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DK — GUOPUIISALIMS KETYI0YKOB

dI1 — GUOpWIIALMS Npeacepauit

XM-BKTI' — XontepoBckoe MOHUTOpUpoBaHue DKI

XITH — XpOHMYECKas ToYeyHasi HeIOCTaTOYHOCTD
HAMO® — [MUKINYECKUN aneHo3nHMOHOodocdaT

ycCcc — YacToTa CepIeYHbIX COKpallleHU

OKT — 3JIEKTpOKapauorpamma

OKC — 3JIEKTPOKAPANOCTUMYJISILIUS (AEKTPOKAPAUOCTUMYJISITOD)
D0U — 3JIEKTPODU3UOIIOTUIECKOE UCCIIEJOBAHNE
OxoKT — axoKapauorpadus

CHADS-2 — mkana olleHKHY prucKa MHCYIIbTa y OOJIBHBIX ¢ (hUOpUIUISIIINCT/
TpeneTaHUeEM IIPEACEPAUIA

CRT — KapAMOPECUHXPOHU3UPYIOIIasl Teparusi

CRT-D — TpexKaMepHbI KapauoBepTep-aeduopuIsITOp

etCO, — mapuuaibHOE JaBJIEHUE YIJIIEKUCIOTO ra3a B KOHEUHOM mop-
IINY BBIIBIXa€MOTO BO3IyXa

LQTS — CUHIPOM yIJIMHEHHOTO nHTepBana QT

NSTEMI — undapkr muokapna 6e3 nogbema cermenrta ST
QT — untepnan QT

QTc — KopperupoBaHHbIi uHTepBan QT

PaCO, — HanpspkeHue CO, B apTepraabHON KPOBU

PAP — TIOJIOXKUTEJIbHOE TaBJICHUE B JBIXaTEJIbHBIX MTYTSIX
Sa0, — HaCBIIIEHUE apTepUaAIbHOM KPOBU KHUCIOPOAOM
SDNN — cTaHgapTHoe oTkJIoHeHue NN MHTepBaoB
STEMI — uHbapKT MUOKapaa ¢ moabeMoM cerMmeHTa ST

WPW — Boabd—IlapkuHcoH—Yaiit
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|. BBEAEHUE

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.
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BrisiBieHre OCHOBHBIX (DaKTOPOB pUCKa TIpe/IoiaraeT BLIOOp B TIOJIb3Y
Ooustee arpeccuBHBIX MeTONOB MpodunakTuku BCC (nmpoBeaeHre UHTEPBEH-
LIMOHHOTO W/WUJI XUPYPTUIECKOTO JICUCHUST).

Hanuuue BTopocteneHHbIX (hakTopoB prcka BCC npeanosaraet ucnosib-
30BaHMe OoJiee CAep>KaHHON TAKTUKH, KOTOpasi 3aKkjitoyaeTcs B Monuduka-
uuu GakTopoB pUcKa Pa3BUTHUSI OCHOBHOTO 3200JieBaHUSI Y KOHKPETHOTO
00JIbHOTO (HarpuMep, 0TKa3 OT KypeHUsI, CHUKEHUE MacChl Tejla) U OTTH-
MM3aLMK eT0 MEINKAMEHTO3HOTO JICUSHUSI.
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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-

m Bpa)m- OO OKT H6punnsauma xenynodkos; KT — xenynoy-

KOBasa Taxukapama
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MporpeccupoBaHue MPOSIBICHU cepAeUHON HEJOCTATOYHOCTU, CTEHOKap-
nuto. Hanudue niav oTCyTCTBUE MPEaCyIEeCTBYIONIEN CTPYKTYPHOM MaTo10-
TUU Cepilla MOXET UMETh OIpeAessiollee 3HaYeHUe IS ananTalluOHHbIX
U3MEHEHUI TapaMeTPOB CepeYHOro BbIOpOCa, a 3HAUUT U JJIS1 XapaKTepa
KJIMHWYECKOTO TEUCHUST apUTMUU.

VY maumneHTOB ¢ OTCYTCTBUEM BBIPAXKEHHOU CTPYKTYPHOU IAaTOJIOTHU
cepaua BCC, kak mpaBuio, BO3HUKAET U3-3a pa3BUTUS TonuMopdHoit KT
wnu KT nio Tuny forsades de pointes [5]. Y O0JbHBIX ¢ HATUYUEM CTPYKTYP-
HOI maToJjioruu cepaua, ByactHocty ¢ UbC, xenynoukoBble apuTMUU BO3-
HUKAIOT TUOO 13-3a MOSIBJICHUSI OCTPOU UILIEeMUU MUOKap/a, IMOO B pe3yib-
TaTe peaau3alii MexaHu3Ma pe-eHmpu B 00J1aCTU MOCTUH(bAPKTHOTO pyoLia
(B TOM ciiyyae HapylIeHUsI KOPOHAPHOTO KPOBOTOKA HE SIBJISIIOTCS TPUY K-
Hoii aputMun) [1, 6—8]. Uro KacaeTcs OpaarCUCTOINYECKUX MEXAHM3MOB,
TO CIIEHApHii, CBA3aHHBIN C UX BO3SHUKHOBECHUEM, XapaKTepeH IS MallieH-
TOB C TEPMUHAJIBHBIMU CTAIUSIMU CTPYKTYPHOM TTATOJIOTUU CepILia U OTHO-

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

IlyckoBbiMU (akTOpaMu pas-
BUTHUS (DaTaJIbHBIX apUTMUI MOTYT
SIBJISITHCSI UIBMEHEHUsI TOHyCa Bere-
TaTUBHOI HEPBHOU CUCTEMBI (TTOBBI-
MeHWEe CUMTIATUIeCKOTO /UK
TMOHIKEHUE MTapacuMIIaTUYECKOT0),
(usnyeckast Harpy3Ka, mprueM HeKo-
TOPBIX JIEKAPCTBEHHBIX CPENCTB,
SJIEKTPOJIUTHBIE HAPYIICHUSI, TOK-
CUYECKUE BO3IEUCTBUS, TUTIOKCHS.

BepositHocts BCC y ntui1 ¢ Hanu-
YueM CTPYKTYPHOUW MaTOJOTUU
cepilia B TeueHue roja B 7,5 BhIlle,
YeM y IallMeHTOB 0e3 CTPYKTYpPHOM
natosioruu cepaua [8]. Cpenu 3a60-
JIEBaHUI cepjiiia OCHOBHOI NTPUYM-
Hoit BCC gasngercst UBC, Ha nomto
KoTopoii ipuxonutcst g0 80% Bcex
caydaes [6—8]. Kpome UBC, BCC
BCTpevaeTcs y MallMeHTOB C TujiaTa-
uronHou (JIKMIT) [1, 6] u runep-
TpOoUUYECKOM KapIMOMUOTIATUSIMU
(F'KMIT) [1, 6], apuT™MOTreHHO# auc-

Tabnuya Il.1
MpuunHbI BHE3anNHON cepaevyHoON CMepTH
(apanTupoBaHo M3 J. Ruskin, 1998)

M6C

AvnataunoHHasa KapaunomuonaTtua

TUNepTPOMUs NEBOTO Xenygouka

runepTpodryeckas kapamomMuonaTus

npuoBpeTeHHbIe NOPOKM cepaLa

BPOXAEHHbBIE NOPOKM CepaLa

OCTpPbIN MUOKapaUT

apuTMoreHHas gucnnasua NpaBoro Xenyaodka

aHoMarnuu pasBuUTHSi KOPOHAPHBIX apTepuii

capkonaos

amMmmnonaos

onyxonu cepaua

LVBEPTUKYNbI NEBOTO Xenyaoyka

cuHgpom WPW

CVMHAPOM yANMHEHHOTO MHTepBana QT

cuHapom bpyrapa

KaTexonamMmHeprudeckas nonMMopdHas xeny-
[04KOBasi TaxMKapamst

CMHAPOM KOPOTKOro MHTepBana QT

JleKapCTBeHHadA NpoapnuTMmsa

KOKanHoBas MHTOKCUKaLUA

BbIPaXXEHHbIN NEKTPONUTHbIN 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)

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
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TMeHempaHmMHocme — NONYNALNOHHOE NOHATWE, O3HAYAET AONI0 UHAVBWAOB, Y KOTOPbIX UMEHOT-
€5 NposiBNeHns kakoro-nnbo npusHaka (3abonesaHnsi), cpeam Bcex nuu, obnagatowmx mytaumen
B 3aHTEPECOBaHHOM reHe;

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

Mpodghunakmuka eHe3anHol cepde4yHOU cMepmu — 3TO KOMMNEKC MEPONPUSTUIA, NPOBOAUMBIX
Yy NnL, NEpeXVBLLNX CepAeYHbI apecT (BTopUYHas npodunaktuka) unn y nauueHTos 6es anuso-
[I0B CEpeYHOro apecta B aHaMHe3e, MELLMX BbICOKUI puck pa3sutns BCC (nepBuyHas npo-
unaktuka).

PacnpocmpaHeHHocmb 3a6onesaHus — [,ONS NWL B NONYNALMKM, MMEIOLLWX AaHHOe 3abonesa-
HVe B JaHHbIN Neprog BPEMEHU

Puck omHocumesnbHbIl — OTHOLLEHWE YacTOTbl BO3HUKHOBEHWS! COBbLITUS B CCesyemoi rpyn-
ne K YacToTe BO3HUKHOBEHWS COBLITIS B KOHTPOMBHO rpynne

CepOeyHbIli apecm — 370 NpekpaLleHne CepAeqHO-COCYaANCTON AeSTeNbHOCT BCIEACTBIE XKe-
NyAOYKOBOM Taxvkapauu niumu ombpunnsaLmy Xenynoukos, AOKYMEHTUPOBAHHBIX 3MeKTpokapan-
orpacuyeckum cnocobom (6e3 SKI-BepudrkaLmm He cyLLecTByeT AenHULMM).

TpenemaHue enydo4Kkoe — opraH3oBaHHas (korebaHus AnuHb! LMKNa 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 U303NEKTPUYECKOTO MHTEPBANa MeXxzay COCEAHUMM KENYA04YKOBBIMM KOMMEKCamU.
®aKkmophbl pucka — 3TO KNWHUYECKWe NPU3HaKK, YkasblBatoLLme Ha BepOsSiTHOCTb pa3suTus BCC y
KOHKPETHOrO NaLWeHTa B TeKyLLeM KaneHaapHoOM rogy.

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

Yacmoma ecmpevyaemocmu (UHYuGeHmMHocms) 3abosiegaHust — [ONS NUL, B NONYNSLWN, Y KO-
TopbIX 3aboneBaHne BO3HWKAET B TeHEHWE OnpefeneHHOro NpoMeXyTka BPEMEHN.
OkcnpeccusHocmb — CTeneHb KONMYECTBEHHON BbIPAXEHHOCTU Kakoro-nnbo npusHaka (3abo-
nesaHus).

Aphekm apummozeHHbIl — NPSAMON pe3ynbTaT HeNpeackasyemMoro arekTpodr3nonornieckoro
[ENCTBUS aHTMapUTMIYECKOro NpenapaTa Ha KneTki NPoBOAsLLEl CUCTEMbI CepaLia U M1okapaa,
06yCcroBnMBaloLLMIA NOSIBIIEHNE HOBBIX apUTMUI

Aphekm npoapummuyeckuli — yTHKENEHNE KNUHUYECKOTO BapuaHTa TeYeHus nunm yxygue-
HWe XapaKTepuUCTUK NPeaCYLLECTBYIOLLEN apuTMIUM, BCNIEACTBIE Ha3HAYEHNs aHTMapUTMUYECKON
Tepanum
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ll. KNACCbl PEKOMEHOALIMWA N YPOBHM
AOKA3ATEJIbHOCTU

[MonoxeHust HacTosIIux PekomMeHmanuii 6a3upyr0TCsl Ha COBPEMEHHBIX
MPUHIIMIIAX TOKa3aTeJIbHOI MEIUIIMHBI U MPEACTaBICHBI B BUIE KJIACCOB
MOKA3aHUI ¢ TeM WJIA MHBIM YPOBHEM J0KA3aTeJIbHOCTU KakK ISl METOIOB
JMarHOCTUKU, IIPUMEHSIEMBbIX Ipu cTpatudukanmu pucka BCC, Tak u MmeTo-
1oB ee nmpodunakTrky (Tadauma I11.1).

YpoBeHb 10Ka3aTeIbHOCTU TOI'O MJIM MHOTO ITOJIOXKEHUS CYUTACTCS:

* Haueblicuum (KIacc A) — TIpY HAJTMIMU TaHHBIX OOJIBIIIOT0 KOJIMYEeCTBA
PaHIOMU3UPOBAHHBIX KIMHUYECKMX MCCICIOBAHUM 1/WIN TaHHBIX
MeTa-aHaJln3a;

* cpednum (Kiacc B) — mipu HaIMIMM OTrpaHUYEHHOTO KOJIMYECTBA PaH-
JTIOMM3MPOBAHHBIX (OMHOTO) /WX HEPaHIOMM3UPOBAHHBIX UCCIICI0-

BaHUI;

* Huswum (knacc C) — ecim OCHOBaHUEM JIJIsI €TI0 BBEICHUS ITOCTYKIIO
OIMCaHME OTAEIbHBIX KIIMHUYECKUX CIy4aeB U/WIM MHEHHUE 9KCIIep-

TOB.

Tabnuua Ill. 1
Knaccbl nokasaHun

Knacc nokasaHuu KommeHTapum

Knace | Ycnosus, Ans KOTOPbIX MMEOTCS [oKka3aTenbCTa W/unu eauHoayLIME O Mofb-
3e 11 9 HEKTUBHOCTN ANArHOCTUYECKON NMPOLeAYPbl UMM METOAA NeYeHns
Ycnosus, Ans KOTOPbIX MMEOTCS NPOTMBOPEYMBLIE CBIUAETENLCTBA U/Mnu pac-

Knacc Il XOXAEHNE MHEHNI OTHOCWUTENbHO MOMb3bl M 3EKTUBHOCTU AMArHOCTNYE-
CKOW NpoLeaypbl Uy MeToaa NeveHnst

Knace lla lNpeobnapatoT aokasaTenbCTBa UMM MHEHUS B NOMb3y ANarHOCTUYECKOW Npo-
Llefypbl Mnn MeToaa neYeHns

Knace llb lMonb3a v 3thdeKTMBHOCTb ANArHOCTUHECKO NPOLEAYPbI UM METoAA fneve-
HWSt MeHee 060CHOBaHbI [JOKa3aTenbCTBaMM I MHEHWEM SKCMepToB
Ycnosus, Ans KOTOPbIX MMEOTCA [okasaTenbCTa W/nu eauHogyLIne O TOM,

Knacc Il 4TO AaHHas AuarHocTUYeckas npoLeaypa Unn MeToA NeYeHNs He SBnseTcs
MOne3HbIM 1 3PdEKTUBHBIM, @ B HEKOTOPbIX CIy4asix MOXET NMPUHOCUTbL BPEA,
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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 MieMudecKoi (KopoHapHoii) 6osesnbio cepaua (MBC), kotopyro 060-
3HAUYaloT KakK BHe3arHas (octpast) KopoHapHas 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 UMeEET anKorojbHas Kaparnomuonatus (AKMIT), MuokapanTel, TOpOKKU
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 MTaTojoroaHaroMuueckue nposibiieHuss BKC, o6HapyxuBae-
MbI€ Ha BCKPBITUM, COOTBETCTBYIOT Mpu3HakaM MBC. OHu BKJTI0YAIOT B ce0s1
CTEHO3UPYIOLLIUIT aTEPOCKIEPO3 KOPOHAPHBIX (BEHEUHbIX) apTepuil cepalia,
B psifie CIy4aeB ¢ UX TPOMOO30M, a TaKXkKe 04aroBblii U AU(dy3HbIIA Kapanuo-
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 MOKET UTPATh CITa3M KOPOHAPHBIX apTepuii (cteHokapaus Prinzmetal).
Y npeobiagaroniero GOJBIIMHCTBA YMEPIIUX CTENEHb CTEHO3a KOpPOHap-
HBIX apTepuii TipeBbIaeT 75% TuTolaaun MpocBeTa Cocyaa ¢ MopaxkeHueM
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00BIYHO HE MEHee JIBYX OCHOBHBIX BeTBeli. B HanboJiblelt cTerneHu cTeHo-
3UpOBaHNE BHIPAKEHO B MEePeIHEN HUCXOASIICH BETBY JIEBOI KOPOHAPHOI
aprepuu. CTereHb CTEHO3a KOpOHapHbIX apTepuii cepaua rnpu BKC koppe-
JIMPYET CO CTETeHbI0 (hrOpo3a B MUOKAp/IE, MPUYEM JIOKATU3aIIUsT y4aCTKOB
(ubpo3a coBramaeT ¢ 6acceiHOM OOCTPYKTUBHO M3MEHEHHOM apTepuu [6, 7].

TpomM603 KopoHapHbIX apTepuil BectpevaeTcst mpu BKC HeuacTo, mo naH-
HBIM Pa3HbIX aBTOPOB — B 5—25%. [Ipuuem oTMeueHa yeTKasi 3aKOHOMEP-
HOCTB: YeM KOpOoYe MHTEPBaJ BpEMEHU OT Havajla CepIeYHOr0 IMPUCTYIIA 10
MOMEHTa CMEPTH, TeM pexXe BCTPEYaroTCsl TPOMOBI. DTO OOBSICHUMO, TaK
Kak Jiy1s1 (hbopMUpOBaHUsI TpoMO03a TpeOyeTcs BpeMsi. [1pu Tak Ha3bIBaeMOi
MTHOBeHHOIT cMepTH (instant death), Korna IJUTeIbHOCTh CEPAEUHOTO MPHU-
CTyIa UCUMCIISIETCS] MUHYTaMU, TPOMO03 BcTpevaetcst B 4% cirydae BKC.

M3-3a ayToTpomM0boImM3Mca UJIn TPOMOOIUTUYECKOI Teparu Ha BCKPbI-
THUM MOTYT YXXe He 0OHapYyKMBaThCsl IMarHOCTUPOBAHHBIE MIPU KU3HU (AaHTH -
orpauyecku U T.1.) TPOMOBI KOPOHAPHBIX apTepuii cepatia. laxe 6e3 TpoM-
OoMTHYECKOU Tepanmuu yepe3 24 yaca IMocje CMepTU aHruorpadudecku
JIOKYMEHTUPOBaHHbIE TPOMOBI KOPOHAPHBIX apTepUii Ceplilia COXPaHSIOTCS
ToNIbKO y 30% ymepuiux [1, 8].

CBesileHus 0 YacTOTe KpyImHOOo4YaroBoro kapauockieposa nmpu BKC nipo-
TUBOPEYMBLI U KOJIEOIIOTCS B IIMPOKUX Tpenenax (o1 34 1o 82% ciydaes).
[Mpuyem yarie oH JOKaIU3YyeTCs B MEXCKETYIOYKOBOI TEPErOpOaKe, UTO
CBUIIETEJILCTBYET O BOBJIEYEHHOCTH B TTATOJIOTUYECKUI TTPOIIECC TTPOBOISI-
el CUCTEMBI, TaK KaK CTPYKTYPbI TIPOBOISIIEN CUCTEMbI JIOKATM30BaHbI
MMEHHO B 3Tolt obactu. ['uneprpodust Muokapaa HaboaaeTcst y npeod-
JIafatoNIeTo Yyrciia BHE3aTHO YMEPIIIMX U OTpaXkaeT pojib (hakTopa apTepu-
aJTbHOM TUTIEPTEH3UU.

Nupapkt Mrokapaa co chopMrupoBaHHBIM HEKPO30M BCTPEUaeTCs Mpu
BKC He yacTo — He Oosiee ueM B 2% ciiydaeB, €CJIM HE CYUTATh CAMbIE paH-
HUE, TOHEKPOTUUECKHE MPOosIBJIeHUsT (hopMupyoliierocsi MHGapKTa, Korna
peub UAET, MIPEeuMYIIECTBEHHO, 00 ocTpoM KopoHapHoM cuHapome (OKC),
OTHOCUTEJIbHO HOBOI pa3HoBuaHOCTH MBC, BbIIeIEHHOM B CAMOCTOSITEb-

HYI0 (hopMY.
OcTpblii KOPOHAPHBIN CHHAPOM

B nacrosmee Bpemss OKC — 3T0 rpynioBoe KIMHUYECKOE MOHSITHE B
cocraBe MBC, koTopoe 00benUHSET pa3anyHbIC TTPOSIBICHUS OCTPOIT UIle-
MMM MUOKapaa, 00yCIOBJICHHbIC OCI0XKHEHHONH HECTAOMIBHOI aTepoCcKie-
POTHYECKOIi OJISIIKOI KOPOHAPHOIT apTepuu cepmua [1, 6, 9—11]. Beenenue B
npakTuky MmoHaTus OKC nmpuBeo K UCKITIOUEHUIO U3 YIIOTPeOJIeHUS Tep-
MUHa «IpeanHdapKTHOE 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, OTPAHWYEHUE TOJBKO MOMEPEYHbIMU CPE3aMU HEIOITy-
crumo [10, 11, 13—15]. Llenecoodbpa3zHo UCMOIb30BaTh METOA BCKPBITUS
cepauato I'.I'. Asranauiony [10, 11, 13—15]. B natoioroaHaTOMU4eCKOM U
CyneOHO-MEAULIMHCKOM JUarHo3ax 00s13aTeJIbHO YKa3bIBaTh JIOKATU3ALMIO,
BuU (CTaOUIbHAsI, HECTaOWUJIbHASI) Y XapaKTep OCJIOKHEHU I aTepOCKIIepOTH-
YECKUX OJISIIIEeK, CTeIeHb CTeHO3a KOHKPETHBIX apTePUid, a OMUCAHKE CTAAUN
U cTeneHu (IJIOAAu) aTePOCKIEPOTUYECKOTO MTOPaXKeHUsT apTepuid SIBJISI-
ercs (haKyIbTaTUBHBIM.

J7ns maTosoroaHaTOMUYECKON AUAarHOCTUKHU HO30J0THYecKuX GopMm B
coctaBe OKC Heobxonrma Mopdonaoruueckast Beprudurkalus 04aroBoi uiie-
MUY MUOKapaa. XOTsl HeoOpaTUMble HEKPOTUUYECKUE U3MEHEHUST KapIUOMMU -
OLIMTOB pa3BuBaloTcs yxe yepe3 20—40 MUH UIIeMUH, Ha CKOPOCTb pa3BU-
TUSI HEKPO3a BJIUSIOT COCTOSIHME KoJulaTepajieil U MUKPOLUPKYJISITOPHOTO
pyciia, a Takxke caMUX KapAUOMMOLIMTOB U UHAWBUIYaJIbHAsI YyBCTBUTEb-
HOCTb K rurnokcuu. Kpome Toro, Makpo- 1 MUKpOCKOMUYecKue MopdoJio-
TMYecKue MPpU3HAKU HEeKpOo3a, He TpeOyrolue MPUMEHEHUS CIIelIMaTbHbIX
METOJIOB TMArHOCTUKH, TIOSIBJISIIOTCS He paHee, ueM yepe3 4—6 yacos (10 12
yacos) [10, 11, 13, 14].

B nmpaktuyeckoM OTHOIIEHUU Haubosaee MHMOPMATUBHBIM W HATJISI-
HBIM SIBJISIETCSI (heHoMeH euneppesakcayu capKkomepog, onpenessieMblil pu
MOJIIPU3ALMOHHON MUKPOCKOIUY B MPOJOJbHO CPE3aHHBIX KapaAUOMUO-
uutax. DeHOMeH XapaKTepu3yeTcsl YBETMUEHUEM PaCcCTOSTHUST MEXKITY TIeH-
TpaM¥ COCETHUX U30TPOMHBIX (TEMHBIX) TUCKOB — ¢ 1,6—1,8 MKM B HOpMe
no 2—2,5 MKM. B HOpMe 1IMpHHa TeMHBIX IMUCKOB B IMOJTOpa—/aBa pasa
MEHbIIIe, YeM CBeTIbIX. [1pu runeppenakcaluy mMMUPUHA TEMHbBIX JUCKOB
YBEJTMYUBAETCS U MPEBBILIAET IIUPUHY CBETJIBIX AUCKOB. YYBCTBUTEIBHOCTh
MOJISIPU3ALIMOHHO-ONTUYECKOTO METO/Ia OMpenesieH!s] UIIEeMUU HE YCTYy-
MaeT 3JIEKTPOHHOU MUKPOCKOTIUHU, TTO3BOJISIS BBISIBJISITh UILIEMUIO Y3KE uepe3
10—15 MuHYT mocie mpekpalieHus: KOpOHapHOTro KPOBOTOKA, HO, B TO Xe
BpeMsi, MOJISIpU3allMOHHAsI MUKPOCKOMUS AaeT BO3MOXHOCTh 0030pHOM
rucroTonorpaduyeckoii OlleHKU CTeNeHU pacpoOCTPAaHEHHOCTU UIlIeMUYe-
ckoro nopexaeHust [16]. [Tpu BKC MeTomom moisipu3aiiuoOHHON MUKPO-
CKOIUY B MUOKapIe YMEPIIUX BBISBISIOTCS OOLIMPHBIE 30HBI ULIEMUU C
ruIeppeIakCupoBaHHBIMU capkoMepaMH, 3aHumatonme 1o 30—50% mio-
1aayM MUOKapaa JIEBOTO XKeJIyaouKa.

B nouickax ructonornyeckrx Npu3HaKoB UILIEMUU MUOKaPa UCCIeI0Ba-
TeJIM 0OpaTUI BHUMaHUe Ha (PEHOMEH 601H000pa3Holl deghopmayuu Mvluiey-
HbIX 8010KOH, XOTSI 9TOT MPU3HAK HE CTOJIb CIIeLIU(UYHBINI, TaK KaK HAOJII0-
JAeTCsl U MPU HE UILIEMUYECKUX (TOKCUYECKUX, METaDOTMYECKUX) TTOBPEXK-
neHusix muokapaa [17]. Memus Takoke NposiBIsSIETCST pacCTPOCTBAMU KPO-
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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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LIMIO KeTyOYKOB. [Tpo1iecc 3TOT MpOMCXOIUT OMOCPENOBAHHO 32 CYET BHIMbI-
BaHUSI U3 30HBI MIIIEMUU B KPOBOTOK HAKATUTMBAIOIIUXCS TaM TaK Ha3bIBae-
MBbIX apUMMO2eHHbIX CYOCMAaHYUll, ONOJIOTUYECKU AKTUBHBIX BELIECTB, BbI3bI-
BalOIIUX JEKTPUUECKYIO HeCTabuIbHOCTh MUokapaa [19, 20]. K Hum oTHO-
cSITCSI, B TIEPBYIO ouepeab, Tu3odochoriuuepuabl (JinzohochaTuanaxoanH
1 mu3o¢ochaTHANIITAHOJAMUH ) M CBOOOIHBIE XKUPHBIE KMCJIOTHI KaK TTPO-
JYKTBI pa3pylIeHUsI KJIETOYHBIX MeMOpaH. biiaromgapst BLICOKMM peaKToreH-
HBIM CBOMCTBaM JIN30(hochOrTUIIepUIBI HAPYILIAIOT CTPYKTYPY KIETOUHBIX
MeMOpaH, B YaCTHOCTU CapKOJIEMMY KapAUOMUOLIUTOB, CLIOCOOCTBYSI B YCJIO-
BUSIX TTOBBIIIIEHHO! TTPOHUIIAEMOCTU MeMOpaH (ITpY TUITOKCUYECKOM MIlIe-
MUU1) HEKOHTPOJIUPYEMOMY TOKY UOHOB KaJblUsl BHYTPb KJIETKU, UTO MPU-
BOIUT K BOBHWKHOBEHUIO 3JIEKTPUUYECKOIN HECTAOMJIBHOCTH MMOKapnaa. B
MWTOXOHAPHUSIX, BBIIEICHHBIX U3 MUOKapa BHE3AITHO YMEPIIUX OOJbHBIX
MUBC, obHapyxXeHO yBeluueHue coaepkaHusl Ju3odochaTuanaxoamnHa,
3o ochaTuaInITaHOIAMUHA U CBOOOTHBIX SKUPHBIX KHUCJIOT, YTO paclie-
HEHO KaK MHUIIMUPYIOIINI CyOCTpaT IS 31eKTPOPU3NOJIOTMIECKUX Hapy-
LIEHU B cepaeuHoi Mbite [21].

K apuTMOTe€HHBIM CYOCTaHIIMSIM OTHOCSITCSI TAKXKE [IUKINIECKUIA aJieHO-
suHMoHoMochat (HAM®D), KaTexoJJaMUHBI (TJIABHBEIM 00pa3oM, HOpaapeHa-
JIMH, BBICBOOOXIAEMBIN M3 aipeHEPTUIECKIMX HEPBHBIX TepMUHAJIEN), CBO-
OomHOpaIUKaIbHbBIE TIEPEKVUCHBIE COSIMHEHUST JIUTTUIOB U HEKOTOPKIE IPY-
rve. YCTaHOBJIEHO, YTO YeM BhIllIe conepxkaHue TAM® B TKaHM MUOKap/a,
TEM CUJIbHEE OH TTOIBEPKeH (hMOPUJUISIIIMY B OTBET Ha a[ipEHATMHOBYIO CTH-
myJsiniio. C MoBbIIeHHOM KoHIeHTpalein TAM® cBsI3bIBAtOT N30BITOUHOE
TOCTYIIJIEHNE MOHOB KaJTbIMST BHYTPb KAPIMOMUOILINTA, YCUIIEHUE TIIMKOTEHO-
JI3a U JIUTIOJM3a, Pa3BUTHE 3JIeKTPUUECKOM HecTabMIbHOCTH MUoKapaa [9].

[MTpu kimaccuueckoM TedeHnK MH(apKTa MMOKapaa apuTMOT€HHbIE CyOCTaH-
LM «3aMYyPOBBIBAIOTCS» B 30HE (DOPMUPYIOLIETOCS KOAry/IsSIIMOHHOTO HEKPO3a
M He 0Ka3bIBAlOT CBOETO MATOTeHHOTO eicTBUsI. Eciu e Tirybokast uieMust
MpephIBaeTCsI Pa3BUTHEM ITpoliecca perepdy3nun, TO apUTMOTeHHbIE CyOCTaH -
LIMY BBIMBIBAIOTCST M3 30HBI MILIEMUU B KPOBOTOK M OKa3bIBAIOT MTOBPEKIAI0-
1ee AeiicTBre Ha MeMOpaHbl KapAMOMUOLUTOB, poBoiupyst @XK. [Tpruem
UILIeMUS AOJIKHA ObITh TOCTAaTOYHO ITyOOKOI Y HEOOPAaTUMOIA, TO €CTh J0CTa-
TOYHO MPOIOJIKUTETBHOM, YTOOBI MTPEBBICUTD JOITYCTUMBIi ITOPOT HAKOTLIE-
HMST apUTMOTEHHBIX BEIIECTB U B Pe3yJIbTaTe CYIIECTBEHHO HAPYILIUTD TTPO-
HUIIAeMOCTh MEMOpaH KapIrOMUOIIMTOB. IMEHHO TT03TOMY B OTIpe/ieIeHUN
BCC (BKC) dburypupyetr BpeMeHHOI MHTEPBaI IJTUTEIbHOCTH CEPAEYHOTO
MPUCTYTIA B TIpeieax OMHOTO Yaca — 3TO MepUuoa HeOOpaTUMON UILIEMUHU, 32
KOTOPBIi B 30HE UILIEMUH YCTIEBAIOT HAKOTTMTHCSI apUTMOTEHHbBIE CYyOCTaHITUN
U TIOBPEXIAIOTCS KJIETOYHBIE MEMOPaHbl KAPINOMUOIIUTOB.
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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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Hanounro 3akpenusiieiics ommnokoi pycckosizbiuHoro nepesoga MKb-
10 ot 1995 roga crano TpeboBaHUE KOAMPOBATh PELMAUBUPYIONINIA WU
MOBTOPHBIN MHGpAPKT MUOKapaa kogamu 122.—, B To BpeMsl KaK 3TU KOAbI
npeanaraiuch akcnepramMmu BO3 Toibko A1 peLiMaANBUPYIOLLETro nHdap-
kTa Mmuokapaa. B Bepcur MKB-10 ot 2016 roga 6bU10 yTOUHEHO, YTO BO
n30exxaHue HEBEPHbIX TPAKTOBOK U C TO3ULIMIA OLIEHKU JItoOoTro nHbap-
KTa MUOKapla KaKk OCTPOro, 3ampelieHo MpU JeTaabHbIX UCXOAaX B KJIM-
HUYECKUX, MaTOJOroaHATOMUYECKUX U CyNeOHO-MEAUIIMHCKUX AUATHO-
3ax MpuMeHeHue koaoB [22.— nis moboro nHgapkra muokapaa. Koabl
122.— nomyckaeTrcsi MPUMEHSTh TOJBKO JISl XKUBBIX JIULL C PEUUIUBUPYIO-
UM WH(papKTOM MUOKapa.

K coxaneHuio, u3-3a OTCyTCTBUSI YETKUX Pa3bsICHEHUU TpeOOBaHUA
MKB-10 B pekoMeHaauusx Munaapasa Poccuu, mpoTMBOpeYUBBIMU PEKO-
MEHIALUSIMU TPOGhECCUOHATTBHBIX MEAULIMHCKUX COOOIIECTB, PAa3HBIMU OTE-
YECTBEHHbIMU MENUIIMHCKUMU OPTraHU3ALIUSIMU B HACTOSIILIEE BPEMSI OTHO-
BPEMEHHO MCMOJIb3YIOTCS KaK yCTapeBlIne, TaK U COBpeMEHHbIE TpeboBa-
HUs, IPUYEM 3TO KacaeTcsl Kak OCTPOii KOPOHAPHOW CMEPTU, TaK U UHGap-
KTa MUOKapna.

He pexomenayercs npu BKC ncnons3zoBars mudp 125.1 — atepockie-
poTtuyeckas 60Je3Hb cepla (WU aTepOCKIEPOTUYECKU KapIUOCKIIEPO3),
YTO, K COXAJICHUIO, HEPEIKO UMEET MECTO M3-3a TOrOo, UTO He BCeraa yaa-
eTcsl MOKYMEHTUPOBaTh Ha BCKpbITUU NTpu3Haky OKC win ocTpoii nmeMuun
muokapaa. B atom ciyyae octpyto ¢opmy MBC mudpytor nocpeactsom
pyopuku xpoHuueckoit bopmbl MBC, uTo HenmpaBWIbHO, TaK KaK UCKaXaeT
cratuctuky ¢dopm UBC.

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

Muoxkapaurbl

B ocHoBe paszsutus BCC MoryT J1eXXaTh CKPBITO ITPOTEKAIOIINEe MUO-
KapAuThl, BbI3BAHHBIC Yallle BCEIO0 BUPYCHOM MHMEKIIMEi, pexe — apy-
ruMu Bo3oynureasiMu. Cpeld BUPYCOB B KaueCTBE BO30yaUTE e MUOKap-
JIATA Yallle 00HapYXKKMBAIOTCs SHTEPOBUPYCHI, B UaCTHOCTH Bupyc Kokcaku
tuna B4, a Takke nuToMeranoBupyc, BUpychl rpumniia. CKpbITO MpOTeKa-
follMe MUOKapauThl oOHapykeHbl Y 50% BN Y-uHburpoBaHHbBIX 00JIb-
HbiX. K uncity Bo30ynuTeneit MUOKapaAUTa TAKKE OTHOCITCS PUKKETCUM.
MuokapauThl MOTYT UMETh aJJIEpruYeCcKoe IPOUCXOXIEeHUE, B YaCTHO-
CTH IIPU JIEKAPCTBEHHOM M CHIBOPOTOYHOM ajulepruu. B pa3Butuu xpo-
HUYecKux (opM MUOKApAUTA UTPAIOT POJIb ayTOMMMYHHbIE peaKIIUH,
IIPY KOTOPBIX IPOLIEeCC 3alycKaeT MH(MEKIMOHHBIA areHT, a 3aTeM MUO-
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KapIUT JJIUTEJbHO MPOTPECCUPYET 3a4aCTYIO B CKPBITOI hopme. UMeHHO
TaKue CKPBITO TpoTeKatolre (popMbl MUOKAPIUTA MOTYT CIIY>KUTh TTPU-
yunoit BCC [13, 14].

[MTocMepTHBIN AMAaTHO3 MUOKApAWUTA TIPU OTCYTCTBUU KIMHUYECKUX
JAHHBIX BO3MOXEH TOJILKO TPU MUKPOCKOTIMYECKOM MOATBEPXKICHUU.
Ha BckpbITUM OTMEYAIOT YBEJIMUEHUE pa3MePOB cepala, Apsi0J0CTb MUO-
Kapnaa, nuiaTtaluio nojocteil. B sHaokapae u snukapae MOryT BCTpe-
yaThbcsl TeMopparuu. B maneko 3airenieil ctaivuu B CEpAeuyHON MBIIILE
MOTYT BCTpevaTbcs odaru ¢pudbposza. MMeoT MecTo Mpu3HaKu OCTPBIX U
XPOHUYECKHUX PACCTPOMCTB KpOBOOOpaleH!s. MUKPOCKONMYECKU OTME-
YalT OYaroBble BOCTIAJIUTENbHBIE MHMUIBTPATHl B CEPIEUYHON MBIIIIIE,
MpeAcTaBIeHHbIe TUM(MOLIMTaAMU, MaKpodaraMmu, mia3MaTUIeCKUMHU KJIeT-
KaMu, y9aCTKM PYOIyIolIelicsl TpaHyISIIIMOHHOM TKaHu, ouyaru (hubpo3a,
YTO B AaJbHEMUIIEM CITOCOOCTBYET J1EKTPUUYECKON HECTAOMITBHOCTA MUO-
Kapja, Kak MpUYMHBI Pa3BUTHUS KeTYA0UYKOBOU TaxuaputMuu [ 15]. Pa3Hble
(bopMBbI MMOKapIUTOB UMEIOT CBOW XapaKTepHbIe OCOOEHHOCTH, OMUCHI-
BaeMble B COOTBETCTBYIOIIUX pa3aesiax matojoruu. Tak, mpu MUOKapauTe
AbpamoBa—®Puiepa B COCTaBe BOCTAIUTEIbHOTO MHGMWIbTpaTa HabJI0-
JAl0T TUTAHTCKUE KJIETKH, MOXoXue Ha KieTku [TuporoBa—JlanrxaHca,
npu Mmuokapaute Yaraca — cBoeoOpa3Hble BKIIOUEHUS Mapa3uTa B cap-
Kormjia3Me KapAuOMUOIIUTOB.

TanaroreHe3 BHE3aITHON CMEPTH TIPU MMOKApIUTaxX CBSI3aH C OCTPHIMU
paccTpoiicTBaMU CEPASUHOTO puTMa, TpuBoasinuMu K @K v acucronuu.

Kapaunommnonarumn

Kapmunomuonatus (KMII) — onHa u3 Hanbosee yacteix nmpuunH BCC
Bcaen 3a BKC. MexaHu3M BHe3amHO# cMepTH MpU Beex (popMax Kapamo-
MMOIATHIl CBSI3aH, IJIABHBIM 00pa3oM, ¢ pa3BUTUEM (haTaIbHBIX apUTMUI
cepaua, nepexofsamux B MK, pexxe — aCUCTOIMIO.

Bripensior nBe ocHoBHBIe Ipyninbl KMIT — riepBuUYHBIE, UM UAMOIIATH -
yeckue (KMII ¢ HemsBecTHOI aTHO0OrMEi) 1 BropuuHblie (KMIT ¢ ycra-
HOBJIEHHOI1 3THOIOrKei). BropruHble KapAMOMMONATHM, KaK IPaBUIIO, He
SIBJISIFOTCSI CAMOCTOSITEJIbHBIMU HO30JI0OTMYeCKUMU eAMHULIAMU, a CIyXat
TIPOSIBJICHUSIMU IPYTUX 3a00J1eBaHN.

Junaranuonnas kapmuomuonatusa (JIKMII) maxpockonuuecku xapakre-
pU3yeTcs YBEJIMYEHUEM MACChl CEPALA ¢ PEZKUM PACIIMPEHUEM ETO MOJIO-
CTeil 1 BBIpaXKEHHBIMU MPOSIBJICHUSIMU CEPIICUHON HefocTaTouHoCcTH. Macca
cepllia JOCTUTaeT 3HAYMTebHbIX BeaudrH — 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
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cepaue npuodbpeTaer 1apoodpasHyo Gopmy. TojllMHA CTEHKU JEBOrO
XeJynouka YBeIUYMBAETCs, OMHAKO HE HACTOJbKO, YTOOBI COOTBETCTBO-
BaTh CTOJIb BBICOKOI Macce cepaua. [IpucTeHOUHbIN dHAOKAP/ MoaBepra-
ercst hubpoanacTo3y, Kakoil 0OBIYHO BCTPEYAEeTCsl MpPU MOPOKax cepiala.
Hapsiny ¢ aTuM NpUCYTCTBYIOT XapaKTepHbIE TPU3HAKU CUHAPOMA XPOHU-
YECKOM CepieyHON HeTOCTATOYHOCTU: MyCKaTHas ITeYeHb, LIMaHOTUYEeCKas
WHAYypalus ceIe3eHKH, TTOUEK, BOJASHKA MOJIOCTEe, aHacapka, Oypast UHay-
paius Jierkux [22].

Muxkpockonuueckue npusHaku JIKMIT BeipazkeHbl JOCTaATOUHO XOPOIIIO,
OTHAKO HE SIBJISIOTCA crieliupuyHbIMU, U3-3a yero nuarno3 JJKMIT ocHo-
BBIBAETCSI Ha KIMHUKO-MOP(OJOTUNYECKUX JaHHBIX C YUETOM PE3YJIbTaTOB
BCKPBITUSI U MAKPOCKOMUYECKUX U3MEHEHUU cepnua. ['Mctosornyecku B
muokapae npu JJKMIT HabmonaioT MHOXeCTBEHHbIE OUaroBble MOBPEXIe-
HUS KapAMOMHUOLIUTOB MPEUMYIIIECTBEHHO KOHTPAKTYPHOI'O TUIIA, PacIpo-
CTpaHeHHbIe ouaru ¢hurdpo3a, HEOOJbIIKE 0YaroBbie TUMOOTUCTUOIIUTAP-
HbI€ CKOIUIEHUS B CTPOME, TUMIEPTPOGUI0 KapAUOMUOLIUTOB, BOTHOOOpa3-
HYI0 1e(hOpMaLIUIO MBIIIEYHBIX BOJIOKOH.

Ha yapTpacTpykTypHOM YpOoBHE OOHAPYKUBAIOTCS TSIXKEJIble MOBPEXIE-
HUSI MUTOXOHAPUI (MX HabyxaHue, BBIMbIBAHME MaTpuKca, pa3pylieHue
KPUCT, 0YaroBble 2JIEKTPOHHO-TIJIOTHBIE JEMO3UTHI), PACIIUPEHUE KaHATb-
LIeB CapKOIJIa3MaTUYECKOTO PEeTUKyIyMa, neopMallMOHHbIE U3MEHEHMUS
eaeid Mexay MeMOpaHaMu BCTAaBOUHBIX AUCKOB, YTO CYILIECTBEHHO BJIM-
sIeT Ha 2JIEKTPUYECKYIO CTAOMIBbHOCTh MUOKap/a.

T'uneprpoduueckas kapauomuonatus (I'KMII) maxpockonuuecku xapakre-
pU3yeTCs yBEINYEHUEM MBILLIEYHON MAaCChl TPEUMYILECTBEHHO JIEBOTO XKeTy-
J0YKa ceplia Mpyu OTCYTCTBUM AWIaTalluu nojiocteid. ObpalaeT Ha ce0st BHU -
MaHUe aCUMMETPUYHBIN XapakTep runepTpodun — TOJLIMHA MEXKETy104-
KOBOWi IEPEropoiKu OOBIYHO B MOJTOpa—/aBa pa3a 0oJiblile TOIUIMHBI CBO-
OOMHOU CTEHKM JIeBOro xeyaouka. M3-3a yBea1rueHUs: MbIILIEYHON MacChl
MHOKapJa B Cy0aoOpTaJbHOW 00JIaCTU JIEBOTO XKeIyI04Ka YaCTO BOZHUKAET
CY>X€HUE BBIHOCSIIETO TPaKTa, UTO 0003HAYAETCsI KaK MBIIIEUYHBIA (TUIep-
Tpoduyeckuii) cybaopTabHbIN CTEHO3.

Muxkpockonuuecku ['KMII xapakTepusyeTcss HapyluIeHUeM apXUTeKTO-
HUKU MBILIEYHBIX BOJJOKOH MUOKapa, UX HEYNMOPSTOYEHHBIM pacloioxke-
HueM. B omHOM 1 TOM Xe moJie 3peHUsI MUKPOCKOTMAa MOKHO OJHOBPEMEHHO
Hab01aTh MYYKU MBILIEYHBIX BOJIOKOH, UAYIIIME KaK B MPOAOJIbHOM, TaK U B
MOMNepPeYyHOM HaIPaBJIEHUSIX, 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
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TUTIEpTPODUPOBAHHBIX KapIMOMUOLIMTOB, a TaKKe HaJIM4Ine BOKPYT siIep
0001Ka MPOCBETIEHUS, TAK Ha3bIBAEMOT0 Taj10. DTO MPOCBETIEHUE 00YCIOB-
JIEHO HAaKOIUIEHNEM B MEePUHYKJIEAPHOM ITPOCTPAHCTBE TPaHyJI TIIMKOTeHa,
KOTOpPbIE BBIMBIBAIOTCS MIPUY MPUTOTOBJIEHUH TIpenapara [23].

Jloka3aHa reHeTuueckas npeapacrojioxeHHocTb K 'KMII, o6ycinoBieH-
HasT ONMHHAILIAThIO MyTaHTHBIMY T€HAMU C HAJTMIMEM 0oJIee IMTUCOT MHI-
BUIyaJIbHBIX TPAHCMYTAIIUI, YTO COMTPOBOXKIAETCS Ae(hEKTOM MUOKAPIATb-
HBIX O€JTKOB — MMO3WHA, TPOTIOHWHA, aKTUHA.

Pecrpukrusaag KMII (ot aHr. restriction — orpaHU4eHUE) MPOSIBISIETCS
PE3KO BBIPAXXKEHHBIM CKJIEPO30M U TMAIMHO30M MTPUCTEHOYHOTO SHAOKApIa
MPYU MHTAKTHOM KJIAllaHOM arapaTe, YTO COMPOBOXIAETCS HapylIeHUeEM
(orpaHnveHMEM) COKpaTUTEIbHOM DyHKIIMKM MUoKapaa. [1peamnonaraercs,
yto pectpuktuBHast KMII siBiisieTcs ciieacTBUEM MepeHEeCEHHOTO 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 3ado0jieBaHUSM
MHuoOKapaa 1 nepukapaa EBpomneiickoro obiectBa Kapauosaoros (2008) [24],
apUTMOTEeHHAasI KapaArOMHUOIIATHsI/ MU CIUIa3us IpaBoro xkerynouka (AKITTK)
— 3a001eBaHKE MBIIIIBI CEPIILIA, XapaKTePU3YIOIIeecs] TPOrpecCUpyonnum
3aMelleHMeM MUOKapaa MPaBoro Xeayaouka KUpoBoi 1 (prOpPO3HOI TKa-
HbIO IIEPBUYHO C PErMOHAJIBHBIM, a BIIOCICACTBUM U TOTAJbHBIM IOpaXe-
HHMEM IIPaBOro XeJyJa04yKa. YCTaHOBJICHO, YTO JaHHBIMA BU KapIXMOMUOIIA-
TUM 00YCJIOBJIEH MyTallMsSIMU B T€HAX, KOIUPYIOLIMX OEJIKM IECMOCOM — CIIe-
LIMATM3UPOBAHHbBIX CTPYKTYP, 00€CIeUNBAIOIINX BHYTPY- Y MEXKKIIETOUHOE
B3aumoeiicTBue. [‘eHeTMYECKM JeTepPMUHUPOBAHHbBIE HAPYILIEHUS IPUBOISIT
K HapyIIeHUIO TPAHCIIOPTUPOBKHU OeJIKa MEXKJIETOUHOM aAre31u IIaKoIIo-
ouHa [25]. PemonenpoBaHue BCTABOYHbBIX AMCKOB U yMEHbILIEHHE YK CJIa 1eC-
MOCOM, IIPUBOJUT K HAPYILLIEHMIO MEXaHUYECKOTO CLETUICHMSI KAapIMOMUOLIM -
TOB, YTO CIIOCOOCTBYET MX TMOEJIU C IIPOrPeCCUPYIOIUM (DUOPO3HO-KUPOBBIM
3aMelleHueM [26], 4To U SIBJISIETCSI aHATOMUYECKUM CyOCTPATOM BO3HUKHO-
BEHUS XKeJyaoukoBbix apurmuii. B 2010 rony F. Marcus et al. [27] npemiio-
KWK MopdoMeTpuueckuit nmarHoctuaeckuii kpurepuit AKIITK, paspa-
GOTaHHbII 1JI1 MUOKAPAUaIbHOM OMOIICKH, B OCHOBY KOTOPOIO IOJIOXEH
MPUHLMII TTOACYETa OCTATOYHOI'O KOJIMYECTBA HE BOBJICUECHHBIX B MATOJIO-
TMYECKUIA TIpoliece KapAuoMuouuToB. MeHee ueM 60% paclieHMBaeTCst Kak
«0O0JIBIIION» IMATHOCTUYECKMIA pu3HaK, 60—75% — Kak «MaJjiblii» JuarHo-
ctnueckuii npusHak. M.B. I'opaeesa ¢ coaBr. [28], mpenioxXuin 3KCTparo-
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JIMPOBaTh JaHHBI MOPMOJOrMYecKUi KpUTEPUit, MPpeaI0oXXKEeHHbI 111 TPU-
SKU3HEHHBIX MUOKAPIUATIbHBIX OMOMCHUIA HA Pe3yIbTaThl MaTOJOr0AHATOMMU -
YeCKOro aHaju3a.

B nocnennee BpeMs B rpyniny nepBuuHbix KMIT cTanu BkioyaTs e
oJHY pazHOBUAHOCTh KMII — HeKOMNMaKTHbIA MHOKApIA, WU Ty0UyaTyio
KMII. Ons atoit popmbl KMIT xapakTepHO M30BITOUHOE pa3pacTaHue
TpabeKyJSIpHOTO ammapaTa CepAeuyHO MBbIIIIbI JIEBOTO, pexke MpaBoOro
XKeJyao4yKa ¢ TIyOOKUMU MEXTPabeKyJIsIpHBIMU CUHYCaMU (HEKOMIaKT-
HBI CJIOi), C Pe3KUM UCTOHUYEHUEM UCTUHON CTEHKU JIEBOTO XelyaouKa
(KOMMAaKTHBIN CJ1011), C COOTHOLIEHUEM HEKOMITAKTHOTO K KOMITAKTHOMY
croto 6onee 2.

BTOpI/I‘lHLIe KapaAuoOMHUOIIaTUH

Kaxk mpaBuio, Bropmunbie KMIT He SIBISIOTCS CaMOCTOSITETbHBIMU HO30-
JIOTUYECKUMU eIMHULIAMU, & PACLICHUBAOTCS KaK CUHIPOMbI MJIU ITPOSIBJIC-
HUs Ipyrux 3adoneBaHuii. Bce pasHoBumHocTH BropuyHbix KMIT omuchr-
BalOT OOBIYHO IIPU XapaKTePUCTUKE COOTBETCTBYIOIIMX HO30JIOTHIA.

Ankoronbnas kapauomuonatus (AKMII) npencrapisieT HauOOIbIINIA
MHTEpeC B CUJIY IIMPOKOI PpacIpOCTPAHEHHOCTH U COLIMAIbHOMI 3HAUUMO-
CTH, OyIy4r OMHUM M3 YaCThIX, HO HE 00s13aTe/IbHBIX IIPOSIBIIEHUI XpPOHUYE-
CKOTO aJIKOTOJIN3Ma MJIM XPOHUYECKOM aJKOroJbHOM MHTOKCUKauuu. OHa
Hepenko npuBoauT K BCC. Kak 1 mpu BKC, BHe3amHast cMepTh IIpH aJIKO-
TOJIbHOU KapIMOMUOTIATUX MPOUCXOAUT 3a cUeT (aTajbHbIX HAPYIIEHUN
cepIeyHoro putMa ¢ ucxomom B DK [29].

Mopdonoruueckue rmposiBneHust AKMII, xoTsa u ipKo BeIpaXkeHbI, HO
HenoctatoyHo crieunuyHbl. [ToaTomy nuarno3 AKMII nomkeH ObITh
TOJIBKO KJIMHUKO-MOPGhOJOrMYeCKUM, YUUTHIBAIOIIUM KOMILIEKC BCEX
MIPU3HAKOB B COOTHOILIEHUM C aHAMHECTUYECKUMU (KaTaMHECTUYE-
CKMMM) JAaHHBIMM U TIPUXU3HEHHBIMU KJIMHUYECKUMMU IIPOSIBICHUSIMU.
Takxe cymiecTByeT 3a0ayxaeHue, uto Mmopdoaorus AKMII naeHTHYHA
JAKMII. XoTg MexXay HUMU MHOT'O OOIIEro, TeM He MeHee, 9TO pa3ind-
HbIE COCTOSIHUSI.

