisiCh OCHOBOW HEOJHOPOAHOCTHU
CUMITaTUYECKUX BAUSHUM [23, 24]. UMeHHO C HepaBHOMEPHOI CUMIIaTHYe-
CKOIf peMHHepBallMeli CHHYCHOTO y3J1a W JIEBOTO XKeIyl04YKa TPAHCIIJIaHTU -
poBaHHorO cepaua, Stecker EC u coaBT. [25] cBSI3bIBaIM MOBBILLIEHUE APUT-
MoreHHoro pucka B reHe3e BCC, 4To KOCBEHHO COOTBETCTBYET NaHHbIM E.Y.
Birati u coaBt. [10] 0 BEICOKOI1 YacTOTE JIeTaIbHBIX APUTMUU U CYIIECTBEH-
Hoit nonv BCC criycts mepBblif o/ MOCTTPAHCIUIAaHTAlMOHHOTO TTeproa ¢
nukoMm BCC Ha BTopoM romy rocjie TpaHcruianTauu cepaua. CorjlacHoO MHO-
TOYMCIIEHHBIM JaHHBIM ayTorcuii [3, 26, 27] BaxHoii mpuanHoit BCC ciy-
KaT MPOoLIeCChl OTTOPXKEHMS TpaHCIIaHTaTa. B psine uccienoBaHuil 00Cyx-
JAI0TCS TUTIOTE3bI O pOJIU 00JIE3HU AMMKapAa, 34001 BaHUSIX MUKPOCOCYIOB
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B TIOTEHIIMATLHO (DaTaTbHON CepIevHON apUTMUN Y OOJTbHBIX ITOCJIE TPaHC-
miaHTauuu cepaua [28—30].

B uccnenosanuu Patel V.S. u coasr. [31] 3akntoueHne o BCC aBpropamu
COITOCTABJICHO C TSDKECThIO M YaCTOTOM 3MU30[0B OTTOPKEHUS, aHAMHEe-
30M aputMuu, Haauuuem MBC, runeproHudyeckoit 00Je3HU, caxapHOro
nuadeta, IMCGYHKIIMY JIEBOTO Xejyaouka. B ob1ieii ciioxxHocTH 25 naiu-
€HTOB UIEHTU(DUIIMPOBAHBI KaK yMeplire BHe3armHo (9,7%), 20% ymepau
B mpefenax 12 MecsiieB nocie TpaHcmiantauuu, 80% — nocie >12 mecsi-
ueB, u3 Hux 20% ymepau, npoxus 0ojiee 60 MecsieB. BoikuBaeMoCThb
nalueHToB KoJiebanach ot 2,5 1o 138 mecsiueB (B cpenHeM 45,7 MecsiLeB).
CpenHee KOJIMYECTBO 3MU30I0B OTTOPKEHUSI Ha OJIHOTO TallMeHTa COCTa-
BWJIO 2,6, GOJIBILIMHCTBO MIPOU3O0LIIO B T€YEHME NEPBLIX 12 MECSLIEB MOCIIE
TpaHCIUTAHTAIIMU. A aHAIU3 JaHHBIX U3 JOCTYITHBIX MCCIIEI0BATEISIM aHT U -
OorpaMM CBUIETEITLCTBOBAJI O HAJTMINH KOPOHAPHOM 00J1e3HM cepanay 53%
nauueHToB. Cpoku aedirora MBC noce TpaHcmiaHTaluMKU COCTaBUIN OT 29
1o 85 mecsiieB (B cpeaHeM, 51,4 mecsitia). B cooTBeTCTBUY ¢ MPOTOKOJIaMU
BCKPBITUI, TTPU3HAKW UIIEMUYECKOI OoJie3HN ceplia 3auKCUPOBaHbI B
92%, pu3HAKK OTTOPKEHHUsI TpaHCIUTaHTaTa — y 15%. ABTOpBI IPUIILTH K
3aKJII0YEHHIO 0 BbicOKOI yacTore BCC y pelMnueHTOB ceplia, Moa4epKHYB
0Cco0yI0 3HAYMMOCTb KOPOHAPHOU MaTOJOTUM, MPUCYTCTBYIOLIEH Y OOJIb-
IIMHCTBA NMAlMeHTOB, YMEPIIIMX BHE3aITHO. YUUThIBasI, YTO HauboJiee pac-
MPOCTPAaHEHHBIMU CEPIEYHO-COCYINCTHIMU 3a00JIEBAaHUSIMU TIOCJIE TPAHC-
IJIAHTAIIMM OPTaHOB MTPU3HAHbBI 32a00JIeBaHUS COCY0B, BCEM TMAaIlMEHTaM C
yKa3aHHO MaToJIorueli peKOMEHIyeTCsI TPUeM alle TUIICATUIIUIOBON KUC-
JI0ThI B 103€ 75—100 Mr 11 TpodUIaKTUKK CEPAEUHO-COCYTUCTBIX OCIOX-
HeHuit [32—34].