IIpu makpockonuueckom uccaedoganuu CTeieHb TUIIEPTPOMGUU CepACUHOMI
MbIbl Tpu AKMIT HuKorma He TOCTUTAeT TeX BEIMYMH, KOTOPhIE ITPUCYIIT
JKMII. Macca cepaua npu AKMII cocrapisier 400—500, makcumym 600
rpaMM («ITMBHOE Cepalie» ), BO3MOXKHA TakxKe HopMmasibHas macca (300—350
rpamM). Cepaiie Ha OIIyIlb OOBIYHO APSIOIOe, KaMephbl (MMPEeUMYIIECTBEHHO
JIEBOTO XKeJTyaouKa) auiaaTupoBaHsbl. [Ton anmmkapnoM HepeaKo O0JIbIIoe CKO-
meHue xupa. KopoHapHblie apTepru Kak IIpaBIIo He ITOPaXKeHbI aTEPOCKIIe-
pPO30M, HO Yy JIMII CTAPIIMX BO3PACTHBIX TPYIIIL €ro TSLKECTh TOCTOBEPHO HE
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OTJINYAETCS OT MOMYJSILIMOHHBIX MoKa3aTesieil. Mruokap/ Ha pa3pese yacTto
C XXEeJITOBAThIM OTTEHKOM 3a CUET KMPOBOI TUCTPODUN.

Muxpockonuueckas kapmuna AKMII Takke HecnielmuyHa, XOTS U3Me-
HEHUS BBIPAXXEHBI JOCTATOYHO SIPKO. XapaKTepHO COYETaHUE TUITepTPO-
(un 1 aTpoun KapAMOMUOIUTOB, B CTPOME BCTPEYAIOTCSI MEJIKUE KPY-
IJIOKJIETOYHBbIE MH(PUIBTPATHI KaK peakiius Ha TOBPEXIECHUS MbIIIeY-
HBIX KJIETOK, HaOJI0JaeTCsl BaKyoJIn3alusl CapKOIIa3Mbl KapAUOMUOLIM -
TOB. OTMeUaeTcsl MeJIKOKareabHOe OXKUPEHUE CAapKOTIIa3Mbl. XapaKTepHBI
JINTIOMATO3 CTPOMbBI MUOKapa (0COOEHHO JIEBOTO XKeIyA0UKa), MEPUBACKY-
JIIPHBIN CKJIepO3, CKOTUIeHUs IuTodycuurHa B capkoruiazme [30]. Iast moa-
TBepxKaeHus nuarHoza AKMII mpeayaraeTcs riuCTOXMUMUYECKOE ompeesie-
HUE CHIKEHUSI aKTUBHOCTY aJIKOTOJIBACTUAPOTreHa3bl B TKAHU MUOKapaa Ha
ayTONCUIMHOM MaTepuase.

Ecnu BCC HactynaeT Ha (poHe OCTpoii aIKOroJibHOM MHTOKCUKALIUM, TO Ha
BBILIETIEPEUNCIEHHBIE TPU3HAKN HACIauBalOTCsI OCTPbIe U3MEHEHMSI: T1J1a3-
MOpparusi, IepruBacKyJISIPHBIN OTEK, OTEK CTPOMBI MMOKap/ia, HabyxaHue 1
npoudepanuss SdHIOTEIUOLUTOB COCYI0B MUKPOLUMPKYJISITOPHOTO pycia,
MMOJIN3, KOHTPAKTypPHBIE TTOBPEXICHMUST KAPIUOMUOIIUTOB, CJIaK-(DEeHOMEH.

B ctpykType namoaocoanamomuueckoeo ouaenoza AKMII MmoxeT purypu-
poOBaTh KaK OJTHO U3 MPOSIBIIEHU XPOHUYECKON aJIKOTOJIbHOW MHTOKCHKA-
uu (udpp F10.1) unm xponudeckoro ankoroyausma (mudp F10.2), koto-
pble BbICTaBJIEHbI B KaUueCTBE OCHOBHOTrO 3abojieBaHus. Eciu xxe ¢ AKMIT
CBsI3aHa HETMOCPEeACTBEHHAs MpUUrHa cMepTu, To Torna AKMIT BeicTaBis-
€TCs1 B KQUeCTBE OCHOBHOTO 3a00JIeBaHUS KaK CAMOCTOSITE/IbHAST HO30JI0TU-
yeckas enuuuia (mmdp 1 42.6).

[Tpu 3TOM XpOHUYECKAS ATKOTOTbHAS MHTOKCUKALIWST VI XPOHUUYECKUIA
AJIKOTOJIM3M CO BCEMMU €€ MPOSIBICHUSIMU MOMeNIaloTcs B pyopuKy (hoHO-
BOro 3a00JieBaHus. B ciiyuae cMepTH OT OTpaBIeHUS STAHOJIOM OCTpast aJIKO-
rojibHasi MTHTOKCUKAIIUSI CTABUTCS Ha TIEPBOE MECTO B PyOPUKE OCHOBHOTO
3abosneBaHus (iudp T51.0) ¢ ucnosb3oBaHUEM OOTMOJHUTEIBHOTO IKdpa
(X45), yxa3piBaoniero Ha BHEIIHUE 0OCTOSATENbCTBA — CIIyYaliHbIN Xapak-
Tep oTpaBieHus. [Ipu 3ToM XpoHUUYecKasi aTKoroJbHast UHTOKCUKALUS UJIU
XPOHUYECKUIA aJIKOTOJIM3M C TIOJTMOPTaHHBIMU TIPOSIBIIEHUSIMY TTPY UX HAJIH -
YUU MoMelIaTcs 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 BHE3ANHOM CepAEYHON CMepPTH

B ocnoge pazButus BCC MoryT JiexkaTb nopoxu pazeumus cepoua u mazu-
cmpatsibix cocydog. Cpenu B3pOCIIbIX OOJbHBIX C BPOXICHHBIMU TOPOKAMU



IV. lNaTonorn4eckas aHaTOMuUsi BHe3arHovV cepaeyHori cMepTn 31

cepaua yactora BCC cocrasnsert 5,3 Ha 1000. Onucansl ciydyau BCC nipu
KOapKmauuu aopmul, 8PONCOeHHbIX NOPOKax cepoya. VI3BeCTHBI cayyau CMEPTU
MPU TUMOTUIA3MU KOPOHAPHBIX apTepuil U Naxe MpU MOJHOM OTCYTCTBUU
OJTHOI U3 TPEX IIaBHBIX KOPOHAPHBIX apTepuii. BcTpevaloTcst mopoku ¢ aHo-
MAAbHBIM OMX0JICOCHUEM KOPOHAPHbIX Apmepuii OT JIETOYHOTO CTBOJA. OnrcaHbl
Habmonenus BCC npu Tak Ha3bIBAeMOM «MUOKAPOUANbHOM MOCMUKE» , CBO-
€00pa3HOM MOPOKE pa3BUTHs (MHOTHE MPU3HAIOT €r0 BAPUAHTOM HOPMaJslb-
HOTO pa3BUTHSI), KOTJa MarucTpaabHasi KOpOHapHas apTepusi cepaua (yaiie
BCEro MepeaHsist HUCXOAs11as) TPOXOAUT B CBOEOOPAa3HOM TYHHEJIE WU Mepe-
KPBIBAETCSI CHAPYKU MTyYKOM MBIIIEUHBIX KJIETOK MUOKapaa [32]. DToT myyok
MOXET MepeXXuMaTh MPOCBET apTepUU, BbI3bIBasi TPUCTYI OCTPOUN UILIEMUU
cepaeyHoi Mbibl. Kak mpaBuio, npu BellleHa3BaHHBIX Aedektax BCC
HaCTyIaeT B IepMHATAIbHOM NEPUOJIE WU PAHHEM IE€TCKOM BO3pacTe.

K muuam rpynmel pucka BCC oTHOCSTCS MALIMEHTHI ¢ pa3IMYHbIMU hop-
MaMW HACAe0CMBEHHbIX U NPUOOPEMEHHbIX HAPYUEeHUI 2A1eKmPU1ecKoil npoo-
oumocmu cepaua. P naTonornyeckux COCTosTHUM ¢ BeiIcokuM puckom BCC
BCJIEICTBUE XXKU3HEYTPOXKAIOIIUX KEeTYTOYKOBbIX apUTMUI OObEAUHEHBI B
TPYTIITY «[IE€PBUYHBIX JIEKTPUUYECKHUX 3a00JIeBaHUI cepiia» U 0003HaYal0T
KaK BpOXJIeHHbIe cepaeuHble KaHanomnatuu [33]. Kak mpaBuio, y q1aHHOM
KaTeropuu naueHToB, yMepIIUX BHE3aMHO, crieluduieckux Mopdoioru-
YeCcKUX U3MEHEHU I MroKapaa, He 0OHapyXeHo.

Bueszannas cepaeyHasi cMepThb AeTen

IMonaBnsioiiee GOMBIIMHCTBO HAOMIONEHUI BHE3AITHOM CMEPTU JIeTei
MPUXOAUTCS. Ha MEePUOJ IEePBOro rojia >KU3HU. BHe3amHyo cMepTh aeTeil
TPYIHOIO BO3pacTa, pa3BUBIIYIOCS 0€3 SIBHOW BUIMMOW MPUYUHBI, ITPU-
HATO 0003HaYaTh KaK CUHIPOM BHe3arHoi aerckoit cMeptu (CBC), nim
no-anrnuiicku — Sudden Infant Death Syndrome (SIDS). ITo onpenenexuto,
CBJIC — 3710 HeoxXuIaHHast HEeHACWJILCTBEHHAsI CMePTh pedeHKa IpyaHOTO
BO3pacTa, IIp1 KOTOPOIi OTCYTCTBYIOT a[IcKBATHBIE 11 O0bSICHEHUS ITPUYMHbI
CMepTH, JaHHbIE aHAMHE3a ¥ IaTOJI0r0aHAaTOMMUYECKOTO uccienoBaHus. B
MKB-10 CBAC umeer caMmocTosiITeIbHYIO pyopuky — R95 u o6o3Hauaercs
KaK BHe3aITHasi CMEPTh I'PYIHOIO peGeHKa.

CBJIC — aT0 camas yactasi MpuYMHAa CMEPTHU JIeTeil B BO3PAaCTHOM MHTEP-
BaJie OT 2 Hefesb 10 1 roma, Ha Hee rpuxoauTcs okojio 30% Bcex cMepTeit
atoro Bo3pacta. Hacrora CBJIC B CIIIA cocTasnsiet okojio 1,5 Ha 1000 xxuBo-
poxneHHbIX aeteit. [Tuk yactorel CBAC nmpuxomuTcsa Ha repuon Mexmy 2
u 4 mecsiuamu Xkus3Hu. B 6oabmmHeTBe cayvyaeB mpu CBJIC pebeHOK ymMu-
paeT BO CHE, II03TOMY 3TY CMEPTh HEPEeIKO 0003HAYalOT ellle KaK «CMePTh B
KpOBaTKe», UJIN «CMEPTh B KOIbIOEe n» (cot death).
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Huarno3 CBAC B cyneOHO-MeAUMIIMHCKON U MaTojioroaHaTOMUYe-
CKOW MpaKTUKE CTaBAT OOBIYHO METOJAOM UCKIIOUEHUSI HACUIbCTBEHHOM
CMEpPTHU, a TaKKe NPYTUX BO3MOXKHBIX MPUUYUH CMEPTU, BepUduLupye-
MBbIX MpPU MaTOJOTOAHATOMUYECKOM HuccaeqoBaHuu. He ynaercsa oOHa-
PYXUTh KaKUX-T100 MaKpPOCKOMUYECKUX U3MEHEHU I, MOTYIIIUX 00BsIC-
HUTb MEXaHU3M CMePTHU. YTO Xe KacaeTcs TMCTOJIOTUYECKUX U3MEHEHU,
TO OHU HECYLIECTBEHHBI U HeCTIeLIM(UYHBI U HE MOTYT OOBSICHUTh MPU-
YUHY BHE3aMHOW CMEPTH.
M.M. BopoHuoB u coaBTopsl [34] npemnoxuian B 1997 roay BbIIeIsSITh
clieayolue, o UX MHEHUIO, creluduieckue Mop@oaoruyeckue mpu-
3Haku CB/IC, koTopble OHU 0003HAUMIMN KaK «TKaHEBbIe MapKePhl XPOHU -
YEeCKOU TMTTOKCUN»:
* TUIEPIIa3us MBILIEYHOTO CJI0SI COCYAOB CPEHEro U MaJIOro Kajiuopa
B MajJioM Kpyre KpoBOOOpallIeHUsI B COUETAaHUM C TUTepTpodueit Muo-
Kap/a MpaBoro Xeaynouka;

* U30BITOYHOE COoMepKaHUE MEPUAAPEHATOBOTO OYPOro XUpa;

* MHOXECTBEHHBbIE MeTeXUaTbHbIe KPOBOUIIUSHUS O] CEPO3HBIMU JIUCT-
KaMHU (o[ AMUKapaoM, IJIEBPOi, Karcyaoil Tumyca);

* [JIMO3 CTBOJIA TOJJOBHOTO MO3ra;

* M30BITOYHOE KOJIMYECTBO OYArOB IKCTPAMENYJIISIPHOTO KPOBETBOPE-
HUS B TIEYCHU;

* TUIEp- U TUIOIUIa3Usl TJIOMYCHOU TKaHU KapOTUIHbBIX TNl

* runepruiazust xpoMa@@UHHON TKaHU HAAMOYEUHUKOB.

Cpenu Mopdoaornyeckux uameHenuii npu CBJIC npuiiekaeT BHUMA-
HUE COCTOSTHHME TUMYCa, TaK Ha3bIBaeMast «TUMOMETAJINsI», KOTOPYIO paHee,
BMECTE C TAKUMM MPU3HAKAMU, KaK TeHepaIu30BaHHas TUIIePILIa3us JIUM-
douaHON TKaHU, FMMIOIIa3Msl KOPbl HAAMOYEYHUKOB U T.A. Ha3blBalu
«TUMUKO-TUMGbATUYECKUM CTaTyCOM>».

MexaHuambl TaHaTtoreHesa pu CBIC saBisitoTcs MpeAMETOM IUCKYCCUU
1 BO MHOTOM OCTalOTCSl HEBbIICHEHHBIMU. O00011IeHUE Pe3yIbTaTOB U3yYe-
Hust CBJIC natoT ocHoBaHMe BbIIE/SITh IBa BapyvaHTa TaHaTOreHe3a — pecru-
PaTOPHBII U KapaUalbHbIA. B mepBoM cityuae peub UAeT O CMEPTH B pe3yJib-
TaTe AbIXaTeJbHOU HEIOCTATOYHOCTU BCAENCTBUE AITHO?, BO3HUKAIOIIETO BO
cHe. KapauaabHble MEXaHU3Mbl TAHATOTEHE3a CBS3bIBAIOT IJITABHBIM 00Pa3oM
C HapyUIeHUSIMU (DYHKIIMU TPOBOISILIEH CUCTEMBI ceplia. Y 1eTeil mepBoro
rojaa Xu3Hu ¢ BbicOKMM prckom CBJIC cratucThuecku 10CTOBEPHO yallle
PETUCTPUPYIOT TaK Ha3bIBaeMbIif CUHIPOM MPEXIAEBPEMEHHOTO BO30YX/Ie-
HUS KeJTyI0YKOB WiM yaauHeHue untepsaia Q-T Ha OKIT.

B uccnenoBanusax C.JI. I[Tapunosa [35] ycTaHOBJIEHO, YTO MEXaHU3M
BHE3allHOW CMepTU y JAeTel MepBOro roja XXU3HU MOXET ObITh CJed-
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CTBUEM MEPEHECEHHBIX POJOBBIX TPABM LIEHTPAJIbHON M MapacUMMaTU-
YeCKOW HEPBHOW CHCTEMBbI, YTO B COUYETAHUU C OCTPHIMU UHMEKIUIMU
CIOCOOCTBYET BHE3aITHOMY PA3BUTUIO OCTPOI TbIXaTEIbHOU UJIN Cepaey-
HOW HEAOCTATOYHOCTH.

Berpeuarores enMHUYHbBIE Cllydaud BHE3allHOUM CMEpTU neTeli, 00yCcaoB-
JICHHOU BPOXIEHHOM WIU MPUOOPETEHHON MaToJ0Thelt KOpOHAPHBIX apTe-
puii cepaua.
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V. ANMMOEMUONOINnNA BCC

3a mocnennue 20 JeT AMUIEMUOJOTUST BHE3AITHOM CepAeUHON CMepTH
(BCC) cymecTtBeHHO M3MeHMIaCch. B 9KOHOMMUYECKM Pa3BUTHIX CTpaHax
Mupa 6jaromapst BHeIpeHUI0 3(P(OEKTUBHBIX TTPOrpaMM I10 MPOPUIaKTUKE
U JIeYeHuIo Oosie3Helt cucteMbl KpoBooopamieHus: (BCK) mpuBeno k 3Ha-
yuTeNIbHOMY cHIXXKeHMIo cMepTHOCTH OoT BCK, 1, cienosarensHo — ot BCC
[1]. BMecTe ¢ TeM, KOIMYECTBO yMEPIINX OT KapIMOBAaCKY/ISIPHBIX 3a00/IeBa-
HUIi B MUpE COCTaBJISIET OKOJI0 17 MUJUIMOHOB 4eJI0BeK, U 25% 13 HUX IIPO-
ucxonut no mexanusmy BCC [2]. [Toxyuennsie 10—15 et Ha3zan B anume-
MUOJIOTMYECKUX UCCIIENOBAHUSIX KO3(PPULIMEHTHI 0 ToM, uTo nojiss BCC B
crpykrype cmeptHocTi oT BCK cocraisieT okoso 40%, ceromHst moasep-
[JIUCh TIEPECMOTPY.

B HacTosiiiee BpeMst B pa3BUTBIX CTpaHax Mupa cpeaHsis yactora BCC
cocrasisier 1,40 Ha 100 000 HacesieHUsT B TOI Y 3KEHIINWH U 6,68 y My:kumH [3].
Yucino cinydyaeB BCC cpeny MoJToabIX JTI0IeH 3aKOHOMepHO Hike — 0,46—3,7
Ha 100 000 HaceneHus B rox [4, 5]. B aOCOMIOTHBIX 3HAUEHUSIX 3TO COOTBET-
ctByeT 9000 cmepreit B EBponie u 1o 6200 cmepreit B CILIA kaxknplii ron [6].

B P® He cyiecTByeT JaHHBIX ODUILIMAILHOM CTATUCTUYECKOM OTYETHO-
CTH I10 3TOMY Bompocy. OIHAKO IIPU U3BECTHOM KOJIMUYECTBE YMEPIIUX OT
BCK (Hanmpumep, B 2014 romy — 940489 venosek [7]) 1 ucmoab3yst Koad-
(buLMeHT, ToIyYeHHbIM B 3apy0eXXHBIX SMUACMUOJIOIMUECKUX CCIIeI0Ba-
HUsIX (25%), MOXHO paccyuTaTh NpuOIM3UTeIbHOE Ynciio ciydacB BCC B
Poccunm B rog — 235 TBICSY YeJIOBEK.

BoJIBIIMHCTBO OTEUECTBEHHBIX MCCEAOBAHUI, TTOCBIIIEHHBIX SITUIE-
muonioruu BCC, 661710 BhITIOHEHO B 1970-X romax u orpaHUYMBaIOCh paM-
kKamu niporpammbl BO3 «Peructp ocrporo mHpapkra Mmuoxkapaa» [8—12].
OueBUIHO, YTO 3a IOC/SAHNE TTOIBeKa MPOU3OLILIN KapaAUHAIbHbBIE TIepe-
MEHBI B JleueHUU nH@apkra Muokapaa (MM), 4yTo ckazanoch 1 Ha acCOIM-
MPOBAHHOI ¢ HUM CTaTUCTUKE JIETaTbHOCTH U CMEPTHOCTH.

KpynHoe annnemumonornueckoe ucciaenosanue PESOHAHC, nposeneH-
Hoe B Tpex poccuiickux ropoaax (Ps3anb, BopoHnex, XaHTb-MaHcuiick) u
BKJIIOUMBIIIEE monyasaunio 00abHbIX ¢ MBC unciaenHocThio 285 736 yero-
BeK, ObLIO CIUIAHMPOBAHO C Liejiblo yrouHeHus yactoTel BCC BciencTBue
MBC (1.e. BHe3amHOI1 KopoHapHo#i cmepTn) [13], T.K. umenHo MBC aBns-
eTcs caMoii yactoit mpuunHoii BCC. CornacHo nuarsosam, 3aperucTpupo-
BaHHBIM B MEIUIIMHCKUX CBUICTEIbCTBAX 0 cMepTH, yactoTa BCC Ha ¢doHe
MBC cocraBuia B MyxcKoii nomyssiiuu 69 ciydaeB Ha 100 000 My>kckoro
HaceJIeHUs B Tofl, B XKeHcKoi — 26 Ha 100 000 xeHCKOro HaceJeHHs B IO,
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npu 3ToM nuK yactotel BCC y 6osbHbIX ¢ UBC npuxoauics y My>KuuH Ha
Bo3pacTHyto rpynimy 50—59 ner, y xeHuuH — 70—79 net, B 6oJiee cTaplimnx
Bo3pacTHhIX rpynmnax nauueHtoB ¢ MbBC yacrora BCC, cornacHo oduiu-
aJIbHO 3aperMCTPUPOBAHHBIM TAaHHBIM, CTPEMUTEBHO CHUXaach. OMHaKO
0oJiee eTaIbHBIN JOMOJIHUTENbHBIN aHATU3 MEAULIMHCKON TOKYMEHTALIUH,
OIpoca poACTBEHHUKOB, CBUAETENEH CMEPTH, a TAKXKE JIeYalllX Bpayeil v Bpa-
4yeit u3 Opuras CKOpoi MeIUIIMHCKO TTIOMOIIY TIPUBEJT K BBIBOMY, UTO YTOY-
HeHHas yactota BCC B 2,3 y My>XuMH U B 2,8 pa3a y XeHIIUH BblllIe 3ape-
TUCTPUPOBAHHOTO OGUIUATIBHOTO YPOBHSI U COCTABSIET COOTBETCTBEHHO
156 u 72 cnayyaeB Ha 100 000 HaceneHus B roa. Takum oGpa3om, COrMacHO
uccinenoBanuio PEBOHAHC, B oTeuecTBEHHOM MPaKTUYECKOM 3IpaBOOXpa-
HEHUU He BbIsSIBIsIeTCs Kaxnblii Bropoii ciydait BCC y 6onbHbIX UBC Myk-
ckoro nona, u 2/3 —y 6oabHbIXx MBC XeHcKoro mojia, YTo TpUBOIUT K HEO-
oueHke BepossTHocTy pazsutust BCC B nmomnyssitini. OCHOBHBIMU MPUYMHAMU
takoro Henoydeta BCC y 6oabHbIX MBC npu3HaHbl HEAOCTATOYHO aKTUBHO
MPOBEICHHBIN TUAaTHOCTUYECKHIA ITOUCK ITPY YCTAHOBJIEHUM TTPUUMHBI CMEPTH
(45,4%) v onOKy 0(hOpMIIEHHSI MEAULIMHCKOM TOKyMeHTaLuu (55,6%).

Peructp BHe3amHoii cepaeuHoii cMmeptHoctu TEPMUWHA, npoBeneHHbI
B IIATH KPYIHBIX paitoHax bpstHckoit obiactu u . BpsiHcka cpeiu morryJisi-
LIV TPYAOCIIOCOOHOr0 Bo3pacta (25—64 jer) unciaeHHoctoio 417 740 ueso-
BeK, mpoaeMmoHcTpupoBai yactoty BCC, paBnyto 25,4 Ha 100 Thicsy Hace-
neHwus [ 14]. T1pu yuete renaepHoro npusHaka yactora BCC cpenu MyXunH
oKasayiach paBHOI 46,1 Ha 100 TBIC. HAaceJIEHMS, CPEAM KEHIIUH — 7,5 Ha
100 TeIC. HaceneHus B roa, cootHowenre BCCy Myxx4uuH/keHuH — 6,1:1.
Honst BCC B ctpykType cmepTHOCTH OT BCK coctasuia 7,3%, a B cTpyKType
oOeit cMmepTHOCTH — 2,9%.

Cpenu npuuuH, Jexamux B ocHoBe BCC y null TpynocnocoOHOro Bo3-
pacra, JOMUHUpPYET uineMudeckas 6oae3Hn cepaua (MBC) — no 80—85%,
MpUYeM He MeHee MOJIOBUHBI 3TUX CIyYaeB MPUXOAUTCS Ha OCTPbie DOPMBbI
WBC [15]. PaznuuHble KapAMOMUOTIATUX U BOCITAJIMTEIbHBIE 3a00J1€BaHUST
cepala 3aHUMAIOT BTOPYIO CTPOUYKY B CIUCKE STUOJOTUYECKUX (HaKTOPOB
(mo 15—20%), Torma xaxk mojsi OpoKoOB cepala (10 5—7%) v nepBUYHbBIX
9JIEKTPUUYECKUX CUHIPOMOB — KaHajomnatuii (cuHapoM bpyrana, cuHapom
yIJIMHEHHOTO 1 yKopoueHHOro QT — mo 2—3%) cymiecTBeHHO MeHbIIe |1,
14]. B HeKOTOpBIX Cayyasix, KOraa MpoOBEAEHHbINA KOMITIEKC KIMHUYECKUX,
J1abopaTOPHO-UHCTPYMEHTAIbHBIX U MOP(OJIOTMYECKUX UCCIETOBAHUIA BCE
K€ He TI03BOJISIET YCTAHOBUTH NTPUYMHY CMEPTU, IIPABOMOYHBIM SIBJISIETCS
JIMAarHo3 «BHe3aIHas cepaedHas cmepth» (kog MKbB 146.1) [16].

B oreuectBeHHOM uccinenoBanun FEPMUWHA [14] B kauecTBe Hanbo-
Jiee 4acThIX MPUYMH cMepTu durypupoBana xpoundeckass UbBC (43%),
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HECKOJIbKO pexe — ocTpbie ¢hopmbl UBC (37%). dons kapauoMuonaTui
cocraBuia 18%, a B 2% ciiyyaeB B TOCMEPTHOM IMArHO3€ B KaUueCTBE HEMo-
CpeICTBEHHOM MpUYMHOM cMepTH ObLTa obo3HaueHa BCC.

MakcumanbHbiii puck BCC umeror 6obHble, cTpagaomue bCK, oco-
OEHHO JMLa, MepeHecline UHGAPKT MUOKapaa CO CHUXKEHHOM CHUCTOJIM-
yecKoi (pyHKIIME JIeBOTO XKeJynqouka U/Wiu KeTyTOoYKOBBIMU apUTMHU-
samu [15, 17]. B To xe Bpemsi 6oJiee mosoBuHbI ciyyaeB BCC npoucxonur B
0011Ieii MOIYJISIIIUY JTIOeH W B TPYTITIE JIUI, UMEIOIINX JIUIITb OOIIEN3BECT-
Hble dakTopsl pucka MBC, y kotopbix puck BCC 0THOCUTETBLHO HEBBICOK
(puc. V.1). DTH naHHBIE IEMOHCTPUPYIOT BaXKHOCTh aKTUBHOTO TMOAXO/A B
npodpunaktruke BCC y Bcex nepeuncaeHHbIX TPYMI J0Aei He3aBUCUMO OT
ypoBHs pucka BCC.

OTrojorudyeckre (hakTopbl BHE3AIMHOM CEPASUHON CMEPTU Y UL pa3HOTO
BO3pacTa pa3andyHbl. Tak, B MOJIOZIOM BO3pacTe HauboJjiee YaCThIMU TIPUYM-
Hamu BCC gBasiorcst BocnaauTe/ibHble 3a00JIeBaHUs cepalia, KapauoMUo-
MaTUM, CYIIECTBEHHO BBIIIE, YeM Y TIOKUJIBIX, 1OJIS IEPBUYHBIX 3JIeKTpUYIe-
ckux cuHapoMoB. ITo Mepe cTapeHust 3HaYUTENbHO Bo3pactaeT pojib UBC,
KJTarlaHHBIX TTOPOKOB CEp/Ilia M ACCOLIMUPOBAHHON C HUMU CepAeYHOI Hel0-
crarouHoctu [1, 14, 18].

0O6Lwas nonynauma
300.000

MaumeHTbl ¢ pakTopamm pucka
MaymeHTbl ¢ UBC

XCH ¢ ®B meHee 30%

MocTMHbapPKTHbIN
KapAMOCKIepos
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=
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o
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@ ® o
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Puck passutua BCC B Teuerue 1 roga, %

Puc. V.1. YacTtoTa pa3Butus u abconrotHoe ymcno BCC B o6wer nonynsumm u cneuudum-
YecKuX rpynnax nauueHToB (agantupoBaHo u3 R.J. Myerburg u coasr., 1992). K o6wer no-
NynsuMM OTHOCUTCS HECENEKTUBHAs rpynna naumeHToB cTaplue 35 neT, noarpynmbl BbICOKOrO
pucka COCTaBnsIoT NaUMeHTbI C MHOXECTBOM (haKTOPOB pyCKa PasBUTUS NEPBOrO KOPOHAPHOTO
cobbiTns. YactoTta pa3eutis BCC MUHMMarnbHa B 06LLE NONYNALMM ML, B KOTOPOI perncTpu-
pyetcs HanbonbLuee Yncno Takux cmeptel. B rpynnax pucka gons BCC Hanbonbluas, Ho B ab-
COMOTHBIX Lchpax OHa 3HAYMTENbHO MeHbLUE TaKoBOW B OBLLEN NOMynsumum
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MHoroYrcjaeHHBIMUA UCCIeTOBAHUSIMU YCTAHOBIIEH PSIT TTUIEMUOJIOTH -
yeckux ocobeHHocteit BCC. B wacTHOCTH, onpeneneHa npsiMast Uiau 9KC-
MOHEeHLMabHas 3aBUCUMOCTh YacToThl BCC ¢ Bo3pacToM, cylliecCTBEHHOE
npeobianaHue My>XUUH Haj keHlmHamu [8—14, 18]. U3BecTHO, uTO OOJIee
75% Bcex caydaeB BCC mponcxoasT BO BHETOCITUTATBHBIX YCIIOBUSIX, M3 HUX
0KkoJ10 20—25% — B MeCTaX MacCOBOTO CKOTUIEHUSI JTIO/Iei (a9pOTIOPThI, BOK-
3aJ1bl, CTaAuMOHbI U T.11.) [10, 14, 18].

3HauuTeIbHAS POJIb B TAaHATOTEHE3e MPUHAUICKUT 3JI0YITOTPEOICHUIO
aJIKOTOJIEM, UTO, TIO-BUAMMOMY, SIBJISIETCSI XapaKTePHOI OCOOEHHOCTHIO 3ITH -
nemuosiornu BCC B P@ [14, 19]. [ToarBepXaeHUEeM 3TOMY SIBJISIETCSI BBICO-
KW IPOLIEHT aHAMHECTUYECKUX JAaHHBIX O 3JI0YMOTPEOJEHUM aJIKOTOJIEM,
YCTaHOBJIEHHbI B MEAUIIMHCKOM gfoKyMeHTauuu (36%), npu ornpoce poa-
CTBEHHUKOB ymepiunx (43%), a Takke Boicokast yactora (27%) obHapyxe-
HUSI aJIKOTOJIST B KPOBU yMepiuX. [1py 3TOM MpakTUYeCKH B TIOJIOBUHE CITy-
yaeB KOHIIEHTPAIIUSI 3TaHOJIa B KPOBU COOTBETCTBOBAJIA OIbsIHEHUIO OoJiee
yeM cpeiHelt crereHu Tsokectu. B 7% ciyuaeB BCC B KauecTBe OCHOBHOTO
JauarHosa urypuposnaiia arkoroibHas Kapauomuonarus (kon MKB 142.6).
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VI. DAKTOPblI PUCKA U CTPATUDUKALINA
PUCKA BCC B KITMHUYECKOWN NPAKTUKE

®akTtopsl pucka BCC

Yacrota pazsutuss BCC MuHuManbHa B o0LIel MOMYJISILUUA, B KOTOPOI
perucTpupyercs Haubosiblliee Yucao Takux cmepteil. [Ipu Hanuuuu dak-
TopoB pucka BCC vactora ee pa3BUTUS BbIllIe, HO B aOCOIIOTHBIX LIMppax
OHAa 3HAYUTEJIbHO MEHbIIIE, YeM B 001Iel monysiuu. B aToii cBgI3u Bompoc
0 MPOTHOCTUYECKON 3HAUMMOCTH TOTO WIU UHOTO (haKTOpa U UX COYETAHUS
B oTHOLIeHUHU pucka pazputus BCC sBisieTcs Ype3BblUaiHO aKTyaJIbHBIM.

Onpenenenue pucka pazputust BCC ckiianbiBaeTcsi U3 BbISIBIICHUS OTAEb-
HBIX (DAKTOPOB U OMPEIeICHUs UX 3HAYMMOCTHU Y KaXIOT0 KOHKPETHOTO
nanueHTta. Hanmnmuue HeckobKux (pakTOpOB prCKa MO3BOJISIET OTHECTH MaLM -
€HTa K ONpeleeHHbIM KIMHUYECKUM MOATPYINaM, ONPeaeUTh PUCK pa3-
Butus BCC BO BpeMeHU U, B KOHEYHOM UTOTE, OMPEALISIET ONTUMATIbHYIO
TAKTUKY MPODUIAKTUIECKUX MEPOTIPUSITUIA.

Ha Ham B3misn, nesnecoodpa3Ho BBIAETSATD OCHOGHbIE U 8MOPOCHIENEHHbLE
daxropsl pucka BCC. K ocrognbim hakTopaM prcka OTHOCSITCS 3MU30/1, Cep-
JIEYHOT0 apecTa B aHaMHe3e U/ WY TeMOMHAMUYECKU 3HAUMMast yCTOMUMBast
KT, yka3aHue B aHaMHe3e Ha epeHeceHHbI nHbapKT Muokapna (MM), snu-
30/1bl CHHKOIIE, BBISIBJIEHHAS PU UHCTPYMEHTAIbHOM 00CIeIOBAHUYN CUCTO-
Jimyeckas IMCYHKIMS, COMTPOBOXKIAIOIIASICS CHUXKeHUEM (DpakIMy BIOpoca
nesoro xenynouka (OB JIXK) menee 40%, KD u/uin 313046l HEYCTOMYM-
Boii XKT. ITpu HaTMUMK Yy KOHKPETHOTO OOJIBHOTO 0CHO8HbIX (DAKTOPOB pUCKa
CYLLIECTBYET BBICOKAS UJIM YMEPEHHAsI BEPOSITHOCTb PELIUIMBUPOBAHUS 3/10KA -
YECTBEHHBIX XKeJTyJOYKOBBIX HAPYILIEHUI PUTMa C pAa3BUTUEM OCTPOU cepaey-
HOI HEOCTaTOYHOCTH, U B KOHeUHOM utore — BCC. K émopocmenennvim ak-
TOPaM pUCKa OTHOCSTCS: TUniepTpodus Muokapaa geBoro xerynouka (IJ12K),
apTepuanbHasi runiepreHsus (Al), runepaununemusi, caxapHbiii nuadet (C),
KypeHue, U30bITOYHbII BEC, YBEJIUYEHUE YaCTOThl CEPAECYHbBIX COKPAILIEHUI
(YCC), runepcuMNaTUKOTOHUS U APYTUE 00CYKAaeMble HIXXE MPU3HAKU.

Ocnosnvle ghakmopul pucka

[Mon ocnosnbimu hakTOpaMu PUCKa ITOAPA3yMEBAIOTCSI KIIMHUYECKME [IPH -
3HAKU, HAJIMYKME KOTOPBIX IIPEANOJIaraeT OTHeCeHUE 00JbHOIO K KATErOpUn
JIMLL ¢ BBICOKUM MM yMepeHHbIM puckoM BCC B TeueHUe KalleHOAPHOTO
roja (BEpOSITHOCTHBIN prucK MoxeT gocturatb 20—50% v 5—15% coor-
BETCTBEHHO).
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Dnu30/1 cepevHoro apecTa B aHaMHe3e H/WiIH TeMOMHAMUYECKH 3HAYUMAs
yeroitunBas ZKT. Hanbosee cepbe3HbIM hakTopoM prcka pa3putust BCC sipsi-
€TCs1 HAJTM4YK1e dMMU30/1a CepieuHoro apecta BaHaMHese. [1o nanHubim JT Bigger
puck BCC y 3T0i1 KaTeropuu MaideHTOB B TeueHue rofa cocranisieT 30—50%
[1]. DT naHHbBIE OBLIM MOATBEPXKIEHBI B KOHIIE MPOIILIOro BeKa B UCCIEN0-
BaHUSIX, MOCBSIIEHHbBIX Ucnofb3oBaHu0 MK/ B 1esisix BTopruyHOM npodu-
naktuku BCC (AVID, CASH, CIDS) y naHHOI1 KaTeropuu mauueHToB [2—5].

VYKka3zanus B anamHe3e HA nepeHeceHHblii nHGapkT Muokapaa. laHHbie,
MOJyYEHHbIE B UCCTIeNOBaHUIX MO olleHKe AAIT y malimeHTOB, epeHecuInx
OUM (EMIAT, CAMIAT u DIAMOND-MI), aputmMuyeckas 1eTalibHOCTb
B peayibrate pa3sutus KT u @K B TeueHue roaa coctapisieT 5%, a B Teue-
Hue 2 1et — 9% [5-7].

Cucroanueckas aucyHkuus jesoro xkeayaouka. CHmkenHas @B JIK
SIBJISIETCSI HE3aBUCUMBIM MPEAUKTOPOM OOIlIeli, cepaeuHO-COCYAUCTON U
apUTMUYECKOI cMepTHOCTHU. JJlaHHOE TTOI0KEeHUE ObUIO MOATBEPKACHO KaK
pe3yJbTaTaMy AMUAEMUOJIOTUYECKUX JaHHBIX (B ToM uuncie DTTOXA), Tak u
pe3yabTaTaMu UCClIeI0OBaHU, MOCBsIIEHHBIX olieHKe 3 dexkTrnBHOCTU MK]]
B OTHOILLIEHUY MEPBUYHON 1 BTopu4yHOoi npodunaktuku BCC, Bo MHOTUX U3
KOTOPBIX OTHUM U3 KPUTEPUEB BKIIOUEHUS SIBJISIACh CUCTOJIMYECKAs TUC-
dbyukuus [2—4, §—12].

CuHKonanvhbie cCOCMosHUS

Puck BCC y nauiieHTOB ¢ CUHKOIIE MOXET ObITh CBSI3aH KaK ¢ HaJIu4rueM
CTPYKTYPHOI MATOJIOTUU CEPLIA, TAK U C MEXAHU3MOM Pa3BUTHSI OOMOPOKOB.

Puck BCC, cesa3annblil c ocHo8HbIM 3a00ne6anuem. Bee bonbliie yoeauTenb-
HBIX JJAaHHBIX O TOM, YTO B 3HAUMUTEIHLHOI Mepe Hajlndue 0OMOPOKOB U PHUCK
BCC cBs13aHBI ¢ XapaKTepoOM OCHOBHOTIO 3a0oJieBaHus. [1pu oTCyTCTBUM XKe
3a00J1eBaHUS ceplia OOMOPOKM B HEOOJIBIIION CTETIEHU OTSATOIIAIOT IPOrHO3,
1 OCHOBHBIE OITACHOCTU CBSI3aHbI C BO3MOXKHOCTbBIO IOJIyYeHHSI TPABMBbI ITPU
MOBTOPSIOLIMXCS CUHKOMAIbHBIX 31M301ax [15].

Puck cmepTu y maimeHTa ¢ CMHKOIaIbHBIMU COCTOSIHUSIMU TTPU Uutemute-
ckoil 6oae3nu cepoua (MBbC) mpsimo npornopLroHaneH TSKeCTU AMCHYHKIIUN
JeBoro xenynouka. [TpumunHamu ooMopokoB 1ipu MBC MoTyT OBITH TOBTOP-
HbIE SITU30/IbI UILIEMUM ¥ CBSI3aHHbIE C HUMUW apUTMUM, IIPEKIIE BCETO, XKETy-
noukoBast Taxukapaust (2KT) wiu 6pagukapaus [10, 12, 16].

[Ipu duramauuonnoii kapouomuonamuu (AKMII) Hanuure cUHKOMAb-
HBIX COCTOSIHUI TaKXKe aCCOLIMMPYETCS C TMOBBIIIEHHON CMEPTHOCTBIO [17,
18]. Haubosee yacToii MpUYMHOI CMEPTH Y MALIMEHTOB C 0OOMOPOKaMU MpU
OKMII cuurator KT [19, 20]. CmepTtHOCTH nanmeHToB ¢ JIKMII 1 o6mo-
POKaMM B aHaMHe3e MoxkeT npeBbiiiaTh 30% 3a 2 roga [20—23].



VI. ®akTopsi pucka u ctpatugukaums pucka BCC 43

Ipu eunepmpoghuuecxoii kapouomuonamuu (I'KMII) oOMOpoOKU OTHO-
CATCSl K OMHUM U3 «bonbiux» (paktopoB pucka BCC. HebnaronpusitHo,
€CJI 0OMOPOKM pa3BUBAIOTCSI TOBTOPHO, BOZHUKAIOT HAa ITMKE HATPY3KU WU
COYETAIOTCSI C MOJIOJIBIM BO3PACTOM, CEPJEYHOM HETOCTATOUHOCTHIO U CITy-
YyasiMU BHE3AITHOM CMEPTH y OJIN3KUX POICTBEHHUKOB [24—26].

BosHukHOBeHMEe 0OMOpPOKa B TeueHUE 6 MECSIIEB MOCIe TIePBOHAYATLHOTO
00cIeIoBaHts Y 9TUX IMAIIMEHTOB TAKXKe SIBJISIETCST PU3HAKOM ILJIOXOTO TTPO-
rHo3a. [ToaroMy npu odbMopokax HesicHoro reHesa y nauueHtoB ¢ 'KMIT
crapiie 16 et 6e3 ykazaHMii BaHaMHe3¢e SITM30/I0B CEPICUHOTO apecTa, XKey-
JTOYKOBBIX APUTMUIA, BBI3BIBAIOIIINX OOMOPOKH UJTU TIOJTyOOMOPOUHBIE COCTO-
STHUSI, peKoMeHayeTcst orpenesite puck BCC npu nmoMoniu KajabKyasiTtopa
«HCM Risk-SCD» (http://www.doc2do.com/hcm/webHCM.html) [27—29].

[Tpu aopmaavrom cmenose cpeHsisi BBKMBAEMOCTh OOJIbHBIX O€3 TIpoTe-
3MPOBAHUST AOPTAIBHOTO KJIATIaHa ITOCJIe TTOSIBJIEHUSI OOMOPOKOB COCTABJISIET
2 rona, 60JbIIMHCTBO Xe yMupaeT B TeueHue 3 yet [30]. [TosoBuHa nauu-
€HTOB C A0PTAJIbHBIM CTEHO30M, MMEBIIIMX B T€UYEHUE 5 JIET PUCTYITHI CTe-
HOKapJIuM, WINA B TeUEHHE 3 JIET — CUHKOIAJIbHbIE COCTOSIHUS, WJIN B TeUe-
HUE 2 JIET — OIBIIIKY U APYTUe TPOSBICHUST CEPIEYHON HEMOCTATOYHOCTH,
yMuparoT BHe3amnHo [31].

CrpykTypHbIe 3a001eBaHus cepaua [32—36] SBIsSIOTCS OCHOBHBIM (ak-
TopoM pucka BCC u o01eii cMEpTHOCTU y TTALIMEHTOB ¢ OOMOPOKaMMU.
YCTaHOBJIEHO, YTO HAJIMYMEe OOMOPOKOB y TIAIIMEHTOB C TSIKEJIOW ceped-
HOI HETOCTATOYHOCTHIO Y UMTUTAHTUPOBAHHBIMU PECUHXPOHU3UPYIOIINMU
yctporictBamu (CRT-D), accoumupyetcs ¢ 60jee BbICOKOW CMEPTHOCTBIO
[37, 38].

Puck BCC, ceazannuiit ¢ xapakmepom oomopokos. Puck BCC Hernocpen-
CTBEHHO CBSI3aH U C MEXaHU3MOM pa3BUTHUsI 00MOpoKoB. DpaMuHTEMCKOE
HCCIIeIOBaHUE MTPOIEMOHCTPUPOBAJIO, UTO CMEPTHOCTD TALIMEHTOB C Kap-
Oouaavnotmu oomoporxamu (1a64. VI.1) Ha nporskeHuu roga Boiie (10 33%),
4yeM y O0JTbHBIX ¢ HeKapIUaIbHBIMU TpUYrMHaMH (10 12%) nin ooMopokamMu
HesicHoro reHe3a (10 6%) [39]. XoTs mpu HATMYUK OPTaHUYECKOTO Mopaxke-
HUSI cep/ilia ¥ COCYIOB MEXaHN3M OOMOPOKOB He BCET/Ia SICEH M MOXET ObITh
cMmelaHHbIM [27, 40, 41].

O0mopoku, cea3anHvle ¢ OPMOCMAMU4ECKol cunomen3uell i 1pyruMu
dopmMaMu TpaH3UTOPHOI TUITOTEH3UH, TAKKE MOTYT YBEJIUUMBATh PUCK
CepIeYHO-COCYIUCTBIX OCJIIOKHEHUI (PUCK Pa3BUTUSI OCTPOro MHdapKTa
MMOKap/a, MHCYJIbTa) U aCCOIMUPOBATHCS CO CMEPTHOCTBIO OT BCEX IMPH-
yuH [42—47].

B otHo1ieHuu pucka BCC npu 06MopoKax, BbI3BAaHHBIX OPTOCTaTUYECKOM
TMTIOTEH3UEe, yCTaHOBJIEHO, UTO TaHHast (hopMa TUTTOTeH3UH aCCOLIMUPYETCS
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Tabnuya VI.1
Mpu3Haku, xapakrepusyrLwme yBenvyeHue BEpPOSATHOCTU KapAuanbHbIX
M HeKapauanbHbIX NPUYMH OOMOPOKOB

Haunbonee yacto accoummnpyetcs ¢ kapavanbHbLIMU NPUYMHAMKU OOGMOPOKOB

* Moxwunon Bo3pacT (> 60 nert)

* My>xckomn non

* Hannume niwemmyeckoi 6onesnn cepaLa, CTPYKTYpHbIX 3aboneBaHnil cepaLa, NpeaLLecTsyto-
LUMX apUTMUIA UK CHUDKEHWME (DYHKLIMM XemnyaouKoB

* BHesanHas noteps co3HaHus 6e3 npoapoMansHOro nepyoga unm ¢ KOPOTKM NPOAPOMasbHbIM
nepuoaoM, Hanpumep, oLLyLlieHem cepalebueHns

+ OBMOpOK BO BpEMsI Harpysku

+ O6MOPOK B NOMTOXEHUM Nexa Ha cnvHe

* HebonbLUoe Konm4ecTBoO CUHKONanbHbIX an13og0B (1 unu 2)

* OTKNOHEHNS OT HOPMbI NPY NCCNEAOBAHWM CepaLa

+ CeMellHas ncTopust HacneACTBeHHbIX 3aboneBaHui cepaLa Unu npexaeBpeMeHHoN BHE3anHom
cepaeyHon cmeptu (Ao 50 ner)

* Hanuuune BpoxaeHHbIX 3abonesaHuii cepaua

Hanbonee yacTo accoummpyertcs ¢ HekapauanbHLIMU NPUYMHaAMN

* Monopgo Bospact

+ OTcyTcTBUE 3aboneBaHnii cepaua

» OBMOpPOKM TOMBbKO B MOMOXEHUM CTOSI

* A3MeHeHMs caMoYyBCTBWS MPY NEPEXOAE 13 NOMOXEHNS Nexa U CUAs B MONOXKEHUE CTOS

* Hannuune npogpomarnbHOro nepuoaa ¢ TakuMy CUMNTOMaMu Kak TOLWHOTa, pBOTa, YyBCTBO Tenna

* Hannuue cneumndumyecknx Tpurrepos: 06e3BoXMBaHMe, 605b, CTPECC, MEAULIMHCKIE MaHWMYIIs-
Lmm

 CUTyaTUBHbIE TPUITEPDI: KaLLENb, CMEX, MOYenCnyckaHue, Aedekauus, rmoTaHue

* YacToe nosTopeHue 1 AnutenbHas nctopus 06Mopoka ¢ NogobHLIMM XapakTepucTukamm

¢ IIBYKpaTHBIM YBEJMYCHUEM pHCKa CMEPTH (IO CPAaBHEHUIO C TAKOBBIM B
001 MOMYJISILMI) 3a CYET TSKECTH COMYTCTBYIOLIMNX 3a00J1eBaHuit [42, 48].
B uccnenoBanun ARIC (16000 yesioBeK) BBISIBIIEHO, YTO CMEPTHOCTb OT
BCEX MPUYUH U OT WHCYJIbTA BbIIIE Y JIIOJEH ¢ OPTOCTATUYECKOM TUIOTEH-
3ueit (13,7%) no cpaBHEHUIO ¢ TEMHU, Y KOIO OHa He onpeaessiach (4,2%)
[49], mpuyem He TOJIBKO Y MOXUIIBIX, HO U Y JTIofelt cpeaHero Bo3pacta [50].
[Tpu o6moporax pegpaexmoprozo npoucxosxicoenus, KOTopble yallie pa3BuBa-
IOTCS1 Y MOJIOABIX JITOJei Oe3 CTPYKTYPHBIX 3a00JieBaHUM ceplillia Uan 3J1eK-
TPUUECKOI HECTAOMIbHOCTU MUOKapAa, MPOrHo3 oaronpusaTHbIii [13]. Tem
He MeHee, UMEIOTCsI HaOII0IeHUsI, CBUIETEILCTBYIOIIME O BO3MOXKHOM CBSI3U
pedaekTopHbix ooMopokoB U BCC [51]. ¥ MosioabIX CrTOPTCMEHOB, CKJIOH-
HBIX K Ba30BarajibHbIM peakIivsM, He UCKJII0YaeTCsI ydacTue pedIeKTOPHbBIX
MEXaHU3MOB 1 B 00OMOpPOKaX, MHAYLHUPYEMbIX (PU3MUECKOIl HArpy3KOil — X
pe3yJabTaTOM MHOTAA SIBJISIJIaCh CMEPTH B pe3yabTaTe acUCToNIuu [52].
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Y 604vnb1x ¢ 00MOpoKamu nescHoll Smuo.aocuu CMEPTHOCTD B TEUEHUE TIep-
BOTO Tofa HaOMoneHUs (€C/U B JaJbHEMIIIeM He BBISIBICHO KapaualbHBIX
MPUYMH OOMOPOKOB) COCTABIAET 0KOJI0 5% [53]. Y 15% ymepiuux ot Hesic-
HBIX TIPUYKH B MIPOIIJIOM OBLI, IO KpalfHelt Mepe, OMMH 0OMOPOK HESICHOTO
rexesa. Takre 0OMOPOKH BO3HMKAJIM B TTOJIOXEHUN CUIS — Y % U3 HUX, B
nokoe —y 31%, Bo Bpemst Harpy3ku y 38% nauuentos. Cpenu jJioaeii, nepe-

Tabnuya VI.2

CTtpaTudpukaums pucka npu nepBUYHOM o6GCriefoBaHMM B NMPOCMEKTUBHbIX
MOMYAALMOHHbIX UCCREeAOBaHNAX

WccnepoBaHue ®dakTopbl puUcka WHpekc |KoHeuHble Touku | Pesynbratbl
- iameHeHnsi Ha OKI
San Francisco |~ S20TOMHas cepaesan we- | - pucka |CepbesHble uc- HyscrauTens-
[lOCTaTOYHOCTb HocTb 98%
Syncope Rule =0 X0oObl B TEYEHNE
[62] - Oppblwwka Puck>1 |7 el CneungpuyHoCcTb
- l'emartokput <30% 56%
- CAl <90 mm pr.cT.
- ViameHeHnuns Ha OKI
0% — nHpekc 0
- XenynouykoBble aputmumn B [0—4 (1 Tsxenble apuT- 5% — MHAeKC 1
“ (U
Martin et al. [34] | 2HaMHese Bannsa |t unv "apuTMM- | g0 nere o
- 3acToiiHas cepaedHast He-  |kaxabll  [yeckas” cMepTb B
27% — viHpeke 3
[0CTaTOMHOCTb ¢haktop) [TeyeHue 1 roga
nnn 4
- Bospact >45 ner
- Viamenermns Ha SKT
- Ceppeuro-cocyaucrtoe 3a-  (0-4 (1 0,6% — nHpexc 1
Mupekc OESIL 6onesaHue 6annsa |CmepTb B TeyeHue |14% — uHpekc 2
[35] - OTcyTCcTBME NpoApOManbHO- [kaxabli |1 roga 29% — uHpekc 3
ro nepuoaa thakTop) 53% — uHpekc 4
- Bospacrt > 65 net
- Cepauebrenve nepen 06-
MOpOKoM (+4) 2% — uHpekc <3
- NameHeHus Ha KT nnu 3a- 2-neTHss oblas
21% — nHgeke 23
6onesaHue cepaua (+3) CMEepTHOCTb
Wuaoekc EGSYS |- O6mopok npu Harpy3ake (+3) [Cymma 2% — wHpekc <3
[32] - O6MOpOK B NONOXeEHUN 6annoB  (BeposiTHOCTb kap- 13% — uHmekc 3
nexa (+2) [ZMoreHHoro 06- 0° A
- MponpomankHoi neprog? (-1) MOpOKa 33% — upexc 4
77% — vwHpekc >4
- MNpeppacnonaratowyye
thakTopbl® unu Tpurrepsbl (-1)

lNpumevaHus: B mabnuye npusedeHbl pe3yrnbmambl pasnuyHbix uccriedosaHull, 8 KOMopbIX aHa-
Ju3uposanu KruHuYeckue 0aHHble y nayueHmos ¢ 0bmMopokamu. B uernom Hanudue usMeHeHul Ha
S3KT, noxurol eospacm unu cumnmoms| 3abonesaHusi cepdya ykasblearom Ha bonee Hebnazonpu-
AMHbIU NPO2HO3 8 meyeHue 1-2 nem.