HecmoTpst Ha gecsaTKu MyOIuMKalvid, MOCBSIIEHHBIX aHAIN3Y JaHHBIX
KaK OTAEJbHBIX TPAHCTUIAHTAIIMOHHBIX LIEHTPOB, TAK U MHOTOILIEHTPOBBIX
peTpocreKTUBHBIX HaboaeHui, aKcriepThl ESC B 2015 roay B KITMHUYECKUX
pekoMeHnanusx «Guidelines for the management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death» [11] B pasznesn o BCC
BKJTIOUMJIY BCETO TPU MTyOJIMKALIUM, AKIIEHTUPYST BHUMaHME IPEX/Ie BCEro Ha
KpaitHe BBICOKOI 4acTOTe MOPaKeHUsI KOPOHAPHBIX apTepuil, 0OHapyKeH-
HOM IIpY TaTOJIOT0aHATOMUYECKOM MCCIIEIOBAHUY OOTbHBIX, TIEPEHECIITNX
TpaHCIUIaHTALMIO cepAlia U yMepuinux BHe3arnHo [3]. CMepThb B TaKUX ClTydasix
HEpEeIKO acCOIMMPOBaHa C MPEUMYIIIECTBEHHO apUTMUUECKUM TeHE30M, B
POJIH TIPOBOIIMPYIONTNX (haKTOPOB TPEII0JIaratoTCs TUTIEPKAIUEMMUS, TTPO-
BeZIcHWE TIPOLIeyp reMoarain3a uiu miasMadepesa. [eMmoqnHaMuIecKuit
cTpecc MpY reMoauain3e Win riazmadepese, 3MM30/bl TSKEIOTO OTTOP-
>KEHMSI TpaHCIUIaHTaTa ¢ HapylieHneM (QYHKIIMOHUPOBAHUS TTPOBOISIIEIH
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CHUCTEMBI Ceplilia OOCYXAAlTC KaK YCJIOBUSI, UHULIMUPYIOIIUE XKeTyn04-
koBble aputMuu u BCC [11, 14].

B psige uccnenoBaHuil BeISIBIIEHA KOPPEISLIMS MEXKIY IUCTIepcUeil UHTep-
Basia QT u puckoM BCC B moCcTTpaHCIJIaHTAllMOHHOM TMEPUOJIE, UYTO, BEPO-
SITHO, CBSI3aHO C UILIEMUYECKUMMU MPOLIECCAMU B Pe3yJIbTaTe MaTOJOTMU KOPO-
HapHOTO KPOBOCHAOXeHM 1. BacKynonaTus aioTpaHCIUIaHTaTa MOXKET TaKXKe
MPUBECTU K Pa3BUTUIO (DUOPO3HBIX MTPOLECCOB, SIBSIOUIUXCS CYOCTPaTOM
IUTST KeJTyIOYKOBEIX apuTMuii |3, 28—30, 35, 36]. [Tomumo aHTUTIpOIM(dE-
PaTUBHBIX U UMMYHOCYITPECCUBHBIX MPENapaToB, MPU JEUEHUU PELUTTACH-
TOB cep/illa PyTUHHO MPUMEHSIIOT CTATUHBI C LIeJIbIO MPOMUIAKTUKY U Jieye-
HUS BacKyJoNaTUU TpaHCIUlaHTaHTa [32—34, 37].

BriBoabI.

1. Herepmunupyonumu BCC nmatosoruyeckuMuy COCTOSTHUSIMU TpaHC-
TUIAHTUPOBAHHOTO cepAla OOJbIIMHCTBOM MCCAeAoBaTeIei MPU3HAIOTCS
HapyluieHre KOPOHAPHOTO KPOBOCHAOXEHUS U OCTPOE OTTOPKEHUE TPaHC-
TU1aHTaTa.