@ — TowHoma, pgoma

b— Tenneie u nepenonHeHHble nomeweHus, dnumernsHoe npebbigaHue 8 MOIoKeHUU CMosi, cmpax,
6011b, 3MOYUOHaIbHBIU CMpecc
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HECIINX KIMHUYIECKYIO CMEPTh, BBI3BAHHYIO OCTAaHOBKOI CUHYCOBOTO y3J1a,
0OMOpOK B aHaMHe3e umesicst y 23%, npudeM B MoJokeHUuu cuast —y 79%,
B ITOKO€ — y 55%, BO BpeMsl Harpy3ku — y 36% GoJbHbIX [54]. OOMOpOKHU ¢
HEYCTaHOBJIEHHOW 3TUOJIOTHE SIBJISTIOTCS MapKepoM BbIcOKoTo pricka BCC
win ycroiunBoil KT ¢ 4yacToToil pa3BUTHSI 9TUX COCTOSIHUI, COCTABJIS IO
6osee 20% B rox [53, 56].

HMcxonst U3 MMEIOINXCST TaHHbBIX, ITAllMEeHTOB ¢ 0OMOpPOKAaMHU HesIC-
HOTO TeHe3a CerojiHsI PEKOMEHIIYeTCsI pacCMaTpUBaTh KaK KaHAMIATOB IS
MMIUIAaHTalUUU KapauoBepTepa-aepuodpusisitopa [57].

Kpumepuu evicoxoeo pucka BCC npu oomopokax. MHOTOUMCIEHHBIE UCCIe-
JOBaHUsI CBUIETENLCTBYIOT, YTO OpPraHMYeCKue 3a00s1eBaHus cepaLa [58-61]
¥ TIepBUYHAS 3JIEKTpUUYECKast HECTaOMILHOCTh MUOKapaa [61] — ocHOBHBIE
dakTopsl pucka BCC u 00111eit cMEPTHOCTH Y MALIMEHTOB C CUHKOIAJIbHBIMU
COCTOSTHUSIMU. B psiie MpOCTIEKTUBHBIX UCCIICAOBAaHNI YCTAHOBIEHBI (DaK-
TOPBI PUCKa, TTO3BOJISTIONINE TIPEAITOIOXUTH HEOJATONPUATHBIN TTPOTHO3 Y
MalreHTOB ¢ ooMopoKamu (1ad.a. VI.2).

HccnenoBanue EGSYS-2 cTaBuiio cBoeil Liesiblo onpeneieHue prcka paH-
Hell (B TeueHue | Mecs11a) v mo3aHel (B TeueHue 2 JIET) CMEPTHOCTU MallUeH-
TOB ¢ 0OMopoKamu. [Ipr3HaKaMu TIOXOTO KPaTKOCPOYHOTO IMPOTHO3a ObLITN
BHOBB BO3HUKIINE MaTOJOornIecKue n3mMeHeHuss DKI', ombIka, reMaTOKpUT
<30%, cuctommueckoe Al <90 MM pT.CT., aHAMHE3 3aCTOMHON cepIeuHOMn
HenocratouHoctr (The San Francisco Syncope Rule) [62]. Puck cmeptu
cpeny MalueHTOB BBICOKOTO PHMCKa OKa3aJicss MaKCMMaJbHBIM B TeUeHUE
HECKOJIBKMX JHEU, Cleaylonmx 32 00MOpokoM. YeTbipe U3 MiITU cMepTei
MPOU30LLIU B TeueHUe 48 U Mmocjie MOCTYIJIEHUS B OTEIeHNEe HEOTOXHOM
MOMOIIM B cBsI3U ¢ 00MopokoM (STePS study) [63].

[MpusHakaMu HEOJIATOMIPUSITHOTO JOJITOCPOYHOTO MPOTHO3a OKa3aJnCh
CTPYKTYpHBbIE 3a00sieBaHUsI cepala U oTkiaoHeHus Ha DKI', a He MexaHu3M
pa3BUTHUSI OOMOPOKOB (ITPOTHO3 TTPY apUTMOTEHHBIX 0OMOPOKAX HE OTJIU-
yajicsl OT TTPOTHO3a TP pehJIEKTOPHBIX U opTocTaThyeckux) (Tadom. VI.3.)
[64].

OO6MopoK MoxeT ObITh TipeaBecTHUKOM BCC, 0coOeHHO y O0JIbHBIX C
CepIeYHO-COCYIUCTHIMU 3a00IeBaHUSIMU. Kak 1T0Ka3bIBatOT MCCIeI0BAHMS,
BBICOKasT 00111as1 ¥ BHe3aIHas CMEPTHOCTb, BOCHOBHOM, CBSI3aHbI C Hanbosee
pacmipocTpaHeHHBIMU CTPYKTYPHBIMM 3a00JIEBAHUSIMU CEPJILIA U XKETyT0UKO-
BeIMU apuTMusIMU. [ToaTOMY TIpH 00CIIeNOBaHNN HYKHO OLICHUBATh HAJI -
Yyye CTPYKTYPHBIX 3a00JIeBaHUI 1 MIIIEeMUYECKOI 00JIe3HU Ceplla, a TaKXKe
HCKITIOUaTh MEHEEe pacIpoCTpaHEeHHBIE TPUYMHBI KapIUaTbHBIX 0OMOPOKOB,
cBs3aHHbIe ¢ puckoM BCC, — cunapom WPW, HaciencTBeHHbIE 3JIEKTpU-
yeckue 0osie3Hu cepaua, Hanpumep, LQTS.
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Tabnuya VI.3

dakTopbl pUcka HeGNaronpPUATHOrO KPaTKOCPOUYHOrO M [ONroCPOYHOro
nporHo3a npu obmopokax

®akTopbl pucka HebnaronpuaTHOro
KPaTKOCPOYHOro NPOrHo3a

®dakTopbl pUcka HebnaronpuaTHOro
[ONTrOCPOYHOro NPorHo3a

OueHka Ha aM6y.namopHOM amarne unu e

omadesieHUU HEOMJI0XXHOU MOMOU4U

Myxckoi non

My>xckon non

Moxwnow Bo3pacT (> 60 nert)

Moxwnow Bo3pacT (> 60 ner)

OTCyTCTBIE NPOAPOMATBHOTO Nepuoaa

OTCyTCTBI/Ie TOLLIHOTbI/pBOTbI, npeglecTeyo-
LMX CMHKONanbHOMy COoObITUIO

Cepauebuerue, npeaLLIecTeyoLLee NoTepe Co3Ha-
HUS

Hanuyue xenynoukoBbIX apuTMui

OB6MOpOK BO BpEMS Harpy3ku

Hanuune paka

Hannune uepebpoBackynsipHbix 6onesHen

Hanwnumne cTpykTypHbIX 3a6onesaHuii cepaua

CemeliHas CTOpust BHE3aNHOW CepAeYHO CMEepTU

Hannune cepaeyvHoli HEROCTATOYHOCTH

Hanuuune TpaBmatusaumm

Hannune uepebposackynspHbix 6onesHen

Hanwnuune caxapHoro gnabeta

Boicokwit puck no wkane CHADS-2

Pe3synbmamsi uccnedogaHull

Hanuyne npusHakoB KpOBOTEYEHNS

MN3meHeHnst Ha QK

Hanwuune npusHakos HapyLleHWA Xn3HeneaTenbHoCT!

CHVKEHWE CKOPOCTY KITyBOYKOBOI oUnbTpaLmn

Matonornyeckme nameHeHms Ha OKI

Bblicokuii ypoBeHb TPOMOHKUHA

Heycmoiiuueas XXT u wacmas K9

B 70-x rogax mpo1uioro Beka mosiBIIMCh padO0ThI, B KOTOPBIX OBLIO ITOKa-

3aHO, YTO y MAlIMEHTOB C YKa3aHUSIMU B aHaMHe3€ Ha nepeHeceHHbli UM
n Jactyo KD n/unu smm3onsl HeycToiunBoi KT mMeeTcs TTOBBIIICH-
Hb1ii puck BCC. OcHoBBIBasich Ha pe3yibrarax ucciegopanuiit MADIT I u
MUSST, nocBsimeHHBIX olleHKe 3 dektuBHOocT MK y manmmeHToB ¢ 2KD
n HeyctoitunBoil 2KT, MOXKHO YTBEPKAATh, YTO YCTOMYMBOCTh 3TUX ApUTMUI
K AAII IA knacca 1 ux Tpancopmanms B yctoitunsyio 2KT B xoe ripoBeie-
HUg sHHoKapauanbHoro DU gasnsgetcsa pakTopom pucka BCC [9].

Bmopocmenennsie paxkmoput pucka

Ilon emopocmenennvimu hakTopaMmu prcKa IOIpa3yMeBalOTCS KIMHU-
YecKHe MPU3HAKW, HAIMYIKMe KOTOPBIX MOKET onpeneisath puck BCC Briie
OOILIETOIYJISIIIUOHHOTO YPOBHSI.

ApTtepHaibHas TUNIEPTEH3Us ¥ TUNEePTPOdus JIeBOro Keayaouka. Al sBis-
eTcs1 XOpollo U3BecTHBIM (pakTopoM pucka MBC, XoTst naHHbBIE O TOM, YTO
Hanuuue Al sBnsiercst pakTopom pucka pasputusi BCC ocraiorcst mpoTu-
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BopeunBbIMH [65, 66]. I'TIK saBisercs Mopdosorniyeckum cyocTpaToM, oiia-
ronapst kotopomy Al mpeapacmnonaraet K BbiIcokoMmy pucky passutust BCC
BCJIEICTBUE XeTya0uKOBbIX aputMuil. K pakTopam, crmocoOCTBYIOIIMM pa3-
Bututo I'JIZK oTHOCAT Bo3pacT, U30OBITOUHBIN BeC, HapyIIEHUS TOJIEpaHT-
HOCTHU K IJIIOKO3€, FeHeTUYeCcKKre u3MeHeHus [67]. M3BecTHO, YTO Hau-
yue DKI-npusnakoB ['JIXK (yBenuueHue BosbTaxa 3y01oB R u Hapyuie-
HUI penoisipusaiinmn) accouuupyetces ¢ 33% u 21% neTalbHOCTHIO B TeUe-
HUE 5 JIeT y MyXKYUH U KEHIIUH COOTBETCTBEHHO [67].

Puck passutuss BCC npu ycnoBuu Hanuuuss DKI-npusnakos 'K
coroctaBuM ¢ TakoBbIM y nauueHToB ¢ MBC u XCH. B psine uccienosa-
HUIi OBLJIO YCTAHOBJIEHO, YTO YBeJUUeHue Macchl Muokapaa JIZK, BbIsiBiisI-
emoe npu npoBeaeHun DxoKI', xapakTepusyercst puckom BCC. Ilo maH-
HbIM PpaMUHTEMCKOTO HcciienoBaHus oTHoleHre puckoB (OP) pazButust
BCC 6bi10 1,45 (95% AN 1,10—1,92, P=0,008) mis xaxnbix 50 r/m?2 yBe-
JuaeHust Mmacchl JIXK mpu ycioBuu Hamuuust Apyrux (pakropos pucka [68].
TJIK, BepudbunuposanHas Ha DK win DxoKT', sBisieTcss He3aBUCUMBIM
(hakTOpOM pUCKa pa3BUTHUS CEPACUYHO-COCYAUCTHIX COOBITUI. A HaTMYMe KaK
OKIT', Tak u OxoKTI'-npusnakos ['JIK eliie B 6osbleii cTerneHn yBeJIMunuBaeT
3TOT pUCK. Pe3ynbTaThl, MOTyYeHHbIE B PAHIOMU3UPOBAHHBIX KOHTPOJIUPY-
€MBbIX UCCIEAOBAaHUSIX, HE NAI0T UCUEPITBIBAIOIIETO OTBETa Ha BOIPOC, KaK
BiusieT cHuxkeHue A/l Ha puck passutusi BCC. M3BeCTHO, UTO Y MOXWIBIX
MYXXUUH C U30JIMPOBAHHOI CUCTOJUYECKON TMMepTeH3Uel pUCK Pa3BUTUS
BCC Bhilie, ueM y 3keHIIUH [66]. JlaHHbIiT (hakT KOCBEHHBIM 00pa30oM corJia-
CyeTcs ¢ JAHHBIMU PE3yJIbTATOB UCCIENOBAHUI MO JIECUEHUIO U30JUPOBAH-
HOU CUCTOJIMYECKOW TMIIEPTEH3UU Y MOXKWIBIX JIULL, B KOTOPBIX OTMEYaeTCs
yMeHblIeHHe 00111eit cMepTHOCTH Ha 17% u cmepTHOCTH 0T OVIM, BKITIOUast
BCC Ha 25% na done koppekuuu Al [69]. [laHHBIe MeTa-aHaIN3a PE3yTb-
TaTOB PAaHIOMU3UPOBAHHBIX UCCIENOBAaHUN 1O CHUXKEeHM IO AJl 'y MaliueHTOB
CpeIHEero Bo3pacrta ¢ nperumyllecTBeHHO auactoaudeckoit Al [70] cBune-
TeabCTBYIOT 0 14% (95 AU 4—22%, P<0,01) cHuxxeHuu cMeptHocT oT UBC
win HedatansbHOoro OUM.

JIunmuapl. Xoponio U3BeCcTHA 3aBUCUMOCTb MEXKITY BHICOKMM YPOBHEM XOJIe-
crepuHa u puckoM pa3sutus UBC, Bkimouas BCC [71—-73]. B kimuHuyeckux
HCCJIeIOBAHUSIX, TOCBSIILIEHHBIX OLIEHKE BIUSHUS CHUXKEHUS YPOBHS JIUTTU -
noB B 1ensx nepsuuHoil npodunaktuku MBC, puck passutuss BCC cne-
LIMAJIbHO HE OMpeessiics U CTATUCTUYECKU TOCTOBEPHBIE TaHHbIE Ha 3TOT
CYeT OTCYTCTBYIOT. Ec/iu mpennosoxuTs, 4yto cHuxkeHue pucka BCC oynet
MPOUCXOIUTH MapajlieJIbHO co CHIKeHueM cMepTHocTtu oT UBC u OUM,
TO Ha3HAYEHUE CTATMHOB MOXET UMETh 3HAUCHUE [IJISI YMEHbIIEHUS] OTHO-
curesbHoro pucka BCC na 30—40% [73]. MHorue 3nuaeMruoJIorniyecKue
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HCCJIeIOBaHUS CBUIETEIbCTBYIOT O TOM, UTO BhICOKUU prcK pazputus MbC
(BepositHo 1 BCC), accounupyeTcsi ¢ IUeTOl, BKJIIOYaoIeil MOBBIIIEHHOE
coliepXKaHWe HACBIIIEHHBIX XUPHBIX KUCIOT, U HU3KON MPEeaCTaBICHHO-
CTBIO MOJMHEHACHIIEHHbIX [74]. Ha cerogHsmHuit 1eHb OTCYTCTBYIOT TaH-
HbIE O TOM, UTO IMETa C BHICOKUM COACP>KaHUEM HACBIILIEHHbBIX XKUPHBIX KUC-
JioT yBenuuuBaeT puck passutusi BCC. Tem He MeHee, B uccienoBanuu US
Physicians Study, B koropom npuHuMaio yuactue 20551 My>kuuH B Bo3pacrte
ot 40 no 84 net, paHee He nepeHocuBLIMX OMM, ObLIO YCTAHOBJIEHO, YTO
eXeHelleJbHOe YIOTPeOJeHUU PhIObl CHUXAET OTHOCUTEbHBIN PUCK pa3-
putust BCC B 2 pasa (95% AU 0,24—0,96; P=0,04). Drot a(pdekT He 3aBU-
ceJl OT HaJnuusl Apyrux akTopoB pucka [75]. Ucnonb3oBaHue B paliioHe
MOPEMNpPOIYKTOB ¢ BbicOKUM conepxxanueM [THKK takxke accormupoBaioch
¢ yMeHblueHueM pucka BCC.

Du3nyeckas akKTHBHOCTb. CyIllecTByeT B3aMMOCBSI3b MEXIy MHTEHCUB-
Ho¥ (pusnyeckoii Harpy3koii u pazsutuem BCC. Tem He MeHee, MeEXaHU3M
€e Pa3BUTUS OCTACTCSI HESICHBIM. B OOJIBIIIMHCTBE CllyyaeB JIMLA, yMepIIue
BHE3aITHO BO BpeMsl (hU3UYECKON HArpy3KU, paHee PeryasipHO He TPeHUPO-
Basnck [76]. Takum obpasom, puck passutust BCC mian OMM noBsIlaeTcst
Y HETPEHUPOBAHHBIX JIULI, BO BpeMsI UHTEHCUBHOM (h13nueckoit Harpy3ku. B
MOMYJISILMOHHOM UCCJIENOBAHUY OBbLIO YCTAHOBJIEHO, YTO MOce MoAUdUKa-
uuu dakropoB pucka MBC otHocutenbHbil puck pazputust BCC npu yme-
pPeHHOIi (pu3nYecKoll aKTUBHOCTU (paboTa B cady, MeuIre Mporyjaku) Win
WHTEHCUBHBIX PETyJISIPHBIX TPEHUPOBKaxX (6ojiee 60 MUHYT/HEIE0) HaXo-
JIUTCS B Auana3oHe B 3—4 pa3a HUXe, YeM Y JIUIl, Y KOTOPbIX OTCYTCTBYET
noaobHas ¢pusznyeckasi akTUBHOCTD [77]. Pe3ynbTaThl 3TOro uccaenoBaHus
MoKa3ajau, 4YTO OTCYTCTBUE (DU3NUYECKON aKTUBHOCTU SIBJISIETCS IPUYUHOMN
pa3BUTHUSI KOPOHAPHBIX cOObITHIM (cTeHOKapausi, OKC, OMM) B 43% (95%
JUN 26—60), naxe rpu ycaoBuu 3¢ GeKTUBHON MoaUGbUKALIMN TaKUX (haK-
TOPOB pUCKa Kak KypeHue, Al 1 yrorpebdjieHue alKoroJs.

YnorpedsieHue ankoros. HeonHO3HAYHBI JaHHbBIE O B3aMMOCBSI3U yIIO-
Tpednenus ankoroyus u BCC. M30bITouHOE ynoTpedieHre KPenKux ajiko-
TOJIbHBIX HAITUTKOB yBeanuuBaeT puck pazsutusi BCC [72, 78]. Drot daxr
MOXeT 00BSICHAThCS YBeJIMueHueM nHTepBajia QT, KoTopoe HepeaKo BCTpe-
yaeTcs y ankoroiaukon [79]. C npyroii CTOpOHbI, UMEIOTCS JaHHbIE UCCIEN0-
BaHUU O MPOTEKTUBHOM NEUCTBUM HEOOIBIINX 103 aJIKOTOJISI B OTHOLIEHU N
Pa3BUTUS KU3HEYTPOXKAIOIINX XKeJTyToukoBbix aputMuil [80]. B mpocnek-
TUBHOM uccienoBaHuu British Regional Heart Survey 6bu10 nokaszaHo, 4To
ynoTpeOieHNe aTKOTOJIbHbBIX HATUTKOB B HEOOJIBILIOM KOJIMYECTBE aCCOLIU -
HUPYETCs CO CHUKEHUEM pUcKa (haTaIbHOTO UCXOMa MPU Pa3BUTUU TIEPBOTO
00J1b1I0r0 KopoHapHoro coonitus (OP 0,61, P<0,05) [72].
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YCC u BapuadessHOCTh puTMa cepana. YBeanueHre YCC sapisieTcst He3aBu-
cumbIM bakTopoM pucka BCC [71, 72]. Bsaumocss3b Beicokoii HCC u pucka
pa3utust BCC oTMeuaeTcs Kak y JIMIL C IMarHOCTUPOBAHHBIM paHee 3a00J1e-
BaHUEM cepala, Tak U 6e3 Hero, BHe 3aBUCMMOCTH OT MHIEKCa MaccChl Tesa
U YpOBHS (pu3uueckoit akTUBHOCTU [71]. MexaHU3M 3TOil B3aMMOCBSI3U A0
KOHIIa Heu3BecTeH. OTHUM U3 00BSICHEHUI SIBASIETCS] YMEHbILIEHUE aKTUBHO -
CTU NapacuMIaTUYeCKOi HEpBHOM cucTteMbl. MccnenoBaHust BapuabebHOCTH
pUTMa cepala CBUIETENbCTBYIOT O TOM, YTO B MY>KCKOI MOMYISIIUU OTHOCH -
TEJIbHBIN PUCK OOLIEH CMEPTHOCTU Y MALIMEHTOB CPETHETO BO3pacTa B TeUeHe
5 net HabroaeHMs ObuT BhiLle B 2,1 pasza (95% AU 1,4—3,0) B ciyyasix, Korga
nokasareab SDNN 6bu1 MeHee 20 Mc, B CpaBHEHMU C JIMLIAMU COTMTOCTaBU-
MBIMM 10 BO3pacTy, y KoTopbix BerurHa SDNN coctasnsuia 20—39 mc [81].

Kypenne. B monmynsiiMoHHBIX MCClIeIOBaHUSIX ObLUIO YCTAHOBJIEHO, UTO
KypeHue SIBJISIeTCsl He3aBUCUMBIM (hakTopoM pucka kak BCC, tak u OUM
[72,73]. DTO MoJa0XeHUE OTHOCUTCS U K JIMLIAM, Y KOTOPBIX HET MPU3HAKOB
MBC [82, 83]. KypeHue siBJsIeTCsI BasKHbIM 10JITOCPOYHBIM (paKTOPOM prcKa
paszButust BCC [71]. Takxke U3BECTHO, UTO KYpeHUE SIBISIETCS MOIIIHBIM Tpe-
nukTopom pasButusi iuMeHHo BCC, a He BCC ot UBC [72]. OnHako B psiae
HCCIIEAOBAHUI TaHHBIE O HEMPOIIOPLIMOHATIBHOM BIMsIHUY KypeHust Ha BCC
He ObLTM nmonTeepxkaeHsbl [72]. [pomnokeHre KypeHus Mocie nepeKuToro
BHE JIeUeOHOTO YUPEXKIEHUSI CEPACYHOIO apecTa sSIBsSeTCS He3aBUCUMbIM
MPeaIUKTOPOM pa3BUTUSI TOBTOpHOTO anu3ona BCC [83].

Caxapublii tuadeTt. SIBisieTcs M HapylIeHWe TOJIePAaHTHOCTHU K TIIIOKO3¢e
He3aBucuMbIM npenukropoM BCC He u3BecTHOo. Tak, B MccieaoBaHUU
Honolulu Heart Program B TeueHue 23 et Habmonanuch 8006 maireHToB.
Bbu10 ycTaHOBIIEHO, YTO Y JIMI] C HAPYLIEHUEM TOJEPAHTHOCTU K IJIIOKO3€
U caxapHbIM IMAa0ETOM BEJIMYMHA OTHOCUTENbHOro pucka pa3zsutust BCC
cocraBuia 2,22 u 2,76 (P=0,05) coorBeTcTBeHHO [84]. CX0XMe TaHHbIE ObUIH
nosydensl B ABctpum (OLI=4,2, 95% AW 1,39—12,81) [72]. Bo ®paHumu
peTpocriekTuBHbIN aHanu3 6os1ee 18000 ciryuaes BCC noxkazain, uto CJI siBisi-
etcs dakrtopom pucka BCC tonbko y sui ¢ UBC [85]. TIpocniekTBHBIE
uccienoBaHus, npoBeneHHble B @uHasaHaMM 1 BenrnkoOputaHuu, moj-
TBEPAUIU TON0XeHue o ToM, uto CJ He sBisieTcs HE3aBUCUMBIM MPEau-
ktopom BCC [72, 85].

WN3menenns Ha DKI'. [lenpeccus cermeHTa ST u nameHeHus: T-BOJHBI
saBstoTcs uHbopMatuBHbiMU B AuarHoctuke MBC u TJIK. CymectByet
B3aMMOCBSI3b MeXy aenpeccueit cermeHTa ST u usMeHeHusiMu BOJIHBI T 1
BBICOKMM PUCKOM Pa3BUTHUS CEPAECYHO-COCYIUCTON cMepTU. B yacTHOCTH,
B beabruu ananus OKI 9117 MyXuuH U XEHIIUH, Y KOTOPbIX B aHAMHE3e
He ObUIO yKa3aHWl Ha 3MU30/bl CTEHOKAPAUU WU TiepeHeceHHbIii OUM,
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MoKasaj, 4yTo nmemmndeckue n3meHeHus Ha DKI' ObLIM BRISIBIICHBI Y 8,4%
MyxkunH 1 10,6% xeniuH. ITocje npoBeaeHUs] MEPOIIPUSATHIA B OTHOLLIE-
HUU KOPPEKIINU IPYTUX (haKTOPOB pUCKa CEPAEIHO-COCYIUCTHIX 3a00JIeBa-
HUI OTHOCUTEILHBIN PUCK Pa3BUTUS CEPAEYHO-COCYIUCTON CMEPTHOCTHU Y
MyxK4uH coctaBuna 2,45 (95% AN 1,70-3,53) u 2,16 (95% AU 1,30—3,58)
y XeHIIMH [86]. DTH maHHbIe TaKXKe ObUTM MOATBEPXKICHBI PSIIOM APYTHUX
uccienoanuii [87]. dns nporHozuposanus pazsutust BCC umeer 3HaueHue
yBeJIMueHUe BeTnInHbI nHTepBaia QT miu ero nucnepcrsi. AHAIU3 JTaHHBIX
MOTTYJISIIIMOHHBIX MCCIIeIOBaHMI TT0OKa3aJl, YTo yBeJndeHne nHtepaia QT
MOXET OBbITh TaKKe CBSI3aHO CO CTPYKTypHOIi matoyiorueit cepaua (I'J12K).
Benuuuna nnrepBana QTc >420 mc asasercsa npeaukropom BCC [88, 89].
YoeauTeabHbIX JaHHBIX O TOM, 4TO auctiepcust nHtepBana QT siBisieTcs rpe-
nukTopom BCC nosyyeHo He ObL10 [88—91].

Crparudpukanus pucka passutus BCC

B 1984 r.J.T. Bigger Boiaenu (pakTophl, OIpenesIoIIe BEPOSITHOCTHBIM
puck passutus BCC B TeyeHue kaneHaapHoro roga (ta6a. VI.4). B nammx
PEKOMEHIALMSIX 3TU (haKTOPhI PACCMATPUBAIOTCS KaK 0CHOGHble. OHU UCIIOJIb-
30BaJIMCh KAK KPUTEPUU BKIIIOYSHUSI B UCCIIEI0BAHMS 110 OLICHKE d(h(eKTUB-
HOCTU MMILJIAHTUPYEMBIX KapauoBepTepoB-aeduopusisatopo (UK/) nus
npodunaktuku BCC [2—4, 9—12].

Tabnuya V1.4
Puck passutus BCC (no Bigger JT, 1984)

Puck passutua BCC
B TeKyLLem rogy

pynna ymepeHHO20 pucka
OVIM B aHamHese unn ®B Huke 40% 5%
OUM+®B Hinke 40% unu OUM + vactas X3, unu ©B Huxe 40% + KO 10%
OUM + ®B Hike 40% + XK 15%
lpynna ebicoKo20 pucka
naumeHTbl, nepexusiune BCC 30-50%
XKT + cuHkone 30-50%
XKT + MUHUMarnbHble KIMHUYECKNE MPOSIBREHNS 20-30%

lpumeyarue: OUM — ocmpebiti uHgbapkm mMuokapda; @B — chpakyus ebibpoca 1e8020 Xenyooyka;
K3 — xenydoukosas akcmpacucmornusi; BCC — gHe3anHas cepdeyHasi cmepmb; KT — xeny0ouko-
8asi maxukapousi

Peanuzanus BCC HOPOUCXOOUT I10 APUTMUYCCKOMY MCXaHU3MY, U CIICO0-
BaTCJIbHO, BBISIBJICHUE TOT'O NI MHOI'O BUA HapymeHI/IfI puUTMa U NIpOBOAM -
MOCTHU Cce€pala y KaXa0ro KOHKpETHOIoO maluneHTa 6y,Z[€T TpC6OBaTb HX IIpO-
THOCTUYECKOU OLIEHKU B OTHOILIIEHUN puckKka BCC. B aroii cBs131 3aCJIy>KUBacT
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BHUMaHUe cTpatudukanus pucka pa3sutusi BCC y maiiueHToB ¢ Hapyuie-
HUSIMUA PUTMA U MPOBOJMMOCTHU CEep/lla BHE 3aBUCUMOCTH OT HAJTUYUS WU
OTCYTCTBUSI CTPYKTYPHOII MaToJOrMu cepalia, npemaioxenHas R. Fogoros
[92] (Tada. V1.5). DTa knaccudukaius, Ha Halll B3IJIsI1, BHOCUT OTIpeesieH-
HOCTb B TIPEICTABICHUE O XU3HEYTPOXKAIOIIUX HAPYIIEHUSIX pPUTMa Ceplia.
TakuM 006pa3oM, MPEACTABISIETCS BO3MOXHBIM OIPENETUTHCS CO 3I0Kave-
CTBEHHBIM TE€UEHUEM apUTMUU HE TOJbKO Ha OCHOBAaHWU €€ BbIPAaXKEHHOU
reMOIMHAMUYECKON 3HAUMMOCTHU, HO U 0a3UpysICh Ha €€ JIEKTPOKapAUO-
rpacduvecKoM MopTpeTe.

Tabnuua VI.5
Puck BHe3anHoOW cepaeyHOM CMepPTU Y MAaLMEHTOB C HapyLeHUsIMM puTMa
n nposoagumocTu cepaua (no R. Fogoros, 2006)

Bbicokuii

. ®Gnbpunnsauma Xenygoukos

. XenypoukoBas Taxukapans

. AB-6riokaga Ill cT. ¢ HM3KOI1 YacToTON 3aMeLLaoLLEro puTMa

. CuHgpom WPW c aHTeporpagHbiM npoegeHnem no JABC Ha doHe ombpunnsiumm npeacep-
ani

AW -

CpeaHun
. XenypoukoBas akTONMs Ha HOHE CTPYKTYPHON naTonornn cepaua
. AB-bnokaga Il cT.
. AB-6riokaga Ill cT. ¢ agekBaTHOI YacToOTOM 3aMeLLaloLLEero puTMa
. ®ubpunnauns npencepami

AW -

Huskun
. TMNpepcepaHas aktonus
. XenypoukoBas akTonust 63 CTPYKTYpHOI NaTonorum cepaua
. CynpaBeHTpUKyNsIpHbIE Taxukapaum
. AB-6rokapa | cT.

AW N -

lpumeyaHue: JABC — dobasoyHoe ampuoseHmpukynsipHoe coeduHeHue;, WPW — Bornbgh-ITapKuHCoH-
Yatm, AB - ampuoseHmpukynspHas
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VII. METOAbl UCCNEAOBAHUA,
HEOBXOAOUMBbIE ANA CTPATUGPUKALIUA
PUCKA BCC

Onpenenenune prucka pa3sutuss BCC ocHOBaHO Ha KJIIMHUYECKON OLIEHKE
MalLyeHTa, BKIIOYAOILeH B ce0sl JTaHHbIe aHaMHe3a, (DU3MKaIbHOIO OCMOTpa 1
PE3YIBLTAThI, TPOBEACHHBIX THCTPYMEHTAIBHBIX McclienoBanmii. B Tadmume VII. 1
MpeACTaBJICH IIepeYeHb OCHOBHBIX MTHCTPYMEHTAJIBHBIX 1 JJA0OPATOPHBIX UCCIIC-
JIOBAHMUIA, BBIIIOJIHEHNE KOTOPBIX HEOOX0IMMO [Ijist onpenesieHust pucka BCC,
a Tak>Ke KJIaCChl MOKA3aHMii K MX IIPOBEACHUIO U YPOBHU JOKA3aTEIbHOCTH.

Tabnuua Vil.1
WUccnepoBaHus, npoBegeHWe KOTOPbIX MOXeT ObiTb Heo6xoaumMo Ans
cTtpatudmkauum pucka BCC

KommeHTapum

Knacc
nokKasaHumn

Wccneposanue YpoBeHb Aoka-

3aTesNIbHOCTHU

OnekTpokapanorpadus:

[M03BONSIET BHISIBUTL BPOXAEHHBIE aHOManuu, CBS-
3aHHble C BbICOKMM puckoM pa3sutust BCC (Ha-
npuMep, CUHAPOM YANMHEHHOro uHTepBana QT,
CUHOPOM YKOpOYeHHoro uHTepeana QT, cuHapom

12 oTBEAEHUN
NOBEPXHOCTHOM
OKI

Bpyrapa, AQITX), a Takke onpenenuTb uHble OKI-
KpUTEPUM (HanpUMep, NPU3HAKN SNEKTPONUTHBIX
pacCTPOCTB, HapyLLEeHUs MPOBOAUMOCTY B CUCTE-
me uca—TlypkuHbe, npusHaku MTK) [1-3]

OKI™ B 12 oTBEAEHUSIX B OKOE NOKa3aHO BCeM NaLjy-
€HTaM Npu NPOXOXAeHUM 06CrenoBaHns Ha npea-
MeT BbisiBneHns XXHP [1-3]

XonTepoBckoe
MOHWUTOPUPOBa-
Hue IKI

lMokasaHo naumeHTam ¢ apUTMIYECcKon cuMnToMa-
TWKOW, 4TODbI ONpeaenuTb, Bbi3BaHa N OHa apuT-
MUSIMU, YTPOXAIOLLIMMU XKN3HU naumeHTa [4—12]

MokasaHo naumeHTam ¢ HanuymeM X3 Ha OKT B oT-
CYTCTBUM KaKMX-NMBO MHbIX CUMNTOMOB [4]

Harpy3aouHble
npo6ebl

PekomeHaoBaHbI B3pOCTbIM NMaLMeHTaM, UMELOLLIMM
chakTopbl prcka passutus IBC 1 cumnTomaTuky, Ko-
TOpasi, BO3MOXHO, CBA3aHa C apUTMUAMM

MokasaHbl nauueHTam ¢ BepudULMPOBaHHbIMM
paHee unu npegnonaraeMbiMm XXHP, Bo3Hukato-
LMK Ha oHe U3NYECKON Harpysku, BkIoYas
KaTexonamuH-3asmcumyto XT [13]

lMokasaHbl NaLyeHTam CpeaHero 1 CTapLuero BO3-
pacta ¢ Hanuynem K3 Ha OKI B OTCYTCTBME KaKunX-
nM60 NHbIX CUMMTOMOB

IIb
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WUccnepoBaHue

KommeHTapumn

Knacc
nokasaHumn

YpoBeHb AoOKa-
3aTenbLHOCTU

BbinonHenne QKT -Harpy3ouHoi npobel cniegyeT pac-
cMmatpvBaTh Ans OLEHKN 3 EKTUBHOCTM MeauKa-
MEHTO3HOV Tepanum Unu kateTepHoit abnsauum y na-
LIMEHTOB C AnarHocTMpoBaHHbiMu XXHP, nHayumpo-
BaHHbIMU hr3NYecKoit Harpyakon [14]

lla

MmnnaHTtupye-
Mbl€ 3anucblBa-
foLLme ycTpon-
cTBa

MMnnaHTaums nokasaHa naumeHTam co cnabo Bbipa-
XXEHHOW CYMMTOMATVKOA, KOTOPasi, BO3MOXHO, CBA3a-
Ha C apUTMUSIMK, HaMpUMeEp, B Ciy4ae 0BMOPOYHBIX
COCTOSIHUIA, €CIV NPY MOMOLLY OBBIYHOTO ANarHocTy-
yeckoro OKI-1cecneaoBaHNs HEBO3MOXHO YCTaHOBUTb
MPUYUHHO-CNIEACTBEHHYIO CBA3b MEXOY HapyLUeHW-
€M puUTMa cepaua 1 passuTeM CUMnToMaTvkm [15]

Oxokapguorpa-

dusa

lMoka3aHa nauueHTam ¢ NoLO3PEHNEM Ha CTPYKTYp-
Hyto natonoruto cepaua [15-18]

MokasaHa naumeHTam € BbICOKMM PUCKOM Pa3BUTUS
BCC v kapavomuonatuamu (OKMI, TKMI, AQMXK),
NOCTUH(APKTHLIM KapAMOCKNEpPO30M U POACTBEH-
HUKaM MauMeHTOB C HacnefcTBeHHbIMK 3abone-
BaHWSIMW, aCCOLMMPOBAHHLIMU C PUCKOM Pa3Bu-
Tns BCC [15-18]

HarpysouHoe TecTupoBaHnWe C BO3MOXHOCTbHO
Oxo-KI-Bu3yanusaumm ans BbisineHns 6esbone-
BOV ULLEMWWN MUOKapAa PEKOMEHA0BaHbI MaLyeH-
Tam ¢ XXHP, ¢ ymepeHHbIM puckom passutus MBC,
NoMnyYatoLLMM CepAeYHbIE IMMKO3AabI; NauyeHTaM ¢
[TDK; naumenTam ¢ genpeccueit cermenta ST B no-
koe bonee 1 MM, nauveHTam ¢ cuHgpomom WPW
unm npy Hanudun BITHMT [15-18]

3x0-KI™ ¢ hapmakonornyeckomn Harpy3sko peKoMeH-
[yeTcs Ans BbisiBrieHus 6e360neBoi UwemMun Mu-
oKapAa Yy NauMeHTOB C yMEPEHHBIM PUCKOM pa3Bu-
1 VIBC, koTopble hn3nyeckm He cnocobHbI BbIMON-
HUTb Harpy3o4Hyto npoby [15, 16]

Megauko-
reHeTu4eckoe
KOHCYNLTUPOBa-
HUe U reHeTuye-
cKoe TeCTMpoBa-
Hue (OHK- gna-
THOCTUKA)

HanpaeneHo Ha BbisiBneHne n/unm yTouHeHue aua-
rHO3a HacneCTBEHHOrO 3aboneBaHus.
PekomeHayetcs Bcem 60MbHbIM U UX POACTBEHHU-
Kam ¢ cemMeliHbIM1 3aboneBaH1siMu, 1 AOIKHO BKIHO-
yaTb 06Cyx/aeHNe BO3MOXHOCTEN NPOBEAEHNS KIn-
HU4eckoro obcreaoBaHust, NPeNMyLLECTB U PUCKOB
reHeTn4yeckoro Tectuposanus [13, 15]

Bromapkepel

Onpepenenue ypoBHst BNP cbiBOpoTky kpoBM y Na-
LIMEHTOB CO CTPYKTYPHOW MmaTornoruen cepaua mo-
XeT HECTU JOMONHUATENbHY0 UHEDOPMALMIO B OTHO-
LeHun nporHosa BCC [13, 15]

lla
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Wccneposanue KommeHTapumn Knacc |YpoBeHb Aoka-
NoKasaHui| 3aTenbHOCTU
MokasaHa naumeHtam ¢ XXHP B Tex cnyyasx, Kor-
MarHuTHO- na OxoKI™ He No3BONSET TOYHO OLEHUTL PYHKLMIO lla B
pesoHaHcHas  [JDK 1 TK n/mnu BbISIBUTL X CTPYKTYPHbIE U3MEHe-
Tomorpacms Hus [15, 17-20]
(MPT) MokasaHa ans noaTBepxaeHUs avarHosa ALMK la B
UNW HEKOMNAKTHOW kapanomuonatuu [15, 21, 22]
MarHuTHO- MokasaHa nauveHTam ¢ FTKMI ansa BbisBNeHUs Ha-
PE30HaHCHasi  [NMYMs N BbIPAXXEHHOCTW WHTPaMUOKapAWarnbHOMo lla B
Tomorpadms hunbposa kak npeaukropa BCC [23, 24]
(MPT) c otcpo-
UEHHbIM KOHTD- lMokasaHa Ans BblﬂBl‘leHVIﬂ BOCMANUTENbHbIX UK
CTMpOBAHHEM pyOLOBbLIX MOpaXeHUn MrokapZa npu Muokapau- m c
npenapaTamin Tax u MBC kak BO3MOXHOrO apuTMOrEHHOro cy6-
rafonUHIS ctpara [15, 17, 19, 20]
BbisiBNeHne nporHocTnyeckn HebnaronpusTHbIX
BPOXAEHHBIX aHOManui OTXOXAEHWI KOPOHAPHBIX Ilb C
KT cepaua v ko- .
apTepuii oT cuHycoB Banbcanbssbl [15, 19, 20]
fg:jg HeX ap KT cepauia MoXeT cnonb3oBaTbCst Kak ansTepHaTh-
Ba MPT npw npoT1BONOKa3saHWsX k NPOBEAEHNIO No- llb C
cnegHen nnu ee HegoctynHoctu [19, 20]
nokasaHa naumeHtam ¢ UBC u yrpoxaroLmmu xu3-
KopoHaporpa- |1 XKHP (Bbicokuit n cpepnuii puck BCC, Tabn. c
Pus V.2), a Takke nuuam nepexuBLIMM CepaedHbIn
apecrt [15, 25]
Onpokapamwans- |[poBeaeHwe aHaokapavansHoro AOU pekomeHay-
Hoe anekTpodw- |eTcs nauvenTam ¢ MBC, nepeHeciumm nHcapkT mu-
310MorMyeckoe |okapaa U UMEOLLMM CrieayoLLUE CUMMITOMbI — y4a- B
uccnenoBaHue  |LeHHoe cepauebuenHne, npenobMopoyHble cocTo-
(%K) AHUsA 1 obmopoku [15, 26-28]
MpoBeneHue aHaokapamansHoro AOU pekomeHay-
€TCs MaumeHTam co CTPYKTYPHOMN naTonoruen cepa-
La ¥ UMEILLMM crieytoLyye CUMNTOMbI - yyalleH- c
Hoe cepaLebueHne, npego6bMOPOYHbIE COCTOSHUSA U
06MOpOKM, GpaamapuTMms (B TOM YKche No JaHHbIM
HEeVHBa3MBHbIX METOLOB UccrnenoBaHus) [15, 26—28]

Mpumevarue: AQIMK — apummoeeHHas ducnna3usi npagoeo xenydoqka; [TIXK — eunepmpogbusi neso-
20 xenydouka; X3 — xenydoukosasi akcmpacucmornus; KA — xenydoykosas apummusi; JKMIT - du-
namauyuoHHas kapouomuonamusi; FTKMI — eunepmpocgpuyeckas kapouomuonamusi; BITHII — 6rio-
kada nesol HoXKu ryydka [uca; K[ — umnnaHmupyemsit kapduosepmep-degpubpunngmop; xoKl
— axokapouoepachusl.
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VIil. NIPO®UNAKTUKA BCC

IMTpopunaktuka BCC — 3T0 KOMIUIEKC MEPOIPUSITHIL, TPOBOJUMBIX C
LIEJIBIO TIPEIYIIPEKACHUS UM YMEHbBIICHNS BeposiTHOCTH pa3Butusi BCC,
KOTOPBIN OCYIIECTBIISICTCS Y JIULI TIEPEKUBIITMX CEPACUHBIN apecT (BTOPUY-
Hasl IpoMIaKTUKA) WIN Y TIALIMEHTOB 0e3 3MMU3040B CepAeYHOTO apecTa B
aHaMmHe3e, HO uMetolux akTopsl prcka pa3sutusg BCC (mepBuyHas rmpo-
¢unakruka). [Tpopunakruka pucka BCC nomkHa BKITI0YaTh B ce0s1 MOTu(pU-
Kaiuio (pakTOpOB pUCKa pa3BUTHsI 3a00JIeBaHNI, a TAKXKE TIPOBEACHUE alcK-
BaTHOTO JICUCHUsI OCHOBHOI 1 COIMyTCTBYIoIIEeH maTonoruu. CoBpeMeHHast
addekTuBHasg poduiakruka BCC ocHoBaHa Ha KOMITJIEKCHOM TIOAXOJIE,
BKJTIOUAIOIIEM B ceOsI TPUMEHEHNE MEIUKAMEHTO3HBIX, MTHTEPBEHIIMOHHBIX
U XUPYPTUIECKUX MeTONOB. O0BEM IMPOBOAMMBIX ITPOMDMIAKTUYECKIX MEPO-
MPUSTUI OTIpenessIeTCsl B 3aBUCUMOCTH OT TOTO, K KaKO# KaTeropuu Oyaet
OTHECEH KaXXIbli KOHKPETHBIN MAllUEHT.

MeaukaMeHTO3HbIe MeTOAbI

Hcnonp3oBaHue pa3iMuHbIX TPYIIT MEAUKAMEHTO3HBIX CPEACTB C LIEJbIO
MepBUYHOM Uau BTopuuHO# npoduiaktuku BCC umeeT pa3nnuHbIil Kjacc
MOKa3aHUI U YPOBEHb 10KA3aTEJbHOCTU U OMPEEISETCS HO30J0TUYECKOM
dopmoit ocHoBHOTO 3a60JeBanust, @K XCH, cocTosTHUEM CHCTOTUYECKOM
dyHxkumu Mmuokapaa JIZK, KTMHUYeCKO CUMIITOMATUKOM, XapaKTepoM Hapy-
weHui putMa. C 3TO 1IeJIbIO MOTYT UCTIOJb30BaThCs KaK MpenapaTthbl, OTHO-
csuMecs K CpeACTBaM JieUeHUs] OCHOBHOTO 3a00JieBaHUSI, TAK U aHTUAPUT-
muueckue npenapatsl (AAIT).

Bera-aapenoomokaropsl. [ToroxXuTeIbHOE BIUSTHIAE [3-aIpeHOOIOKATOPOB
U UX pazHooOpa3Hbie 2DHOEKTH XOPOUIO U3YYEHBI B 3KCIIEPUMEHTAX U
B KJIMHUKe. AHTUapUTMUYeCcKUil 3dekT B-anpeHo010KaTOPOB CBIA3bI-
BAlOT KaK C UX aHTUULIEMUYECKUM AEHCTBUEM, TaK U CO CHUKEHUEM CUM-
NaTU4YeCKOM akKTUBHOCTU. MeTa-aHanu3 25 ucciienoBaHUi, KacarolIuXcs
OLIEHKU BJIMSIHUSI JAHHBIX MIPENapaToB HA BBIKMBAEMOCTb Y MOCTUH(hAPKT-
HBIX 00JIbHBIX, BKIoUaBIInit moutu 25000 G0abHBIX, BBISIBUJI, UYTO HAa3HA-
YyeHue [3-aapeHo0JOKATOPOB COMPOBOXIAETCS YBEJIMYEHUEM BbIKMBAEMO-
CTU, CHUKEHUEM OOLIEN U CEpPIEeYHO-COCYIUCTON JIETAIBHOCTU, a TAKXKe
yMeHbleHueM yactoThl pa3Butuss BCC [1]. [TonoxurenbHble 3hhEKThI
-anpeHo006J10KAaTOPOB B OTHOLIEHUHM XKeJyA0uKOBbIXx aput™Muilt u BCC
TakxXe MoKa3aHbl U A 0oibHbIX ¢ XCH uilemMmuyeckoil u HenuieMuye-
ckoii mpupoasl (AKMII, TKMII, cunapom ynnunenHoro QT, karexona-
MmuHepruyeckas noaumopdHas KT, AITTXK, aopranbHblii cteHO3) [2—35].
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IIpeumyiecTBo B-aapeHOOJOKATOPOB 3aKJI0YAETCS TakXe B TOM, YTO
HMX MOXHO coderath ¢ Apyrumu AAII, B 4aCTHOCTH, ¢ aMUOIAPOHOM. [6].
Bo160op B-aapeHobsoKaTOpa U MOAXOAbl K TUTPOBAHUIO 103 ONMPEAETSIOTCS
OCHOBHBIM 3a00JIeBaHUEM, KOTOPOE UMeeTCsl Y 60IbHOTO (MepeHeCeHHbIN
OUM, XCH, AT u apyrue). Takum ob6pa3zom, B-aapeHOOJOKATOPHI SIBJISI-
10TCs 3DGHEKTUBHBIM U, TIPU HaJIeXallleM 0Toope OOJIbHBIX U MOAXOAaX K
noadoopy 103, 6e30MacHbIMU CPEACTBAMU, UMEIOT CaMylo OOJIbIIYIO 10Ka3a-
TeJIbHYI0 023y 1 B HacTOsIIee BpeMsI TOJXKHbBI pacCMaTPUBATbCS B KAUECTBE
MperapaToB MepBOI TUHUM TS TTPOBEICHUSI TIEPBUYHOM U BTOPUYHOM TTPO-
dunaktuku BCC (1, A) [7].

Nuruouropsr AII® u 6J0KaTOPHl AHTHOTEH3MHOBBIX PENENTOPOB.
TMonoxutenbhubie apdekTsl UHTMOUTOPOB ATT® Ha TeueHre MBC xoporio
M3BECTHO. DTa IpyMnIia MpernapaToB BAUSET Ha 3JIeKTPOPU3UOTOTUUECKUE
npolecchl B MUokKapae, Bo3neiictsyst Ha pyHkuuio K- u Ca-kaHaios, a
TakK>Xe YBEJIMUUBAIOT pe(pakTePHOCTh U PEMOJISIPU3ALIMI0 MUOKApIa KeTy-
JIOYKOB, TPEMYTIPEXAAst pa3BUTHE aPUTMMIA IO MEXaHU3MY Pe-E€HTpPH, Yy 00JTb-
HBIX ¢ XCH 1 ®XK nimemndeckoro reHe3a. AHTUapUTMUUYECKOE NeCTBIE
HATI® Takke 0O0BACHSIECTCS UX YIHETAIOUIMM AeHCTBUEM Ha CUMITaThye-
CKYI0 HepBHYIO cucteMy. OHU MHTUOUPYIOT IMPKYJIMPYIOIINE KaTexXoJia-
MWHBI M1 aHTUOTEH3WH-2, TIOBBIIIAIOT YPOBEHb KaJIusl B KpOBU. B HeckoJb-
KMX padorax ObUTO MoKa3aHo, 9YTo MAIT®D MOBHIIIAIOT YyBCTBUTEIILHOCTh
bapopedaekca u yaydimamT nokaszatean BCP. HakoHel, aHTHapuTMu-
yeckuit 3¢ dexT ATTD MoxeT 0OBSICHATHCS TPOTUBOBOCITATUTETbHBIMU
CBOICTBAaMU U YMEHbBIIIEHUEM BBIPAXXEHHOCTHU TTPOIIECCOB TTOCTUH(APKT-
HOTO peMOIeIUPOBaHUSI MUOKapaa Ha (hOHE UX MPUMEHEHUS.

JlokazaTesbcTBa MONOXUTENbHOTO BiusiHUSI MATID Ha BbIKMBaeMOCTb
0osbHbIX, TTepeHeciinx OMM, a Takke Ha OOJIbHBIX C CEPASYHOM Hea0CTa-
TOYHOCTBIO KaK MIIEMUYECKOM, TaK M HEUIIEeMUYECKON TTPUPOIBI TIOTY-
YeHbl B OOJBIIOM KOJUYECTBE KIMHUUYECKUX UCCIeNOBaHUI, MOKa3aB-
mux, yTo UATI® 10CTOBEPHO CHUXKAIOT OOIILYIO M CePAEYHO-COCYIUCTYIO
JIETAJIbHOCTh Y JaHHOW KaTeropuu nauueHToB [8§—13]. OgHako, B oTInuue
OT B-aapeHO0010KATOPOB, B OOJIBIIMHCTBE 3TUX KIMHUUYECKUX UCTTBITAHUI,
BCC B kauecTBe KOHEYHOI TOUKM HE paccMaTpuBajiach. MIckioueHueM
siBJIsIeTcs paHaomusrupoBaHHoe uccienosanue TRACE, B koTopoM u3syva-
Jioch BiustHUe TpaHaoaanpuiia Ha BCC, rae Obl1 1oKa3aH MOJ0XUTEIbHbI
pesyabtar [13]. CiaeayeT 3aMeTUTh, YTO BepudUKalusi MeXaHu3Ma CMEpPTH,
ocobeHHo nipu BCC, npeacraBiisieT U3BECTHbIE TPYAHOCTH, OCOOEHHO — B
KJIMHUYECKUX MCCIEeNOBAHUSIX, KOTa Cayyau CMEPTH, KaK MpaBUiIo, olle-
HUBAIOTCS PETPOCIIEKTUBHO. BMecTe ¢ TeM, He BBI3bIBAET COMHEHUI TOT
dakt, yTo moutu nosoBuHa 60JbHBIX UBC, B 0cOOEHHOCTHU 1A epeHec-
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e OMM, ymuparoT BHe3arnHo. O4eBUIHO, Mbl UMEEM MPABO IKCTPATIOIM -
poBaTh MOJyYeHHbIE YOeIUTEIbHbIE PEe3YIbTaThl O CHUXEHUU C TTOMOIIBIO
UATID cepneuHo-cocynucroit netanpHocTy U Ha BCC. IMonTBepkaeHnem
BbILIECKA3aHHOMY SIBJISIETCSI KPYMHBII MeTa-aHaiu3 [11], wenapto KoTo-
poro 6bi1a otieHka BiusiHust MATI® Ha puck pazButusi BCC. PesynbraTh
9TOrO aHaju3a, BKJIoYaBlIero qaHHeie 15104 manveHToOB, MPUHUMABIIUX
yuactue B 30 uccienoBaHusx (U3 HUX 15 ObLIU ciemnble, paHIOMU3UPO-
BaHHBIE, TUIAlc00-KOHTPOJIMPYEMBIE), TTOKa3alid, YTo HazHaueHre NATTD
nanueHTaM, nepeHeciiuM MM, conpoBoxXaaeTcsi yMeHbllIeHUeM 001Leil 1
CepAeYHO-COCYAUCTON CMEPTHOCTH, ITpU 3TOM yactoTa pa3putusi BCC cHu-
xkaetcst Ha 20% (2356 caydaeB cMepTH, U3 HUX BHe3anHoi — 900). B cBasu
¢ 3TuM nojioxkeHne 06 apdexkrnBHOCcTH HATID M1t mpodmmaktuk BCCy
O6ousbHbIX, nepeHeciuux UM u nanmentoB ¢ XCH (cucronuueckoit iMchyHK-
LIMeit) MPUCYTCTBYET BO BCEX COBPEMEHHBIX OTEYECTBEHHBIX U 3apyOeKHbIX
pekoMeHnanusx no npodunaktuke BCC u nmeeT caMblii BBICOKUI YPOBEHB
nokazatenbHocTtu (I, A).

Yo kacaercst naHHBIX 00 2 dekTuBHOCTH UATID 1151 TIpe Ty IpeXIeHUS
BCC y 60s1bHBIX ¢ COXpaHHOU (PYHKIIMEH JeBOTo Xeayaouka, To uHhopMa-
LIMM Ha 3Ty TEMY CYIIECTBEHHO MeHblile. MIMeIoTCs1 pe3ynbTaTbl HECKOIb-
kux uccnenopanuit (HOPE, EUROPA), moka3zaBiux mpeuMylIlecTBa TaKux
npenapaToB, KaK paMUIIPUJI U TIEPUHAONPUI B OTHOLLIEHUU MpeaoTBpauie-
Hust BCC y 60/1bHBIX ¢ BHICOKUM PUCKOM Pa3BUTUSI CEPACUYHO-COCYIUCTHIX
ociioxkHeHwui [78, 79]. CnenyeT OTMETUTD, UTO B 3TUX UcchenoBaHusix BCC
He paccMaTpuBajiach B KAYECTBE CAMOCTOSITEIbHOM KOHEUHO! TOUKU. TeM
He MeHee, HazHayeHne UATI® pekoMeHmyrotcst 6oapHbIM XCH ¢ coxpaH-
HO1 (hyHKIIME JIEBOTO XKeyI04Ka, TaK KaK MPeaynpexaacT pa3BUTHE U MPO-
rpeccupoBanue XCH (Ila, B).

Takum o6pazom, ATTD Takke BXOIST B IpyIIIy ITpenapaToB, HEOOXOI-
MbIx 1 ipodunakTuku BCC, npexae Bcero, y NoCTUH(MAPKTHBIX O0JbHBIX
U MalMEeHTOB C CEPACYHON HENOCTATOUHOCTHIO.

Uto kacaeTcst 6JIOKATOPOB aHTMOTEH3WHOBBIX PELIENITOPOB, TO B IUIaHE
cHxeHus cMmeptHocty npu XCH ux nmokaszarenbHast 6a3a MeHbIle, YeM
y MATI®. VM3BeCTHBI TIOJIOXUTEIbHBIE PEe3yJbTaThl O CHUXEHUN pHUCKa
CepIAeYHO-COCYAUCTOI cMepTHOCTH y 001bHBIX ¢ XCH, mosryuaBiiumx Bajcap-
TaH v Jjo3aptaH. B uccienosanuu CHARM [14] npencraButesb 3TOM rpymiibl
npenapaToB — KaHaecapTaH y naiueHToB ¢ XCH u CHUXXEeHHOI CUCTOIU-
yeckoi dyHkuueir muokapaa JIZK nokaszan BelpakeHHYI0 3(pHEeKTUBHOCTh
B CHIDKEHUM TTOKa3aTeell CMEPTHOCTH OT CEPIEYHO-COCYAUCTHIX TPUUYNH U
XapaKTeEPUCTUK BHE3aMMHOM cMepTHOCTH (15% — cHmkeHue pucka, p=0,036).
IToaTOMy B HacTosIIIIee BpeMsl KaHAecapTaH MOXET UCTOb30BaThCs 1Sl TPO-
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dwunakTrku BCCy 6onbHbix XCH 1 cHuxenHoit @B JIK, HapasHe ¢ ATID.
B otHomenuu npeaynpexneHuss BCC ¢ nmomoliibio 6JJ0KaTOpOB aHTUOTEH-
3WHOBBIX PEIIENITOPOB Y OOJIBHBIX C cOXpaHHO yHKIMel JIK B HacTostiee
BpEMsI OTCYTCTBYIOT YO€IUTEIbHbIC TaHHBIE.

AHTaroHUCTHI AJILIOCTEPOHA. PETPOCIIEKTUBHBIN aHAIN3 MCCIIET0BaHMS
SOLVD (6797 6onbHBIX, 424 citydasi CMEPTH ) IIPOAEMOHCTPUPOBAIT B3aUMOC-
Bs13b Mexky npuMeHeHueM nuypetrkoB pu XCH u puckom BCC. ITpuuem,
MPU UCTIOJIb30BAHUHN KaJIMCOeperaioimx TNypeTUKOB, KaK OTAeIbHO, TaK
M B KOMOWHAIIMU C IPYTUMHU MOYETOHHBIMU, TaKasl B3aUMOCBSI3b HE TIPO-
cnexuBanack. MccrnenoBanre RALES (1663 601bHBIX) OBUTO TTPEKpaLeHO
JIOCPOYHO, TaK KakK y 00JIbHBIX ¢ BbIpaxkeHHo XCH, npuHuMaBIIuX crv-
POHOJIAKTOH, 10 CPaBHEHMIO C OOJIbHBIMU, MCITOJIb30BaBIIMMU TIETICBbIC
IUYPETUKH, Yepe3 2 Tola HaboaeH!s ObUIM TOCTOBEPHO HIVDKE IOoKa3a-
Teau obueit etanbHocTu (35% npotus 46%) u BCC (10% nportus 13%).
ITpu 2TOM CyIIECTBEHHOTO YMEHBIIEHUS YaCTOThI BHISIBJICHUS KeJTyT0YKO-
BBIX apUTMUIA He Ob110 0TMeueHoO [ 15]. [TokazaHo, YTO 2JIEKTPOTUTHBIE HAPY -
[IEHMS, BO3HUKAOIINE TTPU Ha3HAYEHUM TUYPETUKOB, HE OTHOCSIIMXCS K
KJ1accy Kanuiicoeperarolmx, MOTyT CIIoCOOCTBOBATh pa3BUTUIO (paTaIbHBIX
apUTMUI, TOTA KaK aHTarOHKUCTHI aJIbI0OCTEPOHA, BEPOSITHO, UTPAIOT TIPO-
TEKTUBHYIO poJib. B naibHeliieM ObLUIO MoKa3aHo, YTO aHTUAPUTMUUECKUIA
addext maHHBIX TIpenapaToB GoJiee cioxeH. biokana ambaocTepOHOBBIX
PELEnTOPOB TOMUMO COXPAHEHUS KaJusl MU MarHWsl IPUBOIUT K yCTpaHe-
HUIO CUCTEMHOI BA30KOHCTPUKIIUM, TIPEIYTIPEXIAET CTUMYJISIIINIO 00pa3o-
BaHUSI KoJuIareHa v pa3BuTue (hropo3a B MUOKap/Ie, a TAKXKE OKa3bIBAET BIIM-
sTH€ Ha aBTOHOMHYIO HEPBHYIO CUCTEMY, SIBJISTIOIIYIOCSI aKTUBHBIM yJacT-
HUKOM apuTMOTeHe3a, yiydiias nokasaresr BCP v oBbIiast 4yBCTBUTEb-
HOCTh 6apopediiekca [16, 17]. B mocieaHue roabl CTaau JOCTYITHBI Pe3yib-
TaThl TPUMEHEHWSI HOBOTO aHTATOHUCTA aJIbI0CTEpPOHA — AIJIEPEHOHA, KOTO-
pbie TTOATBEPXKIAIOT 2((PEKTUBHOCTh 3TOM TPYIIIBI MPEapaToB B CHUXe-
Huu pucka BCC. CnenoBatesbHo, ajs npeaynpexaeHus BCC y 60JbHBIX €
XCH B cxeMy Tepanuu peKOMEHIYeTCsl BKJII0UaTh AHTAaTOHUCTHI aJTbJIOCTe-
poHa (I, A), mpryeM He TOJIbKO MPU 3aCTOMHOI CEPIEUHOIN HETOCTATOUHO-
ctu, Ho u tipu XCH 1T ®K [18].

HaamoJekyIsipHbIii KOMILIEKC CaKyOMTpuJI/BajicapTaH — HOBBII Tperia-
par obJafalolnii cBolicTBaMu OJHOBPEMEHHOM O0Kanbl AT, pelientopos
W HEeMPWJIM3WHA, COCTOSIIINIA 13 6 MOJIEKYJT BajicapTaHa U 6 MOJIEKYJI CaKy-
OuTpuIa, KAaTUOHOB HaTpus U Boabl. CakyOuTpua obecrieunBaeT GaoKamy
Henpwin3nHa (Zn-cofaepxalilleil MeTauIoNpOTenHa3bl, BbIpabaThIBaeMO
3HIOTEEeM COCYIO0B, obOecreunBamlleil Aerpaganunio Na-ypeTudecKux
MENTUAO0B U OpaluMKMHMHA), BajcapTaH — Onokany AT, peuentopos. Oba
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KOMIIOHEHTAa B €IMHOI MOJIEKYJle TIpeAcTaBieHbl B cooTHomeHuu 1:1 [19].
HanMonekynsspHblil KomILieke cakyoutpui+sancaptaH (KOmnepuo) crioco6-
CTBYET BOCCTAaHOBJICHUIO U TIOAJEPXKAHUIO OajaHCca HEHPOrOPMOHATbHBIX
cucTeM, biaronaps neicTBuio komruiekca Ha PAAC v akTuBalMy HaTpUii-
YpeTUYECKMX MEeNTUI0B, OTHOCUTCS K HOBOMY KJaccy npenaparos — APHU
(aHTMOTEeH3MHOBBIX PELENTOPOB U HEMPUIU3UHA UHTUOUTODP). B uccneno-
BaHue PARADIGM-HF (BkmoueHo 8442 nmaumenta [1-1V ®K NYHA)
CpaBHEHHE TPYII MNAlMEHTOB, MOJIYYaBLINX JIEUEHUE HAAMOJIEKYJISIPHBIM
KoMIuiekcoM cakyoutpui+sancaptad (FOnepuo) 200 mr 2 pa3a B AeHb UK
nATI® sHanampuioMm 10 mMr 2 pasza B IeHb, ITOKa3aJio, YTO OOIIast CMepT-
HOCTb cHU3MIach Ha 16% (OI1I 0,84, 95% AU 0,76—0,93) p<0,001), a BHe-
3amHas cepaedHas cmepthb Ha 20% (OI1I 0,80, 95% AN 0,68—0,94) p=0,008
[20]. DkcnepThl BhICKA3bIBAIOT OCTOPOXKHbBIM ONMTUMU3M B TPAKTOBKE 3TUX
JIaHHBIX, TaK KaK B UCCIEAOBAaHUE B COOTBETCTBUU C MPOTOKOJOM BKJTIOUYA-
JIUCh TOJILKO T€ ALIMEHThI, KOTOPbIE HE MPOAEMOHCTPUPOBAIA HEMIEPEHOCH -
MocTtu UATID (cpeaHsist MPOIOJIKUTEBHOCTD Tepanuu 15 gHeit) u FOnepro
(cpenHsist IPOJOJIKUTEBHOCTD Tepanuu 29 nHei).

AcnupuH. YOenuTeabHO JOKa3aHO, YTO Ha3HAYEHUE aclUMpUHa UMEeT
MO3UTUBHOE 3HAUYEHUE KaK JUIsl MEPBUYHOM, TaK U BTOPUYHOU Mpoduiak-
TUKU KOPOHAPHBIX COObITUI. [ToMUMO ne3arperaHTHBIX CBOMCTB UMEET 3Ha-
YeHUE MPOTUBOBOCTIAINTENbHOE JeHCTBUE MTpernapaTa, YTO yMEeHbIIAET MPo-
LIECChl PEMOMEIUPOBAHUS B 3MOPOBBIX TKaHSIX. PeTpOoCreKTUBHBIN aHAIN3
pe3yabratoB ucciaenoBaHus SOLVD nokasan, uyto y 6oabHbIX ¢ XCH Ha3Ha-
yeHue actimprHa Ha 24% cHkaino yactoTy passutust BCC [21]. CornacHo
CYIIECTBYIOIIMM PEKOMEHIAIMSIM JTaHHbII Mpenapar BXOAUT B CTAaHAAPThI
NpoUIaKTUUECKOTO JIeueHUs, KaK y 0oybHbIX nepeHeciunx OMM, tak u
y TIALIMEHTOB CO CTAOWJIbHOI CTEHOKapAUeil U OCTPbIM KOPOHAPHBIM CHUH-
npomoM (I, A).

Cratunbi. O030p JaHHBIX IUTEPATYPbI CBUNETEIBCTBYET O CYIIECTBEH-
HOM CHUXXE€HUU CEePAEYHO-COCYAUCTON CMEPTHOCTHU MPU UCTIOIb30BAHUS
cratuHOB y 60sibHBIX UBC. B 60bIIMHCTBE U3 TPOBEACHHBIX KIUHUYE-
ckux ucneitaHuit BCC, kak oTnenbHas KOHeYHasi TOUYKa, HE OLlEHUBA-
snack. Tem He MeHee, B ucciienoBaHuY 4S MpU MPUMEHEHU U CUMBAcTaTUHA
Hapsiay ¢ CYIIEeCTBEHHbIM CHUXXKEHUEM 001Ieil CMEPTHOCTU U CMEPTHOCTU
OT KOPOHApHOi 60JIe3HU cep/lia OTMevaaach TEHACHIUS K YMEHbIIEHUIO
yactoThl BCC. AHajiornyHble pe3yabTaThl ObLIN MOIYYEHbI B OTHOILIEHUU
npaBactatuHa (LIPID). KpynHelii Meta-ananu3, Bkiatoudasiuii 90 000
MalMeHTOB, MPUHUMABIINX yyacTue B 14 paHIOMU3MPOBAHHbBIX UCCIIEA0-
BaHMSX, mpoBeaeHHbIX 10 2005 roga, nokasaa 3(HEeKTUBHOCTb CTATUHOB
s npodunaktuku BCC y 6onbHbix UBC [22]. [To3TOMY B CyllIeCTBY-
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omux pekomeHaanuax no npodpuiaktuke BCC ncnonb3oBaHue CTaTU-
HOB y 601bHBIX UBC npusHaetcst HeooxonuMmbeiM (I, A) [7, 23]. das npo-
(buakTUKY pa3BUTHUS CEPAEYHO-COCYIUCTHIX OCIOXHEHUN Ha3HAUYeHUE
CTaTMHOB PEKOMEHIYETCS BCEM OOJIbHBIM, OTHOCSIIUMCS K TPYTIIE BHICO-
KOTr0 CepAeYHO-COCYAUCTOro pucka. YTo KacaeTcs MpuMEHEHUS CTaTU-
HoB 1 npodunaktuku BCCy manuentos ¢ XCH HeullieMuueckoit aTu-
OJIOTUHU, TO NOKa3aTeJIbHOM 0a3bl IJI1sI TOU KaTeropuu 00JbHBIX B HACTO-
siee BpeMsl He CylIeCTBYeT.

Omera-3 nouHenacbimeHHble xkxupHbie KucaoTsl (ITHZKK). [TepBbie coob-
weHust 06 apdexktuBHocTH [THAKK mis npodbunaktrku BCC 6b11u nosy-
4yeHbl B ucciaenoBanun DART, KoTopoe nMpoaeMOoHCTpUPOBao, YTO Y JUII,
YIOTpeOISIBLIIMX ABA pa3a B HeJet0 U 6osiee XKUPHYIO phiOy, HAOII01aI0Ch
30% cHIXeHMe YaCTOTHI CEPACTHO-COCYAMCTON JIETATBHOCTH, ITPEUMYIIIe-
CTBEHHO 3a cueT yMeHbleHus ciaydaeB XK.

B nanbHeiiem runore3a Oblia MpoBepeHa B 9KCIEPUMEHTaX Ha XUBOT-
HBIX, U B YaCTHOCTU, ObLIO TTOKa3aHo, uTo w-3 [TH2XKK, ocHOBHbIE XXUpHBIE
KUCJIOTHI, MPUCYTCTBYIOILIIME B XUPHOU pbIOE, OKA3bIBAIOT MPOTEKTUBHOE
neiictre B oTHoteHuu O2K. Bbutn u3yyeHbl MeXaHM3Mbl aHTHAPUTMUYE-
ckoro aeiictBust w-3 ITHXKK, KoTtopble 3akio4yaloTcs B TOM, YTO MOCJeI-
HUE B YCJIOBUSX UILEMUU WIU aAPEHEPTUUECKON CTUMYJSLUMN CTAOWIU3U-
pPYIOT MeMOpaHy KapIMOMUOLIMTOB, BUssl HA pabOTy HaTPUEBBIX, KaIue-
BbIX M KaJbLIMEBBIX MOHHBIX KaHaI0B, neicTBys rogooHo AAII Ib kiacca
(MeKCWIeTUH-TIOO0HOE NEeCTBUE), HO HE 001anasi Py 3TOM MPOAPUTMU-
YECKUM U apuTMOTreHHbIM 3 dektamu. C 271eKTpohU3n0I0TUUECKON TOUKU
3peHus 3amuTHoe neiicteue w3-ITHXKK 3akitoyaeTcst B ToM, 4To Ha poHe
UX MPUMEHEHUS HeoOXxoarma OosiblIast aMIUTUTYIa DJIEKTPUYECKOT0 KCTpa-
CTUMYJIA UIS1 UHIYKIIUY «aPUTMUYECKOTO» MOTEHIMala NeCTBUS, a TaKXKe
OTMeYaeTCsl YBeJIUYEHUE JIUTEIbHOCTU 3(DDEeKTUBHOTO pedpakTepHOTO
Meproja KapaIuOMUOLIMTOB, YTO MPEayNpexaaeT 3amycK dhaTaJbHbIX apUT-
Muit, B ToM unciie 1 ®XK [24].

ITomumMo aHTHApUTMUYECKOTO 3hdeKTa ITU MpernapaThl 001anal0T Mpo-
TUBOBOCMAJIUTEIbHBIM IE€MCTBUEM, CHUXKAIOT 00pa30BaHMe KUCIOPOIHBIX
paaMKagoB U YMEHbIIAIOT penepdhy3uOHHbIE OCTOXHEHUS, MOBBIIIAIOT
CUHTE3 DHEPTUU B MUTOXOHIPUSIX, YIYyUIIAIOT SHIOTEIUATbHYIO (DYHKIIUIO,
CHIKAIOT YpOBEHb TpOMOOKCaHa U arperaiuio TpoMoouuToB. B psine padoT
rokasano, uto w-3 [THXK yBenunuusator mapamerpst @B JIZK u ynyuinaior
nokasateau BCP, oka3biBasi, TakuM 06pa3oM, MOaUGULIAPYIOIIee BIUSHUS
Ha OCHOBHbIE U BTOpocTeneHHble (pakTopbl prcka BCC [25].

VYb6enutenbHas nokasarenbHas 60a3a B oTHoumeHuu w-3 I[THXKK 6bu1a
MoJjiyuyeHa B IIByX KPYIHBIX uccienoBaHusax. B uccaenosanuu GISSI-
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prevenzione y 6o1bHbIX ¢ OMM mpumMmeHeHue mpenapata OMakop B J03€
1 T/cyT cOnmpoBOXIAIOCh TOCTOBepHBIM CHIKeHHeM pucka BCC Ha 45%,
CepleYHO-COoCYIUCTOl cMepTHOCTH Ha 30% 1 yMeHbIIIeHUEM prcka ooIIeit
cMepTu Ha 20% [26]. Pe3ynbraThl MHOTOLIEHTPOBOTO IBOMHOIO CJIEMOTrO
mauebdo-koHTpoaupyemoro ucciaeaoBanus GISSI-HF, onybankoBaHHbIe
B 2008 romy, mokaszayiv, YTO Ha3HaAUYEHUE OMaKopa B 103¢ 1 T/CyT y OOJIbHBIX
¢ XCH Ha (¢oHe onTuMalbHON MeIMKAaMEHTO3HOI Teparuu COMpOBOXIa-
€TCsI CHIDKeHUEM pucKa o01eit cMepT Ha 9% 1 yMeHbIIIeHUEM KOJIMYeCcTBa
TOCMUTAIM3ALIME IO TPUYMHE KeJTyTOUKOBbIX HapylieHui putma. [1pu aTom
KOJIMYECTBO MOOOYHBIX 3 dekToB B rpymiie jedyeHus -3 [THXKK He oTiu-
YajioCh OT TPYIbI KOHTpoJs [27].

CyluecTBYIOT psifi MyOaUKalnii, B KOTOPBIX MOKAa3aHO BIUSIHUE OMaKopa
Ha BBIPAXXEHHOCTD KETYAOUKOBBIX HapyIlIeHU puT™Ma. B onHON 13 HUX,
yXe yepe3 Mecsll OT Havaia Tepanuu nodasieHue w3-ITHXKK nmauueHram
co crabunpHoil UBC mpuBesno K cTaTUCTUYECKU TOCTOBEPHOMY YMEHbIIIE-
HUIO Yrcia 3130108 HeycToiunBoil KT 1 unciia mapHbIX XKeJTyT0YKOBbIX
9KCTpacucTos [28].

Taxkum o6pa3oM, K HACTOSIIEMY BPEMEHU YOEAUTEIbHO MPOAEMOHCTPU-
poBaH npodunaktuyeckuii apdext w-3 ITHXKK y 6obHBIX, MepeHecmux
OWM B otHoleHnM pucka pazsuTtus BCC. CornacHo CylecTBYIOLINM PeKO-
MeHJalusaM, 00JbHBIM, TepeHeciiuM MM, ciaeayeT ynoTpeoasiTh B AeHb |
rpamMMm -3 ITH2KK, a uMeHHO — omakop, a TakXe yCcTpauBaTh «pbIOHBIE
IHW» (0koJsio 200 r KUPHOI pbIOkI), MO MEHbILIEH Mepe, IBaKAbl B HEAETIO
[29, 30]. JaHHBIX 0 BOBMOXHOCTHU UcIoJib3oBaHus w-3 [TH2KK mist Bropuu-
Hoit npodunakTuku BCC y 60bHBIX, MEPEXUBIINX OCTAHOBKY KPOBOOOpa-
LLIEHUs, B HACTOSIIIEE BPEMSsI HEAOCTATOYHO, HO UCCJIEIOBAHUS Ha ATy TEMY,
B yacTHocTH y 60abHBIX ¢ MK]I, mpogomkaroTcs.

Hurpatsl. [Tockonbky onHUM 13 MexaHu3MoB BCC MoryT ObITh UllieMUye-
CKue COOBITUSI, BEPOSITHO, OMHUM U3 IyTeit npoduiakTuku BCCy aTux 6071b-
HBIX MOTYT OBbITh HUTPAThI. Jl0JTOCPOYHBIX paHIOMU3UPOBAHHBIX KCCIIEIOBA-
HUIi, oueHuBaBIIUX 3 deKT aHTuaHruHaIbHOU Tepanuu Ha 2KHP, He nipo-
BOJMJIOCh U OHU HE BKJIIOUEHBI B MEXKIyHAPOIHbIE U OTEUECTBEHHbIE PEKO-
MEHAALUU 0 UX JieueHuto. TeM He MeHee, UMEIOTCSl TaHHbIe, CBUIETEb-
CTBYIOILLIME O MOJIOXUTEIbHOM BIUSIHUM Tepariud HUTPATaMU Ha XKeTyaod-
KOBYIO SKTOMUYECKYIO aKTUBHOCTb, U UX Ha3HAYEHUE MOXKET O0CYKIaThCs
npu geyeHuun uinemudeckux KHP [31].

Antnapurmnyeckue npenapatsl IC knacca. [Tpumenenue AAIT mst mpo-
¢unaktuku BCC uMeeT 3HaUMTE/IbHbIE OTpaHUYEHUsI, a B psilie Cllyyaes,
COITACHO TAaHHBIM MHOTOLIEHTPOBBIX PAHIOMU3UPOBAHHBIX UCCIENOBAHUIMA,
MOKET MPUBECTU K YBETMUECHUIO PUCKA CEPHE3HBIX HEXXeMaTebHbIX MOCIIEI -
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crBuii. B yactHocTH, cornacHo gaHHbIM ucciaegoBanuii CAST n CAST-11
HazHaueHue npenapatoB IC knacca manuentam ¢ 2KHP u ykazanusimu B
aHaMHe3e Ha nepeHeceHHbIil paHee OMM comnpoBoxkaaeTcst AOCTOBEPHBIM
yBeauueHueM xapaktepuctuk BCC [32, 33]. TeM He MeHee, CyIlIeCTBYET psifl
CUTYyallMii, TpU KOTOPBIX Ha3HaUeHUe AAT MOXeT ObITh ONTPaBIaHO.

ITpexxne Bcero, 3To MalMEHThI C UMIUIAHTUPOBAHHBIMU KapIMOBEpTEpaMU-
nedpeopunsgTopamu (MKJI) u yacTbiMu 000CHOBaAaHHBIMU CpabaTbIBAHUSIMU
o ooy peunaupupyomein 2KT/D2K. Takast cutyaunst B CBOMX Kpaii-
HUX MPOSIBJIEHUSIX HA3bIBAETCSI apUTMUUYECKUM IITOPMOM U OOYCIOBJIUBAET
HE00XOAUMOCTh TonogHUuTebHOro Ha3HaueHust AAT nisg tepanuu KT u
YMEHBILIEHUS KOJTUYEeCTBa 31130108 cpadbatsiBanuss MKJI.

AMuonapoH u coranon. AHTUapuTMuUdYeckuii addekt npenaparos 111
KJ1acca, Takux, Kak aMUOAapOH U COTaJION CBSI3aH C YIJIMHEHUEM MOTeHIIU -
ajia IeCTBUS U YBETUYEHUEM UTUTEIbHOCTU pehpakKTepHOro Mepuoaa, 4YTo
CIOCOOCTBYET MPEPHIBAHUIO LIUPKYJISILIMY 2JIEKTPUUECKOT0 UMITYJIbCA B TIETJIE
pe-eHTpH, a TakKe TMOAABISeT apUTMUU, BO3HUKAIOIIUE MO TPUTTEPHOMY
MexaHu3My. [TonoxuTesbHOE BIUSIHUE aMUOAapOHa U cOTasoJa Py apuT-
MMUSIX CBSI3aHO, B TOM YUCJIE C UX AHTUUILIEMUYECKUM JEHCTBUEM, YMEHbIIIE-
HueM YCC, HelipoMOayTUPYIOIIMMY BO3AEHCTBUSIMU U BIUSIHUEM Ha COKpa-
TUTEJIbHYIO (DYHKIIMIO JIeBOTO Xeyynouka [34]. Bornpoc o BIMSIHUM JaHHBIX
MpenapaToB Ha BbKMBAEMOCTb ITPY UX JOJTOCPOYHOM HA3HAYEHUU OCTAeTCS
OTKPBITHIM. Psi1 KMMHUYECKUX UCTIBITAHUI M OJTMH MeTa-aHaJIu3, BKJII0UaB-
LI HECKOIBKUX KPYTTHBIX UCCAETOBAHUMI, TPOAEMOHCTPUPOBAIY CHIKEHUE
yactotel BCC npu HazHaueHUU aMUOJapoHa Y MalUeHTOB ¢ AUCHYHKIUEH
JI2K mocne nepenecenHoro OUM u Heumemuueckoit JIKMII [35]. OnHako
OOJIBIIMHCTBO OOJIbHBIX B 3TUX KIIMHUYECKUX UCCIEIOBAaHUI HApSIMy C aMUO-
JapOHOM MPUHUMAIIH U [3-aapeHobokaTopbl. KpymHoe, Xopolo criiaHupo-
BaHHoe uccienoBanue SCD-HeFT, B koTopoM olieHUBaIach MPOMOUIaAKTH -
yeckas 3(p(peKTUBHOCTb aMHOIapoOHa B OTHOIEHUU TTpeaoTBpalieHuss BCC
npu XCH, He BBISIBUJIO €T0 MPEUMYIIECTB [0 CPaBHEHUIO € T1aledo y 6071b-
Hbix ¢ XCH II-11I ®K NYHA [36].

BmecTte ¢ TeMm, cieayer OTMETUTh, YTO COTalO0Jd, KaK U aMUOAAPOH,
sBJisieTcsl 2 GEKTUBHBIM CPENCTBOM JIEUCHUS KETYTOUYKOBBIX apUTMUIA.
HasnaueHue 3TuX MpenapatoB NPUBOAUT K YIJIMHEHUIO uHTepBaia QT u
MOXET OKa3bIBaTh, TAKUM 00pa30M, MPOAPUTMUUECKOE NECTBUE.

B HacTosiee BpeMsi HET yOeAUTENbHbBIX JAHHBIX 00 YIyYIIEeHUN BbIXKU-
BaemocTu nipu ucnosib3oBaHuu AAII 111 kiacca y 60JbHBIX ¢ KapaUaTbHOM
natojoruveit u ZKHP. Ix Ha3HaueHUe MOXET ObITh OMPABAAHO y MALIMEHTOB
C >KeJTyJIOYKOBBIMU aPUTMUSIMU B COUETAHUU C 3-aapeHobI0KaTopaMu (ISt
amunonapoHa — Ila, B; nns coranona — Ila, C) mpu TiiaTeIbHOM KOHTpPOJIE



VIll. NMpogunaktuka BCC 71

32 BO3MOXXHBIMU MMTOOOYHBIMU 3(hheKTaMu OT X Ha3HAYSHUST, @ TAKKE apUT-
MOTE€HHBIMU U MIPOAPUTMUIECKUMU I PeKTaMMU.

Taxkum 06pa3oM, caMblii BRICOKUIA YpOBEHb JOKa3aTeIbHOI 6a3bl B OTHO-
eHuu npodunaktuku BCC umeercs y B-anpeHo010KaTOPOB, KOTOPHIE Clie-
JyeT Ha3HayvaTh (ITPU OTCYTCTBUM ITPOTUBOIIOKA3aHUIA) C 1IEJIbIO TIEPBUYHOM
npodpunaktuk BCC BceM 60bHbIM, epeHeciiumM OMM, a Takke nauueH-
TaM ¢ cuctojimyeckoi aucynkimeit JIZK, kak nimemMnyeckoro, Tak 1 Heu-
LIEMUYECKOTO TeHe3a BHE 3aBUCMMOCTU OT apUTMMYECKOTOo aHaMHe3a |7,
37, 38, 42].

C Toi1 xe 11esblo y 00JIbHBIX, MepeHecinx UM, HasHavatotcss uAIID/
APA, ctatunsbl, acniupuH, -3 [THXKK [39—41]. Y 6onbHbIx ¢ XCH Heunie-
MMUYECKOTO reHe3a o0si3areibHO HazHaueHne UAIID/APA, antaroHucToB
anpaoctepoHa, w-3 [THXKK [27].

HNHTepBeHUNMOHHBIE METOAbI

B aTtom monpasnene o6CyXKIaloTcss COBpeMEHHbIE BO3MOXKHOCTU TP~
MEHEHMS pa3IMYHbIX MHTEPBEHLIMOHHBIX METOHOB B ITpodmiakTuke BCC.
Hcrnonbp3oBaHMe KaxkI0ro U3 HUX UMEET pa3IMIHbIN KJIacce IMTOKa3aHU U ypo-
BEHb MOKAa3aTeJbHOCTH 1 OMPEaesIeTCs] HO30JIOTMYecKoil (hopMoit OCHOB-
Horo 3abojeBanus, @K cepaeyHoil HETOCTATOYHOCTH, COCTOSIHUEM CUCTO-
nmyeckoit pyHkunu muoxkapaa JIZK, KImHu4YecKo CUMITTOMATUKOM, HAaJIU -
YyueM HapYILIEHUNU pUTMA.

Hmnnanmupyemotii Kapouosepmep-oehpuopuniamop

Ceronns MK trepanus ctaja OTHUM U3 OCHOBHBIX METOJ0OB Mpodhuak-
Tk BCC B rpymiie maureHToB BhIcOKoro prcka. Tak, B 2014 roay B 56 eBpo-
neiickux crpaHax B 2052 1eHTpax ObUIO BbIITOJIHEHO 85289 mMruiaHTauui
MK (Bxmrouas Poccuto — 13 onepanumii Ha | MuuiioH Hacenenust) [43].

Puck BO3HUKHOBEHMSI TOBTOPHBIX SITU3010B YCTOMYMBOM XKeTy10YKOBOI1
taxukapauu i @K y nanreHToB, BBDKMBIIUX ITOCJIE IEPBOT0 apUTMUYe-
CKoro anu3ona, coctasisieT 19%, 33% v 43% aepes 1, 3 u 5 net Habmoe-
HUSI COOTBETCTBEHHO [44].

AddpexTuBHocTh MKJI B oTHOmeHUU nipodunaktuku BCC 6bl1a qoka-
3aHa B HECKOJBKHMX KPYITHBIX KIIMHUYECKUX McclieqoBaHusIX (Tada. VI.1),
NM3aiiH KOTOPBIX IIpearoarajl OleHKY BbIKMBAeMOCTHU y MAIIMEHTOB C
HanuuyueM ocHOBHBIX (pakTopoB pucka BCC, BuigeneHHbix JT Bigger eie
B 1984 1. [45]. Pe3ynbTarhl, MOJYYEHHbIE B 3TUX UCCIEIOBAHUSIX, JIETJIU B
OCHOBY CYULIECTBYIOIIMX CErOAHS PEKOMEHIAUI MO UMILJIAaHTALIMKA 3TUX
YCTPOMCTB U JIEYEHUIO XKEJIYIOUKOBBIX aPUTMUIA C LIEJbI0 MPOGUIAKTUKHA
BCC [46].



72 ViIl. Mpogunaktuka BCC

Tabnuya VI.1
WUccneposanusa no oueHke UK[ B OTHOWEHWM NEpPBUYHOW M BTOPUHHON
npodmnaktuku BCC

WccnepoBaHue, | Lenb uccneposanus |Konuyectso| MNepuopg Ha- Pe3ynkratbl
ropg ny6nukaumm naumeHToB | GnrogeHus
pe3ynsTaToB
Bmopuy4Has npogunakmuka BCC
CpaBHenune AAT n VKO CHwxeHwe obLuei netanb-
AVID 1997 [95] |y nuu, nepexuBLLKX cep- 1016 13 MecsLeB |HOCTU B NOArpynne naum-
[IeYHbIN apecT eHToB ¢ VK[ Ha 29%
B rpynne nauueHToB C
CpaBHenune AAT un UKQ WKL obwwas netansHoCcTb
CASH 2000 [97] |y nuu, nepexwvBLUMX cep- 288 57 mecsueB |bbina Ha 23% Hixe, apuT-
[leYHbI apecT Muyeckas neTanbHOCTb
yMeHbLlwmunach Ha 61%
CpaBHenune AAT amwuo- B rpynne naunentos ¢
aporom v VKD y 1 WKL obwas netansHOCTb
CIDS 2000 [96] hap y m, 659 3roga |6binaHa 20% Huxe, apuT-
nepexuBLLUX cepaey-
y Muyeckast netanbHOCTb
HbIli apecTt
ymeHblwmnach Ha 31%
lMepeuyHas npoghunakmuka
Cpasrenve VKO n AAT y
nauvexToB ¢ OMIM B aHam- CHwxeHve obLuen ne-
Hese, ®B meHee 35%, TanbHOCTK B noArpyn-
MADIT 1996 [98] HXT v nHayumpoBaHHOM 196 27 mecsies ne nauueHToB ¢ UK Ha
yctonumson XT B xoge 54%
3HpokapauansHoro 9eU
CpasHeHue MKO+AKLL n
GABG-Patch AAT+AKLL y;‘laumeHTos c MokasaTtenu obwen ne-
1997 [100] ®B Hke 35% B OTHOLLIE- 900 32 mecsiua |TanbHOCTU HE OTIYanuch
HUU BRMSIHUSA Ha 0OLLyHO mexay rpynnamu
neTanbHOCTb
CpaBH%Hme VIKL, AAT w CHwkeHve obLLel neTanb-
6asosoit Tepanum UBC y
HOCTU B noarpynne nauu-
nauvexToB ¢ OMIM B aHam- entoB ¢ VK[ Ha 31% u
MUSTT 1999 [99](He3e, ®B menee 40%, 659 5 net N °
N 24% B cpaBHeHWW C rpyn-
HXT v nHayumpoBaHHOM o N
. , non AAT n 6a3oBoii Tepa-
yctonumson XT B xoge
nn MBC cooTBETCTBEHHO
3HpokapanansHoro U
CpasHeHue MK n 6a3o- CHuxeHne abconoTHOro
MADIT 112002  [Bow Tepanum WUBC y na- 1232 20 MecsLes pucka obLien netansbHo-
[101] uneHToB ¢ OMM B aHawm- CTU B NoArpynne nawmneH-
Hese, PB menee 30% ToB ¢ VK[ Ha 56%
CpaBHeHue 6a3oBoii Te- CHuxeHne abconTHOro
CAT 2002 [102] panun XCH un ee coverta- 104 66 MecsLieB pucka obLueit netansHo-
Husa ¢ MK y naumeHToB CTW B NOArpynne nauueH-
¢ OKMTI1, ®B mexee 30% ToB ¢ VIK[ Ha 55 %
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WccnepoBanue, | Llenb uccneposanus |Konuyectso| Mepuon Ha- Pesynbrathl
rog ny6nukaumu nauMeHToB | GnrogeHus
pe3ynkraToB
CpaBHeHnve VKL n amu- CHwuxeHne abcontoTHOro
AMIOVIRT 2003 |omapoHa y mauueHToB pucka obuien neranbHo-
[103] OKMM, ®B menee 35% 103 24 mecsua CTW B MOArpynmne nauneH-
n HXT ToB ¢ VIK[ Ha 17%
CpaBHeHve 6a3oBoii Te-
CHWXeHWe abconTHOro
DEFINITE 2004 panwu XCH n ee code- pvcka obLien netanbHo-
[104] TaHua ¢ VKL y nauuen- 468 29 mecsiueB CTM B NOATPYTING NaLMeH-
ToB ¢ AKMI, ®B meHee o
36%, HXKT 11 K3 ToB ¢ VK[ Ha 52%
CpaBHeHune 6a3oBoii Te- Wmnnantauusa VKL B no-
DINAMIT 2004 panun OIM un ee cc{qua- poctpom nepuoge OUM
[105] HUs ¢ umnnaxTaumen KO 674 30 MecsiLeB |He yMeHbLUaET 0bLuyto, HO
B nopocTpom (ot 6 go 40 CHUXaeT apuTMUYECKYIO
[aHen) nepuoge OUM neTanbHOCTb
CpasHeHue Tepanum UK
B COYETAHWUM C Kapayope-
cwi?(pi:mamp;mujgg ngg_ CHuxeHve a?comomoro
COMPANION nveit (CRT) c msonupoBaH- 1520 12 mecsueB pycia obuieit netarbHo-
2004 [106] HOVH KAPIMOPECHHXPOHM- CTV B NOArpynne naumeH-
. ; 108 ¢ KO-CRT Ha 36%
3UpyHoLLIE Tepanueit unm
6a3oBoii Tepanuent XCH
CpasHenve VKM, amuno-
fapoHa v nnauebo y na- CHuxeHue obLen ne-
SCD-HeFT 2005 |uneHTtoB ¢ XCH lI-lll no TanbHOCTK B NOArpyn-
(34] NYHA, OB wewee 35%, 2021 |49 MECAUEB | aumenTos ¢ MK Ha
(atnonorus: BC — 55%, 23%
OKMIM - 45%)

Mpumeyarue: U6C — uwemuyeckasi bonesHb cepdua; KO — xenydoukosasi aKcmpacucmonus;
XKT — xenydoykosasi maxukapdusi; OKMIT — dunamayuoHHasi kapOuomuonamusi; @B — ¢hpakyusi
eblbpoca; BITHIII — 6rokada nesoli Hoxku ryyka [uca; VKL — umnnaHmupyemsil kapouogepmep-
Oecpubpunnsmop; OxoKI™ — axokapduoepagpusi; HXXT — Heycmoliyugas xenydoykosasi maxukap-
ousi; OMM — ocmpeili uHghapkm muokapda; XCH — xpoHuyeckasi cepOeyHasi HeAoCmamoYHOCMb;
WKO-CRT — umnnaHmupyembili kapduogepmep-0echubpunisimop 8 codemaHuu ¢ yHkyuel Kap-
OUOPECUHXPOHU3aUUU.

Paououacmommnasn abnauusn

KatetepHas paguouacrotHas adnasiuus (PYA) siBisieTcst omHOM U3 MHTEP-
BEHLIMOHHBIX METOAUK, CIIOCOOHOM 3(h(MEKTUBHO YCTPAHUTD WU MOIUDU-
LIMpOBaTh CYOCTPAT OJHOIO U3 INIaBHbIX (DaKTOPOB pucka, a uMeHHO KT u/
nin @K, [enecoobpa3HOCTh ee IPUMEHEHMS ONPEAeIsIeTCs STUOJIOrueit
apUTMUUYECKOro CUHApPOMa, BapuaHTOM ero tedyeHus. [IposBeneHue PUA
OITPaBIaHO Y MALMEHTOB C YaCThIMM IIOKOBbIMU pa3dpsinamMu MKJI ipu pas-
BUTHMU TaK Ha3bIBAEMOTI'0 «3JIEKTPUUYECKOTO ITOpMax (0oJiee 3 onpaBIaHHbBIX
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1okoBbIX pa3psaoB MK/ B TeueHue 24 yacoB), 00yCIOBAEHHOTO yCTONYM-
Boii peuuauBupytoieit KT, pedpakrepHoit K MHOXecTBeHHOU AAT [47—49].
Tem He MeHee, Ha CeTONHSIIIHUN JeHb, NaHHbIe 00 3(pdekTruBHOCT PUA B
oTHoweHuu npodpuaktuk BCC orpaHn4eHbl, BO MHOTOM U3-3a TOTO, UTO
rpymnia naureHToB ¢ KT sBjisieTCss HEOMHOPOIHOU U MPOBEAeHUE PAHIOMMU -
3alMU Y 9TOI KaTeropuu NalulueHTOB 3aTPYAHEHO.

CyuectBytoT paznuuHbie Metonuku PUA KT. Knaccuueckoit cuuraercst
METOIMKA BXOXICHUS B LIUKJI Pe-EHTPU TAXUKAPIUU C LIEJIbIO OTIpEie/ICHUS €€
KPUTUYECKOI 30HBI C TTOCIeAyollieii ee absiuueid. B psne ciyyaeB B K IMHUYE-
CKOM MpaKTUKe MPUXOAUTCS UMETb AEJI0 C TeMOAMHAMUYECKU HECTAOWIbHOMN
KT, xkapTupoBaHUe KOTOPOi1 B TeUeHUE JJTUTETHLHOTO BPEMEHN HEBO3MOXHO.
B a1ux cnyyasx 1eaecoodpa3Ho NCMOIb30BaHUE CUCTEM TeMOAMHAMUYECKON
MOIEPXKKU MallMeHTa BO BpEMs ONepallvu, OMHAKO 3TO YBEJINYUBAECT CTOMU-
MOCTb U pucku npoueaypsl [50]. Muorue nauueHTsl ¢ KT, 00ycioBieHHOM
HaJIMYueM pyoIIOBbIX UBMEHEHUI MUOKap/a, UMEIOT CIIOXKHYIO CTPYKTYpPY Cy0-
CTpaTta TaxXuKapauu, 4YTO MOKET MPOSIBISTHCS MHOXECTBOM Mopdosoruii 2KT.

AJbTepHATUBOI TAHHON METOIMKU MOXKET ObITh KApTUPOBAHUE CyOCcTpaTa
TaxXUKapaIuu C MOMOUIbIO HABUTALIMOHHOM CUCTEMbI OCPENCTBOM UIECHTU -
(ukaimuy pyo110BOil TKAHU U 30H MEUIEHHOTO MTPOBEACHUS BHYTPHU pyOdlia ¢
nocaenyoleit ux adnaamuein. KoHeuHorli Toukoi 1aHHOM MpoLeaypbl OyaeT
SIBJIITHCSI HE TOJILKO OTCYTCTBUE MHAYKIIMU TaXWKapAUU, HO U YCTpaHEHUE
3aMeJJIEHHOU aKTUBHOCTU BHYTPU pyO110BO# TKaHU [51].

B psine ciydaeB, B mepByto ouepeab NPy apUTMOTEHHOM TUCTIIa3uu TTpa-
BOTO XeJynouka [52], nunaTauroHHOM Kapauomuonatui [53], a Takxke pu
MBC c undapkTom Mrokapaa HUXKHEH Jokanu3auu [54], Besrka BeposiT-
HOCTb 3MUKAPAUATBHON JIoOKanu3auuu pyoiioBoil TkaHu. Mcnonb3oBaHue
AMUKAPANATBLHOIO JOCTYIIA CBSI3aHO C JOTIOJIHUTEIbHBIM PUCKOM MOBPEXKIIE-
HUS CTEHOK Cep/lia U KOPOHAPHBIX ApTEPUIA U TOJIKHO BBITIOJTHSTHCS TOJIBKO
B KJIMHUKAX C OOJIbIIIMM OIBITOM JAHHBIX TPOLIEAYP.

ITpoBeneHue MoBTOPHOU IOKOBOU Tepanuu y naueHToB ¢ MK]I acco-
LIMMPOBAHO CO CHUXXEHMEM KayecTBa >KU3HM MalMeHTOB [56], u yBennye-
HUeM ob1el JetaqbHOCTU [57]. BeimoaHeHue npouenypbl PYA y aToii KaTe-
TOPUU BEJET K 3HAUUTEJIbHOMY CHUXKEHUIO BEPOSITHOCTHU IMTOBTOPHBIX LIIOKO-
BbIX pa3psiaoB MK/ o cpaBHeHUIO ¢ MEAMKAMEHTO3HOW aHTUApUTMUYE-
cKoii Tepanueit [58, 59].

PentrensnnoBackyasipaoe jgedenne UbBC

B npopunaxkruke BCC

BCC, 0CHOBHBIM 3THOJIOTUYECKUM (PAKTOPOM KOTOPOI CIYKUT aTepo-
CKJIEPOTUYECKOE MOpakKeHWEe KOPOHAPHBIX apTepUil, SBJISIETCS OAHOM U3
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BEIyLIMX MPUYUH cMepTHOCTHU y 60bHbIX UBC. CripaBeinuBo yTBEpXKIe-
HUE, YTO BCE MEPOTPUSITHS, HATIPaBJICHHbIE Ha YJIyYllIEeHUE TPOTrHO3a, ITOKa-
3aTesieil BBDKUBAEMOCTU Y OOJIbHBIX KOPOHAPHOU 00JIe3HbIO cepla sIBJIsI-
I0TCS MPO(PUTAKTUYECKUMU B OTHOIIIEHU U CHUKEHUSI pUCKa Pa3BUTHS BHE-
3aIHOM cepaedHoii cmeptH [7, 60].

B cootBercTBUM ¢ EBponeiickumMu peKOMeHAALMSIMU MO PeBaCKyJIsi-
pU3alMi MUOKapja MpoBeJAeHUe KopoHaporpadguu (M mpu He0oOXoIuMO-
ctu — YK B) noka3aHo B KpaTyaiilline CpoKu y BBRKUBIIMX WU PEAaHUMUPO-
BaHHBIX MTOCJIE BHE3AIMHOM cepaeuHoil cMepTu (Kaace pekomenaanmii [1a, ypo-
BeHb JI0KA3aTeJIbHOCTH B), y MalleHTOB C 37IeKTPUUYECKUM IIITOPMOM CJIeTyeT
paccMaTpuBaTh IPOBEACHKE 9KCTPEHHOU KopoHaporpaduu v, mpu HaTu4uu
HeoOXOAUMOCTH, IPSIMOIA peBaCKyIsIpU3alli MUOKapaa (KJace peKoMeHaa-
wmii ITa, yposens gokaszareasnoctu C) [61].

Mertoabl psIMOIt peBacKyIsIpU3allii MUOKapaa, BHEAPEHHbIE B KIUHU-
YECKYIO MPAKTUKY C CEMUIECSTHIX TOIOB MPOLLIOrO BeKa, MO3BOJIWIN Kapau-
HaJIbHO YYYIIIUTh KAYeCTBO XU3HU U TPOrHo3 y 6oibHbIXx UBC U, cnenosa-
TeJIbHO, UTPaIOT BaKHeIee 3HaueHre Bo BTopuuHoit ipoduiaktuke BCC
[60, 61]. PeHTreH3HAOBACKYJISIPHOE JIEYEHUE B HACTOSILLIEE BPEMS SIBJISIETCS
BBICOKO((HEKTUBHBIM U LHIMPOKO PACTPOCTPAHEHHBIM METOJIOM IMPSIMON
peBackysipu3anuu Mmuokapaa y 6oabHbix MBC, Oymyun B 10CTaTOUHO 00J1b-
LLIOM YHKCJIE CTYYaeB MPSIMON aJITEPHATUBOM TPAIULIMOHHOU XUPYPIUUECKOMN
KOPPEKILIUU — a0PTO-KOPOHAPHOMY INYHTUpoBaHuIo [61, 62]. [TpumeHeHne
CTEHTOB C JIEKaPCTBEHHBIM aHTUTTPOIU(bepaTUBHBIM MTOKPHITUEM MPU BBITIO -
HEHWU YPECKOXKHBIX KOpoHapHbIX BMelateabcTB (YK B) mo3Bonuio cynie-
CTBEHHO YJYYIIUTb OTAQJIEHHBIE Pe3yJbTaThl PEHTTEHIHIOBACKYISIPHOTO
JIEUEHHsI IIPY CaMbIX CJTOXHBIX popMax MopaxkeHUs KOpOHapHOro pycia [61,
62]. YoeauTeabHO q0Ka3aHa BbIcOKast 3¢ (HEeKTUBHOCTh MHTEPBEHIIMOHHOTO
METO/1a B JICYEHUU OOJIbHBIX C OCTPBIMU PACCTPONCTBAMU KOPOHAPHOTO KPO-
BOCHAOXeHUsI — U coOM0AeHUM BpeMeHHOTo uHTepBaia YKB sBisiorcs
METOIOM BbIOOPA B JIeUEHUU OOJBbHBIX KaK C OCTPhIM MH(MAPKTOM MUOKapaa
c mogbeMoM cermeHTa ST (OMMcnST), Tak 1 mpu ocTpoM UH(bAPKTE MUO-
kapaa 6e3 nmogbema cermenta ST (OKC6nST) [61, 62].

ITpu onpeneneHur nMokazaHuii K MPOBEICHUIO MPSIMOI peBACKYJISIpU3a-
LIMM MMOKap/a — XUPYPrUuecKoi U PEHTT€HIHIOBACKYJISIPHO — HEO0XO-
JUMO MTPUHUMATh BO BHUMaHUE KJIMHUYECKYIO (hopMy, MOPGhOIOTHIO ITopa-
XXKEeHUSI KOPOHAPHBIX apTepuil, (yHKIIMOHATbHOE COCTOSIHUE MUOKap/a,
HaJIMYME U BBIPAXKEHHOCTb COIMYTCTBYIOLIEH KapAUaabHOW U 9KCTPaKapau-
aJIbHOM MaTo0THM, (haKTOPhI PUCKA, CBSI3aHHBIE C TEM WU UHBIM METOJOM
nedyeHust [62, 63]. Lleabio BBIMOMHEHUSI TIPSIMOil PeBacKYISIpU3aIlUi MHO-
Kapja sBJsieTcs yJIydlleHUe KauyecTBa XXKU3HU — YJIydllleHUue KIMHUYECKOro
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COCTOSTHYISI, YMEHBIIIEHUE WM TI0JIHOE KYITUpOBaHKe 00JIEBOrO CUHIPOMA,
MOBBIIIEHUE HATPY30YHOM TOJIEPAHTHOCTH,, YMEHbBIIIEHKE ITPOSIBJICHU I HET0-
CTAaTOYHOCTH KpoBoobpaieHus [62, 63]. Eie 6oJiee BaxKHOM 3a1a4eii sIBJIsI-
eTCsl yJIydIIeHre TIPOrHo3a 3a00JIeBaHNsI — YBEJIMUEHHE TTPOIOJIKUTETBHO-
CTH XW3HU 32 CYET YMEHBIICHUSI Y1CJia OOJIBIITNX KapAualbHbIX OCJIOXHE-
HUI — JIeTaJbHOCTU U UH(apKTa MUOKapaa, BKitodas u ciiydau BCC, o0y-
CJIOBJIEHHbBIE 3TUMU OCJIOXHEHUSAMU KOPOHAPHOIi 0osie3Hu cepaa [62, 63].