2. B 601b1IMHCTBE UCCIENOBAHUM JOKA3aHO OTCYTCTBUE BIUSHUS Dpak-
1M Beiopoca Ha pucku BCC y peliunueHToB cepaua.

3. OcHoBHbIe MeponpusaTus 1o npodunakruke BCCy naimeHToB ¢ TpaHc-
TUTAHTUPOBAHHBIM CEPALIEM JOJKHBI ObITh CKOHLIEHTPUPOBAHBI HA BbISIBJIE-
HUU rpyInn nosbileHHOro pucka BCC, mpexie Bcero peunrueHTOB C MaTo-
JIOTUEe KOPOHAPHBIX COCYIOB.

4. Y4uTbiBasi, 4TO HAaUOOJIEe PACIIPOCTPAHEHHBIMU CEPACUHO-COCYIUCTHIMU
3a00JIeBaHUSIMU TIOCJI€ TPAHCIUIAHTALIMM OPTaHOB MPU3HAHBI 3a00JIeBaHUS
COCYIIOB, BCEM TMALIMEHTaM C aTePOCKJIEPOTUYECKUM MOPAKEHUEM apTepuid
PEKOMEHyeTCsl TPUeM CTaTUHOB U alleTWICATUIIMIOBON KUCIOTHI B 103€
75—100 Mr nj1s1 npopUAaKTUKU CEPACYHO-COCYIUCTHIX OCTOXHEHUIA.

5. Kak u B o0uieii momyasiyu, Tepanusi NalMeHTOB MOcje TPaHCIUIaH-
TallMi OCHOBAaHA Ha TPUMEHEHU U JIEKAPCTBEHHBIX CPEICTB B COOTBETCTBUU
C YCTAHOBJICHHBIMM CTaHAapTaMmu JiedeHust. [Ipu mporpeccupoBaHuu aTe-
pockiiepo3a MEIUKAMEHTO3HAasl Teparnusl MOXET COYETaThCsl C DHAOBACKY-
JIIPHBIMU U XUPYPTUUECKUMU METOJAMMU JIeUeHUs 3a00IeBaHUIA cepalia 1
COCYZIOB.

6. [MocranoBky MKJI cieayer paccMaTpuBaTh y JIUIL C BBICOKMM PUCKOM
BHE3aMHOW CMEPTU C YyYETOM BO3MOXKHBIX OCITOXHEHUN, CBSI3aHHBIX C
WMILJITAHTOM U UMMYHOCYIIPECCUEH.

7. ¥YrnybaeHHOe u3ydeHre poJiu CUMIAaTUUEeCKOM 1 MapacuMMnaTU4ecKoi
CUCTEeMBbI y peuunueHToB cepaia B reHeze BCC mo3Boinio 661 uaeHTUDU -
LIMPOBATh IPYIIMy MoBbIlIeHHOTo prcka BCCy peliun1eHToB B OTAAJIEHHOM
MOCTTPaHCIJIaHTALIMOHHOM nepuone. HeobxoauMo akTyannus3nupoBaTh Mpo-
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CMEKTHUBHbIC UCCIIENOBAHUS C BBISIBJICHUEM IPUUYMH, TPEIUKTOPOB, BpEMEH-
HbIX TPEHJ0B YaCTOThl BCTPEYaeMOCTH U 3(h(EeKTUBHBIX CITOCOOOB Mpodu-
naktuku BCC y manyeHToB nocjie TpaHCIUIaHTalluu CEpaLa.
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3AKIKOYEHUE

B Poccuu mpoaoirkaeTcst ocTaBaThCs aKTyaaIbHOM ITpobieMa CMEPTHOCTH
OT CEPIIEYHO-COCYIUCThIX 3a00eBaHui. [1pr 9TOM Ha 10110 BHE3AITHOM cep-
JIEYHOI CMEPTU TTPUXOIUTCS OKOJIO TTOJTOBUHBI BCEX JIETAIbHBIX UCXOIOB.