HauGosnbliiee moaoxXuTeabHOE BIUSIHUE U HA KJIIMHUYECKOE COCTOSTHUE,
M Ha MPOTHO3 TOCTUTAETCS B CJIydae YCTPAHEHUsI CTEHO30B, BBI3bIBAIOIINX
uireMuto Mmuokapna. [1pu ocTpbIx paccTpoiicTBaX KOPOHAPHOT'O KPOBOCHA0-
KEHUS UISHTU(MDUKALIMS 9TUX CTEHO30B-MUIIIEHE | He BBI3BIBAET KAKMX-TTM0O0
cioxkHoCTel [61], Torma Kak y 60ybHBIX cTadbmibHO MBC, 0c00eHHO B CIty-
yae MopakeHMSI HECKOJTbKUX KOPOHAPHBIX apTEPUIA, 3TO MOXET ObITh 3aTPY/I-
HUTEIbHBIM [61, 63, 64]. [ToMrMo aHrMOrpaUUECKOi OLIEHKH, CYILIECTBEH-
HYIO ITOMOIIIb OKa3bIBAIOT KaK HEMHBA3WBHbBIE METOIbI TMarHOCTUKK — Harpy-
304YHBIE TIPOOBI, CTpecC-3x0Kapauorpadusi, CUMHTUTpaduss MUOKap/a, TaK
W METOJIbI BHYTPHUCOCYAUCTON BU3yaIM3alluu, U3MepeHue GpakiimoHHOTO
pe3epBa KOPOHApPHOTO KPOBOTOKA Ha (hoHE MaKCHMMabHON KOPOHApHOM
runepeMunt [62—64]. TouHast naeHTUOUKALIMS U YCTPAHEHKWE BBI3BIBAIO-
WX UIIEMUIO CTEHO30B M OTKAa3 OT PYTMHHOTO CTEHTUPOBAHUS CYKEHUIA,
HE BBI3BIBAIOIINX UIIEMUIO0 MUOKapa, MO3BOJISTIOT CYIIECTBEHHO YJIy4IlaTh
pe3yabTaThl PEHTTEHIHIOBACKYJISIPHOTO JIEUeHUS] B TAHHOU Tpyrre 00Jib-
HBIX [62—65].

OcTphble paccTpoiicTBa KOPOHAPHOTO KPOBOCHAOXKEHMS aCCOLIMUPYIOTCSI C
KpaitHe HeOJIaronpusITHBIM IIPOTHO30M M BBICOKOM JIETAJIbHOCTHIO. UMeHHO
B JaHHOM TPYTITIe MallMeHTOB PEHTTEHIHIOBACKYJISIDHBIE METO/IBI JICUSHUST
TTO3BOJISIIOT CYIIIECTBEHHO CHU3UTh YaCTOTY JIETAJIbHOCTU U, TEM CaMbIM, YITyd-
IIUTh MPOTHO3 3abosieBaHus [7, 61]. Y GONBHBIX Xe CO CTAaOUIBHO CTEHO-
Kapaueii Ipyu oTnpeeIeHuY MPEeUMYIIeCTB IIPSIMOI peBaCKYJIsIpU3aliuy Hal
KOHCepBaTUBHOI Teparveil iMeeT 3HaueHKe BapUaHT U paclipOCTPaHEHHOCTh
MOpaXkeHUsI KOPOHAPHBIX apTepUil — YeM OOJIbIINIT 00beM MUOKap/a TojI-
BEepKEeH UIIEMUN, TeM MeHee 2(h(heKTUBHA MeIMKaMEHTO3Hasl Tepariusi, TeM
1ejiecoodpazHee MpoBeaeHUE TIPSIMOI (XUPYPIMUECKO WM PEHTTEHIHI0BA -
CKYJISIDHO#1) peBackyisipusanuu. Tak, mopaxeHue cTBoJjIa JIEBO KOpoHap-
Hoit aprepuu (JIKA) acconuunpyeTtcst ¢ KpaliHe HeO1aronpusITHbIM MPOTHO-
30M U SIBJISIETCSI TIPSIMBIM TIOKa3aHWEM K TTPOBEICHUIO MPSIMOI peBaCKYJIsI-
pusauuu Mmuokapaa [61, 62, 66]. Eiie B ceMUIECAThIX TOIax MPOLUIOro BeKa
ObUTO MpoaeMOoHCTpUpoBaHo, uTo BCC B rpymre 0071bHbBIX C TOpaXeHUeM
ctBojia JIKA pazBuBaeTcs: B 3—4 pa3a yallie, YeM MpU Ipyrux BapruaHTax rnopa-
JKEHUsT KOpOHapHOTro pycia [66], Ha ocHoBaHuu yero Gotsman N.S. ¢ coaBT.,
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yKa3biBas Ha Bbicokuii puck BCC y 3Tux nmauueHToB, Ha3Baiu cTBoa JIKA
«apTepueil BHe3armHo cMepTu» [67]. TakKe ¢ HEGIAroMPUSATHBIM TPOTHO-
30M aCCOLUUPYETCS CTEHO3UPOBAHKE TPOKCUMATBLHOIO CErMEHTA MepeaHel
MexCKeTynoukoBoit BeTBU JIKA, n3onmpoBaHHOE WIM B COYETAaHUM C TTOpa-
SKEHUSIMU IPYTUX JJoKanu3sauuii [61, 68, 69].

Hawubonee npennoyTuTeIbHBIM METOMOM JIEUEHUST OOJIbHBIX CO CJIOXK-
HBIMU (DOPMaMM TIOPAKEHMS TTO-TIPEXKHEMY TTPU3HACTCS XUPYPTUIeCKUi
(1a6a. VIII.2). Cnenyet 006s13aTeIbHO IPUHUMATh BO BHUMaHKE TOT (hakT,
yTo npuBeneHHbIe B Tabauie VIII.2 pekomeHnaluuy crnpaBeiiuBbI UL B
OTHOIIIEHUHM MMAIIMEHTOB C HU3KUM PUCKOM XUPYPIrUUeCcKoi Koppekinu. Tax,
B psijie ClTydaeB y TTAallMEHTOB C BBICOKMM PUCKOM XMPYPTMUECKOTO JICUSHUST
oXumaeMble TIPEMMYIIECTBA B TIJIaHE JIOJITOCPOYHON MEPCIEKTUBBI MOTYT
OBITH HUBETMPOBAHbI BEPOSITHOCTBIO CEPbE3HBIX OCOXKHEHUI HA TOCTTUTATb-
HOM 3Tarie, YTO MOXET SIBJISIThCSI apTYMEHTOM B T10JIb3Y BIOOpa MHTEPBEH-
LIMOHHOIO MeTona JieueHus [65, 68]. [1pu onpeneieHMU BO3MOXHbBIX ITOKa-
3aHUI K PEHTTEHIHI0BACKYJISIPHOMY JICUEHUIO B 00s13aTEJIbHOM TMOPSIIKE
cJemyeT MpUHUMAaTh BO BHUMaHWE W BEPOSITHOCTh YCIIEIITHOTO YCTPaHEHUST

Tabnuua VIII.2
Moka3aHuA K WYHTUPOBAHMIO KOPOHAPHLIX apTEPUN UIKU YPECKOXHOMY
KOPOHapHOMY BMeLATeNbCTBY Y OONbHbLIX CTabWUNbHOW CTEHOKapauen
C NopaxeHUsMU, NOAXOAAWMMU ANA 06eux npoueayp U CONpPsHKEHHbIMU
C HU3KOM MPOrHO3MPYEMOMN XUPYPru4ecKON NeTanbHOCTLI0

AHaTOMMYECKUI BapUaHT NopaxeHus MpepnoytutencHee | MpeanoytutenbHee
KOpPOHapHoro pycna AKL YKB
OpnHo- unu gByxcocyamucToe nopaxeHue 6e3 npok-
lIbC IC
cuMManbHoro cteHoamposaHus MNIVXKB
OpHococyaycToe nopaxeHne ¢ NPOKCYMarbHbIM
1A 1A
cTeHo3vpoBaHuem NMVKB
[iByxcocyancToe nopaxeHue ¢ NpoOKCUMarbHbIM
IB IC
cTeHoanpoBaHvem MVDKB
Tpexcocyauctoe nopaxeHue, nokasatenb A B
SYNTAX <22
Tpexcocyanctoe nopaxeHne, nokasarenb A B
SYNTAX 23-32
Tpexcocyauctoe nopaxeHue, nokasarenb A B
SYNTAX >32
MopaxeHue cteona JIKA, nokasarensb B B
SYNTAX <22
MopaxeHune cteona JIKA, nokasatens SYNTAX
1A llaB
23-32
MopaxeHue cteona JIKA, nokasarenb A B
SYNTAX >32
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BCEX reMOIMHAMMUYECKN 3HAYMMBIX MTopaxeHuii. [Tockosbky Gojiee 1oi-
HBIIT 00beM pPeBACKYJISIPU3ALIUM ACCOLIMUPYETCS C JIyYIITUMU OTAaJIEHHBIMU
pesyJibTaTaMu, MPU COMMOCTAaBUMBIX PUCKAX MPOBEACHUS TOTO WJIM UHOTO
MeTo/Ia JIeYeHUsT TIPEANTOUYTEHHNE TOJKHO OBITh OTJIaHO TaKOMY By peBa-
CKYJISIPU3AIIMU, KOTOPOIl MO3BOJIMT JOOUTHCSI Hanbosee MOJTHOTO 0ObeMa
peBacKyIsIpU3aluy UIIeMU3MPOBaHHOrO Muokapna [64]. HernomHast, Hea-
JeKBaTHAasT peBaCKYIsIpU3alivs MUOKap/ia MPUBOIUT K HEYIOBJIETBOPUTETb-
HBIM KJIMHUYECKUM pe3yJibTaTaM B OTAEJIEHHOM nepuoe HaomtoaeHus [70,
71]. B uccnenoanuu A. Colombo ¢ coaBT. Ha JOCTATOYHO OOJIBILIOM KJTH-
Huueckom Matepuaje (1345 mauueHToB) ObLIO MPOAEMOHCTPUPOBAHO, UYTO
HaJIMYMe He YCTPAaHEHHOU OKKITIO3MM KPYITHOM 3MMKapANabHOM apTepun
MPUBOIUT K YBEJIUYCHUIO JIETAILHOCTY B OTHAJIECHHOM Teprojie HabJojie-
HUs, B TOM umncie v 3a cuet ciiydaeB BCC [71]. Tak, k 4 ronam HaOItoAeHus,
B IpYIITIE MAIIMEHTOB C YCITENTHOM peKaHaIM3alei OKKJII03MPOBaHHbIX apTe-
puii (847 malMeHTOB) YacTOTa KapIuaJbHOM JIETAIbHOCTHU cocTaBuia 2,5%,
TOraa Kak y OOJIbHBIX ¢ HeyaauyHOU pekaHaniuzauuei (498 nalmeHToB) 3TOT
mmokasatetb 1ocTur 8,5% (p<0,0001). Yacrora BCC B mepBoii rpyriie cocTa-
Bwia 0,5%, a Bo Bropoit — 2,7% (p=0,001) [71]. JonosHUTENbHBIMY (haKTO-
pamu pucka KapauaibHol JietabHocTr 1 BCC B rpyTire maiyeHTOB ¢ HETOJI-
HOI peBacKyJsipu3alifeil ObUTi XpoHUYecKast moyevyHasi HeIoCTaTOYHOCTb,
CHWXKeHHast ()pakiivsi BIOpOCa JIEBOTO JKEJTylo4Ka, WHCYJIMH-3aBUCUMBII1
caxapHbIit quabdet. Ocoboe 3HaUeHNE UMEET TOCTUKEHUE aleKBATHOTO 00b-
eMa peBacKyJIsSIpU3aluy B CJlydae MHOTOCOCYAMCTOTO MOPaKeHUSsI, BKITIO-
yas cteHo3upoBaHue cTBojia JIKA. Tak, Hajquuue He yCTpaHeHHO OKKITIO-
3UU1 TIPaBOI KOPOHAPHOI apTEPUN Y MALIMEHTOB, MOABEPTHYTHIX CTEHTUPO-
BaHuto cTBoja JIKA, accolupyercst ¢ 6ojiee BRICOKUM PUCKOM Kapauaib-
HOI JIETAJTbHOCTH — K ITISITU TofaM HaOJTIoeHUSI 9TOT IToKa3aTesIb COCTaBUJI B
aToii rpymmne 22,7% B cpaBHeHUU ¢ 6,6% y MAaLIMEHTOB C TIOJHOMN PEBACKYJIsI-
puzanueii (p<0,001) [71]. Takum 06pa3oM, OCTUXKEHUE aI€KBATHOTO O0b-
eMa peBacKyJIIpU3alliy MO3BOJISIET 3HAYMTETbHO CHU3UTh PUCK Kapauaib-
HOM JIeTAJIbHOCTU, CBsI3aHHOI B ToM yucie u ¢ BCC, y maliMueHToB ¢ ulie-
MMUECKOi Goie3HbIo cepaua [64, 70, 71].

IMauuenTsl cradunbHoit MBC co cHUXXeHHoI (hpakiiyeit BbIOpoca 1eBOro
Kenmynouka MeHee 35% MMeloT ToBBIIIeHHBIN puck pa3suTtust BCC u Moryt
paccMaTpuBaTbcs KaK KaHIMIATHI U1 MMIJIAaHTAllMM KapauoBepTepa-
nebudbpuISITOpa, OAHAKO MPU HATUYUU KHU3HECTTOCOOHOr0 MUoKapaa
BBITIOJTHEHUE PEeBACKYJISIPU3AIIMA MOXET TTOTeHIIMAIBbHO CIIOCOOCTBOBAThH
yJIy4dllIeHUIO MToKa3aTteieil cuctoandeckoit pyHkunu JIZK, cHUuxXeHuto pucka
Pa3BUTHS KETyTOYKOBBIX apUTMUI 1, TeM caMbIM, Tipoduiaktiuke BCC [61].
Y 3TUX MallMeHTOB OIPaBAaHO BHITIOJIHEHUE TTEPBLIM 3TATIOM PeBACKYJISIPH -



VIll. NMpogunaktuka BCC 79

3allM1 MUOKap/a, B ujieajie — yCTpaHeHUe Cy>KeHUI BceX apTepuii, KpOBOC-
Ha0XaIINX XKN3HECITOCOOHBI MUOKAP]I, C pellIeHEM BOTIpoca 00 MMTUIaH-
Taluy KapanoBepTepa-nedudpuuisiTopa yepe3 3 Mecsiia 1mocjie OleHKN
3¢ (HEKTUBHOCTY 1 BIUSTHUS PEBACKYJISIPU3AlIMK HA COKPATUTEIBHYIO (DyHK-
LIVIIO JIEBOTO 3Keytygouka [61].

Crienyet 0co00 BBIICTUTD TPYITITY AIMEHTOB, peaHUMUPOBAHHBIX ITOCTIE
BCC. IMauueHTtsl ¢ yctaHoBJIeHHON uiu BeposiTHoit MBC, BeIxkuBIINE
nocyie BCC nubo nMmeronire XX1u3Heyrpoxaroline XeJryT0ouKoBble Hapylie-
HUSI pUTMA, TIOJKHBI B 00513aTeJIbHOM TIOPSIIKE TTOIBePraThest aHTuorpadu-
YECKOMY MCCJIEIOBAHUIO ISl OLIEHKU COCTOSIHMSI KOPOHAPHBIX apTepuii 1
KapauanbHOro pucka (Kinacc pekomenaammii I, ypoBenb 10Ka3zarebHocTH B)
[72]. TIpoenenue npsimoii peBackynsipuzaunu — AKII v YKB — 6e3y-
CJIOBHO TT0OKa3aHO BbIKUBIINM 1ocjie BCC, y KOTOpBIX MOKHO TTO103peBaTh
WHIYLIMPOBAHHBIE MIIIEMUEH KeTyT0UKOBbIe HApyIIEHWST PUTMa, O0YCJIOB-
JIEHHbIE FeMOAMHAMUYECKU 3HAYMMBIM (>70%) CTEHO30M KPYITHOM 31IMKAap-
IUaabHOM apTepuM (Kjaacc peKomeHnanmii I, ypoBeHb 1I0Ka3aTeJIbHOCTH ISt
AKIII — B, ana YKB — C) [72]. KopoHapHas peBacKyJsIpu3amnus ¢ HeIbio
cHmkeHus pucka BCC nmoka3aHa y nauueHToB co ctabuinbHoit UBC B ciy-
Yasix pa3BUTHSI OCTPOi1 MIIIEMUU MUOKAp/ia, COIPOBOXKIAIOIIECS (hOpUIIIS-
LIV KeJTya104KOB (Kaacc pekomenaamuii I, yposenb mokasareasHoctu B) [62].

OcTphble paccTpoiicTBa KOpoHapHOro KkpoBocHaoxeHusi — OMMcnST,
HecTabwibHas creHoKapaus 1 OMMOnST — 3aHuMaloOT BeAyliee MeCTo B
CTPYKTYype JeTaabHocTH, obycnosieHHoi MBC [61, 73] u siBasttoTcst 6oee
yeM B 50% cnyudaeB npuurHoii BCC y 00JbHBIX KOPOHAPHO# 00JIE3HBIO
cepmua [1, 2, 4]. Octpast okkJto3us B cirydae pa3putuss OMMcnST, oo
ocTpasl ullieMusi MUokapaa 6e3 TotanbHoi okkio3uu (nmpu OKConST) B
TTO/IABJISTIONIEM OOJIBIITMHCTBE CITyYaeB IMIPUBOIST K 3KeJTyTOYKOBBIM HapyIlie-
HUSIM pUTMa, KOTOpbIe U sIBJsIIOTCs Beayiei npuunHoit BCC. 3a nocnen-
Hue necatunetuss YKB co cTeHTUpoBaHMEM yOeAUTEIbHO A0Ka3adu CBOIO
3¢ (HEeKTUBHOCTH B KAUECTBE METOAA TIEPBUYHOM pernepdy3MoHHOM Teparnu
y 6osbHBIX ¢ OUUMCcnST [61, 73—75]. Hanbonbiast 3¢HeKTUBHOCTD 9HIO0-
BaCKYJISIPHOTO JIEYeHUsI TOCTUTAETCSl TIPU BBITIOJTHEHUW BMeEIIaTebCTBA B
panHue cpoku (90—120 munHyT) ot pazButust OMM. OcHoBHas 3agaya, CTO-
sITasi epes MpakTHIeCKUM 3[paBOOXpaHeHUeM B obecrieueHur 3 ek TrB-
HOW ITOMOIIIN HACEJIEHUIO, — 3TO OpraHU3aIus KpyrJIOCYTOYHO (PYHKIIMOHHU-
pYIOILel CeTH OTAEICHWI PeHTTeHIHI0BACKYJISIPHOTO JIEYEHUST C BOBMOX-
HOCTBIO KaK MOXHO 0oJiee paHHero BbinosHeHe YKB B kauecTBe nepBuu-
HOTo MeToja perepdy3ruoHHo Tepamnuu [61, 73].

IManuentel ¢ OKCOnST npencraBisiioT coboil KpaliHe reTeporeHHYI0
TPYIIY B OTHOIIEHUY PUCKA PAa3BUTHUS CEPhE3HBIX KapAMaTbHBIX OCTIOXHE-
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Huii. be3ycnoBHO, aectabuau3anus aTepoCKIepOTUYECKON OJISIIIKY, PU-
BoJsIIast IMOO K 1e0I0TY 3a00/1eBaHusl, JIMOO K «000CTPEHUI0» CTAOWIbHOM
MBC, 6e3 cBOEBPEMEHHOI0 U aIeKBaTHOTO JICUEHUS] MOXET MPUBOIUTH K
MPOrpecCUpPOBaHUIO0 OOCTPYKIIMU MPOCBeTa (BILUIOTh A0 MOJTHON OKKITIO3UN)
U Pa3BUTUIO OOIIMPHOTo TpaHecMypasibHoro OWM [61]. [1pu onpeaeneHun
MOKAa3aHUH K paHHEMY JTUOO OTCPOUYEHHOMY MHBA3UBHOMY JICUEHUIO JOJIKHA
MPOBOAUTHCSI KOMILJIEKCHAs OLIEHKA COCTOSIHUSI MallMeHTa, OMpeaesiio-
111as1 BOBMOXHBIN PUCK Pa3BUTUSI HEOIArOMPUSTHBIX KAPAUATbHBIX OCIOXK-
HEHWI, HA OCHOBAHUM YETO U JOJKHO MPUHUMATBCS PEIIeHUE O LIeJ1eCo0-
Opa3HOCTU U CPOKAX MPOBEACHUSI KOPOHaporpahuu u, Mpu HATUYKUU MOoKa-
3anuii, YKB [61].

Cnenyet otMeTuThb, yTo OKCOnST siBsieTcst Haubosiee yacToil MaHuUpe-
crauueit UbC, netaibHOCTb MPU HEM OCTAETCSl BBICOKOI U B LIEJIOM COMOCTA-
BMMa B OTJaJIEHHOM Iepuoe ¢ JeTaabHocThIo pu OMMcnST [61]. 3anaun
KOopoHaporpaduu u nocjaeayroumeid peBackyasspu3aluu — yaydllieHUue CUM-
NTOMATUKU U MPOTHO3a (MPOAOKUTEIbHOCTU XU3HU). KauecTBo Xu3HU,
MPOAOKUTENBbHOCTb TOCTTUTAIU3AIIMU U TOTEeHIIMATbHbBIE PUCKU, ACCOLIM -
pyloluecs ¢ UHBa3UBHBIM U KOHCEPBATUBHBIM JICUEHUEM JTOXKHbBI TPUHU -
MaTbCsl BO BHUMaHUe TPHU BbIOGOpe cTpateruu jJeueHus [61]. PanHsis ctpa-
TUdUKALMS KpaiiHe BaxkHa C 1IeJIbI0 ONpeAeIeHUs] MallMeHTOB C BHICOKUM
PaHHUM U OTAAJIEHHBIM PUCKOM HEOJAronpUsTHBIX CEPACUYHO-COCYIUCTHIX
OCJIOKHEHUH, y KOTOPbIX PAHHSIS UHBAa3WBHAs CTPATerusi C BCIIOMOTraTelb-
Holi (hapMakoTepanueit MoXeT yaydiuTh TporHo3 [61]. [TarmeHTs ¢ Kapam-
OTE€HHBIM IIIOKOM JIN00 peaHnMupoBaHHbIe nocjie BCC nomkHbI ObITh O~
BEPrHyThl HeMeIeHHO! (<2 yacoB) KOpoHaporpaduu BCIEACTBUE BbICO-
KOI BEPOSITHOCTU HAJTWYMS BBIPAXXKEHHBIX MTOPaXeHUI KOPOHAPHBIX apTe-
pUii, 0THAKO TaKXKe KpaliHe BaXKHO UIEHTUMDULIMPOBATD MAIIMEHTOB HU3KOTO
pucKa, y KOTOPbIX UHBa3UBHAs CTpaTerusi MPpUBOJIUT K MEHEEe BbIPa>KEHHbBIM
MpeuMyllecTBaM WIK 1aKe MOXET MPUBOAUTH K YBETUUEHUIO prcKa Heb1a-
TOTIPUSATHBIX OCJIOXKHEHUI [61].

B tadaune VIII.3 npuBeneHbl peKOMEHIAIMY 11O BBITIOJTHEHUIO PEBACKY-
asipuzanuu y 6oabHbIx OKCOnST [61].

Kak cnenyet u3 npuBeneHHbIx B Tadbauue VIII.3 maHHBIX, TalUEeHTHI
TPYTIIIBI BHICOKOTO PUCKA OJIXKHBI B 00s13aT€/IbHOM MOPSIAKE MOJBEPraThCs
BBIMOJIHEHUIO KopoHaporpaduu. Beioop Metona peBackyasgpusauu (AKI
win YKB) ocyiiecTBisieTcs: BCOOTBETCTBUY C OOIIMMU MPUHLIMITAMMU, TIPU-
BEIIEHHBIMU paHee, OHAKO, MPEANOUYTEHUE NOIKHO OTAABATHCS PEHTTEHIH -
JIOBACKYJIIPHOMY METOY, TaK KaK B 9TOW IpyTIe 00JIbHBIX OH aCCOLUMUPY-
€TCSl ¢ MEHBLIMM PUCKOM OcioxHeHu# [61]. ToabKo B cilydae KOMILIEKC-
HOTO MHOTOCOCYAMCTOTO MOpaXeHusi ¢ MOopdoJiorueii BHICOKOro pucka u
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Tabnuua VIII.3
PekoMeHaauMm no BbINOSIHEHUIO peBacKynsipusauuM Muokapaa
y 6onbHbix OKConST
PekomeHpauum Knacc YpoBeHb
peKoMeHAaLuN |fokasaTenbHOCTU

OKCTpeHHas (<2 YacoB) KopoHaporpahus NokasaHa nalmeHTam
C 04€Hb BbICOKIM PYCKOM MLLIEMUYECKVX OCTIOXHEHWN (pedpak-
TepHas cTeHokapams ¢ conyTeTaytowenn CH nnm kapavoreHHsIM C
LLIOKOM, XKM3HEYrpoXatoLLmMu xenygoukosbimi HPC nnu remo-
AVHaMUYEeCKON HeCTabubHOCTbIO

PaHHss uHBa3vBHas cTpaterus (<24 4yacoB) nokasaHa mauu-
€HTaM, MMetoLLMM >1 NepBUYHOTO KPUTEPHS BBICOKOTO pucka
MHBa3nBHas cTpatervs (<72 4acoB nocne pas3BuTUs CUMNTOMa-
TWKW) NoKasaHa naumeHTam, MMeoLWwmm >1 nepBUYHOTO KpuTe- A
pust BbICOKOTO pucka (Tabnuua 7) unv noBTOPSIOLLMMUCS KIu-
HWYECKUMM NPOSIBNEHNAMM.

HeunHBa3nBHas [okyMeHTaLMA MHAYLMPYEMON WLLIeMUN MoKa-
3aHa NauueHTaM HKU3KOro pucka 6e3 NOBTOPSIOLLECS CUMMTO- A
MaTWK1 nepep BbI6OPOM WHBA3WBHOW CTpaTErum.

Bri6op meToga pesackynsipusauuu (UKB «oTBeTCTBEHHON 3a
nwemuio» aptepum/MHorococyancToe creHtnposanne/AKLL)
OCYLLECTBMNSAETCS HA OCHOBaHWM KMMHUYECKOTO COCTOSHMS,
BbIP@XEHHOCTW W PaCMpPOCTPAHEHHOCTU MOPaXeHWs, conyT-
CTBYIOLLEV NATONOrN COBMECTHO C Kapayonoramm, cepaeyHo-
COCYANCTBIMM XMPYpramut — «Kapamonornyeckas KomaHaa»
CTeHTbI C NOKPLITUEM 2—3-r0 MOKONEHNs NokasaHbl ANs PEeHT-
reHaHA0BaCKYNSPHOTO NIEYEHNS BbIPXXEHHbIX NOPaXeHNH y na- A
umeHToB ¢ OKC

BBICOKMM PHMCKOM Pa3BUTHUS OCIOXHEHUI TIpu BeimogHeHnn YKB moxer
MPUHKUMATHCS PEIEHNE O BBITIOJIHEHUM 9KCTpeHHOoM onepaumu AKI [61].

Xupypzuueckan peeacKyniapu3ayus Muokapoa

C ycriexaMu B XUpyprudeckom u MmeamkameHTo3HoM geueHnn MBC B mocnen-
HMeE TO/IbI CBSI3aHO ¥ YMEHBIIIEHHE YMCIIa CIydaeB BHe3aIrmHoi cMepTr. OqHako,
nosst BCC B cmepTHOCTH 601bHBIX OT UBC He yMeHbIIIach, CHUXKEHHE OOILETO
yucia ciaydaeB BCC cBs13aHo co cHImKeHreM o011ieit cmeptHocTr ot UBC [76,
77]. Haubosee nmokasaTebHbI JaHHbBIE O cTaticTike BCC B dpaMuHreMCKOM
nccaenoBanuu. Fox et al. [76] cpaBHmm cMepTHOCTB 601bHBIX ¢ UBC B nccre-
noBaHMsIX 1950—1969 1 1990—1999 ronos. 1o naHHBIM aBTOPOB B IBYX BPEMEH-
HBIX cpe3ax 0011ast cMepTHOCTh 00bHBIX ¢ MBC ymeHbIMIach Ha 59%, a Komu-
YeCTBO BHE3AIMHBIX CEPACYHBIX CMEPTEN YMEHBIIMIOCH Ha 49%.

PeBackyiisspuszaiiist MuoKapaa siBjIsieTCsl OMHUM M3 OCHOBHBIX METOIOB
neuenuss UBC. B P®, o manHeiM MuHucTepcTBa 31paBoOXpaHEeHUs, B
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2011 romy 6bu10 BhIMONHEHO 280 orepaluii a0pTO-KOPOHAPHOTO IIYHTU-
poBanus (AKII) u 420 onepalnii CTEHTUPOBAHUSI KOPOHAPHBIX apTepuit
(KA) Ha | MWUTHOH HaceseHUs. YUUTbIBask 60bII0E KOTUYECTBO MalleH-
TOB, TEPEHECUINX JaHHbIE onepaluu, mpobdjaeMa cTpaTudUKaluu pucka u
npodunaktruku BCC nocnie peBackyasipuzalnuy MUuoKapaa mpeacTaBlisieTcst
BeCbMa aKTyaJbHOM.

IMaToduznonoruss BCC y 6onabHbix ¢ UBC onpenesnsieTcst TpeMsi CBSI3aH-
HBIMU MeXNy coboil hakTopamMu: MOBPEXACHUEM KOPOHAPHBIX COCYIOB,
MOBpEXIEHUEM MUOKapAa U XPOHUYECKUMU U3MEHEHUSIMU (PU3UOJOTUN
MUOKap/a JEBOro Xeaynouka. Bce atu hakTopsl B3aMOCBSI3aHbI, U BMECTE
WIH MO OTAEIBbHOCTU MOTYT MOCTyXUTh puurHoit BCC.

[MoteHuManbHO haTasbHbIE XKETYA0UKOBbIE ADUTMUN MOTYT BOZHUKHYTh
KaK BO BpeMs CaMOi UIlIeMUY MUOKap/ia, KOraa U3MEeHsIeTCsl TPaHCMEMOpaH--
HBII TOTeHUMa KapAXMOMHUOLIMTA, TaK U Mpu penepdy3nun Muokapaa [78].
ITpu BoccTaHOBIEHUY KPOBOTOKA B y4aCTKE MUOKAP1a TPOUCXOAUT JTOKATb-
HOE yIJIMHEeHNEe TOTeHIIuaa IeCTBUSI, CBOETO pOAa JIOKATbHbBIN «ITUHHbIA
QT» [79]. DTO MOXET ObITh TPUUYMHON BOBHUKHOBEHUSI TPUTTEPHBIX XKEJTy-
JIOYKOBBIX apUTMUI, KOTOPBIE, B CBOIO OY€peb, MOTYT MHULIUMPOBATh BO3-
HUKHOBEHUE pe-eHTPU TaXUKaAPAUI Y OOJTBHBIX CO CTPYKTYPHO UBMEHEHHBIM
MUOKapaoM. BeposiTHO, UMEHHO TpaH3UTOPHAsI ULLIEMUST MUOKapaa SIBJISI-
€TCsl TPUTTEPHBIM (pakTOpoM B Tex ciaydasix, Korna MBC nebroTupyeT BHe-
3aMHON cMepThio. PeBackynspusannsi MUOKapaa MPpU BISIBICHUU TEMOIM -
HaMMUYECKU 3HAYMMbIX CTEHO30B KOPOHAPHBIX apTepUil CHUXXAET PUCK BO3-
HUKHOBEHMUSI TOBTOPHBIX UILIEMUYECKUX COCTOSTHUI U aCCOLIMUPOBAHHBIX C
HUMMU 3MU300B KeTYI0YKOBbIX TAXUAPUTMUMA.

B octpoii paze nHdapkra Mmuoxkapaa (10 48 yacoB) B opaxke€HHbIX Y4acT-
Kax cepAeYHON MBIIILIbI MPOXOAST pa3IuyHble NaTOGOU3NOJOTMYECKUE TTPO-
eccol. Kpome usmMeHeHuit, xapaKTepHbIX /11 MILIEMUU U perepdy3un Muo-
Kapa, B TOpaXeHHOM yYacTKe CEPAECYHOI MBILIILIbI TPOUCXOISAT U3MEHEHMU ST
JIOKAJIbHOW CKOPOCTHU MPOBEJACHMS CEPIEYHOTO UMMYJIbca. PaHHMe BMenIa-
TeJbCTBA [IJIS1 BOCCTAHOBJEHUSI KPOBOTOKA B 30HE MH((bapKTa MOTYT CTaOu-
JIU3UPOBATH MUOKAPJ U MPUBECTU K cHIKeHUIo pucka BCC B ocTpoii (aze
nH(apkTa Mmuokapaa [80].

B monmocTtpoM nepuose B mopakeHHOM 00J1aCTH TPOUCXOIUT poliecc (hop-
mupoBaHus pyora. OcHoBHbIM MexaHu3MoM BCC B 3ToM nepuofe sIBisieTcst
pe-eHTpu Taxukapaus. [1pu miureTbHOM Hab0eHUY OO0IbHbIX, TepeHec-
KX MHAPKT MUOKapIa, BEPOSITHOCTh BHE3AIMHOM CMEPTU YBEJTUUUBAETCSI.
DTO CBSI3aHO HE TOJBKO C HAJIMYMEM pyOlla JIeBOro Xeayaouka, Kak cyo-
cTpaTa IJisl XKeJIyTOUYKOBBIX TAXUKAPAUI, HO U C PEMOAETUPOBAHUEM MUO-
Kapaa — pa3BUTHEM UIIEMUYECKOi kapauomuonatuu [81]. Dnuzons! unie-
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MHWU MUOKapaa B JaHHOM TPYIINe MallMeHTOB MOTYT SIBIISITBCS TPUTTEpaMU
BO3HUKHOBEHUS XKEJTYIOUYKOBBIX apUTMHI U YXYAIIaTh TCUCHUE CepACTHOM
HEIOCTaTOYHOCTH.

HMuremust muokapaa sisasietcst tpurrepom BCC, 1 nmoTeHUMaIbHOE CHU-
JKEHWE PUCKa ITOCje peBacKyIsIpu3allii MIOKapaa OLIEHUBAIOCHh Pa3HBIMK
nccienoBareasiMu. iMerolecss B HACTOSIIIIEE BpeMs TaHHBIC CBUIETETb-
CTBYIOT O MOJIOXKUTETbHOM BIVSTHUM PEBACKYJISIPU3ALII THOSPHUPYIOIIETO
MHOKapIa Ha COKPATUTEbHYIO (DYHKIIUIO JICBOTO XKeJTyJ0UKa.

Hccnenoanust CASS (Coronary artery surgery study) [82] u VA (Veterans
administration) [83] moka3zaau CTaTUCTUYECKU 3HAUMMOE CHUKEHNE CMepPT-
HOCTH B TPYIIIIe MALIEHTOB TOCJIe PEeBACKYJIIpU3allii MIOKapaa B CpaBHE-
HUU C MEAUKAMEHTO3HO Teparnueit. Jlpyrue ncciieToBaHNs ITOKa3aaIl MaK-
CHMaJIbHBIE TIPEUMYIIECTBA PEBACKY/IIPU3AIA MUOKAPIA IJIsT YITYIIICHHST
BBIXKMBAEMOCTH MAaLMEHTOB MPY HAaJMYKE XXU3HECITOCOOHOTO MUuoKapaa [ 84,
85]. YMeHbllleHue CMepTHOCTH B IAaHHBIX UCCIIETOBAHUSIX ObLIO TaKKe CBSI-
3aHO C YBeJMYeHHEeM (ppaKIIKM BhIOpOCA M COKpallleHHeM 00beMa JIEBOTO
JKEJTyIoUKa TOCJIe PeBACKYJIIPU3aINH.

HecMotpst Ha TO, 94TO peBacKyJIsSIpU3aIis MUOKapaa CBsI3aHa CO CHIKE-
HUEM pUCKa UIIIEMIIECKUX COOBITHI, KOTOPBIE MOTYT OBITH TPUITEPOM XKEJTy-
JTOYKOBBIX TAXMAPUTMHUIL, €€ BIUSTHUE Ha cHIDKeHue pucka BCC, He cBs3aH-
HOI ¢ OCTPOIi MIIeMHeil MUOKapaa, OCTaeTCs He JOCTATOYHO MCCIIeIOBaH-
HbIM. B nccnenosannu Brugada u coaBTopos [86] oLieHMBanach MHAYLIMPYe-
MOCTB XeJTYIOYKOBBIX apUTMUI ipr DU 1 pelIaBbI CTIOHTAHHBIX SKEJTY -
JTOYKOBBIX apUTMHUI 32 BpeMs HaOJTIOIEHUS TTOCIIe PEBACKYIISIPU3alli MUO-
Kapma. HecMoTpst Ha peBacKyJIsIpy3aivio, pUCK MHIYKIIMA U PUCK PeIIUINBA
JKEJTYIOYKOBBIX apUTMUI OCTaBaJINCh BBICOKMMU Y TTALIMEHTOB C YK€ UMEB-
IIUMUCS apUTMUSIMU. DTO HaOTIOIEHUE SIBIISICTCS CBUIETEIBCTBOM TOTO, UTO
peBaCKyJISIpU3alIis MAOKapaa He IMPUBOIUT K MOTU(PUKALINHT YKe C(DOPMU-
pOBaBIIIETOCS CyOCTpaTa XKeJyI0UYKOBOM TaXUKAPIUH.

OpnHako, He BO BCeX KITMHMYECKUX CUTYALIMSIX Y MAlIMEHTOB, TIEPeHECIINX
nHdapkT Muokapaa, nMmintanTanyss MK/l mpruHOCUT 3HaYNUTETbHEIE TIPENMY-
IIEeCTBa B BBLKMBaeMOCTH. B paHmoMu3upoBanHoe ucciaenoBanue Coronary
Artery Bypass Graft (CABG) Patch Trial [87] Obl1M BKJIIOU€HBI MALIMEHTHI,
HarpaBJisieMbIe Ha a0pPTO-KOPOHAapHOE IIIYHTUPOBaHNE, ¢ (DpaKIIieil BEIOpoca
MeHee 36% 1 aHoMajibHOM curHan-ycpeaHeHHoi DKI'. I[lepBoii KiioueBoi
0COOEHHOCTHIO MCCIICIOBAHMST OBLIO BKJIIOUCHNE MALIMEHTOB, HAIIpaBIIsic-
MBIX Ha a0PTO-KOPOHApHOE IIYHTUPOBAaHME C OLIEHKOM (hpaKIIMK BRIOpOCca 10
peBackysipu3any. Opakiys BEIOpoca Mpy HaOTIOACHUN TTOCIIE PEBACKYJISI -
PU3aLUU y 3TUX ITALIMEHTOB CTAHOBUJIACH BBIIIIE, YeM Ha MOMEHT UMILTaHTAa -
LIMU yCTpoiicTBa. BTOpoit 0cOOGEHHOCTRIO JAHHOTO MCCIICAOBAHMSI CTaIa ST -
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KapauajabHas UMIUIaHTalus AeDUOPWLISLIMOHHBIX JIEKTPOIOB, He MOy~
YUBLIAs B JaJTbHEHIIEM IIMPOKOTo pacnpocTpaHeHus. Pe3ynbraTtoM uccie-
JIOBaHUSI CTajla MPUMEPHO OMHAKOBasi 00111asi CMepTHOCTB B rpymmnax ¢ MK/
U ¢ MeAuKaMeHTo3Hoi Tepanueii. B rpymnme MK/ 6bu10 MeHbllIe apuTMUYe-
ckux cmepteii (4,0% B rpymnne MK/ 1 6,9% B KOHTPOJIbHOI IPYIITE), OMHAKO,
OosiblIe HeapuTMUYecKkux [88].

B uccnenosanuu MADIT 11 He Ob110 BBISIBJICHO TPEUMYILIECTB B BBLKUBA -
€MOCTH MalueHTOB, KOTopbiM M K/I ObUT UMIUIAHTUPOBAH HEMOCPEACTBEHHO
rocJie peBacKy/spu3aliii MMOKapaa B CpPABHEHUU C MTallMEHTaMU, KOTOPbIM
MK]I 6Gb11 MMILIAHTHPOBAH Yyepes 6 1 6oJiee MeCSILIEB IOC/IE PEBACKYIISIpU3a-
uu. B rpynne naimeHToB, He nony4yasiiux MK/ repanuto, odias cepney-
Hasi CMEpTHOCTb BO3pacTajia yepes3 IECTb U 00siee MeCs1IEeB MOoc/e peBacKy-
JISIpyU3allii, B OCHOBHOM 3a cueT yBeandeHus pucka BCC [89].

B uccnenoBanuu Veenhuyzen G.D. et al. [90] noka3zaHo BiusiHUE OTie-
pauu AKIII Ha BbKHMBaeMOCTb B 00JibllION rpymnme u3 5410 manreHToB ¢
(bpakiyeit BLIGpoca JIEBOro XKeyaouka MeHee 36%. PeBackyiisipysaryst MUO-
Kappa Oblja accolMMpOBaHa CO CHUXKEHUEM pUCKa 00Iell CMEpPTHOCTU Ha
25% wn cuuxenueM pucka BCC Ha 46%, BHe 3aBUCUMOCTHU OT CTENIEHU CHU-
>KeHUs (hpaKIIMU BIOpOCa JIEBOTO XKeTyA04YKa U BIPAaKEHHOCTU CUMIITOMOB
CepIeYHOI HEMOCTaTOYHOCTH.

Takum obpa3zom, peBacKyasipuzalivs MUOKapaa B IpyIire MaliueHTOB
C HU3KOM (hpakiMeil BHIOpoca U HATWYMEM XU3HECITIOCOOHOro MHoKapaa
CBsSI3aHAa CO 3HAYUTEbHBIM CHIDKEHHEM OOIIEei U BHE3alHOW CMEPTHOCTH.
®paxkiiyst BBIOpOCca JIeBOTO XKeJTya04uKa v IPYyTYe BhIIIeONMcaHHbIe (DaKTOPhI
pucka BCC 10/mkHbI ObITh BHOBb OLIEHEHBI B OTAAJIEHHBIE CPOKU ITOCJIE PeBa-
ckyJsipusaiuy. [1o COBOKYITHOCTU UMEIOLIMXCS TaHHBIX B CYIIECTBYIOIIUX
pexomeHnauusx [91] pesacKyasipyuzauusi MMOKapaa y NaluueHTOB ¢ ¢pak-
1Meit BeIOpoca JieBoro Xkeiynouka MmeHee 36% otHocuTcs K I Kiiaccy noka3sa-
Huii (YpoBeHb JOKa3aHHOCTH B), py HamMyuuy cTeHo3a IJ1aBHOTO CTBOJIA JIEBOM
KOpPOHApHOI apTepuu, ero 3KBUBaJIEHTa, IPOKCUMAJIbHOTO CTEHO3a Mepe/-
HEW MEXKeJyIOUYKOBOM BETBU JIEBOV KOPOHAPHOW apTepuu IMpU HAJTUYUE
JIBYX- WM TPEXCOCYIUCTOro nopaxeHus. Gpakiiysi BLIOPOCa JIEBOTO XKeTy-
JIoUKa OKHA OBITh MepeolieHeHa yepe3 3 Mecslia Mocjie peBacKyasipru3a-
LI JU1s1 TOBTOPHOU CcTpaTudUKaALIMY PYUCKa U PEILIEeHUU BOIIPOCa O HEOOXO-
numocTu umiantauuu MK/ y malimeHToB pu OTCYTCTBUM A0 ONepaliiu
YCTOMYMBBIX KeJTyTOYKOBBIX ADUTMUIA. Y TTAIIMEHTOB C OOJIBILION MIOIIABIO
pyOLIOBOII TKAaHW BOCCTAHOBJIEHUE (hpaKIIMU BbIOpOCA JIEBOTO XEJIyaouKa
MeHee BepOsSITHO, W MTOKa3aHUs MpeaycMaTpUBalOT BO3MOXKXHOCTh UMILJIAH-
taiuu K]l Ha Gojiee paHHUX Cpokax. ¥ IMalMeHTOB, UMEBIIUX SITU30/bI
OCTaHOBKM Cep/lia UK 3aperUCTPUPOBAHHBIE YCTOMUMBBIE XeTYA0UKOBbIE
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apUTMUU, PUCK PELIMIMBA ADUTMUU MOXET COXPaHSIThCS BHE 3aBUCUMOCTH
OT peBacKyJ/ISIpU3allid MUOKapaa. DTUM MallieHTaM MOXET ObITh PEKOMEH-
noBaHa uMmIianTauus MK qo mpoienypsl peBacKyIsspu3aliim.

OnHO#1 13 TIIaBHBIX TTPOOJIeM B JICYEHUM TTALIMEHTOB IOCJIE PeBACKYJISIPH -
3allM MUOKap/Ia SIBJISIETCST OlpeeieHe HeOOXOIMMbIX CPOKOB UMIUIaHTa-
uun UK. UccnenoBanus BoikuBaemoctu nocie AKII u creHTUpoBaHust
KOpPOHApHBIX apTepuil MOKa3aau 3HAUYMTEIbHBIN PUCK CMEPTH Ha paHHUX
CpoKax Mocjie peBacKyJsIpu3alliy y AallMeHTOB CO CHUXKEHHOM (pakiueit
BBIOpOCa jieBoro xenynouka. Mmmnanrtaiust MK/ panee 6 MecsiiieB mocie
peBacKyIsipu3aluy He mokasaia 3(pdeKTUBHOTO CHUXKEHUSI CMEPTHOCTH B
JAHHOM TPYIIIe MallMeHTOB.

OpmHako BBICOKAasi CMEPTHOCTh B TIEPBBIM MeCsIII MOC/Ie peBaCKyIsIpu3a-
MY MUOKap/a Obljia 3apeTucTpUpoBaHa B KPYIMHBIX HAIMOHAJIBHBIX PETH-
crpax. ITo naHHbIM peructpa Society of Thoracic Surgeons Adult Cardiac
Surgery Database [92], BkatouuBiiero B cedst 348341 naiMeHTOB cTaplie
64 net, nepenecimx AKIL, cmeptHocTh yepe3 30 mHel mocie ornepanuu
cocraBisuia 7,6%, a uepes rox — 18,6% y mauueHToB ¢ dpakiiueii BhIopoca
JIK menee 30% u 4,4% u 11,6% y nanueHToB ¢ ¢hpakuueit Bbiopoca JIK ot
30 1o 45%. Takum o6pa3oM, CMEpTHOCTSH B riepBbie 30 THE Iocie peBacKy-
JIIpU3allMi cOCTaBUjIa OoJiee TPETU OT CMEPTHOCTH 3a TIEPBBIN IO MOCe
onepauuu. ITo nannbiM National Cardiovascular Data Registry [93], Bkito-
yuBIIero B cebs 343 466 maLueHTOB, MEPEHECIINX CTEHTUPOBAHUE KOPO-
HapHBIX apTepuii, 0011Iasi CMEPTHOCTB ITOCJIE OTiepaliuy coctaBuiia 3% dyepe3
30 nHeit u 6% uepes 6 MecsieB. TakuM 06pa3oM, CMEPTHOCTD 3a repBbie 30
JTHE TIociie peBacKy IsIpu3alliy COCTaBUJIa TTOJIOBUHY OT OOIIEi CMEPTHO-
CTHU B TAHHOM TPYIIIE MallMeHTOB.

CHMxeHMe o0IIeil CMepTHOCTHU TIPU OIIeHKE OTAaJ€HHBIX PE3yJIbTaTOB
peBacKyIsIpu3aluy MUoKapaa o0yCJIOBIEHO MpoliecCaMK PEMOJIETMPOBa-
HUST MMOKap/a, BEAYIIMMU K YIYYIIEHUIO CUCTOIMYECKO (DYHKIINM JIEBOTO
Kemynouka. MHOTHe MaiMeHThl yepe3 3 Mecsiiia Imocjie peBacKyIsipu3aium
3a CYET IMOBBIIeHUS PPAKIIMKU BEIOPOCA JIEBOTO XKeJTyI0uKa IepecTaloT COOT-
BETCTBOBATb KPUTEPUSIM MepBUUHOI mpoduiakTuku BCC u He HyXnaloTcs
B UK Tepanuu.

CoBpeMeHHOI Mepoii IJigd 3alIUThl MallMeHTOB ¢ HU3KOW (pakiuei
BBIOpOCA JIEBOTO KeJIyJouKa B IEePBbIe MECSIIbI ITOCIe PeBACKYJIIpU3alINT
MUOKAap/a SIBJISIIOTCSI HOCUMBbIE KapIMOBEPTEPhI-1eUOpILISTOPHL. DTa Tepa-
nusi noJiyduiia mupokoe pacrnpoctpaHenue B CIIIA u EBpone, HO Ha naH-
HBIII MOMEHT He ucnosib3yercs B PD. Pe3ynbraThl UCMOIB30BaHUST HOCH-
MOTO KapIuoBepTepa-aeduoprisiTopa Mo JaHHBIM KaHaJICKOro Hallnlo-
HaJbHOTO perucTpa, BKaouusilero 4958 nmauneHToB ¢ hpakumeii BbIOpoca
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JIK menee 36%, 6bi1u otieHeHbl Zishiri E. T. et al. [94]. Tepanust HOCUMbIM
KapauoBepTepoM-aebUOPUILISTOPOM ObLIa aCCOLIMMPOBAaHA CO CHIXKEHUEM
obieit cmeptHocTH Ha 39% B CpaBHEHUU C KOHTPOJIBHOMW I'PYMIION TpU
90-mHeBHOM cpoke HabmoneHus1. [1py aHaM3e oA pyITbl MAIlMEHTOB MOCTIe
AKIII, cpeny marmeHTOB C HOCUMBIM KapnOBEPTEPOM-1e(bUOPUILISITOPOM
00111as CMEPTHOCTh cOcTaBMIIa 3%, B KOHTPOJIbHOI Tpyririe — 7%, B TOATrpyIIe
MallMeHTOB, MEPEeHEeCIINX CTeHTUPOBAaHUE KOPOHAPHBIX apTepuil, o01Ias
CMEPTHOCTBD Y AIIMEHTOB C HOCUMBIM KapAMOBEPTEPOM-Ie(DUOPUILISITOPOM
cocraBuia 2%, B KOHTpoJibHOM rpyrie — 10%.

ITo ucteyenuto 90-nHeBHOrO Neproaa HAOIIOAEHUS TOCIE PEBACKYISIPU -
3allMM MUOKap/a IalyeHTaM, y KOTOPbIX coxpaHseTcs (dpakius BeIOpoca
JIK menee 36%, nomxkeH ObITh UMILIaHTUpOoBaH MK ]I 11 EpBUYHOM ITPO-
¢punakruku BCC, manyeHTam, y KOTOpbIX HaOI10JaeTCs yBeIUnUeHUs (hpak-
LI BBIOpOCa JIEBOTO XKesrynouka 6osiee 35% 1 He peruCTpUpPYIOTCS SITU30/IbI
YCTOMYMBBIX KEIYIOUYKOBBIX apuTMuii, umrutantamust MK/l He mokazaHa.
Hcronb3oBaHEe HOCUMBIX KapAMOBEPTEPOB-IeUOPUIUISITOPOB SIBIISIETCS
MEePCIIEKTUBHBIM HaTpaBJIEHUEM YIYUIIeHUST BBIKMBAEMOCTH TAllMEHTOB C
HU3KOU (bpakiiveit BIoOpoca rocje peBacKyasipu3aliii MUuokapa.

TpedyeTcs Takeke yaydilieHre cTpatudrKalys pucka y maldeHToB, Iepe-
Hecimx UM B oTajieHHbIE CPOKU ITOCIIe peBacKyIsipu3alini Muokapaa. He
Bce nauueHTbl ¢ MK nns nepsuyHoii mpodwiaktuku BCC, nepeHecuive
WM u peBacKkyisipu3alifio MUoKapaa, MMeIOT MOTUBUPOBaHHbBIE CPabaThI-
BaHUs B OTHAJIEHHbIE CPOKM HaO0AeHUs. Bosbllioe KOJIMYecTBO MaiueH-
ToB ¢ UK nnsa nepsuuHoii npodunaktuku BCC ymupaoT oT cepaeuHoit
HEI0OCTaTOYHOCTH TIPU [UTUTEILHOM HAOIIONEHUM, He TIepeHeCs] HA OJTHOTO
moxkoBoro paspsaa MKJI. OnpeneneHue naiyMeHToB, KOTOpbIe OyayT UMETh
MOTEHIIMAJIBHO XEeJTyTOYKOBbIE apUTMUU B OTIAJIEHHbBIE CPOKHU TTOCJIE peBa-
CKYJISIpU3aIlM MUOKap/a, SIBJISIETCS BaXKHOU MPOOJIeMOi COBPEMEHHBIX
HUCCIENOBAHUI

[MpuHUMash KIMHUYECKOE pellieHre, Mbl JOJDKHBI TIOHUMATh, YTO peBa-
CKYJISIpU3alIvsl MUOKap/a UMeeT OOJIbIliee BIUSHUE Ha TPUTITEPHI KeTy104-
KOBBIX apUTMUIA, 4YeM Ha X cyocTpar. PUCK BOBHMKHOBEHMSI XKU3HEYTPOXKa-
FOIIMX XKeJTYT0YKOBBIX apDUTMUI Y TTALIUEHTOB, TIepeHECITNX MHMAPKT MUO-
KapJa, ocTaeTcsi Hanbosiee BBICOKMM B IPYIIIE MAallMEHTOB ¢ HU3KOi (hpak-
1Mel BpIOpoca JIeBOro Xeldynodyka. YaydllleHue cTpaTudUuKalud pyucka B
OTIAJIeHHBbIE CPOKM TOC/Ie PeBACKY/ISIpU3allM MUOKap/a SIBJISIETCST Mep-
CMIEKTUBHBIM HaIMpaBlieHHMEM Oymyliux mcciemoBaHuii. UMrurantanms
KapauoBepTepa-aeduopuLIITOpa U peBacKyasipyu3alsi MUOKapaa B COOT-
BETCTBUM C CYIIECTBYIOIIMMM TTOKa3aHUSIMU JIOJDKHBI OBITh MCITOTb30BaHbI
y nareHToB ¢ UBC 115t CHIDKeHMSI prcKa BHE3aITHOM CepAeUHOM CMEPTH
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IX. PEAHUMALMNOHHbLIE MEPOTNPUATUA
NMPU BHE3ANMHOW CEPAEYHON CMEPTHU
(ANITOPUTMbI HALUMOHAINBHOIO COBETA
MO PEAHUMALMA N EBPOMEUCKOIO
COBETA NO PEAHUMALIUN)

Cepneuno-yeroynas peanumanus (CJIP) — 3Tto cucreMa MeponpusTuii,
HaIpaBJIeHHBIX HAa BOCCTaHOBJIeHNE 3(D(EKTUBHOTO KPOBOOOPAIIICHUS TIPU
KJIIMHUYECKOM CMEPTH.

BbasoBbie peannvanonnsie MeponpusaTus (bPM) Bkirouarot B cedst odecrie-
YEHME MPOXOIUMOCTH AbIXaTEIBHBIX IMyTe, Toaaep:kaHre KPOBOOOPAIIICHUS
¥ AbIXaHUS 0e3 UCIIOIb30BaHMSI CIIeIIMAIbHBIX YCTPOICTB, KpoMe Oapbep-
HBIX (JIMLIEBOI 9KpaH, MacKa) M aBTOMaTUUECKUX HAPYKHBIX I1eUOPUIIIS-
topoB (AH]I). ba3oBbie pecaHMMALIMOHHBIE MEPOTIPUSTHUS ITPOBOISITCS KaK
JINIIAMM ¢ MEIUIIMHCKUM 00pa3oBaHUEM, TaK U Oe3 HETo.

Pacumpennsie peanumanonnbie Meponpusatus (PPM) npoBoasitcst Mmeau-
LIMHCKUMM PaOOTHUKAMM 1 BKJIIOUAIOT B ceOsl UHBa3WBHBIE U CITCIIMATIbHbBIC
METOOUKY (aHAJIM3 CePACYHOTO pUTMa, IIPUMEHEHHUE PYYHOTO neruOpuLIs -
Topa, obecrneyeHne MPOXOIUMOCTH IbIXaTeIbHBIX MMyTel, OOecTieueHUe BHY -
TPUBEHHOTO WJIM BHYTPUKOCTHOTO JOCTYIIA, BBEICHUE JIEKAPCTBEHHBIX IIpe-
napaTtoB u ap.) [1—4].

O0ocHOBaHHe Ba)KHOCTH PAHHUX PeaHNMALIMOHHBIX
MepoNnpHUATHH

Bcero uetbipe Mmeponpustust ipu BCC gBasitoTcst IpUHLIUNIHAATbHBIMU,
T.€. 00eCIeYMBAIOIUMU TMOBBILIEHNE MPOLIEHTA BBKUBAEMOCTU OOJBbHBIX
JIO BBIMIMCKU U3 CTAllMOHApa:

1. Pannee pacno3nasanue BCC 1 BbI30B IOMOIIM;

2. HemenjieHHOE HAYAJI0 KOMIIPECCHIA TPYIHOM KJIETKH;

3. Hemennennas aeduopuuismnus;

4. CoBOKYNHOCTb MEPONIPUSTHII B TOCTPEAHUMALMOHHOM IEPHO/IE.

B ycnoBusx, Korna HemOCTYIeH MOHUTOPUHT cepaeuHoro putma, BCC
JUATHOCTUPYIOT B TeueHue He 6ojiee 10 cex mo cienyoluM npu3HaKaMm:
OTCYTCTBHE CO3HAHUSI, OTCYTCTBME HOPMAJIbHOTO JIbIXaHUSI UJIU arOHAJIbHOE
JbIXaHUE, OTCYTCTBUE MyJIbCa Ha COHHOU apTepuu.

B nepBbie MuHyTHI TTociie BCC aroHanbHOe nbixaHue paspuBaetcst y 40%
noctpanasiiux. OcTaHOBKa cepjilla MOXET B Hayajle BbI3BaTb KOPOTKUM
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CYIOPOXHBIN 3IM30/, KOTOPHI MOXET OBbITh OIIMOOYHO TIPUHSAT 3a SITH-
stericuto. @uHaIbHBIE M3MEHEHUS 1IBeTa KOXKU, Yallle BCEro 0J1eTHOCTh WIn
LIMaHO3, HE SBJISIOTCS] AUAaTHOCTUYECKUMU KPUTEPUSIMU OCTAHOBKHU CEp/ILIa.
IMocne nuarHoctuku BCC HeoOXxonumMo He3aMeIUTEeIbHO U3BECTUTD 9KC-
TPEHHYIO CJIyKO0y (Ha JOroCIUTaILHOM 3Tare — cKopasi MOMOllb, B CTally-
OHape — BpauM aHecTe3uosioru-peaHumatosiorn) u Hayate CJIP. B 601b-
LLIMHCTBE CTpaH MUpa cpeHee BpeMsl OT 3BOHKa B OKCTPEHHYIO MEeIULIMH-
CKYIO CIYXX0y 10 MpUOBITUSI €€ Ha MECTO COCTaBJisIeT 5—8 MUH. B TeueHue
3TOr0 BPEMEHU BbIXKMBAHUE OOJIbHOTO 3aBUCUT OT OKPYKaIOIINUX, KOTOPbIE
noykHbl HauaTh CJIP 1 ncnonb3oBate AH/ [1, 5—6].

PanHee Hauaso KOMIIpecCUil IPyIHON KJIETKU YBEJIWYMBAET BbIXKMBae-
mocTb nipu BCC B 2—3 pasza. Komnipeccuu rpyaHoil KjaeTku u aeduopui-
JISILMSL, BBITTOJHEHHBIE B TeueHue 3—5 muH ot BCC, obecreunBaloT BbIKU-
BaeMocTb B 49—75% cnyuaeB. Kaxnast MUHYyTa IpoMenjieHus ¢ aebuopui-
JIALME YMEeHbIaeT BepOSITHOCTh BbKUBaHUsI Ha 10—15%. Pauuss nedu-
OpUJLISILIMST BO3MOXKHA, €CJIM OKaxeTcst 1ocTyImHbIM AHJI, pacriooxeHHbIit
B 001LIeCTBEHHOM MecTe [7—9].

Ba3oBble peaHnMalHOHHbIE MEPONIPUATHS H ABTOMATHYECKAs
Hapy:kHasi 1epuOpHLIIAL U

Anzopumm 6a306b1X peaHuUMAyUOHHBIX MEPONRPUAMUTL
(puc. IX.1) [1, 10]

® Y0eauThCs B 0€30MaCHOCTH /1151 Ce051, 00 IbHOTO U OKPYKAIOIMINX; YCTPAHUTD
BO3MOKHBIE PUCKH (HAIlpMep, OTOJICHHBIE TIPOBOAA, OUTOE CTEKJIO0, IBU-
KYIIUICS TPAHCIIOPT, arPECCUBHO HACTPOCHHBIE JIIOAU U T.11.).

e [IpoBeputh peakuuio 00JHHOTO: AaKKypaTHO BCTPSIXHYTh €ro 3a IUIeYd U
rpoMKoO cripocuTh «Hto ¢ Bamu?». JIuliam 6e3 MeanunHCcKOTro o0pa3oBa-
HUSI HE CJIeIyeT TPaTUTh BpeMsI Ha TIPOBEPKY ITyJIbca Ha COHHOM apTepuH.
Ecau 6oavHotl peaeupyem — OCTaBUTH €TI0 B TOM Xe IOJIOKEHUU,, TIOTTBITaThCS
BBISICHUTb TPUYMHBI TIPOMCXOISIIETO U ITO03BaTh Ha TIOMOILb, PETYJISIPHO
OLIEHUBATh COCTOSTHUE OOJILHOTO.

e Ecnu 6oibHOI He pearupyeT — MOBEPHYTh Ha CIIMHY U OTKPBITH JIbIXa-
TeJIbHBIC MYTH MTyTEeM 3aIIPOKUIBIBAHNSI TOJIOBBI M IMTOATSTUBAHUS TOA00-
ponKa — pyKoit Hy>KHO HaJaBUTh Ha JI0O, a IPYTroii pyKou MOATSHYTb MO~
0OpPOIIOK.

e [lomnepxxuBasi AbIXaTeJIbHbIEC TTYTU OTKPHITBIMU, HEOOXOIUMO YBUIETb,
YCJBIIIATD M TOYYBCTBOBATH HOPMAJIbHOE JIbIXAHHUE, HA0JIIOIAsT 32 IBYDKCHM -
SIMU TPYITHOM KJIETKU, TIPUCITYIITUBASICh K IITyMY AbIXaHMS 1 OLITYIIIAsT IBYDKE-
HUeE BO3ayXa Ha cBoeii 1ieke. MccnenoBanue mpoaoikaTs He 6ojiee 10 cex.



96 IX. PeaHumaLmnOHHbIE MEPONPUSITUS PU BHE3ArHOV CepaeYHoN CMepTu
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Jlnuam ¢ MeIUIIMHCKHUM 0Opa3oBaHUEM HEOOXOAMMO TaKXKe BO BpeMsI MPO-

BEPKM JIbIXaHWsI OLIEHUTh HAJIMYKE ITyJThca Ha COHHOM apTepuHu.

¢ [IpunsATH pemieHue: AbIXaHHe HOPMAJIbHOE, HEHOPMAJIbHOE MJIM OTCYTCTBYET.
Heob6xomrmo moMHUTB 0 TOM, uTo 'y 40% TTocTpagaBIIvX B IEPBbIe MUHYThI
MocJie OCTAaHOBKM KPOBOOOpAIIEeHUsT MOXET pPa3BUBAThCsSl aroHaJbHOe
JpIxanue (peaKue, KOpoTKKe, IITyOOK1e CyTOPOXHBIE TbIXaTeIbHbIE IBH-
SKEHUST).

e Ecnu 60bHOI IBIIIMT HOPMAaJIbHO — [IOMECTUTD €T0 B 0€30T1acHOE T0JIO-
JXKeHUe, BhI3BaTh CKOPYIO TTOMOIIIb, PETYISIPHO OLIEHUBATh COCTOSIHUE U
HaJIMY1e HOPMaJIbHOTO JTbIXaHUsI.

e Eciuy 60JIbHOTO aroHaIbHOE JIbIXaHUE WJIK OHO OTCYTCTBYET — ITOTIPOCUTh
OKPY>XaIOIIIMX BBI3BATH MOMOII (CKOPAast TOMOIIb, Bpaul-peaHUMAaTOJIOTH)
U IPUHECTH ABTOMATHYECKHIA HAPYKHBII NepnOpuiIsaTop (U cieaTh 3TO
camocTosTeNbHO); HayaTh CJIP ¢ Komnpeccuii rpyIHoi KaeTKH.

e TAKMUM OBPA3OM, KIMHUYECKNUMU TTPU3ZHAKAMU
OCTAHOBKHM KPOBOOBPAIIIEHW A ABJIAOTCA:

— OTCYTCTBUE CO3HAHMSI;

— OTCYTCTBME HOPMAJbHOTO JIbIXaHUS UJIM arOHAJIbHOE IbIXaHUE;

— OTCYTCTBME MyJIbca Ha COHHOM apTepuM (MaHHBIN MPU3HAK OLIEHUBAIOT
TOJIBKO JIM1IA C MEAULIMHCKUM OOpa3oBaHUEM).

¢ HayaTh KOMIpecCHH IrPyJHOIi KJIeTKH:

— BCTaTbh Ha KOJIEHU COOKY OT OOJIbHOTO;

— PacmnoIOXKUTh OCHOBAaHUE OJHOM JIAJJOHU Ha LIEHTPE TPYAHOMN KIIETKUA
00JIbHOTO (T.€. Ha HUXKHE MOJOBUHE TPYAUHBI);

— PAacCIIOJIOXUTh OCHOBaHUE IPYTOii JJaIOHU TTOBEPX IePBOI JIATOHMU;

— COMKHYTh MaJIbIIbl PYK B 3aMOK M YIOCTOBEPUTHCS, YTO BbI HE OKa-
3bIBaeTe JaBjieHHe Ha peOpa; BBITHYTh PYKM B JIOKTEBBIX CyCcTaBax; He
OKa3bIBaTh JaBJIEHUE Ha BEPXHIOIO YaCTh KMBOTA WM HIKHIOIO YacCTh
TPYAVHBI; MBI TOJIBKO YTO PACITOJIOKWIM OCHOBAaHUE JIAJIOHW peaHu-
MaTopa B 9TOM MeECTe;

— PpACIIOJIOXHUTh TeJI0 BEPTUKAIBHO HaJ TPYIHOM KJIETKOU OOJIBHOTO U
HaJaBUTh Ha IYOMHY KaK MUHUMYM Ha 5 CM, HO He 6oJiee 6 ¢M;

— obecrieurBaTh MOJHYIO0 JEKOMIIPECCUIO TPYIHON KIETKM 0e3 ToTepu
KOHTaKTa PyK C TPYAMHON TOC/Ie KaXkI0i KOMITPECCUH;

— TIPOIOJIKATh KOMIIPECCUM TPYAHON KJIETKU ¢ yactoToit ot 100 mo 120
B MUH;

— KOMIIPECCUU U JEKOMITPECCUM TPYIHOM KIIETKU JOJKHBI 3aHUMATh
paBHOE BpeMs;

— KOMIIPECCUM TPYIHOM KJIETKHM CJIEAYET IIPOBOIUTD TOJIBKO Ha KECTKOM
roBepXHOCTH. Heo0X0MMMO BBITIOIHSTH IEKOMITPECCHIO IIPOTUBOTIPO-
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JIeXXHeBbIX MaTpacoB nepea HadaioMm CJIP, ucronb3ys cneuuaabHbIi
9KCTPEHHBIN KJ1amnaH.

e KoMrmpeccuy TpyaIHOM KJIETKY HEOOX0IUMO COYETATh C HCKYCCTBEHHBIMH
B/IOXaMH (<130 PTa B POT», «M30 PTa B HOC», «M30 PTa B TPAXCOCTOMY»):

rocsie 30 KOMIpecCcHil OTKPBITh IbIXaTebHbIE TYTH KaK ObIJIO OIHU-
CaHO BBIIIIE;

3aKaTh KPbUIbsl HOCA OOJIBIIIMM U YKa3aTeIbHBIM MaJIblIaMU PYKH, pac-
MOJIOXKEHHOH Ha JI0Y;

OTKPHITh POT, TOATSTUBAST TOI0OPOJIOK;

cienaTh HOPMaJIbHBIN BIOX M TUIOTHO OXBAaTUTh CBOMMU Ty0amMu poT
0O0JIBHOTO;

TPOM3BECTH PABHOMEPHBII BIOX B TeueHUe 1 cek., Haboaas Ipu 3TOM
3a MMOABEMOM TPYIHOM KJIETKH, YTO COOTBETCTBYET IbIXaTeIbHOMY O0b-
eMy 0koJio 500—600 M (mpusHak 3(GEKTUBHOIO BIOXa); M30eraTh
(bopcupoBaHHBIX BIOXOB;

MOJIePKUBAsT IbIXaTeIbHbIE YT OTKPBITBIMU, TIPUTIOIHSTH CBOIO
TOJIOBY M HaOJIofaTh 3a TeM, KakK TpyJaHasl KJeTKa OIycKaeTcsl Ha
BBIJIOXE;

€CJIV TePBBIi UCKYCCTBEHHBIM BIOX oKasajcs Hed(ddOEKTUBHBIM,
Tepes CJAeAyIoIUM BIOXOM HEOOXOIMMO yIaduTh MHOPOAHBIC Tea
130 pTa 60JILHOTO, TPOBEPUTH aIEKBATHOCTh OTKPBIBAHUST TbIXaTeJb-
HbIX myTeil. He ciemyer nenaTth 6ojiee IBYX IOIBITOK MCKYCCTBEH-
HBIX BIOXOB;

clenaTh elle OAMH MCKYCCTBEHHBIN BIoX. Bcero Heobxomumo crue-
JIaTh 2 UICKYCCTBEHHBIX BIIOXa, KOTOPbIE HOKHBI 3aHATh He OoJiee 10
CeK HEIOHSATHO: peaHWMAaIlis He OrpaHUYMBAETCS ABYMsI B3IOXaMM.
Cremyer u30eratb TUIIEPBEHTWISAIIMM, KOTOpasl YXY/AIIaeT BEHO3HbBIN
BO3BpAT K CEP/IILY.

e [Ipogokuts CJIP B cooTHOmeHuH Kommpeccuu : BeHTHassmuu 30:2.
Komnpeccuu rpyaHoi KJI€TKU JOKHBI BBITOJHSATHCS ¢ MUHUMAJIbHBIMU
nepepbiBaMu.

AleopumM UCROIB306AHUA AGMOMAMUYECKO20 HAPYHCHO20

oepuopunnamopa (AH/]) [1, 10]

1. Hayate BPM 1o onucanHomy Bblilie anroputmy. Eciu cnacarenb oquH,
u B pacniopstkeHun yxe umeercsds AHJI — Hauate bPM ¢ nucnonbs3zoBanus
AHI.

2. Kak Tosbko Ha MecTo npouciiecTBust goctapjieH AH/I:

BKJIIOYUTH AHI[ n gajiec CJIeJoBaTb €Io roJIOCOBbIM W BU3YyaJIbHBIM
KOMaHOaM,
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— HAJIOXKMTD JIEKTPO/IbI HA OTOJICHHYIO IPYIHYIO KJIETKY OOJIBLHOTO (pHC.
IX.1). OnuH 351€KTpOoA HAKJIaAbIBAIOT Ha MTPABYIO YACTh I'PYAHOMN KJIETKU
(Ton, KIoUYULEi, paBee rPyAuHbl, He Ha epyoury!). Bropoii anekTpon
HaKJIaIbIBAlOT Ha JIEBYIO TIOJIOBUHY TpyaHol KieTku. [1pu Hamuuum
BTOPOT'O CriacaTelisi BO BpeMsI HAJIOXKEHUST 3JIEKTPOJOB CJIeAyeT Ipo-
JIOJIKaTh HEMPEPBIBHBIE KOMITPECCUY TPYTHON KIIETKMU;

—  €CJIM TpyIHasI KJIETKa OOMITBbHO ITOKPHITA BOJIOCAMM, €€ CJIEIYeT TOOPUTh
repes HaJIoXKeHUeM 2JIEKTPOIOB (BO M30eXaHUE TIJIOXOT0 KOHTaKTa
3JIEKTPOIOB C KOXEM, ICKPEHUS U 0KOTOB)! DJIEKTPOIbI HEJIb3sT HaKJIa-
JIbIBaTh Ha 00JIACTh YCTAHOBKM MMIUIAHTMPOBAHHOIO KapAMOCTUMY-
JIITOpa WU KapauoBepTepa-aeduopuIsiTopa U TpaHCIEPMaIbHbBIX
JIEKapCTBEHHBIX crcTeM!

— Jajee CJieI0BaTh roJOCOBBIM U BU3yaJbHbiM KoManaam AHJ;

— yOemauThes, 4TO BO BpEMST aHAIM3a PUTMa HUKTO He PUKACAETCS K 00JIb-
HOMY — 3TO MOXET HapyIIUTh aJITOPUTM aHAI13a PUTMA;

— aBTOMAaTMYECKMII Hapy>XHbII NeUOpUUIITOP ITPOBOIUT aBTOMATHU3M-
POBaHHBII aHAJIN3 CEPACUYHOTO pUTMa 10 CITEMATbHO pa3paboTaHHOMY
KOMITbIOTepHOMY ajiroput™y: @K 1 Taxvkapaus ¢ MIMPOKUMU KOMILIEK -
CaMM paclo3HAIOTCs KaK pUTMBbI, Tpedytolue 1eudpuuIsig;

— ecnu aedudpwLsiius mokazana (PXK wim taxukapnusi ¢ IMUPOKUMU
KOMIUIEKCAMHM), YOEAUTHCS, YTO HUKTO He MPUKAcaeTcs K 00JIbHOMY, 1
HaXkKaTh HA KHONKY (B CJIyyae ITOJIHOCThIO aBTOMAaTHYECKOTO pexXuma
pabotsl AHJI HaxkuMaTh Ha KHOTMKY He HY>KHO); cpa3y Ke MocJjie HaHe-
ceHud paspsaaa npoaokuth BPM B coornomenun 30:2;

— eclu neuopuUISLIMS He TToKa3aHa, mpoaoJuKuTh BPM B cooTHOmMEHH
30:2 6e3 npomeieHuUs1, CJI€A0BATH FOJIOCOBbIM M BU3YaIbHBIM KOMaHIAM
AHJI.

Ilpozpammot 06uedocmynnoil depuopunnayuu

LlenecoobpasHo pasmelienue AHJI B 30Hax, rae MOXXHO OXKUIIAaTh OAHOMN
OCTaHOBKM Cep/lia 3a 5 JieT (a3pOIMOPThl, BOK3aJIbl, TOPTOBBIE LICHTPBI U T..).
ITpu 3TOM 00sI3aTENBHBIM SIBJIIETCS 00yYEHME MEPCOHANIa JAHHOTO YYPexXIe-
Hus. AHJI B 06111eCTBEHHBIX MeCTaX 0003HAYAIOTCS MEXKIYHAPOIHBIM CUM-
BosioM. OniHako pa3metienrie AH/I B 00111eCTBEHHBIX MeCTaxX He PeIaeT Mpo-
onemy BCC, pasBuBaroieiicsi B TOMalTHUX yCIOBUsIX, a Togo0Hbix BCC
HauOoJIblliee KOJIUYECTBO.

HanHble ucciaenoBaHuii no npuMmeHeHuo AHJI Bo BHYTpUOOJIbHUYHBIX
ycioBusx npotuBopeuuBsbl. Mcnonb3zoBanue AH] MOXeT ObIThH LieJecoo-
Opa3HBIM B TEX MECTaxX CTAllMOHApa, Kylda peaHMMallMOHHasl Opurana rnpu-
Oynet ¢ 3amepxkoii (6osiee 3 MUH.). B OCTaJIbHBIX CUTYaIUSIX TIPEAIIOUTH -
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TeJIbHEe UCMOJIb30BaHWE PYYHBIX (T.e. HEABTOMaTUYeCKUX) AeDUOpUILIS-
TopoB [11—-13].

ITpu Beinonnenuu CJP 08ymsa cnacameasmu OIVH CIIacaTeNb BbIMOTHSIET
KOMITPECCUU TPYAHOUN KJIETKU, APYTOil — MCKYCCTBEHHYIO BEHTUJISIIIUIO.
CriacareJib, BBIIOJHSIONIMIA KOMITIPECCUM IPYTHOM KJIETKU, TPOMKO CYUTAET
KOJIMYECTBO KOMITPECCUIA M OTAAET KOMaHIy BTOPOMY CacaTeJIto Ha BbIMOJI -
HeHue nByX BOoxoB. Criacateayd MEHSII0TCS MecTaMu Kaxble 2 MuH. Eciu
noctyrieH AH/I, To onuH criacarenb BoinoJiHsieT CJIP 30:2, BTopoii paboTtaeT
¢ AH. Bnextpoast AHJI HE0OX0AMMO HaKJIaaAbIBaTh HA IPYIHYIO KJIETKY,
He TIpepbIBasi KOMITPECCUY TPYIHOM KIETKU.

PacmimpenHble peaHMMAIMOHHbIE MEPONIPUATHSA
(puc. 1X.2) [14]

HavanpHast yacTh ajJiropuT™Ma pacIIMPeHHBIX PeaHUMAIIMOHHBIX MEpO-
MpUSTHIT aHaornyHa anroputmy bBPM [10]:

* JIMATHOCTHKA OCTAHOBKH KPOBOOOpamieHus (HET CO3HAHUS, HET IbIXa-
HUSI/aroHaJbHOE NBIXaHKWE, HEeT MyJbca Ha MaruCTpajbHON apTe-
pumn);

* BbI30B NIOMOIIIH;

* HAYaJI0 KOMIpeccHii rpyaHoii Kietku, npoaoukenne CJIP 30:2 no mpu-
ObITHS cienuaaMcToB. TexXHrKa KOMIIPECCUIA TPYIHOM KJIETKU U UCKYC-
CTBEHHOM BEHTWISILMU T€ XK€, YTo U B bPM.

Ecnu MenuuumHcKuit pabOTHUK OAWH, TO OH HEU30€XXHO JOKEH MOKM-
HYTb TIOCTPaAaBIIIero Ha BpeMsI JIJIsl TOTO, YTOOBI IPUHECTH 000pyIOBaHIE
¥ 1e(UOPUIUISATOP; €CIM HECKOJIbKO, TO HEOOXOAMMO Cpa3y Ke BBIIEIUTh
JImaepa, KOTOPhIii OyIeT pyKOBOIUTH padOTOI KOMaHIbI.

Baxxubim mononnHeHHeM K nuarHocTrke BCC Ha atare paciiipeHHBIX pea-
HUMAIIMOHHBIX MEPOTIPUSATHU SIBJIICTCS TPOBEPKa ITyJibca Ha COHHOI apTe-
pum (He clieayeT TpaTUTh Ha 3To 6ojiee 10 cek.).

MckyccTBeHHAsT BEHTWISILIMS JIETKMX HA TOCIIUTAJIBHOM 3Tare, 10 MpH-
OBITHSI peaHUMATOJIOTOB, MOXKET OBITh 00eCTIeYeHa TbIXaTeIbHBIM MEIITKOM.
Bcerna cnenyer uzderats runiepBeHTHISILIUM. Kak MOXHO ObICTpee He00X0-
JIMO UCIIOIb30BaTh KUCIOPO/I.

PacimipeHHble peaHMMallMOHHBIE MEPOTIPUSITUST Pa3INYarOTCSI B 3aBU-
CUMOCTH OT MCXOZHOTO PUTMAa, OMPEIeIsIeMOro 1Mo KapaIuOMOHUTODY.
MOHUTOPHUHT CepACYHOIO PUTMa OCYIIECTBIISICTCS JIMOO C TIOMOIIBIO TPEX
CTaHIAPTHBIX OTBENCHUM KapIMOMOHUTOPA, JIMOO C MIOMOIIBIO CaMOKJIeS -
IIMXCS JIEKTPOIOB nedudbpuiuisitopa. IlocaenHee npeanodTuTenbHee Ipu
npoBeaeHuu PPM.
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@5 Resvscmation  Pa CliipeHHble
coumet peaHVMaLOHHbIEe

—
o MeponpuATnA

HO®

N CoRT
o FLAMNMALNR

Het cozHaHua

Het HopMansHoro g

H Bri3BaTh IKCTPEHHYIO CNywGy

Cepa -NErOUHEA P (CNP) 30:2

OUEHHTE CepAeUHBIR PUTM

Putm, nogpakomiica PWUTM, He Nofaatouics
aepubpunnauvn (Guspunnaumna Aedubpunnauun
#Menygoukos [ HenypnoukoBan (3nekTpomexaHu4ecKas
TaxuKapawa 6e3 nynbea) Awccounauwa / Acucronmna)

MEPONPA

HewmeaneHHo Npofom«mTs AHUMALIMOHHOM HeMeaneHHo NpofomxmMTE
CNP B TeueHHe 2 MUH, b CIP & TeUeHME 2 MUH.
MUHUMUIKPOBATE MMHUMH3MPOBATE
NepepHes B AeHCTBUAX nepepLiBb B AeRCTBLAK

2045 el Belghum

51009

Puc. IX.2. ANropnTm pacLUMpeHHbIX peaHUMaLMOHHbIX MEPONPUATIIA
Hapo B TekcTe nosicHnTb, YTo Takoe anroputm ABCDE, xenartenbHo AaTb CCbInKy
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Anzopumm oeiicmeuii 6 ciyuae onpeoenenus pumma,
noonexcawieco oeuopunnayuu (uopunnayus xeeryooukos
WU Maxukapous ¢ wiupoxumu komniaekcamu) [14]

Hauate CJIP B cootHomieHuu 30:2. ITpy Hanuuuu KapauoOMOHUTOpa —
MOJKJIIOUUTH €ro K 00JIbHOMY.

Ecm BCC npou3oinnia B CHTyaliH, KOraa 00/1bHOI NOAK/II0YEH K MOHUTOPY,
HO psIoM HeT 1eudpuLIATOPa, TO peaHNMALIMOHHbIE MEPONIPHATHS MOKHO
HAYaTh C HAHECEHUS OIHOTO nPeKapoudalbHo20 yoapa: HAaHECTU OTPbIBU-
CTBIN yaap Mo HUXKHEM 4acTu rpyAUHBI ¢ BbICOThI 20 CM JIOKTEBBIM KpaeM
TUTOTHO CXXaToro Kysaka. JIpyrux noka3aHuii JAjisg NpuMeHeHus npeKapam-
AJIbHOT'O yapa He CYIIeCTBYET.

Kax Tos1bKo nosiBUTCS 1eGpUOPUILISTOP — HATOXUTD 3JIEKTPOAbI HA TPYIb
noctpanasuiero. Hauats aHanus putMa cepaua. Bo BpeMs aHanusa putma
MPeKPaTUTh KOMIIPECCUU IPYAHOM KJIETKHU.

Paspsan Ne 1. Eciiv no 1aHHBIM MOHUTOPMHTA MTOATBEPKAAETCS HAIMYUE
bubprwsiimm xenynouko (PXK) uam Taxukapauu ¢ IMPOKUMH KOM-
IUIEKCaMW — HAaHECTH OOWH pa3psin (360 [xc — npu monoghaznom umnynsce,
150—200 JI»c — npu 6ughaznom), MUHUMU3UPYS May3bl MEXIY IMpeKpalie-
HUEeM KOMITpeCCUIt IpyIHOM KJIETKU U HaHeceHeM pa3psiaa. [1ay3a Mexay
MpeKpalleHeM KOMIIPECCUU TPYTHOU KJIETKM M HaHECEHUEM paspsiaa
KPUTUYHA U JOJXKHA ObITh He Oosiee 5 cek [15—17].

Bcerna moMHUTH 0 6€30MaCHOCTH CITacaTesIsl MU OKPYKaIOIIUX ITPU TPOBe-
JNeHUU nepuopuIsaumnm!

Bceraa HaHocAT TOJIbKO OMH pa3psn AeuoOpuiIATOpa, CIIEAYIOIMMIi pa3-
PA1 HAHECTH MPU HAJIMYMHM COOTBETCTBYIOIIUX MOKA3AHUI MO MPOLIECTBUN
2 MHH, T.e. Cpa3y Xe Mocjie HaHeCeHUs pa3psiia, He Tepsisi BpeMeHU Ha
MPOBEPKY pUTMa, HeMeaJ1eHHO Bo300HOBUTHL CJIP 30:2 B TeueHue 2 MUH.
ITay3a Mexmy HaHeceHUeM pa3psifia i BO30OHOBIEHUEM KOMITPECCUM TPy -
HOI KJIETKU J0JKHA ObITh MUHUMAaJIbHOI! JI0ObIe MepephIBbl B KOMITPEC-
CUSIX TPYIHOM KJIETKHU JOKHbI TIJIAaHUPOBATHCS TUIEPOM peaHUMallMOH-
HOM1 6puranml 3apaHee. YemoBeka, BHIMOJHSIOIET0 KOMIIPECCUU TPYIHOMN
KJIETKH, HEOOXOIMMO MEHSTh Kaxkable 2 MUH. O0ecne4uTh NPOXOAUMOCTh
JIbIXaTeJIbHbIX MyTel (MTPUOPUTET — MHTYOALIUS TPaXen ) U HCKYCCTBEHHYIO
BEHTHJISIHIO JIETKUX (IBIXaTeIbHBIN 00beM 6—8 MJI/KT, 4acTOTa BEHTHUJISI-
mu Jerkux 8—10/MuH, dpakius kuciopona Ha Baoxe 100%).

ITocne 2 muH CJIP ocTaHOBUTBCS ¥ IPOBEPUTH PUTM IO MOHUTOPY, 3aTpa-
YKMBasi Ha 9TO MUHUMAaJbHOE BpEMSI.

Paspan Ne2. Eciii cHOBa 11O TaHHBIM KapAMOMOHUTOpPa BhIsTBIIsIeTcss DK
WJIM TaXUKapaus C IIMPOKUMU KOMITJIEKCAMU — HAHECTU BTOPOW pas3psij
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(Toii e MouIHoCTY uin 6oJblie, 150—360 Ik ais 6udasHoro paspsiaa)
1 HeMemieHHO Bo300HOoBUTh CJIP 30:2 B TeueHue 2 MUH.

e [locne 2 mun CJIP ciemyeT OCTAaHOBUTBLCS U TPOBEPUTH PUTM IO MOHU-
TOpY, 3aTpayrBasi Ha 3T0O MUHUMaJIbHOE BpeMsl.

e Paspsan Ne3. Eciiu cHoBa BoisiBisieTcst @K nu Taxukapaus ¢ MPOKUMU
KOMIUTIEKCAMU — HAHECTH TPETUii pa3psia (TO ke MOIITHOCTH WJIY OOJIbIIIE)
u 6e3 nay3 npoaokutbh CJIP 30:2 B TeueHue 2 muH. Ilociie HaHeceHUsT
TPEThEro pa3psiia BO3MOXKHO BBeICHUE JIEKApCTB (aapeHauH 1 MT, aMu-
onapoH 300 Mr BHyTpPMBEHHO WJIX BHYTPUKOCTHO) MapasuieJbHO C TPOBe-
nenuem CJIP [18—20].

e Jlajiee — olleHMBATb PUTM CEP/IIA M0 KAPAMOMOHUTOPY Kaxk/ble 2 MuH. [1pu
coxpaHeHun P2K wim TaxuKapanu ¢ IMUPOKUMU KOMITIEKCaMU — TIPO-
JIOJIKATh IO OMMCAHHOMY aJITOPUTMY BBOJUTD IPEHAJIMH I10 1 MT BHYTpU-
BEHHO WJIM BHYTPUKOCTHO KaXble 3—5 MUH 10 BOCCTAHOBJIEHMSI CITOH-
TaHHOTO KpOBOOOpAallleHUsI; BBECTH ellle OAHY 103y aMuoaapoHa 150 mr
B/B 1ocjie 5-ro paszpsiaa aepuopuiisiTopa.

e [Ipu pa3BUTUU ACUCTOJUU — CM. AJITOPUTM AEHCTBUI B cllydyae omnpee-
JIEHUs pUTMa, He Toafarolerocs necudpuIsILiuy.

e [Ipu BBHISIBIEHUU IO MOHUTOPY OPraHM30BaHHOTO PUTMA Cepilla WUIu
MOSIBJIEHMSI TPU3HAKOB BOCCTAHOBJIEHUS CITOHTAHHOT'O KPOBOOOPAIICHUS
(uesenanpasaenHbie 08UICCHUS, HOPMANbHOE ObIXAHUE, KAUleAb; NOBbIUICHUE
etCO2 no moHumopy) He00X0MMO NAJBIUPOBATD MYJIbC HA MATHCTPAJIbHOM
apTepuu, MOTPaTHB Ha 3TO He OoJiee 10 cek.

— Ilpy HaMMUMM IyJbca — HayaTh JEUYEHHE 10 aJITOPUTMY ITOCTpEaHM-
MalMOHHOTO Teproa.
— Ilpu coMHeHUU B HAIMYMU TTyJibca — Mpoaokuth CJIP 30:2.

Anzopumm oeiicmeuii 6 ciayuae onpeoesieHus pumma,
He nodoarouezoca deuopunnayuu (acucmonus,
IneKmpomexanuyeckas ouccouuayus) [14]

e Havats CJIP 30:2 u BBecTH aapenamuH 1 Mr, Kak TOJIBLKO OyJeT odecneyeH
JoCTyn (BHYTPUBEHHBIN WM BHYTPUKOCTHBIN). [Ipn Hamuuuu Kapauo-
MOHUTOpPA — MOAKIIOYUTH €ro K O0JILHOMY.

¢ TIpoBepuTh MPABWIBHOCTD HaJOXKeHus ekTponaos DKI'! Ipu Hanuuun
P-3y0110B Ha (hoHE acUCTONMNHU CIIelyeT TPUMEHUTD JIEKTPOKAPANOCTH -
MyJisiio. Eciv BO3HUKAIOT COMHEHUS TI0 TIOBOJY pUTMa (acUCTOJIUS
nnu mesikoBosHoBast M2XK) — mponosskars CJIP, He TpOBOAUTH MOTBITOK
nebnOpUIIISIIIK, KOTOPBIE TOJBKO YBEJIMYAT MOBPEXIEHNE MUOKAP/IA.

e O0ecrneynTh MPOXOTUMOCTD JIbIXaTebHBIX TyTel (MTPUOPUTET — UHTY-
Oarus Tpaxem) M UCKYCCTBEHHYIO BEHTUJISIIIMIO JIETKUX (IbIXaTeIbHbIN
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00beM 6—8 MII/KT, YacToTa BEHTUJISLIMU Jierkux 8—10/MuH., dpakius
kuciopona Ha Baoxe 100%). IMponokuts CJIP B Teuenune 2 MuH [21].

e Tlocne 2 mun CJIP npoBepUTh pUTM MO KAPAUOMOHUTOPY, 3aTpaurBasi Ha
3TO MUHUMAaJIbHOE BpeMsl.

e [Ipu BbisiBJeHUU acucToaun — npoaookuts CJIP, BBoauth anpenanun 1
Mr Kax/ple 3—5 MUH BHYTPMBEHHO WM BHYTPMKOCTHO. Eciiu B mporecce
CJIP nosiBUIMCh MpU3HAKW BOCCTAHOBJEHUSI KPOBOOOPAIIEHUSI, BBEIE-
HUE afpeHalMHa CeAyeT MPUOCTaHOBUTh U mpoaokath CJIP 10 okoH-
YaHMS IByXMMHYTHOTO ITUKJIA.

e ArtponuH npu CJIP npuMeHsSTh He peKOMEHIOBaHO (MCKIIIOUEH U3 PEKO-
meHaauuii ¢ 2010 r.).

e [Ipu BBISIBJIEHUM IO MOHUTOPY OPraHM30BaHHOTO PUTMA Cepilla UiIu
MOSIBJIEHUSI TIPU3HAKOB BOCCTAHOBJIEHUSI CIOHTAHHOTO KpOBOooOpale-
HUS (YeneHanpaesienHvle 08UNCEHUs, HOPMAAbHOe ObiXaHue, Kauieab; N0Gbl-
wenue etCO2 no monumopy) HeoOXOAMMO TMAJIbIIUPOBATh MYJIbC HAa Maru-
CTpaJIbHOI apTepuu, MOTpaTUB Ha 3TO He 6osee 10 cexk.

— Ilpu HanMUMM IyJabca — HAyaTh JIEUEHUE 10 aJITOPUTMY ITOCTPEaHM-
MalMOHHOTO Nepuoa.
— Ilpu coMHeHUM B HAIMYMU TTyJbca — npoaokuth CJIP 30:2.

Ilpumeuanusn

TunuynbIe OMIMOKY MPY MPOBETEHUH PEAHMMALMOHHBIX MEPONIPHUSITHIA: TTO3/THEE
HavyaJIo KOMIIPECCUIA TPYTHOM KJIeTKHU 1 Ae(puOPMIUIAIINKI, OTCPOUKA BHI30Ba
CTIENMATN3MPOBAHHOM TTOMOIIIY; HETIPaBUIbHASI TEXHUKA KOMITPECCUI TPy/I-
HOU KIIETKU (HOA0JCeHUe PYK, Hacmoma, enyouHa, OeKomMnpeccust, Henpepule-
HOCMb KOMApeccuil epyoHoll KaemKu); HeCBOeBpeMeHHas! 1 HeaheKTuBHas
CMeHa criacaTesieil (umo npueooum K CHUMCeHU0 3ghghekmugHocmu Komnpeccuil
2pyoHoil kaemku); Hed(deKkTUBHAS paboTa B KOMaH/e (omcymcemaue eduHoeo
PyK0sodumenst, neaghghekmugroe pacnpedenerue poaeil 8 KOManoe, RPUCYMCcmaue
HOCMOPOHHUX AUY,, OMCYMCMBUe YHema U KOHMpOoAs RPO8OOUMbIX PeAHUMAUUOH-
HbIX Meponpusimuil); TOTepsi BpeMEHM Ha BTOPOCTETIEHHbIE TMarHOCTUIECKUE,
OpraHU3alIMOHHBIE U JIeYeOHBIE TIPOLIEYPHI (410 NPUEOOUM K HEOOOCHOBAHHbIM
nepepvieam 6 KOMNpeccusx epyoHoil Kaemku u yseauyusaem aemanvHocms) [1].

[Mpu nposenenun PPM crienyeT MOMHUTDH O MOTEHIMAJIBLHO 00PATHMBIX
NPUYMHAX OCTAHOBKH KPOBOOOpAIEHHS 11 CBOEBPEMEHHO KOPPUTHUPOBATH UX
(TUTIOKCHSI, TUTIOBOJIEMUS, TUTIEDP-/TUTIOKAJTUEMUSI, TUTIOKATBITUEMUSI, Il -
JI03, TUTIOTEPMUSI, HATIPSIKEHHBIH THEBMOTOPAKC, TAMITOHA/IA CEP/IIA, MHTOK-
cUKalus, TpoM00aMO0IUs JIerouHOol apTepun) |1, 14, 22].

Ecnmu @XK/Taxukapausi ¢ MUPOKUMU KOMILJIEKCAMU Pa3BWIACh B TIPU-
CYTCTBUY MEIMIIMHCKOTO TIEPCOHANIa, B YCIOBUSIX MOHUTOPUHTA U JOCTY-
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neH aeuopuIsaATop (OTAeJIeHUe peaHMMAaTOJIOTUU, OTAEIeHUE UHTEPBEH-
LIMOHHOM KapAMOJOTUM, TajiaTa TIPOOYXIeHUs U T.J.), TO IMOCJe TUarHo-
ctuku BCC HeoOxoauMo cpa3y HaHECTH TPH MOCJed0BATENbHBIX pa3psaaa
neudpuIATOpa, OBICTPO OLEHMBAS NMOCJIE KAXKIOTO Pa3psaa PUTM N0 Kapau-
omonuTopy. Eciii mo KapTIMOMOHMUTOPY 3apeTUCTPUPOBAH OPraHM30BaHHbII
put™ (T.e. He DK unum acucTosus) — MPOBEPUTh ITYJIbC HA COHHOM apTepuu.
Ecnu HeaddekTUuBHBI TpU Mocaea0BaTeNbHbIX pa3psiaa — Hayath CJIP 30:2
U J1ajiee CIeI0BaTh BHIIIEONTMCAHHOMY aJlTOPUTMY.

Iepcuctupyromas P2K/Taxukapaus ¢ MAPOKMMHA KOMILIEKCAMM SIBJISIETCS
MoKa3aHueM K YpECKOXKHOMY KOPOHAPHOMY BMEILIATEILCTBY JIJIST yCTPAaHEHUS
MPUYMHBI ADUTMUH, T.€. TPOMOO3a KOpOHAPHOI apTepun. B maHHOI cutya-
LMY OOJIbHOMY BBITIOJTHSIIOT YPECKOXKHOE KOPOHAPHOE BMEIIATEILCTBO TIPU
npoaoskatoiieiicsa CJIP. B TakoM ciiydae ciieayeT pacCMOTPeTh BO3MOXKHOCTb
WCMOJIb30BaHUST yCTPOUCTB Wit Mexanndeckoid CJIP Ha Bpemst TpaHCTIOpTH -
POBKM OOJILHOTO U ITPOBEACHUST YPECKOXKHOTO KOPOHAPHOTO BMEIIIATeIbCTBA.

Bo Bpems niposeaeHust PPM Heob6xonnmo nepruoauvecku poBepsITh IIOT-
HOCTb KOHTAKTA ¢ KOXKeii IVIACTUH 1e(puOPUILIATOPA U 3JIEKTPOIOB KAPAHOMO-
HUTOPA — HEIUIOTHBIM KOHTAKT MOXKET CIYKUTh MPUINHON UCKPEHUS TIPU
MpoBeIeHNY NeUOPUUTSIIIY U OIIMOOK IPY aHATIU3e PUTMA.

IIpaBuia ucNo/Ib30BaAHKS KUCJIO0POAA PHU AeHOPULIAIMH: MAaCKY WX HOCO-
Bbl€ KaHIOJIU, TbIXaTeIbHbIE MEIIKK CJIEAYEeT BO BpeMsl ITPOBeIeHUs Ay -
OPWIISILIMY CHUMATh 1 YIAJISITh HAa pACCTOSTHE MUHUMYM 1 M OT O0JIBHOTO;
KoHTyp anmnapara MBJI oTcoenuHsTh He clleayeT.

Dxokapauorpacdusa obagaeT XOpOILIMM MOTEHIMAIOM JIJIsl BBISIBJIEHUS
00paTUMBIX TIPUYMH OCTAHOBKM KpoBooOpalieHus. MHTerpamms sxokap-
nrorpaduy B aJITOPUTM PACIIMPEHHBIX peaHMMALIMOHHBIX MEPOITPUSTHI
TpeOyeT ornpene € HHOM MOATOTOBKHY IS MUHUMM3A1IM U ITePEPHIBOB B KOM-
MpeccUsiX rpyaHoM KjaeTku [23—25].
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X. CTPATUDUKALNA PUCKA U
NMPOD®UITAKTUKA BCC NPU OTAEJIbHbIX
HO3O0JNOMYECKUX ®OPMAX

X.1. Crparupuxanus pucka u npopunakruka BCC
y nanuentoB ¢ UBC

X 1.A. Cmpamuguxayusn pucka u npogpunakmuxa BCC
Y RAYUEHMO6 ¢ NOCMUHDAPKMHbIM KAPOUOCKIEPO3OM U
cucmonuyeckoii oucgynkuuei JIZK

Cmpamugurkayus pucka

Mg onpenenenus pucka pa3sutuss BCC u Beibopa Mep ee nmpoduiak-
TUKH Y JaHHOI KaTeTOPMHU MAllMeHTOB, IMPEXKIe BCEro, HEOOXOIMMO COCTa-
BUTH MpeICcTaBIeHNe O BapuaHTe KiuHndeckoro teueHust MbC B kaxkmoMm
KOHKPETHOM ciiydae (CTaOUJIbHBI-HEeCTaOMITbHBII).

VY manueHToB ¢ yKa3aHMSIMM B aHaMHe3¢ Ha MepeHECeHHBIN paHee (He
meHee 40 nHeit) nH(apKT MUOKapaa alrOpUTM cTpatudukanuu pucka BCC
npenctasiieH B Tadmne X.1.1. ITocnenoBaTenbHas pealnsanus alropurma
y IaHHOU KaTeropru MalueHTOB MPEATIOIaraeT BBISIBICHUE, IPEXKIE BCETO,
ocHosHbix pakTopoB prcka BCC, uTo B KOHEYHOM UTOTE, OYAET OINpeaesITh
TepeyeHb MEPONIPUSTUI, HEOOXOMUMBIX IIJIST TIPOBEACHMSI TIEPBUYIHOI/BTO-
pruHoii mpopunakTuky BCC B KaXX10M KOHKPETHOM KIIMHMYECKOM CITydae.

[MocnenoBatenbHas peaan3alys MPeACTaBICHHOTO aJiITOPUTMa y TaHHOM
KaTeropuu MalueHTOB, IPeanojaraeT, Ipexae BCero, MCKIYeHNE HecTa-
ounbHoro BapuanTa teueHust UBC, a TakKe BBIIBICHUE 0CHO8HBIX (DAKTOPOB
pucka BCC, 4To B KOHEYHOM UTOTE, OYyIeT ONPeAeIsATh epeuyeHb MepPOTIpH-
SITUI, HEOOXOMUMBIX JIJIsSI TIPOBEACHUSI TIEPBUYHON/BTOPUIHOI ITpodrak-
Tk BCC B KaxoM KOHKPETHOM KIIMHUYECKOM clyJac.

Pexomendauuu no npogpunaxmurxe BCC

B cooTBeTCTBUM ¢ MPUHIIMITAMU T0KA3aTeIbHON MEIUILIMHBI HIKE TIpe-
CTaBJICH MepPeUYeHb MEPOTIPUITHIT, KOTOPBIE HEOOXOANMO OCYIIECTBIISTh IS
nposeneHus mpodmwiakTuky BCC y maneHToB, UMEIOIINX YKa3aHsI B aHAM -
He3e Ha TepeHeCeHHbIN MH(MapKT MUOKapaa.

Kaace 1
1. AnexkBatHoe MenukameHTo3Hoe teuenre MbC n XCH, Bximiouaroniee
00s13aTeNIbHOC Ha3HaueHMe (IIPU OTCYTCTBUU IPOTHUBONOKA3aHUI 1
HeTIPUEMIJIEMBIX ITOOOUHBIX 3(h(PEKTOB) CIICTYIOIINX TPYIII ITPEITapaToB:
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Tabnuuya X.1.1

Crpatudmkaumsa pucka BCC y naumeHToB ¢ NOCTMHGaPKTHLIM
KapAMoCKNepo3om n cuctonuyeckon amcdyHkumen JK

1. EcTb nn BepMdULMpPOBaHHbI 3N1304 cepaeyHoro apecta Beneactaune OXIKT?

[a Het
CM. NyHKT 2
2. EcTb N cTeHoKkapamst n/wnu npuaHaku gectabunusauumn* tedeHns MBC?
[a Het
KopoHaporpadwusi, obcyaaTtb BO3MOXHOCTb pe- | CM. pasgen pekoMeHaauuy no npocunaktu-
Backynspusaumm ke BCC
3. EcTb N 3aperncTpupoBaHHble HEYCTONUMBBIE XEMNYAOYKOBbIE HApYLUEHNUst puTMa*™?
[a Het
XM-3KT;, obeyxaatb nposegeHune KAT, sHodoU Cwm. nyHkT 4

4. Ectb nn KNMNHUKO-UHCTPYMEHTalbHbIE NPU3HaKN XPOHWYECKOW aHeBpK3Mbl 1IEBOTO menynoqka?

[a Het
ObcyxaaTb KapanoxXMpypriryeckoe neyeHue CM. nyHKT 5
5. ®B JIX meHee 40%
[a Het

Cwm. pa3sgen npodunaktuka BCC

Cwm. pasgen cTpatudmkaums prcka n MeToabl
npodpunakTukn BCC y naumeHToB ¢ XpOHUYECKOw

MBC v coxpaHHoOI cuctonuyeckon dyHkumen JHK

*— 100 mepmuHom Oecmabunusauyusi medeHust UBC noHumMatom HecmaburbHyo cmeHokapouto (co-
anacHo orpedenieHuro HayuoHanbHbix pekomeHdayuti no nevyerHuro OKC 6e3 cmolikoeo nodvema ST

Ha 3KI) cmerokapduro IlI-1V ©K npu omecymcme

uu aghchekma om adeksamHo npoeoduMoli aHmu-

aHeuHarnbHol meparuu, cmeHOKapOwo BO3HUKWY'o rocre npoeedeHug Meponpugmuﬁ 10 pesacky-

napusayuu muokapda (cmeHmuposaHue, AKLL).

** — 100 mepmuHom Heycmouyuebie XXHP noHumaromes Heycmouyugas XT (HXKT) u XKO.

-anpeHob0KaTOPHI (A);
nAII® (A);

CTaTUHBI (A);

KETYJ0YKOBOM HEJOCTATOYH!

aleTWICAIUIAIOBas KucioTa (A);

smtepeHoH rociie UM mipu cHikeHHo @B JIZK B coueTaHmy ¢ JIeBO-

OCTBIO UM caxapHbIM nuadetoM (B).

2. BoccTaHoBieHue KOPOHApHOI'0 KPpOBOTOKA XUPYPIrUi4CCKHUM NJIU UHTCP-
BCHIIMOHHBLIM ME€TOdaMU IIPU BO3MOXKHOCTU ITPOBCACHUA 3TOM KOp-

pexuuu (B).

JTOBaHa MallMeHTaM, BbIKUBIIN
HecTabwibHOM KT (0OCHOBHBIE

. B nensix sropuunoil mpobwiaktuku BCC UKJI-tepanusi pekoMeH-

M T1ociie @K M reMoguHaAMIIECKH
¢akTophl prcKa), KOTOphIE MTOTy4YaloT

ITOCTOAHHYIO OIITUMAJIbHYIO MCIMKAMCHTO3HYIO TCpAITnio, UMECIOT XOPO-

Uil GYHKIIMOHAJIBHBIN CTaTyC

n 6Hal“0]'[pHSITHBIfI IIPOTHO3 BbIXKMBA-

HUS B TeueHUe roaa u 6osiee (A).
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4. B uensx nepsuuHoit mpoduiaktuku BCC UK]I-Tepanust peKoMeHI0-
BaHa MalMeHTaM ¢ HaJIMYMeM TaKoro OCHOBHOTO (hakTopa pucka BCC
Kak nucgynkuus JIK, odycinosieHHas npeaecTyiomnuM UM (He
MeHee yeM 40 nneit mociie UM), ¢ @B JIK nuxe 40%, ¢ XCH 1111
®K 1o knaccudukanun NYHA, ¢ xopommm GhyHKIIMOHAJIBHBIM CTa-
TYyCOM, TTOJTYYaIOLIUM ITOCTOSIHHYIO ONITUMAJIbHYIO METUKAMEHTO3HYIO
Teparnuio U UMEIOIIUM OJIaronpUsITHBINA MPOTHO3 BbKMBAaHUS B Teue-
Hue rojga u oosee (A).