Peanmu3zarus cuenapuss BCC mpoucxonuT B pe3yabTaTe pa3BUTHUSI OCTPOA
JIEBOXKETYIOUYKOBOI HEIOCTATOUHOCTU Ha (DOHE 37TOKAYECTBEHHBIX KEITY-
JMOYKOBBIX apUTMUI, MaHU(MECTAIIUST KOTOPBIX, COIMMPOBOXKIAECTCS HapYyIIe-
HUSIMU KaK CUCTEMHOM, TaK ¥ peTMOHAPHOI T€MOIMHAMMKH,, IPEXIIE BCETO
co croponsl IIHC. CrneactBrem 4ero sIBISICTCSI BEPOSITHOE BOSHMKHOBEHNE
HEOOPaTUMBbIX UBMEHEHUI CO CTOPOHbBI XKUBHEHHOBAXKHbBIX OPTaHOB U pa3-
BUTHE JIETAILHOTO Mcxona. Hajinure win oTcyTcTBUE NPEACYIECTBYIOIIEH
CTPYKTYPHO ITATOJIOTUU CEPLIA MOXKET UMETh OITPENENSIOLIEE 3HAYCHUE [IST
aJanTallMOHHBIX U3MEHEHMIA MapaMeTPOB CEPIEYHOIO BbIOpOCa, a 3HAYUT
JUJIS1 XapakTepa KIMHUYECKOTO TeYeHWS apuTMUU. B 3TOM CBSI31 KII0OUEBbIM
3HAYEHUEM [ KIMHUYECKON MHTEPIPETALIMU 3JI0KAY€CTBEHHOTO TEYEH U
JII000I apUTMUM, OTIPEIETICHMS €€ KU3HEYTPOXKAIOIIIETO XapaKTepa CleayeT
CUYUTaTh: 0OMOPOK, TTPEI0OMOPOK, TOJIOBOKPYKEHUE, TUTIOTCH3UIO, IIPOTPEC-
CHUIO MIPOSIBJICHUI CEPACYHON HETOCTATOUYHOCTH, CTEHOKAPAUIO.

Hcnonb3oBaHre COBpeMEHHBIX MENULIMHCKUX TEXHOJIOTU, 3aKITIOYAIOILIMXCS
B UMITJIAHTAlIMA KapIuOBEPTEPOB-Ae(UOPUIISITOPOB, TTO3BOJISIET 3 heK-
TUBHO MPOBOAUTH MPOMUIAKTUKY BHE3AITHOM cepaeyHoil cMepTu. B mocen-
HME IofIbl B paMKax TOCyIapCTBEHHOTO ITPOEKTa «3I0POBhE» B PA3TMUHBIX PETH-
OHAaX Hallleil CTpaHbl OBIJIO OTKPBITO HECKOJIBKO (heaepalbHbIX KapauOXUpyp-
TMYECKUX LIEHTPOB. TeM HEe MeHee, KOJMYECTBO MPOBEACHHBIX UMITJIAHTALIMI
KapamoBepTepOB-IeUOPIILISITOPOB HE YIOBICTBOPSICT CPEAHUM TTOTPEOHO-
CTSIM M3 pacyeTa Ha | MJIH. >KUTEJIe CTpaHbl U 3HAYUTEJbHO HUXKE TAKOBbIX
rokazareJieit o CpaBHEHMIO ¢ BeAyILIMMU eBporeiickuMmu ctpaHamu 1 CIIIA.

I'naBHOV MpUYMHON AAHHOTO MOJIOXKEHMS IEN SIBJISIETCS] HE CTOJIbKO HEJI0-
cTaToyHoe (pMHAHCHMPOBAaHUE JAHHOIO pasielia, CKOJIBKO, TIPEeXIe BCETo,
OTCYTCTBHUE CUCTEMHOTO IMOIX0/1a K aleKBaTHOM KITMHUYECKOM OLIEHKE 00JTh-
HBIX C 3a00JICBAHMSIMU CEPICYHO-COCYIUCTOI CUCTEMBbI; pa3HOE «ITOHUMa-
HHe» O00JbHOTO BpayaMy KapAMOJIOTaMU, TepaneBTaMU, MHTEPBEHIIMOHU-
cTaMM, KapIMOXUPYpPraMu; MOCPEICTBEHHbIM YPOBHEM MOCTAUIIJIOMHOTO
00pa30BaHMs IO JaHHOM MpobIeMaTUKe, a TAKXKE OTCYTCTBUEM ayauTa Kaue-
CTBa, OKa3bIBAEMOU MENUIIMHCKOW TTOMOILIN, HATIPABJIEHHOW Ha IPeI0TBpa-
meHue BCC. Hacrosimue PekoMeHaanium siBIsIFOTCSI OMHUM U3 3TAIIOB CO3-
JIaHUS U peai3allii B KpaTJaiiinme cpoku 3(h(GeKTUBHOM TporpaMMBI ITPo-
(bumakTUKM BHE3aMTHOM CepAeuHOl CMEPTH B HAIlIEH CTpaHe.