5. B uensx nepsuuHoii npodunaktuku BCC MK/ -Tepanust pekoMeHI10-
BaHa MalMEHTaM C HaJIMUMEM TaKUX OCHOBHBIX (pakTopoB pucka BCC
Kak apucgynkuus JIXK, odycinosieHHas npeaecTyiomnuM UM (He
MeHee yeM 40 nueit mocie UM), ¢ @B JIK nuxe 40%, ¢ XCH 1111
®K mno kinaccudukaunmu NYHA, ¢ Heycroituuoit KT (1o maHHBIM
OKT, XM-DKT') u ycroituusoii KT u/wmm @K (MHaynMpoBaHHOI B
xojie sHIoKapauaibHoro DM®N), ¢ xopormmm QyHKIIMOHATBLHBIM CTa-
TYyCOM, TMTOJIYYalOIIM ITOCTOSIHHYIO ONITUMAJIbHYIO METMKAMEHTO3HYIO
Teparnuio U UMEIOIIUM OJIaronpusITHbINA MPOTHO3 BbKMBAaHUS B Teue-
Hue rojga u dosee (A).

Kaacc Ia:

1. PaguouactotHas abmanus (PHYA) y nmauueHToB ¢ reMOIMHAMUYECKU
crabwibHoi KT (ocHoBHOI (pakTop pucka BCC) u @B 6onee 40% (B).

2. PYA KT y nauuentoB ¢ UK/l u AAT npu yacteix (0ojee 2 pa3 B roj)
anu3onax onpasaaHHoi Tepanuu MK (C).

Kaacc ITb:

1. AMUoIapoH B cCOYETaHUM C [3-aapeHOo0I0KaTOpaMy y MAaeHTOB C HaJI-
yreM Takoro ocHoBHoro aktopa pucka BCC kak cumntomatuuHbie 2KHP
MPU OTCYTCTBUU 3(pdeKTa OT U30JMPOBAHHOTO MpreMa 3-aapeH00I0KaTOPOB
(B).

2. AMuonaapoH y nauueHToB ¢ KT (ocHoBHOI (pakTop prcka BCC), koTo-
pBIe He TIepeHOCIT W/WIN OTKa3bIBaloTcs norydath Tepanuio MK (C).

3. Coranon y nauveHtoB ¢ 2ZKHP (ocHoBHoIi (pakTop pucka BCC) npu
OTCYTCTBUM 3(pekTa oT mpuema [B-aapeHoodsokatopos (C).

4. TlpoBeaeHUE XUPYPIrUUECKOTO JIEUEHUSI XPOHUUYECKOI aHEBPU3MBbI
cepaua (C).

5. ITHXK (B).

Kaacce III:

1. Haznauenue AAT He gBisieTcsl 00s13aTEIbHBIM Y MALIMEHTOB C aCUM-
nToMHbIMU KD nnu HeycToitumBoil 2KT (ocHoBHoI (hakTop pucka BCC) (B).

2. AAT IC knacca npotuBorioka3aHsbl (B).
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X.1.b. Cmpamughukayusa pucka u memoovt npouiakmuxu
BCC y nayuenmoe ¢ xponuueckoii Hb6C u coxpannoii
cucmonuyeckou gpynkuyuei JIZK

Cmpamugukayus pucka

CrnenyeT MOHMUMATh, YTO 000 MAallMEHT C BepU(UIIMPOBAHHBIM I1a-
rHo3oM MBC nmoreHmnanbHO oTHOCUTCS K rpyrne pucka BCC, a 6o1b-
IIMHCTBO BHE3AITHBIX CMEPTEl B aGCOJIOTHBIX 3HAYCHUSX MTPUXOIUTCS
Ha KaTeropuio JINIL 0€3 BEIPaXKEHHOM CUCTOINYECKOM TUCHYHKIIMU MUO-
kapaa JIK [1-6].

Y oT0i1 rpynIbl NAaMEHTOB KJII0YEBOE 3HaUECHUE MpUoOpeTaeT Beprubu-
Kalus U Tocieayonias Moaudukanus emopocmenerHsix akTOpoB pyucKa
BCC, koTopnle, 1o cyTH, aBistioTes 1 ¢pakropamu pucka MBC. Takum obpa-
30M, IIPOBEACHNE TUarHOCTUYECKUX TECTOB U Ha3HAYEHUE MEIUKAMEHTO3-
HoW Tepanuu (BTopuuHas npodunaktuka MBC), permameHTUpoBaHHOE
HaunonansHbpIMM PekoMeHmamssMuy o AuarHoCTUKe 1 JICUSHU IO XpOHUYe-
ckoit UBC, o cytu, ABASI0TCS MEPOTIPUSTUSIMU 110 CTpaTU(MUKAILIUY PUCKA
u npodunaxktuke BCC [7].

IMosiBaeHMEe pa3NIMYHBIX BapUAHTOB XKEIYOOYKOBBIX apuTMuii (KA) y
nanueHToB ¢ xpoHndyeckoit MBC 3auacTyio MOXeT OBITh CBSI3aHO C JIecTa-
ounuzauueit reueHuss UbC u/unu nporpeccupoBanueM XCH.

B 6onbmmHcTBe ciydaeB npodexku H2KT y malueHToB ¢ XpOHUUECKO
dopmoit UbC 6eccumnTomMHBbI. JIo HAacTOSIIEro BpeMeHU HE CYIIECTBYET
OOILEMPUHSTHIX JAHHBIX O TOM, YTO €€ IoJaBJIeHNEe JOCTOBEPHO YBEIUYM-
BaeT BbIKMBaeMoCTh. JleueHune ycroiunBoil KT y manueHToB ¢ XpoHUUYEe-
ckoit opmoit UBC onpenensiercst ee KIMHUYESCKUMU TTPOSIBICHUSIMU U
YacTOTOI €¢ BO3HMKHOBEHMS. Y MAlIMEHTOB, C YKa3aHUSIMU B aHaMHe3¢ Ha
anu3o cepaeyHoro apecta BeseactBue O2K /KT, KoTopslii pa3Buiics Mocjie

Tabnuya X.1.2
Crpatudmkaumsa pucka BCC y nauymeHTtoB ¢ xpoHuuyeckon UBC u coxpaHHoOM
cucrtonuyeckon dyHkumen JK

1.EcTb N1 npexoasLlas unm nocTosiHHas ULLemMUs MMokapaa W/vmimn noBTOPHbIE OCTPbLIE KOPOHApP-
Hbl€ 3nu1307bl?

[a Het
Koponaporpadms ¢ Lenbto Beibopa meToga pe-
poreper qDBaCK;nﬂpmsaumm P P Cm. TyHKT 2
2. EcTb N 3aperncTprpoBaHHble YCTONYMBbIE/HEYCTONUMBBIE KEMY/A0YKOBbIE HAPYLUEHUS pUTMa?
Ha Her
KopoHaporpadws ¢ uenbto Beibopa meToga pe- | CM. pekoMeHAaLmmn No AMarHoCcTUKe 1 NeYeHnio
Backynspusaumm xpoHnyeckon MBC[131]
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48 y ot Hauana OMIM, nmeeTcst BHICOKUI pUCK BOSHUKHOBEHHS TOBTOPHOTO
snm3ona OXK [8§—12].

Hnst onpenenenus prucka BCC u BbIOOpa TaAKTUKM JIeYEHUs] Y JaHHOM KaTe-
TrOpUU MaleHTOB HEOOXOAUMO YUUTHIBATh KIMHUYECKYIO KapTUHY 3a00J1€e-
BaHUS U BepUbUIIMPOBATh BO3MOXHbBIE MPUUYMHbBI pa3BuTusi 2KHP. Anroputm
cTpatiuduKaluy pyucKa npeacTapieH B Ta0auue X.1.2.

Pexomenoauyuu no npoghunaxmuxe BCC

Kaacce I:

1. AnexBatHoe MenukameHTo3Hoe JieueHue MBbC u XCH, Bkitouaroliee
00s13aTeIbHOe Ha3HaYeHUe (IIPY OTCYTCTBUM ITPOTHBOIIOKA3aHUI 1 T1000Y-
HBIX 3¢ (GEKTOB) CIEIYIOLIMX TPYIII MPernapaToB:

* B-anpeHoO0KaTOPHI (A);

* uAIl® (A);

* aleTWICAIULIMIOBAs KUCI0Ta, (A);

* cTaTuHbI (A);

« ITHXK (B).

2. B nensix BropuuHoii npopunaktuku BCC mauueHTaM, BbIKUBIIAM
nociie @K wim remonnHamuyeckn HectabuiibHOM KT (ocHOBHBIE (hak-
TOPBI PYCKa), P HAJIUYMU ITOKA3aHUI PEKOMEHIOBAHO BOCCTAHOBJICHUE
MPOXOAUMOCTU KOPOHAPHBIX apTePUil, TaK KaK OCTpasl UIlIeMUsI MUOKap/a,
Kak npasuiio, npoBouupyet KT (B).

3. B uensix Bropuunoii npodpunaktuku BCC UK/ -Tepanust peKoMeHI10-
BaHa MalueHTaM, BbDKUBIIUM Itociie ®2K uay reMonMHaAMUYECKU HeCcTa-
ounbHol KT (ocHOBHBIE (haKTOPBI pUCKa), IIPU OTCYTCTBUU BO3MOXKHOCTU
BOCCTaHOBJICHUsI KOPOHAPHOI'O KPOBOTOKA, KOTOPBIE IOJIy4alOT IMOCTOSIH-
HYIO ONTUMAaJIbHYIO MEIMKAMEHTO3HYIO TEPaIuio, UMEIOT XOPOLIUii (hyHK-
LIMOHAJIbHBINA cTaTyc” U GJaronpUsTHBINA MTPOrHO3 BHIKMBAHUS B TEUCHUE
rona u 6osee (A).

Kaacc Ila

1. Tepanust aMmuoaapoHOM B COUYETaHUU € B-aApeHO00I0KaTOpaMu LieJIeCO-
obpa3Ha JUIsl YMEHbIIEHUS BhIPAXKEHHOCTU CUMIITOMOB, OOYCJIOBJICHHBIMU
TaKMMU OCHOBHbIMU (pakTopaMu pucka BCC kak peunauBupyoias reMo-
nuHamuuecku crabunbHasg KT y mauneHToB ¢ nucgynkuueii JIZK, o6ycioB-
JIeHHoIt nepeHeceHHbIM OMIM, KOTOpBIM HEe MOXET ObITh UMILJIAHTUPOBAH
WKJI v oHM 0TKa3bIBalOTCS OT MpoBeAeHUs orepaiiuu umriantauuu (C).

2. B uensax nepsuuHoii npodunakTuku BCC BoccTaHOBIEHUE KOPOHApP-
HOTI'0 KPOBOTOKA XUPYPrUYeCKUM U/WUJIM MHTEPBEHLIMOHHBIM METOIOM IIpU

* 0 METOOMKAX MPOBEICHMSI OLEHKH (DYHKIIMOHATBHOTO CTaTyca MOXHO MPOYUTATh Ha caiiTe
http://www.chcr.brown.edu/pcoc/functi.htm
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BO3MOXHOCTHU €ro MpoBeNeHUs MoKa3aHo NalreHTaM ¢ xpouuueckoit UbC
U HaJW4MeM TeMOIMHAMUYECKU 3HAYMMBbIX CTEHO30B KOPOHAPHBIX apTe-
puii (C).

3. Mmmnanrtaiusg UK nenecoobpasHa Mpu JIeUeHU U peliuauBUPYIOLIEH
ycroitunBoii KT y manueHToB ¢ nepeHeceHHbIM paHee OIM (oCHOBHBIE
daxropsl pucka BCC) ¢ HopMaibHOI 1K 0JM3KOM K HOPMaJIbHOM CUCTO-
JIMYeCcKOU (yHKIIMEN KeTyT0uKOB, MOTyYarolInX MOCTOSTHHYIO ONTUMAaJIb-
HYIO JIEKAPCTBEHHYIO TEPaIuIO U UMEIOIIUX OJaronpusiTHBIN MPOrHO3 IS
BBDKMBAHUSI C XOPOIIMM (DyHKITMOHATBHBIM COCTOSIHMEM B TeYeHUE ToNa 1
6oiee (C).

Kaacc ITb

1. PagrovyacToTHas KaTeTepHas absiiys UM Ha3HauYeHUEe aMuoIapoHa
MOXET pacCMaTpUBaThCs Kak anpTepHaTrBa yctaHoBKe MK/I y manreHToB ¢
ymepenHoi nuchynkuueit JIK (OB 6oiee 40%) 1 HaTmareM TaKOTO OCHOB-
Horo ¢daxkropa pucka BCC kak peuuauBupyroiias reMoIMHaMUYEeCKH CTa-
ounbHas KT (B).

Kaace ITT

1. He pexoMeHnyetcst Ha3HaueHre AAT B mpoduiakTUIeCKUX LeJsIX 115
CHVZKEHMSI CMEPTHOCTH Y MALIMEHTOB C HEYCTOMYMBBIMU OECCUMITTOMHBIMU
KA (ocHoBHoI1 (pakTop pucka BCC) (B).
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X.2. Crparnpuxanus pucka u npopunakruka BCC
Y HAUMEHTOB ¢ XPOHUYECKOH CepAeYHOH HEe0CTATOYHOCTHLIO

VY manmMeHToB ¢ XpOHUYECKON CepaedHONM HETOCTaTOUHOCTBIO, COITPOBO-
KIOAIOIIeCsl CHUKEHUEM CUCTOIMYECKON (byHKIIMU, YacTO BCTPEYAIOTCS
KA u noswiieH puck BCC. Otnonorus XCH BeposiTHO OKa3bIBaeT BIIU-
STHUE Ha pa3InyHble MeXaHU3MbI U BUIbl 2KA. JIOTTOTHUTETbHBIMU TIPEAN-
ktopamu BCC y 6onbHbIX XCH gBNISII0TCS BRIpaXkeHHAsk MUTpabHas peTryp-
TATALMS, CHUXKEHME YPOBHSI reMoTjio0nHa u conyrerBytoiast XITH, ¢ mpo-
rpeccuBHBIM yBennueHueM prucka BCC Ha ctaguy XpOHMYECKOTO THaIN3a
[1-4]. I3 mHCTpYyMEHTaIbHBIX MOKa3aTeieil HauboJbIIei TTPOTHOCTUYE-
CKOI1 LIeHHOCTbI0 y 601bHBIX XCH o6nanaior @B, minTe1bHOCTh KOMILIEKCA
QRS, Hannuue 610KabI I€BOIT HOXKY Tyuka ['mca, curHaia-ycpeaHeHHas
OKIT', BapnabeIbHOCTh pUTMAa Ceplla, MaToJIOTHYecKrue U3MeHeHUs 6apo-
pedrexca, anprepHanus 3youa T, mucriepcust nHTepBana QT, TypOyneHT-
HOCTb cepAeyHOoro putma [5—7].

Cmpamugukayus pucka

s onpenenenust pucka pazsutusi BCC 1 Bbi6opa Mep ee mpohriakTUKu
Y JaHHOI KaTeropuu MaieHTOB HEOOXOMUMO COCTAaBUTh MTPENICTABICHUE O
reHe3e XCH B kax/oM KOHKPETHOM KJIMHUYECKOM CITyYae.

B Tabmne X.2.1 npencrasieH anroput™ crparudukannu pucka BCCy
marmenToB ¢ XCH. TlocnenoBatenbHast peanusanus JaHHOTO aJrOpUTMa
TTO3BOJIUT OTIPEICTUTD TIepeYeHb MEPOTIPUSATU, HEOOXOIUMBIX JIJISI TIPOBE-
JeHUsT IepBUYHOM/BTropruuHoil podmiaktukun BCC B KaxkmoM KOHKpET-
HOM KJIMHUYECKOM CJIyJae.
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Tabnuuya X.2.1
Ctpatudmkaumsa pucka BCC y naumentoB ¢ XCH

1. MImetoTcst N1 aaHHble 06 Mwemmnyeckom reHeae XCH?

[a Het
Koponaporpadwsi, obcyxaaTb BO3SMOXHOCTb pe-
poHaporpag VKA P CMm. nyHKT 2
BacKynsipusauum
2. ECTb N1 yKa3aHWs B aHaMHe3e Ha 3nn3of, cepheqHoro apecta?
[a Het

Mepbl npocdhunakTuki ByayT onpeaensTbes:
* ®K XCH no NYHA,
* BenuuuHoit ®B JTXK,
* Hanuyuem /otcyTcTBremM KA
* Hanu4nem /OTCYTCTBUEM NPU3HAKOB Ae-
CUHXPOHMU3ALMM KENYA04KOB
(cm. pekomeHOayuu o npogpunakmuke BCC)
3. imetoTca 3aperucTpupoBaHHble YCTOMYMBbLIE/HEYCTONUMBBIE XENYAOYKOBbIE HAPYLUEHUS pUTMa?
[a Het
XM-3KT, obcyxaate NpoBeaeHne aHAOKapan-
anbHoro 3%U

(cm. pekomeHgaumm no npodunaktuke BCC —
knacc |, myHkT 1)

Cwm. pekomeHgauum no npocunaktuke BCC

Pexomenoauyuu no npogpuraxmuxe BCC

Kaace 1

1. AnekBaTHoe MeaukameHTo3Hoe jeyeHrue XCH corimacHo Tekymum
HaunonanbHbiM Pexomenpauusam mno jgeuenuto XCH [7], Bkiovamolee
o0s13aTelbHOE Ha3HaYeHUe (MPU OTCYTCTBUU MPOTUBOIOKA3aHUI U ITOO0Y-
HbIX 3D dekToB) B-anpeHobnmokaTopoB (A), MAIID (A), aHTarOHUCTOB aJib-
nectepoHa (A).

2. B uenax BropuuHoii npopunaktuku BCC UK]JI-Tepanusi peKoMeHI10-
BaHa malMeHTaM, BbDKMBIIUM Ttocsie ®2K uam reMonMHaMUYECKU HecTa-
ounbHOM KT (ocHOBHBIE (DaKTOPHI pUCKa), KOTOPbIE HEe ObLIM CBSI3aHBI C
00paTUMBIMU TTPUYMHAMU Y KOTOPHIE MOJIYyYalOT MOCTOSIHHYIO ONTUMAaJlb-
HYIO MEIMKAMEHTO3HYIO TepaInio, MMEIOT XOPOIUi (DyHKIIMOHAJIbHBII CTa-
Tyc" ¥ 6J1aronpusITHBINA ITPOTHO3 BEKMBAHUS B TEUEHME roaa u 6osee (A).

3. B uensix nepBuuHoit npodunaktuku BCC UK/I-tepanus pekoMeH-
JOBaHa MalMeHTaM ¢ HaJIMYMEM TaKOro OCHOBHOIO (hakTopa pHMcKa Kak
nucohynkums JIK, odyciosneHHas npeamectsyomuM MM (He MeHee yeMm
40 gueit mocae UM), ¢ @B JIK nuxe 40%, ¢ XCH I-I11 ®K no kimaccu-
dukaunu NYHA, ¢ xopowmm (pyHKIMOHATbHBIM CTATyCOM ", IIOJYYarOLIIM
MOCTOSIHHYIO ONTUMAaJIbHYIO0 MEIMKAMEHTO3HYIO TEPAITMIO U UMEIOLIM OJ1a-
TOTIPUSITHBIN MPOTHO3 BXKMBAHUS B TeUeHUE roja u oosee (A).

* 0 METOIMKaX MPOBeeH!sI OlIeHKU (hYHKIIMOHAIILHOTO CTATyCa MOXHO MPOYUTATh Ha caiiTe
http://www.chcr.brown.edu/pcoc/functi.htm
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4. B uensx nepsuuHoit mpoduitaktuku BCC UK -Tepanust peKoMeHI0-
BaHa MalMeHTaM C HeUIlIeMUYeCKUMU 3a00IeBaHUSIMU CePlla, UMEIOIIUM
@B JIZK menee 35%, XCH II-III ®K no knaccupukannm NYHA (ocHOB-
HOI1 (haKTOp pUCKa), OJTyYaIOLIUM MOCTOSIHHYIO ONTUMAJIbHYIO JIEKAPCTBEH-
HYIO TepaIuio, C XOpOLIUM (PYHKIITMOHAIbHBIM CTaTyCOM™ 1 UMEIOIIMM OJ1a-
TOMPUSATHBIA MTPOTHO3 BEKUMBAaHUS B TeUeHUE roja u 6osee (A).

5. ConyTcTBylOIIas Tepanusi aMMOJapOHOM, COTAJIOJIOM B BUJIE€ MOHO-
Teparnuu WM B COYETaHUU C [B-aapeHOoOJOKaTOpaMU C LEIbI0 YMEHbIIIE-
Hus cuMnToMoB KT (Kak yCTOMUMBOI, TaK Y HEYCTOMYMBOI) PEKOMEHIO-
BaHa MauueHTaM ¢ UMIUTaHTUpoBaHHbIMU MK]I, mojgyyaroiuM Tepanuio
no nosoxy XCH (C).

6. AMUOJApOH MOKa3aH MallMeHTaM C LIEJIbIO JeUeHUs TeMOIUHaMUYe-
cku 3HaunMBIX KT 1 H2XKT B ciydae, eciii KapauoBepCHs W/MIIH KOPPEK-
1M MPUYMH BO3HUKHOBEHUS apUTMUU HE CMOTJIM YCTPAHUTD WU MIPENoT-
BpaTUTh ee paHHUI peuuaus (B).

Kaacc Ila

1. B uensax nepsuuHoil npodunaktuku BCC UK -Tepanusi, Komou-
HupoBaHHas ¢ buBeHTpuKkyasapHoit DKC, nokazana manuentam ¢ XCH
II-1V ®K 1o knmaccudpnkanuu NYHA (ocHOBHOI (hakTOp pHCKa), TTOJTy-
YalolUM ONTUMAJIbHYIO IEKAPCTBEHHYIO TEPATIUIO, Y KOTOPBIX JJIUTEIb-
HocTb KoMmIuiekca QRS Ha doHe cuHycoBoro putma npesbimiaet 120 mc,
KOTOpbIe UMEIOT 0JIAarONMPUSITHBI MPOrHO3 BHIKMBAHUS B T€UEHUE roja
u 6osee (B).

2. UK]I-Tepanus noka3zaHa naureHTaM ¢ pelUAMBUPYIOLIEH reMoIrHa-
muuecku cradbuiabHoii KT (0CHOBHOI (pakTOp pucKa), HOpMaJAbHON WU
o4ty HopManbHoi @B JIK, mosryyatonum ontumanbHoe jtedeHre XCH ¢
XOPOIIKUM (PYHKIIMOHATbHBIM CTATYCOM U MMEIOIIM 01aronpusITHBIA MPo-
THO3 BbIXKMBaHUS B TeueHue roga u oosiee (C).

3. buBeHtpukyasapHas OKC 6e3 dynkuuu MK uenecoodbpazHa s
npenotepanieHus BCC y manmento ¢ XCH III-1V ®K o NYHA, ®B
JIK menee 35% (ocHOBHbBIE (haKTOPhI PUCKA), IIUTEIBHOCTHIO KOMILJIEKCOB
QRS 160 mc (u1m o MeHbIei Mepe 120 Mc Mpy HATMYUW APYTUX TPU3HA-
KOB aCUHXPOHHOTO COKPAILEHUS KeTyT0YKOB), MOJyYalOIIUX TOCTOSTHHYIO
ONTHUMAJIbHYIO JIEKAPCTBEHHYIO TEPATIMIO U UMEIOIIUX OJIarONpUsSTHBIA MPO-
THO3 BBIXMBaHUS B TeueHue roja u oosee (B).

Kaacc ITb

1. AMyomapoH 1/muiu 3-aIpeHOOJIOKATOPHI MOTYT OBITh Ha3HAYEHBI Mally-
€HTaM C OCHOBHBIMU U BTOpOCTENEeHHbIMU (pakTopamu pucka BCC, nmony-
YalIMM onNTUMaibHOe JieyeHue no nooay XCH, KOTOpbIM HEBO3MOXHO
umrianTuponath MKJI.
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2. B uengax nmepsuuyHoit npodunaktuku BCC UKJI-Tepanus MoxeT
0o0CcyXaaTbCs Y MAllMEHTOB C HEUIIEMUYECKUMU 3a00JIeBaHUSIMU Cepala,
umetomux @B JIK ot 30 1o 35% (ocHoBHOI hakTop pucka), XCH I @K o
knaccudukauuu NYHA, nonyyaronyx mocTOSIHHYIO ONTUMAaJIbHYIO JieKap-
CTBEHHYIO TepaInio, ¢ XOpOIIMM (PYHKIIMOHAIBHBIM CTAaTyCOM M MMEIOIINX
01aronpUsITHBINA MPOrHO3 BKMBAHMS B TeueHUe roaa u 6osee (B).

Kaace ITT

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

2. MK]I-Tepanus He moka3aHa naiueHTam ¢ pedppakrepHoiit XCH, y koTo-
PBIX HE MperioaaraeTcs A0CTXKEHUE KOMITEHCALMU €€ TIPOsIBJICHU I 1 0J1a-
TOIPUSITHOTO MPOrHo3a (A).

Tak kak Ha oo BCC mpuxoautcs okosno 50% cmepteil y GONBHBIX C
XCH, 10 4pe3BbIYaiiHO BaXKHBIM BOITPOCOM SIBJISIETCSI TIEpBUYHAsI TPOpUIaK-
tika BCC. HbIMU cl10BaMU, Bpad JOJKEH YETKO MPEACTaBIATh HA KAaKOM
9Tare TeueHus 3a00JeBaHUS MAllMEHTY HY>KHO PEKOMEHA0BaTh UMILIaHTA-
muto MKJI. B Tabmune X.2.2. ipecTaBiIeHbI KJIACCHI TOKAa3aHWsI K MMILIaH-
taumu VK] B 11eJ1s1X IepBUYHON MPO(PMIAKTUKY B 3aBUCUMOCTH OT T'eHe3a
XCH, ®K XCH, Bemmunnabl @B JIK n Hammaust 2KA.

Tabnuya X.2.2
Mpumenenve UKO ans nepBuyHou npochunaktukn BCC y naumentoB ¢ XCH
(Bradley, 2009)

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

®K no

NYHA leHe3 XCH
Nwemuye- | Heuwemuyve- | Nwemuye- | Heuwemuyve- | Nwemuye- | Heuwemuye-

cKkull cKull cKkull cKkuli cKull cKkull

| ( He paHee

NYIHA 40 oHei no- Ilb | (HXKT +) Ilb | (HXT +) 1l
cne O/M)
| ( He paHee | ( He paHee

N\TIHA 40 nHeit no- 40 nHeit no- | (HXT +) 11}
cne O/M) cne OMM)
| (He paHee | ( He paHee

N\I(III*A 40 pHen no- 40 gHen no- | (HXKT+) 1l
cne O/M) cne OMM)

NYHA

Y 1] 11l 1] 1l 1] 1l

lMpumeyaHue: Pumckumu yughpamu 8 mabnuye nokadaH kracc nokasaxuli k umnnaHmauuu UK. ®B
JDK — ¢ppakyus ebibpoca negozo xenydoyka, XCH — xpoHuyeckasi cepdedHass HedocmamoyHOCMb,
HXXT — Heycmouyugasi xerydoqkosasi maxukapousi, OMM — ocmpabili uHgbapkm muokapOa, @K — hyHK-
UUOHanbHbIU Kracc.
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X.3. Crparndukanus pucka u npopuiaakruka BCC
y NAIUEHTOB ¢ OPAAMCUCTOJIMYECKMMH HAPYLIEHUsIMU PpUTMA
U MPOBOAUMOCTH

ITon TepMuHOM OpagapUTMHUN TTOHUMAOT IIMPOKKI CITEKTpP 3ab0ieBa-
HUIA, TTaTOreHe3 KOTOPBIX MPEAroiaracT, B TOM YKCJie, CHIKEHUE CUCTEM-
HoOro BbIOpoca B pe3yibrare ymMeHblIeHUss YCC BeieACTBHE HapYIIEHUS
MMITYJIbCOOOpa30BaHsI B CUHYCOBOM Yy3JI€ /WK paciipocTpaHeHUst (PpOHTa
JETTOJISIPU3ALIAY TT0 CTPYKTYpaM ITPOBOISIIIEH CUCTEMBI cepaia. Peanuzarus
BCC o 6pamnapuTMHUECKOMY CLIEHAPUIO MPOMCXOInT B 15% cirygaes [1-3].
BaxxHOo moHMMaTh, YTO HAJIMYMe OpaguapUTMUA, 0COOEHHO B COYETAHWUH C
cucrtoimueckon aucdynkuueit JI2K, mpenmnoiaract, TeM He MeHee, BBICO-
KW Y YMEPEHHBII PUCK PA3BUTHS JKEITYTOYKOBBIX TAXUAPUTMUIA Y OTHOTO
¥ TOTO Xe TTaleHTa.
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X.3.A. Cmpamuguxayus pucka u npogpunakmurxa BCC
Y nayuenmog ¢ OucynKyueii CUHOAmpUaIbLHO20 y3ia

Ha noJro malmeHToB ¢ CMHAPOMOM cj1abocTu cuHycoBoro y3ia (CCCY)
MPUXOIUTCS OKOJIO MOJIOBUHBI OT 0011Iero ynciia Beex uMruianTanmiit DK C
[4].

B otHowenun BCC y naHHoi#1 KaTeropuy maureHTOB IMPOrHO3 OYAET ornpe-
JEJISITHCS] BBIPAXKEHHOCThIO KITMHUYECKUX TIPOSIBIICHUI 1 TTPUPOI0ii OCHOB-
Horo 3abojneBaHus. CuuTtaercs, 4yTo npoBeaeHue nmocrossHHoit DKC ymyy-
aeT KIMHUIECKYI0 CUMITTOMATHKY, HO He MOIU(UIIMPYET MTPOTHO3 Y Tall-
eHToB ¢ CCCY. OnHako 3TU AaHHbIE ObUIU MOJYYeHbl JOCTATOYHO JaBHO
MPY TTPOBEICHU U HEOOJIBIINX, HEPAHIOMU3UPOBAHHBIX M HETIPOCTIEKTUBHBIX
ucciaegoBaHuit [5]. 3BecTHO, 4yTo OTCyTCTBUE MOocTOosiHHOM DK C y maiu-
eHToB ¢ CCCY comnpoBoxkaaeTcs yXyalleHueM KauyecTBa XXU3HU, MOBbIIIe-
HueM 3abosieBaeMOCTU U cMepTHOCTU. YTo Kacaetcss BCC, To cucremaTtu-
yecKasl OlIeHKa ee BKJIaJa B JI0JTI0 JIeTaTbHbBIX NCXOIOB Y 3TUX ITAlIMEHTOB He
MpoBoIMach [6].

Cmpamugukayus pucka

JAuncyHKIMS CMHOATPpUAIBLHOTO y371a, TPUBOAIIAs K BhIpakeHHOM Opa-
OUKapIMU WM T1ay3aM, MOXET MPOSIBISITbCSI OOMOPOKOM, MPeaooMopo-
KOM, T'OJIOBOKPYKEHUEM, TUIIOTECH3UEH, TIPOrpecCUeit CepaecuyHon Hemo-
cratouHocTH, creHokapaueii. BCC y mauuentroB ¢ CCCY Gonee BeposiTHa
MpU HAJIMYUU MPU3HAKOB CUCTOIMYECKON AucyHKImuu muokapaa JI2K.
IMatogusnonornuyecKkuM MexaHu3MOM IMOJOOHOTO CLIEeHAPUS SIBJISIETCS I -
TeJIbHas May3a aCUCTOJIMU Oe3 3aMellarolero putMa u,/mim 2KA, pa3BuBaro-
LIMECs B pe3yJibTaTe May30-3aBUCUMBbIX HAPYIICHUI penoisipu3alii, MaH -
decTranust KOTOPBIX, COMMPOBOXKIACTCS HAPYIICHUSIMU KaK CUCTEMHOM, TaK
U PETMOHAPHOM FeMOIMHAMUKM, IIPEXKIE BCErO, CO CTOPOHBI LEHTPAIBLHOMN
HepBHOM cucTembl. ClIeICTBUEM 3TOTO SIBJISIETCSI BEPOSITHOE BOZHUKHOBE-
HUE HEOOPaTUMBIX U3MEHEHUI CO CTOPOHBI XKU3HEHHOBaXKHBIX OPTaHOB 1
pa3BUTHE JIeTAJbHOTO ucxona. Hamuuue win oTcyTcTBUE NMPEACYIIECTBYIO-
LIEW CTPYKTYPHOU TTaTOJIOTUHU CEPLIA MOXKET UMETh ONpeAedIollee 3Haye-
HUe I aJanTallMOHHbIX U3MEHEHUI TTapaMeTPOB CEPIeYHOro BeIOpoca, a
3HAYUT IJISI XapaKTepa KIMHUYECKOTO TeUYSCHUSI apUTMUU. YKa3aHUs B aHaAM -
He3e Ha Takue (aKTopbl pUcKa KakK 3MM304bl CHHKOIIE, HAIMYME CTPYKTYP-
HOI1 TTaTOJIOTUM CepAlia, IIUTEIbHbIC CUMIITOMATUYHBIC TIay3bl AaCUCTOINN
npu npoBeneHun XM-DKI KoppeaupyioT ¢ HeOJaronpusiTHBIM MTPOTHO30M,
B ToM uucjie u B otHomieHUn BCC. Ilpu sTOM cienyeT UMETh B BUIY, YTO
KJII0YEBOE 3HaUCHUE UMEET CUMITTOMaTHYeCKasi 3HAYMMOCTD T1ay3bl, a He ee
JIUTUTENbHOCTD (Tab. VI.5).
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Ipoghunaxmuxa BCC

[MpoBeneHne mMoCTOSTHHOM TpeacepaHol u/wim nyxkamepHoit DKC y
nauueHToB ¢ CCCY ynydniaeT CMMOTOMATUKY U KAYECTBO XU3HU, YMEHb-
11aetT 3a00J1eBa€MOCTb U YaCTOTY Pa3BUTUS GUOpWILISLIMU TTpeacepaui [7].
OtnasieHHbIE pe3yabTaThl TpuMeHeHus octostHHo DK C u ee BiusiHue Ha
BBDXKMBAEMOCTb U Ha yacToTy pa3Butus BCC, Ha ceronHsIIIHUIA 1eHb, HEU3-
BECTHBI.

X.3.b. Cmpamughukayusa pucka u npogpunakmuxa BCC y
nayuenmoes ¢ napywienuamu AB- u enympuosicenyoouxkoeoi
npoeooumocmu

TeueHue 3a0607eBaHU, COMPOBOXAAIOLIMXCS HapylleHussMu AB- 1 BHY-
TPUKETYA0UYKOBOW MPOBOAUMOCTU, OLIEHUBAJIOCH B HECKOJbKUX HEPaHIO0-
MU3UPOBAHHBIX U 00CEPBALIMOHHBIX MCCIen0BaHUsIX [8, 9], B KOTOPBIX ObLIO
YCTaHOBJIEHO, YTO JaHHBIE COCTOSIHUSI YaCTO aCCOLIMUPYIOTCSI C CUHKOIIE U
npecuHkone u peako — ¢ BCC. IIposeaeHue noctositHHoit DKC nmpuBoaut
K YIy4IIEHUIO KayecTBa KU3HU, a uTo KacaeTcsi BCC, To ObLIM MOJydyeHbI
HEOQHO3HAUYHbIE TaHHBIE.

Hapywenus AB-nposedenus

BnaronpusTHBIN MPOTHO3 XapaKTepeH s nmaluueHToB ¢ AB-6nokanoit
I crenenu u Il crenenu (Mob6ur 1), Torma kak nmpu AB-6mokane 11 cre-
nenu (Mobuir 2), pu pa3BUTUU MHTparucuaabHON MM MHQparucuaib-
HOIi GJI0Ka/l OTMEUYAeTCs MIPOrpecCUpOBaHUe HAPYILIEHUIA IIPOBOAMMOCTH B
AB-6n0kany III crenenu (cMm. Taba. VI.5), yTo TpeOyeT NMpoBeneHUs TOCTO-
aHHoit DKC [10].

AB-06nokana 11 crenenu yaiie Bcero Bcrpeuaercst npu MBC nnm nerene-
paTUMBHBIX 3200JIeBaHUSIX ceplia. B HECKOIBKMX HEOOIbIINX HEPAHIOMU3H -
POBaHHBIX UCCIIEOOBAHUSIX OBLIO TTOKa3aHo, 4yTo roctosiHHast DK C yBenu-
YUBAET XapaKTePUCTUKHU BbIKMBAEMOCTHU y 3TUX MaliueHToB [10].

Jleyx- u mpexnyuroguie 610Ka0bl

JlaHHBIe, TTOTyIeHHBIC B IPOCTICKTUBHBIX UCCICIOBAHUSIX Y ACUMIITOMA-
TUYHBIX TTAIIIEHTOB C XPOHUYECKOU IBYXITYyYKOBOI OJI0KAmOii, CBUIETEThb-
CTBYIOT 00 OTHOCUTEJIBHO MEIICHHOM ITPOTPECCHUPOBAHNH 3a00JICBaHUS B
AB-6nokany 111 crerrenn [10]. Tem He MeHee, Y 3TOIT KaTETOPUY MALIMEHTOB
OTMeYaeTCsI OTHOCUTENBHO YacToe pa3putre BCC, cBsI3aHHOE ¢ BOSHUKHO-
BEHMEM 3JI0Ka4eCTBEHHBIX XKeJTYTOYKOBBIX TaXUapuTMUil. PakTopaMu prcKa
BCC apnstrorest UBC, XCH u/umm ipekiioHHBI Bo3pacT [ 11]. M3BecTHO, 9TO
y IMAIIMEeHTOB C IBYX- U TPEXITyYKOBOI OJIOKAIOM, Y KOTOPBIX UMEIOTCS YKa-
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3aHMSI B aHAMHE3€ Ha SMU30/Ibl CUHKOIIE, a TAKXKE Y MallMeHTOB C UHTEPMMU -
tupymwoltieit AB-61okanoii I11 crerenu vaiie passusaetcs BCC. ITpoBeneHue
noctossHHO DK C He3HauUUTeTbHO YMEHBIIAET YACTOTY €€ BOSHUKHOBEHUSI
[12]. Cy1iiecTBYIOT IPOTUBOPEYMBBIE TAHHBIE O MPOTHOCTUYECKOM 3HAYEHUM
yIJMHeHHoro uHTepBaia HV B oTHomeHnuu pucka passutusi BCC Beien-
cTBUE OpaguapuT™Muii. B psime paboT moka3zaHo, UTo HaJiMuKe uHteppasia HV
>75 MC SIBJISIETCS CJTA0bIM MMPOTHOCTUYECKUM MPU3HAKOM, a €T0 YBEJIMYEHUE
6o0see 100 MC CBUAETENLCTBYET O KpaiiHe BHICOKOM PUCKe U TpeOyeT He3a-
MeJIMTEILHOTO Havajia nposeaeHus noctosstHHoit OKC [13—15].

Posb 610Kkan Hoxkek cucteMbl ['uca-ITypkuHbe Kak He3aBUCUMOTO Tpe-
nukropa BCC takke HeonHo3HauHa. [1peamnonaraeTcst, 4To NpUCOSIUHEHNE
0J10Kabl OMHOM U3 HOXEK Mmydka ['Mca mprupaBHUBAETCSI K BOSHUKHOBEHUIO
JIOTOJIHUTEJIbHOTO MPpOTrHOCTUYecKoro pakTopa pucka BCC.

VY nauueHToB 0€3 BBIPAXKEHHOU CTPYKTYpHOU MaToJOrMu cepaua ¢hakT
HaJIMYMS WIM TTOSIBJIEHUS OJTOKAIbl OTHOM U3 HOXKeEK Imyuyka ['rca He accoliu-
UpyeTcs ¢ yxyauieHueM nporHo3a B oTHoleHur BCC. C npyroii CTOpOHBI,
IS TAllMeHTOoB, nepeHecinx OMM, KoTopbIM MpOBOAUIACH TPOMOOJIUTU -
yeckasi Tepanus, HaTu4ue Wi MpucoeauHeHre 6JJ0Kaa HOXEK B CUCTEME
T'uca-IlypkuHbe SIBASETCS AOMOJHUTEIbHBIM (haKTOPOM, OOYCIOBIMBaIO-
M puck passutust BCC [16—18].

Bpoxcdennas AB-6a0xada

B psige uccnenoBanuii ObLI0O MoKazaHo, 4To uMmIianTanus DKC moxer
YAYYIIUTh BBDKMBAEMOCTh Y MALIMEHTOB C BPOXKIEHHOM ITOJTHOM IoIepey-
Hoii 610kanoii [18—20]. BCC MoxeT ObITh IepBOii MaHU(ecTaluel BpoX-
JNEHHOI MOJIHOM MoIepevyHol 010Kaabl Y paHee aCUMIITOMHBIX MallMeHTOB
0e3 CTPYKTYpHBIX 3a00jeBaHuli cepaia. Mexanusmamu BCC y naHHo# KaTe-
TOpUU MALMEHTOB MOTYT SIBJISITbCS KaK MM 30bI ITOJTHOM TTOIepevyHol 6J10-
Kazbl C OTCYTCTBMEM KaKOTro-I1M00 3aMelIaloliero puTMa, Tak u Opaan3aBu-
CHUMBbIE 3710KaUeCTBEHHbIE XKeJTyTOUKOBbIC TAXUAPUTMUU.

VY naHHOI1 KaTeropyuu MayMeHTOB yBeJuuyeHrue uHtepsaia QT, Haauuue
pPaHHUX TMOCTACHONSIpU3aLMi U AucHepcus pedpakTepHOCTH MUOKapaa
JKeJIyIOYKOB CITOCOOCTBYIOT BO3HUKHOBeHUIO (paTaibHbix KHP, peanusye-
MBIX 110 MexaHu3My long—short™ [20, 21]. Y maimeHTOB ¢ BpOXIEHHOI 1aTO-
JIOTHel TpoBOsIIIEN cucTeMbl ceplia K (pakropam pucka BCC oTHocsTCS:
Hanuune YCC menee 50 B MuHyTy, yminHeHue uHtepnaia QT, Hanuune
CTPYKTYPHOM I1aToJI0TUM cepaua [22].

* JJIMHHasA—KOPOTKas MoCaea0BaTCIbHOCTb
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AB-6a0xada nocae P4-abaayuu uru P-moougpuxayuu AB-
coedunenus

ITpobnema BCC gBnsgeTcst akTyaJabHOM y MallMeHTOB, nepeHecmmx PYA
AB-coenuHenus, B Tom uncie B Bapuante PU-momndpukammm AB-coenHenus,
TaK KakK y 3TOil KaTeropuu OOJBHBIX 37m0KadecTBeHHBIe 2KHP Bo3HUKaT
B 2—3% ciy4aeB, OCOOEHHO Y JIMI C BbIpaxXeHHbIMU mposiBaeHussMu XCH
[23, 24]. MexaHU3M 03710KAYECTBIEHUST apUTMUYECKOTO CUHIPOMA B 3TOM
KOTOpTe MaIleHTOB OCTAeTCsI O KOHIA HesICHbIM. CumMTaercsl, 9YToO MMeeT
3HaAYCHUE OPaan3aBUCUMOE YBEJIMICHIE BPEMEHH PETTOISI PU3AITNT JKETyI0q -
KOB 1 XapaKTEePUCTUK MX pepaKTepHOCTHU B IIEPBBIC CYTKM MOCTIE TIPOBEIC-
HUS PagrovIacTOTHON a0y Wik Moaudukamu AB-coenmHeHns, 1 0co-
OCHHO B TeX CIIyJasiX, KOTIa HapyIICHNUS PETIOISIPU3aIli MMEINCh NCXOTHO
[25, 26]. [Tpodmnaktnka BCC B 3THX city4asix 3aKJIIOYaeTcsl B MPOBEACHUN
BDKC ¢ oTHOCHTETHHO BBICOKOI YacToToil n DKI'-MoHUTOpMpPOBAHUS TIEp-
BBIe 24 Jaca mocJie JTaHHOTO MHTEPBEHIIMOHHOTO BMEIIATEIbCTBA.

ITo manueiM Zehender et al. mociie umruantaunu DKC 12—31% mauu-
€HTOB YMHUPAIOT BHE3AITHO B TeUCHHUE MOCIICAYIOIETO TIeproaa HaOTIoIeHUS
[27]. ABTOpBI TaK3Ke OTMETUIIN TOT (haKT, YTO B T€UEHHME TIEPBOTO I'OJIa IOCe
nMmrutantanmy DK C yacrora pazsutust BCC 0Oblia B TpM pa3a BhIIIE, YeM B
TOCIICAYIONINE TONBI. DTO COTJIACYeTCS C OTeYECTBEHHBIMM TaHHBIMU, CBH-
netenbcTBytomuMu o 10% yactore BosHukHoBeHMs BCC mociie umIniaHTa-
i DK C u nposenennst PYA AB-coennmHeHns y MallMEHTOB C XpPOHUYECKOM
opmoii pubpmmstiu ipencepnuii [ 10, 28]. [Ipenmomaraercs, 9To HapyIe-
HUSI 9YyBCTBUTEILHOCTH YCTPOMCTBA WJIM IIPOBEICHNE CTUMYJISIIINU B aCH-
XPOHHOM peXXnMe CITocoOCTBYeT MHUIINAINY 310KauecTBeHHBbIX 2KHP [10].

OTmenbHYIO TPYINY PUCKa MPEICTaBISIOT 00abHBIE ¢ AB-y310BOit
peuupokHoit Taxukapaueit (ABYPT) Ha ¢onHe mpencymecTBytoei
AB-6n0okans! 1 crenenn. PU-moaudukanus AB-coenquHeHus:, nMeromas
nenbto snumMuHauuio ABYPT, B aTux ciaydyasix MOXeT ObITh CBsI3aHA C pUCKOM
ycyryonenus HapyiieHuit AB-tiposenenusi, u Bo3moxHo, BCC. Mertonuka
PU-momudukanuu AB-coennHeHus, pa3paboTaHHas OTeUYeCTBEHHBIMU
aBTOpaMM, TTO3BOJISICT UCKIIIOUUTD 3TOT pUCK [29].

Pexomendavuuu no npogpunsaxkmurxe BCC

IIpogedenue nocmosinnoi dsyxxkamepuoit IKC 6 coomeemcmeuu ¢
Hayuonanvnvimu pexomendavuusmu no nposedenuro IKC [7] y nayuenmog ¢
Hapywenusmu AB-nposedenus yryuuiaem cUuMnmoMamuKy U Ka4ecmaeo JCUsnu,
ymeHvutaem 3abonesaemocme. Jannvie o eausHuu nocmosunoit IKC e omoanen-
HOM nepuode HAOAIO0CHUS HA BbINCUBAEMOCMb U 8eposimHocmb passumusi BCC,
Ha ce200HAWHUIL 0eHb, NPOMUBOPEUUBYL.



. Ctpatngukaumns pucka n npopunaktmka BCC 123

10.

11.

12.

13.

14.

15.

16.

17.

Cnucok Jureparypbl

. Bayes de Luna A, Coumel P, Leclercq JF. Ambulatory sudden cardiac death:

mechanisms of production of fatal arrhythmia on the basis of data from 157 cases.
Am Heart J 1989;117:151-159.

. Leclercq JE, Coumel P, Maison-Blanche P, et al. [Mechanisms determining sudden

death. A cooperative study of 69 cases recorded using the Holter method]. Arch Mal
Coeur Vaiss. 1986, 79(7):1024-33.

. Panidis IP, Morganroth J. Sudden death in hospitalized patients: cardiac rhythm

disturbances detected by ambulatory electrocardiographic monitoring. J Am Coll
Cardiol. 1983,;2(5):798-805.

. Feruglio G, Rickards A, Steinbach K. Cardiac Pacing in the world: A survey of the

state of the art in 1986. Pacing Clin Electrophysiol 1987, 10: 768-77.

. Shaw DB, Holman RR, Gowers 1. Survival in sinoatrial disorder (sick-sinus

syndrome). Br Med J 1980, 280: 139-41.

. Rosenqvist M, Brandt J, Schuller H. Long-term pacing in sinus node disease: effects

of stimulation mode on cardiovascular morbidity and mortality. Am Heart J 1988,
116:16-22.

. Knunuueckue pexomenoayuu BHOA no npogedenuro KIUHUYECKUX 21eKMpodu3uo-

JO2UYECKUX UCCTIe008ANUI, KAMEMePHOU (Paouovacmomno) abnayuu u umMnian-
mayuu Kapouocmumyisimopos, Kapouosepmepos-0epuopuiisimopos y OOnbHbIX ¢
HapyweHuamu pumma cepoya (2015 2.)., 518 c.

. McAnulty JH, Rahimtoola SH, Murphy E et al. Natural history of ‘high-risk’ bundle-

branch block: final report of a prospective study. N Engl J Med 1982; 307: 137-43.

. Dhingra RC, Denes P, Wu D, Chuquimia R, Rosen KM. The significance of second

degree atrioventricular block and bundle branch block. Observations regarding site
and type of block. Circulation 1974, 49: 638-46.

Apoawee A.B., [canoxceasa A.O., JKenaxos E.I. [locmosnnas snekmpoxapou-
ocmumynayus u oeubpunnayus 6 kiunuuecxkou npaxmuxe. MEJJIIPAKTHKA-M,
2007, 224 c.

Denes P, Dhingra RC, Wu D, et al. Sudden death in patients with chronic bifascicular
block. Arch Intern Med 1977, 137: 1005-10.

Peters RW, Scheinman MM, Modin C, et al. Prophylactic permanent pacemakers for
patients with chronic bundle branch block. Am J Med 1979, 66: 978-85.
Scheinman MM, Peters RW, Suave MJ et al. Value of the H-Q interval in patients
with bundle branch block and the role of prophylactic permanent pacing. Am J
Cardiol 1982;50: 1316-22.

Scheinman MM, Weiss AN, Shafion E, Benowitz N, Rowland M. Electrophysiologic
effects of procaine amide in patients with intraventricular conduction delay.
Circulation 1974; 49: 522-9.

Tonkin AM, Heddle WF, Tornos P. Intermittent atrioventricular block: procainamide
administration as a provocative test. Aust N Z J Med 1978, 8: 594-602.
Clemmensen P, Bates ER, Califf RM et al. Complete atrioventricular block
complicating inferior wall acute myocardial infarction treated with reperfusion
therapy. TAMI Study Group. Am J Cardiol 1991; 67: 225-30.

Behar S, Zissman E, Zion M et al. Prognostic significance of second-degree
atrioventricular block in inferior wall acute myocardial infarction. SPRINT Study
Group. Am J Cardiol 1993; 72: 8§31-4.



124 X. Ctpatugpukaums pucka v npopunaktnka BCC

18. Berger PB, Ruocco NA, Ryan TJ, et al. Incidence and prognostic implications of
heart block complicating inferior myocardial infarction treated with thrombolytic
therapy: results from TIMI II. J Am Coll Cardiol 1992; 20: 533-40.

19. Sholler GF, Walsh EP. Congenital complete heart block inpatients without anatomic
cardiac defects. Am Heart J 1989; 118: 1193-8.

20. Michaelsson M, Jonzon A, Riesenfeld T. Isolated congenital complete atrioventricular
block in adult life. A prospective study. Circulation 1995; 92: 442-9.

21. Michaelsson M, Engle MA. Congenital complete heart block: an international study
of the natural history. Cardiovasc Clin 1972; 4: 85-101.

22. Solti F, Szatmary L, Vecsey T, Renyi-Vamos F, Bodor E. Congenital complete heart
block associated with QT prolongation. Eur Heart J 1992, 13: 1080-3.

23. Silka MJ, Manwill JR, Kron J, McAnulty JH. Bradycardiamediated tachyarrhythmias
in congenital heart disease and responses to chronic pacing at physiologic rates. Am
J Cardiol 1990, 65: 488-93.

24. Priori SG, Aliot E, Blomstrom-Lundqvist C, et al. Task Force on Sudden Cardiac
Death, European Society of Cardiology. Summary of recommendations. Eur Heart J
2001; 22:1374-450.

25. Kappos KG, Kranidis AJ, Anthopoulos LP. Torsades de pointes following
radiofrequency catheter His ablation. Int J Cardiol 1996, 57: 177-9.

26. Satoh T, Zipes DP. Rapid rates during bradycardia prolong ventricular refractoriness
and facilitate ventricular tachycardia induction with cesium in dogs. Circulation
1996; 94:217-27.

27. Zehender M, Buchner C, Meinertz T, Just H. Prevalence, circumstances, mechanisms,
and risk stratification of sudden cardiac death in unipolar single-chamber
ventricular pacing. Circulation 1992; 85: 596-605.

28. Apoawes A. Knunuueckas apummonocusi. M, Meonpaxkmuka-M, 2009 .

29. Ardashev A, Makarenko A, Zhelyakov E, Shavarov A. Atrioventricular Nodal
Reentrant Tachycardia Treatment using Novel Potential. Asian Cardiovasc Thorac
Ann 2010,18:529-535.

X.4. BCC npu kapauoMuonaTusix

[Mox KaparoMUONATUSIMU ITIOHMMAIOT 3a00J1eBaHMsI MUOKAap/ia, IPY KOTO-
PBhIX (DUKCUPYIOTCSI CTPYKTYPHBIE M/WIN (DYHKIIMOHAIbHBIC HApYIIICHUS B
OTCYTCTBHME KOPOHAPHOTIO aTepocKiiepo3a, TMIePTOHUM, BPOXKICHHbIX MU
MPpUOOPETEHHBIX TOPOKOB cepaiia. KapanoMuonaTuy MpUHITO pa3aeisiTh
1o MOP(OJIOrMYECKUM IIpU3HAKAM Ha FUIIEPTPO(UUECKYIO, IMIATALMOH-
HyI0 1 pecTpukTBHYI0 KMII, apuTMOreHHy10 AMCIIa31I0 TIPaBOTo KeJy-
IoYKa, a Takke Hekmaccupuuupyemyto dopMy. B cBoro ouepenb, Kaxkablii
M3 BUIOB IOAPA3IL/ISIETCS Ha CEMEIHYIO WM TeHeTUYECKH 00YCIOBIEHHYIO
(dopMy 1 Ha HeceMeitHy10 (hopMy.

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

HunatauuonHas Kapauomuonatus (JAKMII) — rpynna 3aboneBaHui
(beHoTUIIMUECKM OOBEIMHEHHBIX HAIMYMEM HapYIIEHHUS] CHUCTOJIMYECKOM
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(yHKIIMM JTIEBOTO XeJIylouyKa 1 ero AujiaTallii, KOTOpble pa3BUBAIOTCS He
BCJIEICTBME TEMOIMHAMUYECKON Teperpy3ku (13-3a TOpoKa VI TUIIePTO-
Huu) u He BeaenctBue MBC. Tlpu aToM paciuupeHue mpaBoro Kejayaouyka
MOXeT TaKKe (DMKCUPOBAThCS, HO 3TO HE SIBJISIETCS] TUarHOCTUUECKUM KPUTE-
puem JJKMII. BeinensioT cemeiiHyto popMy ¢ MI3BECTHON MyTallMii U ceMeii-
Hy10 (hOpMY C HEM3BECTHBIM TUIOM MyTalmu. Cpenn HeceMeiHbIX (hopMm
Boiaesisitor JIKMIT BcneactBue Muokapauta, 6ose3nb Kasacaku, JTKMIT
aCCOLMUPOBaHHYIO ¢ 6epeMeHHOCTbI0, S3HAoOKpUuHHbIE JIKMII, ankorob-
HYlI0, TaxuKapauTuueckyro opmsl, JIKMII BeiencTBre ype3MepHOro yro-
TpeOJIeHUs ceJieHa, KapHUTUHA, THAMUHA U T.11.

ITatuneTHs1s BBLKMBAEMOCTb cpeau eBporneouaHoi pacel npu JKMIT no
BHEIPEHUST COBPEMEHHBIX MHTEPBEHIIMOHHBIX METOOB JICUEHUSI COCTABIISIA
31,4% [1]. CMepTHOCTb OT JaHHOM MaTojioruu yeeanyusaercs ot 0,10 10 1,16
Ha 10 000 cpeau My>kunH B Bo3pacTe oT 35—39 no 55—57 ner [2]. [1pu aTom
Ha noo BCC npuxonurces 20% ciydaeB cMepTH |3, 4].

BCC n10oBoIbHO peKo CYKUT MEPBLIM MTPOSIBIEHUEM 3a00JI€BaHUS, Yallle
BCTpeYaeTcs y NaleHTOB C MPpU3HAKaMU ITPOTrPeCCUPYIOLIETro TeueHUsI 3a60-
JieBaHus |5, 6]. B GonbimHcTBE ciyvaeB K anu3onaM BCC nmpuBoOIsT Xu3-
Heyrpoxatouiue KA [7].

Tenemuueckuit anarus

Llenecoobpa3Ho obcienoBaTh POACTBEHHUKOB MEPBOIi JMHUM POJCTBA,
0CO0eHHO B cliyyae 3yokadyecTBeHHOro teueHus JKMII u npu Hanuyum
MaTOJIOTMYECKOTo (DeHOTHUIIA, TTO3BOJISIONIEIO 3aII0103PUTh TEHETUYECKYIO
myTauuoo [8]. Ha ocHOBe MMeIomuXcsl JaHHBIX TeHEeTUYECKU aHaIu3 Ha
BbIsIBIeHUE MyTauuu B reHe LMNA MoxeT urpath pojib B cTpaTU(UKALIU
pucka BCC npu IKMII [9, 10]. OnHako B OOJBIIMHCTBE CyYaeB, MyTallu-
OHHBII CKPUHMHT MpobaHaa obianaeT HU3KOM 3((hEeKTUBHOCTbIO (MeHee
20% nipu uzoaupoBaHHoii JIKMII 6e3 comyTCTBYIOLIETO TOPAXKEHMSI CKEJIeT-
Ho# Myckynatyphl) [8]. CtaHaapTHBII HAOOP METOAMK MPU 00CIETOBAHUU
BKJIIOYAET CEMEMHBII aHaMHe3 He MeHee TpexX MOKOJIeHU (C OLEHKOM CITy-
yaeB XCH, IKMII, tpancriantauuu cepaia, BCC, HapymeHuit cepaey-
HOTO pUTMa U TIPOBOJIUMOCTU, MHCYIbTa WU APYTUX TPOMOOIMOOINYECKUX
OCJIOXKHEHMUI), a TakKe (pu3uKaibHbIi ocMoTp, DK, Oxo-KI', XM-OKI (B
ciyyae BCC npobGaHna).

Pexwwen@auuu no ceHemu4ecKkomy mecmupoeanuro

Kaacc 1
1. V¥V Bcex mauueHToB ¢ IKMII pekomeHayeTcs TiaTEAbHOE U3YyYEHUE
ceMeifHOro aHaMHe3a He MeHee YeM B 3 TTOKOJIEHUSX (A).
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2. PekoMmeHayeTcst KapMoJIOTMUeCKUii CKPUHUHT POACTBEHHUKOB TIep-
BOI IMHUU poACTBa: aHaMHe3, ocMoTp, DKI', Dxo-KI', XM-OKI (B ciyyae
cMmepTu npodanaa) (A).

3. Ilpu BbIsIBIEHUM Y POACTBEHHUKOB Npu3HakoB JKMII pekomeHmy-
eTCsl PeryJIsipHOe KapauoJOrMuyeckoe o0cieloBaHWe, HaulHasi C PaHHEro
netctBa (rpu JaMuHomnatusix ¢ 10—12 net) kaxapie 12—36 mecsies o 10
JeT, Kaxable 12—24 mecsues g0 20 yieT u najee Kaxunbie 2—5 et 1o 50—60
JIET U KapAUOJOTUYECKUI CKPUHUHT TOTOMKOB MPOoOaHIa KaxI0ro rnocjie-
aytolero nokosneHus (B).

4. Eciu npusHaku JKMIT y poncTBEeHHUKOB He OOHApYXKEeHbI U TEHETU-
YecKoe TeCTUPOBaHME HEBO3MOXXHO, PEKOMEHIYETCS PETYJISIpHOE Kapau-
0JIOTMYECKOE 00C/IeI0BaHNE, HAYMHAs C PAaHHEro JAeTCTBA Kaxable 12—36
MecsiueB 1o 10 net, kaxnbie 12—24 mecsues go 20 jieT u jajiee Kaxkabie 2—5
net 1o 50—60 ner. (B).

5. Ilpu BeisiBAeHuun y npodanna ¢ JIKMII B pe3ynbrate reHETUYECKOTO
TECTUPOBAHUSI IPUUMHHOK MYTalluM PEKOMEHIyeTCsI TeHETUUECKUIA CKPU-
HUHT pOACTBEHHUKOB MePBOil IMHUU poacTBa (B).

6. Ecin mpuYMHHBIE MyTallUK Y POACTBEHHUKOB OTCYTCTBYIOT, CJEAyeT
NpeKpaTUTh AajbHelee oocaenoBanue (C).

7. Ecivi NpU4MHHbBIE MyTallMU Y POICTBEHHUKOB OTCYTCTBYIOT, HE CJIeyeT
MPOBOAUTH FeHETUYECKOe TeCTUpoBaHue MOTOMKOB (C).

Kaacce Ila

[Tpu BBIABIEHUY TIPUIMHHBIX MyTallUil Y POJCTBEHHUKOB OECCUMITTOM -
HBIX HOCUTEJIeI MPUIMHHBIX MyTallMil PEKOMEHIYeTCsI PeTYIsIpHOE Kap/Iu-
osiornyeckoe odcnenoBaHue exerogHo ¢ 10 go 20 et u nanee kaxnpie 1—3
roia ¢ UCHOJb30BaHUEM JOMOJHUTEIbHBIX METOJOB OOCIEeI0BaHUS TIPU
HeooxoaumocTu (C).

Cmpamugurauus pucka

IMonxonwl k cTpatudukanmu pucka BCCy nanuenTon ¢ IKMIT He oTiiu-
YaroTCsl OT T€X, KOTOPBIE MCIIOIb3YIOTCS IIPU CTpaTU(UKALIMK PUCKaA Y Al -
eHToB ¢ XCH Heumemunueckoro reHesa (taou. VII.2.1). ITpu AKMII kpaitte
Beicokuit puck BCC accounupoBaH ¢ MyTauusimu B reHe LMNA

Pekomendayuu no npogpurakmuxe BCC

Kaacc 1

1. AnmexBaTHoe MenukaMeHTo3Hoe yneyeHrne XCH corimacHo Tekymmm
HaumonansabeiM PekoMenganmsm 1o JieueHnio XCH, Bkimrouaroliee oos13aTelib-
HOe Ha3zHavyeHHe (IIPY OTCYTCTBUM ITPOTHUBOIOKA3aHUI 1 TTOOOYHBIX 3 deK-
TOB) B-anpeHo610KkaTopoB (A), HAIID (A), aHTarOHMCTOB anbAecTepoHa (A).
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2. B uensx sropuyHoii npodwnakruku BCC UK]I-Tepamnust pekoMeHm0-
BaHa marMeHTaM, BbDKMBIIUM Ttocsie P2K uiny reMonMHaAMUYECKU HecTa-
ounbHoUl KT (ocHOBHBIE (PaKTOPHI pUCKa), KOTOPbIe HE ObUIM CBSI3aHbI C
00paTUMBIMU MPUYMHAMU U KOTOPBIE MOJYYaIOT MOCTOSIHHYIO ONTUMAasb-
HYIO MEAMKAMEHTO3HYIO TEpaIuio, UMEIOT XOPOIIUiA (PYHKIIMOHATbHbIN CTa-
Tyc™ ¥ 6JaronpUsITHBIN MPOTHO3 BIKMBAHUs B TeueHKe roaa u 6osee (A).

3. B uensx nepsuuHoii npodunaktuku BCC MK/ -Tepanusi peKoMeHI10-
BaHa MalyeHTaM C HeUIlIeMUYeCKUMU 3a00IeBaHUSIMU CepALa, UMEIOIIUM
®B JIXK menee 35% (ocHoBHOi1 daktop pucka), XCH I1-I11 ®K mno knac-
cudukanuu NYHA, nojydyarommm nNocTOSIHHYIO ONTUMAJIbHYIO JIEKapCTBEH-
HYIO TEPaIuio, C XOPOIIUM (PYHKIIUMOHATBHBIM CTATYCOM " ¥ UMEIOIIMM 6J1a-
TOMPUSTHBIA MTPOTHO3 BBXKMBAaHUS B TeYeHUE roja u dosee (A).

4.V nauueHTtoB ¢ KT (0CHOBHOI1 (hakTOp pHrcKa) 110 MEXaHU3MY re-entry
no HoxkaM mydka ['mca (bundle branch reentry), BepuduiimpoBaHHON! B
xozie aHAoKapauaibHoro DMU, nokazaHo NpoBeaeHUe KaTeTepHOit abJisi-
wuu ITHIIT (C).

5. ConyTcTBylOIIIas Tepanusi aMMOJapOHOM, COTAJIOJIOM B BUJIE€ MOHO-
Tepanuy WIK B COYETAaHUU C [3-aapeHOOJOKATOPAMU C LEIbI0 YMEHbIIIE-
Hus cuMnToMoB KT (Kak yCTOMUMBOI, TaK Y HEYCTOMYMBOI) PEKOMEHIO-
BaHa MalyeHTaM ¢ uMIuianTupoBaHHbIMU MK]I, monyyaromumm Tepanuto no
nosoxy JIKMII (C).

6. AMUOJApOH MOKa3aH MallMeHTaM C LIEJIbIO JeYeHUs TeMOIUHAMUYe-
cku 3HaunMbIX KT u HXKT (ocHoBHbIe hakTOopsl pucka BCC) B ciyuae,
€CJTM KapIuOBePCUsT U/WI1 KOPPEKIIUS IPUIMH BOSHUKHOBEHUS apUTMUM
HE CMOIJIM YCTPaHUTb WY MPEAOTBPATUTh €€ paHHUI peuuaus (B).

Kaacc Ila

1. B uensix nepsuuHoit mpodunaktuku BCC UK/ -Tepanusi, KOMOMHUPO-
BaHHas ¢ OuBeHTpUKYIsipHOit DKC, mokaszaHa nauenTtam ¢ JIKMITu XCH
ITI-IV ®K o NYHA (ocHOBHOI1 (hakTOp prCKa), MOTydatolM ONITUMATb-
HYIO JIEKapCTBEHHYIO TEpaIuio, y KOTOPBIX IJIUTEIbHOCTh KoMILiekca QRS
Ha hoHe CUHYCOBOTro pUuTMa MpeBbIiaeT 120 Mc, KOTOpble UMEIOT OJIaronpu-
SITHBI TTPOTHO3 BbIXKMBaHUS B TeueHMe roaa u 6oee (B).

2. UK]I-Tepanus nmokazaHa naluueHTaM ¢ pelUAMBUPYIOLIEH reMoarHa-
muuecku ctabunbHoi KT (ocHOBHOI (hakTOp prcKa), He3HAYUTEIbHO CHU-
sxxeHHO# @B JI2K, morygyaiommm onTuMaibHoe JiedeHre 1o mosomy JIKMIT ¢
XOPOIIUM (DYHKIIMOHAJTBHBIM CTATYCOM U UMEIOLIMM OJ1aronpusITHBIN Mpo-
THO3 BbIXKMBaHUS B TeueHue roga u ooiee (C).

* 0 METOIMKaX MPOBeeH!sI OlIeHKU (hYHKIIMOHAIILHOTO CTATyCa MOXHO MPOYUTATh Ha caiiTe
http://www.chcr.brown.edu/pcoc/functi.htm
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3. busenTtpukynsipHas OKC 6e3 pynkunu MKJI nenecoodbpasHa ajis rpe-
norBpaieHns BCC y manmentos ¢ IKMIT u XCH III-1V ®K no kinaccu-
dukanun NYHA, @B JIK menee 35% (ocHOBHOI (paKTOp pycKa), IJIUTEb-
HOCThIO KoMILieKcoB QRS 160 mc (v11 o MeHblieit Mepe 120 Mc npu HaIK-
YUK APYTMX MPU3HAKOB ACHHXPOHHOTO COKPAIIEHUSI KeJTyI0YKOB), IOy~
YalOIIMX TTOCTOSIHHYIO ONITUMAJIbHYIO JIEKapCTBEHHYIO TePAITUIO, MMEIOIINX
0JIaroNpUSITHBIN MPOrHO3 BBIXKMBAHUS B TeueHue rona u 6oee (B).

Kaacc ITb

1. AMyuomapoH 1/uiu (3-aIpeHOOJIOKATOPHI MOTYT OBITh Ha3HAYEHBI Mally-
€HTaM C OCHOBHBIMM U BTOpocTeneHHbIMU (pakTopamu prcka BCC, moiy-
YalollM ONTUMaJIbHOE JieueHue 1o 1moBoay XCH, KOTopbIM HEBO3MOXHO
umriantTuponath MKJI.

2. B nensx nepsuyHoit nmpodunaktuku BCC UKJI-Tepanus MoxeT
ob6cyxnarbes y naruentoB ¢ JIKMII, umetomux @B JIXK ot 30 mo 35%
(ocHoBHOI akTop prcka BCC), XCH I ®K 1o knaccudpukannm NYHA,
MOJYYaIOIIUX TOCTOSIHHYIO ONTUMAJIbHYIO JIEKAPCTBEHHYIO TEPATUIO, C XOPO-
UM (PYHKIMOHAJIBHBIM CTaTyCOM M MMEIOIIMX OJIArONPUSITHBIN TIPOTHO3
BbIXKMBaHUs B TeueHue roaa u 6osee (B).

Kaace I

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

2. UK]I-Tepanus He moka3aHa naiueHTaM ¢ pedpakrepHoiit XCH, y koTo-
PBIX MaJIOBEPOSITHO AOCTHKEHME KOMIIEHCAIIMU M OJIATONPUSTHOTO TIPO-
rHosa (A).
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X.4.b. Cmpamuguxayua pucka u npogunaxmuxa BCC
Y nayuenmoe ¢ 2unepmpoguuecKkoil Kapouomuonamueii

T'uneprpoduueckas kapauomuonatust (I'KMIIT) — pa3Butue runepTpo-
(uu MrOKapaa JIEBOro XKeJIyI04Ka 6e3 apTe prallbHOM I'MIIEPTOHUY WIIH KJla-
MMaHHBIX ITOPOKOB cepara. YacToTa BCTpeuaeMOCTH COCTABIISIET OKOJIO 1 city-
yasg Ha 500 yenoBek. Kpome Toro, B CoBpeMeHHOM KiiaccuUKaIUuu BhIIe-
nstior TKMIT, cBsizaHHYIO C OXKUpeHUEM, peakue cirydan upe3mepHoit [TIK y
cnoptcMeHoB, [ KMIT y neteit, MaTepu KOTOPBIX OOJBLHBI caXxapHbIM Arabde-
ToMm u ' KMII BcneacTBue amunongo3a. OObIYHO OIpeaesseTCsl yTOMIIeHUE
creHok JIZK 6ostee uau paBHoe 15 MM (114 geTeit 6oJiee Uu paBHOE 2 CTaH-
JAPTHBIM OTKJIOHEHUSIM) IIPU YCJIOBUM OTCYTCTBUSI IPYTUX IPUYUH, KOTO-
pble MOTeHIMaIbHO MOTYT BbI3BaTh ['JI2K, KoTOpoe He conmpoBOXKIaeTCs pa3-
BUTHEM AuiaTanuu Kamep cepana [1]. CyiiecTBeHHOe 3HaYeHHE B JUATHO-
cruke KMII nmeer Hanmuuure o4aroBoii runepTpoduu Muokapaa u u3sme-
HEHUI MPOCTPAHCTBEHHO OPUEHTAIIMU KAapIMOMMOLIMTOB (XaOTUYHOCTh
nx pacrojioxkeHust) [2]. I1pearnonaraercs, 4To 3TH U3MEHEHMUST CITy>KaT Cy0-
CTPaTOM JUISI Pa3BUTUSI apUTMUIA.

Dnudemuono2us

ITo jaHHBIM pa3IUUYHBIX MCCIEIOBaHUI CTpaH 3arana, EBpornbl, A3un u
Adprkn B iociiemHee BpeMsT BO3pOCIIa YacToTa yBeImdeHIS ToNMHBLJ 1K cpenm
B3pOoCbIX [ 3—12]. YKa3bIBaeTCsT Ha BO3PACT3aBUCUMBII XapaKTep YaCTOTHI, KOTO-
pasi CyIIeCTBEHHO HITKe y MalMeHTOB MoytoxXe 25 jet [9]. B meamarpuaeckux
peructpax yactora 'KMII y nereit Hem3BecTHA, HO MOMYJISIIMOHHbBIC MCCTIe-
JTIOBaHMSI coobIIaioT o 3aboeBaeMocTH oT 0,3 1o 0,5 na 100 000 B Tox [13, 14].
Xotrsa 'KMII yaie Bcero HaciemyeTcsl MO ayTOCOMHO-IOMMHAHTHOMY THUITY,
OOJIBIIIMHCTBO MCCICAOBaHNI YKa3bIBacT Ha HEOOIBIIIOE TIPEOOIaTaHIe MYyK-
ypH. Yactora TKMIT y 60JbHBIX pa3HBIX pac cxomHa [3—12].

IMockonsky T'KMII nmeeT nmpenmMyliiecTBEHHO HAC/IeACTBEHHOE TPOUC-
XOXIECHWE, TIIATeIbHBIN COOp CeMEITHOTO aHaMHe3a IIPUOoOpeTaeT TUATHO-
CTUYCCKMIT CMBICIT, a IIPY BO3MOXHOCTH CJICAYeT 00CIeI0BaTh U POICTBEH-
HUKOB 00JipHOTO [1, 15—18].
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Cmpamugukauyus pucka BCC

AMepurKaHcKas KoJuleTus Kapauoaoros U EBporeiickoe Kapauonoruye-
CKO€ OOI1IECTBO YIOPSAOUYWIM MO KaTeTOPUsIM U3BECTHbBIE (DaKTOPBI PUCKA
BCC kak ocHogHble NI 603MOJICHbIE VIU 8MOPUYHbIe IJIS1 OTIEIbHBIX TPYIII
6ombHbIX [KMIT (Tada. X.4.1). PekxoMeHayeTcst MPOBOANUTD KIMHUYIECKYIO
oneHky nauueHToB ¢ 'KMII nnsa crpatudukaumnu pucka BCC kaxnbie
12—24 mecsua [1, 19-24].

HenaBHO B MyJIbTUILIEHTPOBOM PETPOCTIEKTUBHOM JUTUTEIBHOM UCCIIEI0-
BaHWM, BKJIIOYABIIEM 3675 manneHrTos, nussectHoM kak HCM Risk-SCD*,
ObL1a pazpaboTaHa U BATUAMPOBAHA HOBAst MOZIE/b TPOTHO3UPOBAHUS PUCKA
BCC [25]. B HCM Risk-SCD wucnonb3yetcst U3MEHSIOIMUACS TPEIUKTOD
pucKa, CBSI3aHHBIH ¢ (DaKTOPOM TTOBBIIIIEHHOTO PUCKA BHE3AITHON CMEPTH,
KaK MUHUMYM, B OTHOM OTMYyOJIMKOBAHHOM MYJbTUBAPUATUBHOM aHAIN3E
[25]. DTo UCcKIIIOYaeT aHOMAJIBHBIN OTBET KPOBSIHOTO NABJIEHUS Ha (hU3U-
YEeCKYI0 Harpy3ky M3 MapKEépoB pucka. Takas MOJesb IMO3BOJISIET OLEHU-
BaTh UHIUBUAYATU3UPOBAHHBIN 5-TE€THUI PUCK, U COTJIACYETCS C MOJEIbBIO,
HCTIONB3YIoIIei 4 OCHOBHBIX (hakTopa prcka, 3¢h(HeKTUBHOCTD ITOM TIpe-
CKa3aTeJIbHOUW MOJeNN TOCTOSTHHO coBepieHcTByeTcst (C-unnekc ot 0,54
1o 0,7) [25]. B HCM Risk-SCD ycraHOB/N€eHa HEJIMHEWHAS CBSI3b MEXIY
puckoMm BCC 1 MakcuManbHOM TOJNIIMHON CTEHKU JIEBOTO Xeaynodka [25].
DTOT mapameTp YYUTHIBAETCS B MOJIEJIA B KAUECTBE KBaAPATUYHOIO WieHA.
Online-kanbkynarop HCM Risk-SCD poctynen no cebuike: (http://doc2do.
com/hcm/webHCM.html).

Ponb renetuyeckoro tectupoBanus y nauueHtoB ¢ [ KMII B oTHomIe-
Huu ctpatudukanuu pucka BCC B HacTosiiee BpeMsi OcTaeTcs A0 KOHLA

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

«Bbonblune» (OCHOBHbIE) Passutne BCC B
chakTopbl pucka passutua BCC 03MOXHO Y OTAEeNbHbIX NaLueHToB

- OcraHoBka cepgua B cneactaue OX vnm KT - dubpunnauus npeacepann
- CnoHTaHHas ycTon4mBast XenynoykoBas Taxvkapaus |- Mwemns muokapaa
- CemelHbI aHamHe3 criy4yaeB BCC - Hannune BbICOKO pPUCKOBBLIX MyTaLuii
- HeobbsicHMbIe CUHKONE reHoB
- YTOrweHne CTeHOK NeBoro xenygoyka 230 Mm - MIHTeHcBHas (copeBHOBaTenbHas) u-
- HeycToiunBas cnoHTaHHas enyao4koBas Taxukapams|  3udeckas Harpyska

* Momear HCM Risk-SCDHe ciiemyeT UCIONIb30BaTh WIS MamreHToB <16 ner, mpodeccro-
HaJIbHBIX CIOPTCMEHOB U [UISI JIULL C MeTa0OINIYEeCKUMK,/MHMOUIBTPATUBHBIMY 32001€BaHN -
aMu (Hanpumep, 6ose3Hblo AHaepcoHa—®adbpu) n CUHIAPOMAaTbHBIMU (hopMaMu (HaTpu-
Mep, cuHapom HyHaH). DTa Monenb He UCTIOIb3YeT CTpecC-UHAYIIMPOBAHHBIN IPaTueHT B
BbIBOAHOM TpakTe JIZK 1 He ObUla BaMAUPOBAHA Y JIUIL IO U TIOCJIE MUOIKTOMUY WU Cell-
TaJbHOI CIMPTOBOM abIaluu.
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He uszyueHHoii (IIb, B). I'enetnueckoe tectupoBanue Ha ' KMII pekoMeH-
JyeTcs y MallMeHTOB ¢ HEeTUMMMYHOW KinHu4deckoi KaptuHoit TKMIT (I, B).
CeMeiiHbIl CKPMHMHT OJKEeH BKJIIOYaTh mpoBeneHue peructpaunu OKIT,
9XoKapAauorpaduio U KJIMHUYECKYIO OLIEHKY Yepe3 ONnpeaeaeHHbIe TpOMe-
XyTKU BpeMeHU (0T 12 no 18 mMecsueB y nereii M MoapOCTKOB U TPUMEPHO
Kaxjble 5 JIeT U 'y B3pocibix). [IpoBeaeHre reHeTUYeCKOro TeCTUPOBaHMUS
PEKOMEHIOBaHO y poAcTBeHHUKOB 60pHOro ' KMII nepBoii crenenu poa-
crea (I, B) [1, 15—18].

ITposenenrne XM-OKI pekoMeHI0BaHO MPU HAaYaJIbHOM OLIEHKE pUcKa
passutusi BCC y manmentoB ¢ 'KMII (I, B), B mocneayomeM — Kaxabie
1—2 roma mpu OTCYTCTBUM yKa3aHWi B aHamHe3e Ha anu3oasl KT (I1a, C)
[1,22,26].

Ctpecc-tect ¢ koHTposieM AJl 1 OKI Takxke Bo3MOXeH 11 cTpaTuduka-
uuu pucka BCCy nauuentos ¢ TKMII (I1a, B). [Tatonornueckuii orBet AL
BO BpeMsI TecTa (ompenessieTcs MO0 Kak HECITOCOOHOCTb K yBeandeHuto AJl
6osee yeM Ha 20 MM pT.cT. UM nageHue AJl 6osiee uem Ha 20 MM pPT.CT. BO
BpeMsI TecTa) mpeajaraeTcsl paccMaTpuBaTh Kak OJMH U3 BO3MOXKHBIX (hak-
TOpOB, obycioBauBatolux puck passutust BCC [27-29].

HexkoTtoprie aBTOpHI NpepiaraoT paccMatpuatb MPT cepalia ¢ ranosu-
HUEM KakK TOMOJHUTEIbHYIO METOIUKY, TOMOTAIONLYI0 KIIMHUIIMCTY B CTpa-
TUdUKALMU pUCKa U TPUHITUU TakTUdeckoro peineHus (Ila, C) y manueH-
TOB C ycTaHOBJIeHHbIM nrarHo3oM I'KMIT ripu HeBo3MOXKHOCTU CTpaTUdU-
kauuu pucka BCC Ha ocHoBaHUM 00111eM3BeCTHBIX (hakTopoB [1, 30].

Pexomenoauyuu no npogpuraxmuxe BCC

HccnenoBaHus cepaedyHO-COCYIMCTHIX 3a00JIeBaHUI MOKa3aau, 4TO
nmrmtantauuss MK aas nepBUYHON M BTOPUYHON MPODUIAKTUKNA MOXKET
cHUKaTh cMepTHOCTh [31, 32]. Umnnantanuss MK moxer paccmarpu-
BaTbCs IJIS1 MAIMEHTOB C MPOTHO3UPYEMBIM S-JIETHUM PMCKOM BHE3aITHOMI
cMept >4% (paccuurtanHoit o monenu HCM Risk-SCD) v iporHo3upy-
€MOJ ITPOJOJIKMTEIBHOCTBIO XXKU3HU > 1 roja, mocje JeTaJbHOro KJIMHuYe-
CKOT0 00C/IeIOBaHMsI, TPUHUMAsi BO BHUMaHME ITOXKU3HEHHBII PUCK OCI0X -
HeHuit 1 BausiHus1 MK/ Ha oOpa3 )KM3HU, COLIMaTbHO-9KOHOMUYECKUI CTa-
TYC U IICUXOJIOTMYECKOE 3I0POBBE.

Bmopuunas npoguraxkmuxa

IMamments ¢ TKMIT, epeskuime snm3on XK v ycToiuanBoii xkemy-
JTOYKOBOM TAXUKAPIMU UMEIOT BRICOKHUIA PUCK ITOCJIEAYIOLINX JICTAIbHBIX CEP-
JIEYHBIX aDUTMUI U TOJDKHBI Moay4duTh iedeHune MKJI [30, 33—36].
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C npyroit CTOPOHBI, KOJUYECTBO MallMEHTOB, UMEIOIIMX MOKa3aHUs K
ummiantauuu MK/, ocobeHHo st nepsuunoit npogusaxmuxu BCC, naxe B
CIIA u 3anagHoit EBporie 3HaUUTEIbHO MPEBBIIIAET YMCIO0 UMIUIAHTALIUIA.
ITo marnbIM Shah B. et al. [37], B cpeqHeM okoJ10 20% malMeHTOB, MMEIO-
mux nokazanus K umiantanuu MK, BeimonHseTcss Heobxoaumas ore-
pauus. B Poccuu, yauteiBast HeboJibloe uuciao umrantanuii MK/ (2381
omnepauus B 2015 romy), MK monydator MeHee 1% BepOSITHOIO KOJIMYECTBA
HYXXIAIOIIMXCS B HUX MAllEHTOB.

Pexomennmanuu no nepsuuHoit nmpoduinaktuke BCC y nmanueHTOB ¢
T'KMII nipuBeneHs! B Tadaune X.4.2 [38].

Kaace I

1. UKI-Tepanuto cieayet npoBoauTh namuveHtam ¢ ' KMII ¢ nporHo-
3UPYEeMbIM 5-JI€THUM PUCKOM BHe3ammHoi cMepTu >4% (pacCYMTaHHOM MO
moaean HCM Risk-SCD) u Takumu ocHoBHbIMU (hbakTopamu pucka BCC kak
ycroiuuBast 2KT i 2K, KoTopbie ToJIy4aloT ONTUMATbHYIO JIEKAPCTBEH-
HYIO TepaIliio OCHOBHOTI'O 3a00JI€EBaHUS, UMEIOT XOPOIUI (DYHKIIMOHATbHBIN
cTaTyc 1 OJ1aronpusITHBIN MPOrHO3 BbDKMBaHMS B TeueHue rona u 6osee (B).

2. beta-anpeHo0610KaTOPbI peKOMEHAYIOTCS 11 ISYEHUSI CUMITTOMATUY -
HBIX B3POCJIbIX MALIMEHTOB C OOCTPYKTUBHOI WM HEOOCTPYKTUBHOM (hop-
moit 'KMII, Ho ux ciaeayeT ucnoab30BaTh ¢ OCTOPOXKHOCTBIO Y MALIMEHTOB
C CUHYCOBOI1 Opaaukapauei nin HapyiueHussMu AB-nposonumoctu (B).

3. CentajabHasi MMOTOMMUS JUIS JIEUEHUS TIALIMEHTOB C TSDKEIbIMU ped-
pPaKTepHbIMU K KOHCEPBATUBHOM Tepamuu CUMITOMaMU M OOCTPYKLIMEH
BTJIXK (C)™.

Kaacce Ila

1. UK]I-Tepamnusi mokas3aHa ajisi IepBUYHON U BTOPUYHOI MPODUIaAKTUKI
BCC y nanuentoB ¢ 'KMII, nmeromnuyx Kak MUHUMYM OIMH U3 OCHOBHbBIX
¢axktopoB pucka (taba. VII.4.1) — octaHoBKa cepalia, ClIOHTaHHAas yCTO -
uyubas KT, cemeitnbiit aHamHe3 BCC, cuHKoMaabHbIE COCTOSIHUS HESICHOM
ATUOJIOTUH, ToaluHa cTeHKu JIZK 6osee 30 MM, maTojlornyeckue u3MeHe-
Hus Al mpu Harpy3o4Hoit Ipobe, crioHTaHHas HeycToituuBas KT, KoTo-
pble MOJIYYaloT MOCTOSIHHYIO JIEKAPCTBEHHYIO Tepanuio, ¢ XOpoluM (hyHK-
LIMOHAJIBHBIM CTaTyCOM W MMEIOT OJIarOMpUSTHBIA TPOTHO3 BKMBAHUS B
TeuyeHue roaa u dosee (B).

*  KJIMHMYECKKUEe CUMIITOMBI BKJItoYatoT cteHokapauto [11-1V @K, o6mopoku, mpenoomMopou-
HBIE COCTOSIHUS, TOJIOBOKPYXKEHUE, TUITOTEH3UIO, KOTOPBIE COXPAHSIIOTCSI, HECMOTPSI Ha OIITH -
MaJIbHYI0 MEIMKaMEHTO3HY10 Tepanuto. ['panueHT napieHust B BTJIZK B cocTossHUM MOKost
WJTH TIPY BBITTOJTHEHUY (DU3HOIOTUYECKON HArPY3KH JOJDKEH MPEBLIIATh 50 MM PT.CT.

** Onepalusi 1OJKHA BBITTOTHSITBCS TOJBKO OMBITHBIMU ONepaTopaMy (BBIMOJHUBIIMMU HE
Menee 20 mpoLeayp Win paboTaroIIUMU B LIEHTPE, TIe BBIMOMHsIETCS He MeHee 50 rmporenyp
BTOM).
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Tabnuua X.4.2

MNepBuyHaa npodunaktuka BCC y 6onbHbIXx FKMI

®akTop pucka

KommeHTapum

Bospact

* HekoTtopble hakTopbl prcka OKasblBalOTCS y MONOoAbIX NauueHToB 6o-
nee 3Ha4yuMbIMmK, ocobeHHo HXKT, BeipaxeHHas [TDK, n HeobbsicHuMble
00OMOpOKM.

Heycronymnsas xeny-
[04KOBas Taxukapamus

HXT (onpepensemas kak >3 nocrnefoBaTenbHbIX COKPaLLEHWA C YacTo-
Ton >120 ya/MuH gnutensHocTbio <30 cekyH) passuBaetcs y 20-30%
nauneHToB Bo Bpemsi ambynatopHoro MoHuTopuHra IKI™ 1 ABnseTcs He-
3aBucKMbIM haktopom pucka BCC.

Mepb! npodhunakTuku BCC: HasHaueHue B-agpeHobnokatopos (I, B),
amviopapona (llb, C), no nokasanuam — VIK[-tepanus (1, B).

MakcvmanbHas Tonwm-
Ha CTEHKM NeBoro xe-
nyao4ka

BbipaxeHHOCTb 1 pacnpocTpaHéHHOCTb [TDK, namepeHHasi metogom
TpaHcTopakansHor IxoKI, accounmposaHra ¢ puckom BCC.

B Heckonbkux uccnenoBaHusix 6bin nokasaH Hausbicwmii puck BCC y na-
LMEHTOB C MaKCUMarnbHOW TOMLLMHON CTeHKM >30 MM.

CewmeliHble cnyyan
BHe3anHown cepaey-
HOM CMEPTN B MOJIOAOM
BO3pacTe

XoTs onpepeneHus otnyaroTes, cemeliHble cnyyan BCC obbluHO pac-
CMaTPMBAIOTCA KaK KIMHUYECKN 3HaYUMble, eCrin OfUH Unu 6ornbLue pos-
CTBEHHWKOB NepBO CTEMEHW POLACTBA YMEPU BHE3AMHO B Bo3pacTe <40
ner, ¢ guarHosom 'KMIT unw 6e3 Hero; unu korga BCC passunack y poa-
CTBEHHWKa NEPBON CTEMEHW poacTBa Nboro Bo3pacta ¢ YCTaHOBMEH-
HbIM aunarHozom 'KMIT.

CuHkone

CwHkone yacTo BcTpeyatotest y nauueHToB ¢ FKMIT, Ho ux npuumHbl Mo-
ryT ObITb MHOTOO6PA3HbI.

He-HelpokapanoreHHble CUHKONE, AN KOTOPbIX He NOMy4YeHo 0bbsiCHe-
Hus nocne obcnenoBaHus, sBnstoTCs haktopom pucka BCC.

Onu3oabl B TeueHue 6 MecsiLeB oT 06CnenoBaHnst MOryT UMeTb Hanbornb-
LLYI0 NpeackasaTenbHyo LeHHOCTb B oTHoLWeHun BCC.

Mepb! npochmunaktuku BCC, npy Hannumm nokasaHwii: nposeaeHue cen-
TanbHon muomaktomuu (1, C), cnnprosast abnsauus (lib, B), UKO-Tepanus
(I, B), nmnnaxTaums ayxkamepHoro JKC (llb, B).

0

O6CTPyKUMS BbIBOOHO-
ro TpakTa feBoro xe-
nynoyka

+ BonbLLUOe YMCNO UCCNENOBaHNIA MOKa3any 3Ha4YMMY0 accoLMaLmio MExX-
ny oberpykument BTIK n BCC.

Mepbl npodunaktukn BCC: HaszHaueHue B-appeHobnokatopos (I, B),
nposeaeHve centanbHon mmomakTomuu (I, C), cnmptoBas abnsuus (lib,
B), nmnnanTauus asyxkameproro OKC (llb, B).

Peakuus aptepuarns-
HOrO J1aBNeHUs Ha Ha-

rpy3Ky

MpnbnuanTensHo y TpeTu B3pocnbix naumeHTos ¢ FKMI oTmevaetcs aHo-
MasbHbIA OTBET CUCTONMYECKOTO JABNEHUS HA Harpy3Ky, XapakTepuayto-
LLMACS NporpeccupyioLe rmnoTeH3nen.

* AHOMarbHbI OTBET CUCTONMYECKOTO AABMNEHNS Ha Harpy3Ky onpeaensieT-
€S Kak HECMOCOBHOCTb K MOBbILIEHMIO AABMNEHNs X0Ts bl Ha 20 MM PT.CT.
OT YPOBHS MOKOS Ha NKE PU3NYECKON Harpy3Kk1 UNv NafeHne faBneHus
>20 MM pT.CT. OT MUKOBOrO AABMEHUS.

AHOMarnbHbIA OTBET CUCTONNYECKOTO JABIIEHMS HA HArpy3Ky accouumnpo-
BaH C NoBblWeHHbIM puckom BCC y naumeHToB monoxe 40 net.

.
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2. CniuptoBast aM0onu3anus nokasaHa B3pociabiM 60abHBIM [KMIT ¢
obctpykuueit BTJIK (ocHOBHOI (hakTOp pucka y JaHHON KaTeropyu maiu-
€HTOB) IMPU YCIOBUU pedPpPaKTEPHOCTU CUMIITOMOB K MEIUKAMEHTO3HOM
Tepanvuy U HAJIMIMU MPOTUBOIIOKA3aHWI K TTPOBEIEHUIO MUOTOMMWU,/MUO-
SKTOMUM, 0OYCIIOBIEHHBIX CEPhE3HBIMU COMYTCTBYIOIIMMU 3200JI€BAHUSIMU
¥/WIIA IPEKJIOHHBIM Bo3pacToM (B).

3. AMrogapoH MOXET ObITh MpernapaToM BbIOOpa IS JIeUeHUS MalieH-
toB ¢ TKMII co croiikoit KT u/umm @K B aHamHe3e (OCHOBHBIE (haKTOPBI
pucka), npu HeBo3MoxxHocTU umriantanuu MK (C).

4. I1poBeneHue paclIUPEHHO MMOIKTOMUN MOXKET OOCYKIaThCs Y Mall-
eHTOB ¢ 006cTpykTUBHOM hopmoit ' KMII u pe3ucTeHTHOCThIO K METUKAMEH -
To3Hoit Tepanuu (C).

Kaacc ITb

1. UmmunanTauus MK moxet paccmatpuBatbes 11t nareHToB ' KMIT
C TIPOTHO3UPYEMBIM 5-JIETHUM PHUCKOM BHE3aImHO# cMepTu <4% (paccuu-
TaHHbIM 0 Mofie i HCM Risk-SCD), TobKO eciii UMEIOTCS KITMHUYEeCKUE
MPOSIBJICHUS, UMEIOIIME TOKa3aHHYIO TPOTHOCTUYECKYIO 3HAaUMMOCTh (B).

2. [IpuMeHeHre aMrMOoIapoHa MOXKET OBbITh OMIPaBAAHO ISl TPOBEACHUS
nepsuuHoil npopunakTuku BCC y nauuenToB ¢ 'KMII, numerommnx oguH
1M 6oJiee OCHOBHBIX (hakTopoB pucka BCC, ecii HEBO3MOXXHO BbITTOJTHUTD
ummiantauuio MK (C).

3. INoctosinHas aByxkamepHast DKC ¢ ykopoueHHol AB-3anepkkoii
MOXET ObITh ITOKa3aHa 00JIbHBIM 00CTpyKTUBHOM (hopmoit ' KMII ¢ Bbipa-
>KEHHBIMU CUMIITOMaMU 3a00J1eBaHus, pedpakTepHbIMU K JIEKAPCTBEHHOM
Tepanuu, U He SBASIOIIMXCS KaHIUAaTaMu sl TPOUEAYyphl CENTalbHOM
PeoYKLIWU MPU YCIOBUU CHIKEHUS cucToianyeckoro rpaagueHTa BTJK Ha
25% u 6omee npu npobHoii aByxkamepHoit DKC ¢ onTuMaibHBIM 3Haye-
Huem AB-3anep:xxku (B).

4. OnbIT UCMOJIB30BAHUS cOTajoa orpaHuyeH y narueHtos ¢ [KMII, Ho
€ro UCITOJIb30BaHK€ BO3MOXKHO B OTAEIbHBIX KITMHUYECKUX CUTYAIHSIX, OCO-
o6enHo y manueHToB ¢ UKJI (C).

Kaacce ITT

1. Mmmnantauusa MK/ He pekomeHnyetcs 6oabHbIM ['KMII, He umero-
1M OCHOBHBIX (pakTOpoB prcka BCC (C).

2. Mmmnanranus MK He pekoMmennyetcs 6oibHbIM ['KMII ¢ mporHo-
3UPYEeMbIM 5-JIETHUM PUCKOM BHE3aIHOM cMepTh <4% (pacCUMTaHHBIM 10
monean HCM Risk-SCD) (B).

3. UmmnanTtanust UKL He pekomenayetcst 6oabHbIM [KMIT ¢ monoxu-
TeJbHBIM T€HOTUIIOM (BO3MOXHBII (haKTOp pHUCKa) U OTCYTCTBUEM KIMHU-
yeckoit cumnrTomatuku (C).
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4. CriupToBasi 5SMOOJIM3AaLIMs HE T0JKHA BBITTOJHATHLCS Y OOJIBHBIX C BBIpa-
JKEHHOW rurneprpodueil MexKeaynouKoBoi neperoponku (6osnee 30 Mm) B
CBSI3U C HeorpeaeaeHHON 3(p(PeKTUBHOCTHIO MPOLEAYPHl Y JaHHOI KaTero-
puu nauueHToB (C).

5. CniuproBast sM001M3alus He JOJKHA BBIMOJHSATHCS Y OECCUMIITOM-
HBIX MMAIIUEHTOB, ¥ OOJILHBIX C MEIUKAMEHTO3HO KOHTPOJIUPYEMbIMU CUM-
MTOMaMH, Y TIAllMEHTOB C MPeIIojIaraeMbIMU OTIEPaTUBHBIMU BMEIIATE b~
CTBAaMM Ha cepjlle, KOTaa MUO3KTOMMST MOXKET OBITh BBITTOJTHEHA, KaK 4acTh
wnu atan onepauuu (C).

6. HasHaueHMe HUTPaATOB, HU(EIUTTMHA U BBICOKUX 103 TUYPETUKOB SIBJISI-
€TCsl TOTeHLMAbHO OMacHbIM y MauueHToB ¢ 00cTpykTuBHOM 'KMIT (C).

7. HazHaueHue cepaeyHbIX IMKO3Ua0B nipu oTcytctBuu DI siBisiercs
MOTeHIMaIbHO oracHbIM y 601bHbIX [ KMIT (B).
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X.4.1.B. Cmpamuguxayusa pucxka u npogpunaxmuxa BCC
y nayuenmos ¢ AJIDK

B Hacrosiiee BpeMst «apuTMOTeHHast IUCTUIa31sl/KapIuOMUOIIaTHsI TTpa-
BOT'O XeJIyd0o4yKa» OIpelesisieTcsl KaK MaToJIOTUsSI MBIIILbI CEpAlla, YacTo
ceMeliHas1, XxapaKTepUu3ylolasicsl CTpPYKTYPHOU U DYHKIIMOHAIbHOM aHOMa-
JIMell mpaBoro, XeJyaouka, CBSI3aHHOI C 3aMellleHueM MUoKap/a XKUPOBOM
WM pudpo3Hoi TKaHbIO [ 1]. [laHHbIE TTocIeIHEr0 BpeMEHU CBUAETEbCTBYIOT
0 BOBJICUEHUU B TIATOJIOTUIECKMIA TTPOIIECC 1 JIEBOTO Xeynouka B 50% ciry-
yaeB [2]. BoJbIIMHCTBO KIMHUYECKMX U TUCTOJIOTUYECKUX JAaHHBIX CBUJIE-
TEJbCTBYIOT, UTO MATOJOTMYECKUI MTPOIIECC HOCUT MPUOOPETEHHbIN Xapak-
Tep U mporpeccupyet Bo BpeMeHu. OMHAKO 3TO HE UCKJII0YAeT BO3MOXHO-
CTU HAJIMYUsI TEHETUYECKU OOYCIOBICHHON MUOKApAUOAUCTPOGUU, TIPO-
SIBJISTIOLIENCS B AETCKOM WJIM TTOAPOCTKOBOM BO3pacTe. XapaKTepHbIM MpPU-
3HAaKOM IaTOJIOTUH SIBJISIETCS JIOKaJbHOE Wiu nrudbdy3HOe TpaHCMYypaTbHOE
3aMellleHe MUOKapaa CBOOOJHON CTEHKU MPaBOro KeayloyKa XUPOBOM
Wi GUOPO3HO-XKUPOBOU TKAHbIO TTPYU OOBIYHO HOPMATBHOM JIEBOM KTy~
JIOUKe cepla.

IMposisaenuss AITTXK s1BAsIIOTCSI TPOU3BOIHBIMM 3JIEKTPUUECKOI HecTa-
OWJIbHOCTM MUOKapAa U Mporpeccupylonieid IMchyHKIUU XeJIyI0uKOB
cepaua.

XKenynoukoBble HapyllleHUsI pUTMa — 3CTPACUCTOUSI, HEYCTOMYM -
Basi WJIM YCTOMYMBAsl TaXMKapAusl MOTYT ObITh MIPUYMHON DUOPWILISALIUN
JKETYIOYKOB U BHE3aITHOW CMEpPTH Ha JI0OOM 3Tare pa3BUTUSI NTaTOJOTUH.
ITporpeccupyroliee yxyailieHre HaCOCHOU MYHKIIMM MUOKapaa MPUBOIUT K
Pa3BUTUIO MTPABOXKETYTOUKOBOI U OUBEHTPUKYJIIPHON CEpIeYHOI HelocTa-
TOYHOCTU M Habmomaercs 10 20% Bcex ciydaeB IpU JJIUTETbHOM Ha0JII0-
neHum [3].

CylecTBylollMe KpUTepuu AUarHOCTUKA OCHOBAaHbI Ha THCTOJIOTUYE-
CKMX, TeHETMUYECKUX, DJIeKTpoKapauorpapruueckux napamerpax u JaHHbIX
Pa3IMYHBIX METOJOB BU3yaau3auuu cTpykTypbsl Muokapaa (MPT, KT, axo-
Kapauorpaduu). Berieasior Tpu KaTeropyuu MaiMeHToB: C 0O4eBUAHOM hop-
MOIt, MOrpaHUYHON U BO3MOXKHOI [4].

Yacrora AAITXK B ob6uieit momyassuuu BapbupyeT oT 1 Ha 1000 no 1 Ha
5000 HaceneHus u sgBasgeTcs 3HauuMoi npuuruHoii BCC y cnopTcMeHOB U
JIMLI MOJIOAOTO Bo3dpacTta [5].

Jleuenue kax memod npoghuraxkmurxu BCC

CneundruecKoro JeueHusl, HallpaBJeHHOTO Ha caM IaTOJOTrMYeCKUid
npouecc nipu AIITXK, B HacTosiee BpeMst He cyliecTByeT. [1pu pazButuu
IUCGhYHKIIMA MUOKapaa TPOBOIUTCS KOPPEKIIMS CEPICIYHON HEMOCTATOYHO-
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ctu. Ho ompenessitoiinm B JIedeHUM 3TUX OOJIBHBIX SIBJISIETCS aHTUAPUTMU -
yecKasl Teparusi, HarpaBJIeHHass Ha TPOMUIaKTUKY U KYITMPOBAHUE KeTy-
JIOYKOBBIX aPUTMUIA.

IMpodunakTrka BHE3aITHOW CEPIEYHON CMEPTH IPU JaHHOM MaTOJIOTUMN
HarpaBjieHa Ha KOPPEeKIMI0 UMEHHO apUTMUYECKOTO KOMIIOHEHTA.

B neuenun AITTXK ucrnonb3yeTcst Bce GopMbl Tepanuu: MeIMKaMeHTO3-
HYIO, XUPYPIrUYeCKHe METOMIbl, KATETEPHYIO AECTPYKIIMIO, UMIUIAHTAILIUIO
KapauoBepTepoB-AeUOPUILISITOPOB.

MeaukamenTo3Has tepanus. B HacTosiiee BpeMsi HET €IMHOIO MHe-
HUs OTHOCUTEIBHO CTPATEruy JeYSHMST Yy aCUMTOIaTUYHbIX MAallueHTOB
C HE3HAYUTETbHBIMUA U3MEHEHUSIMU MOPMOJOTUM MPaBOTO KeayaouKa
U 0e3 XeqymOoUYKOBBIX apuUTMUU. B 3THX ciaydasx onpaBaaHO MCMHOJb-
30BaHUE (-aapeHO00J0KATOPOB MJIs1 CHUXKEHUS PUCKA BOZHUKHOBEHUS
afpeHepruIeCcK-CTUMYJIMPOBAaHHBIX apuT™Muii. [1py Hammunu y 60JIbHOTO
CHUMIITOMATUYHBIX XKeJTYTOYKOBBIX SKCTPACUCTOJ, SITM30/I10B HEYCTONIMBOI
KeJyTOYKOBOW TaxuKapauu, JeueHUe TakKe 1eJ1eco00pa3HO HaUYMHATh C
B-anmpeHobsokaTopoB. ITallMeHTHl ¢ MapOKCU3MaMU YCTOMUUBOM XKeJy-
JIOYKOBOM TaXMKapIUK JOJKHBI OBITH OLIEHEHBI C TOYKU 3pEHUsT He00X0-
JUMOCTU UMIUIAHTAIlMU KapauoBepTepa-aeduopuisgTopa, Mpyu BO3MOXK-
HOM COXpaHEHMM aHTUAPUTMUYECKOU Teparmuu Il YMEHbIIeHUs KOJI1-
yecTBa pa3psiaoB.

MenukaMeHTO3HOE JIeYeHUE CUMIITOMATUYHBIX XKeJIYI0YKOBBIX apUT-
muit y 6oabHbIx AJITTK, naxe ¢ ucnons3oBanuem AAT 111 knacca, moxeT
OBITH OE3yCTIEIITHBIM MJIY CBSI3aHO C PUCKOM Pa3BUTHS TOOOYHBIX SIBICHUIA.
B aTHX ciydasix MOTYT OBITh IPUMEHEHBI XMPYPrUUECKUe WU KaTeTepHbIe
METO/IbI JICUCHUSI.

Xupypruueckue MeToabl. [IepBoii MOMBITKON BO3AEHCTBUSI HA CyOCTpaT
TaxuKapauu Obljia BEHTPUKYJIOTOMUS B 30HEe HanboJiee paHHE! SMUKapau-
aJlbHOM aKTuBaUMu, BeinojJHeHHass G.Guiraudon ¢ coaBropamu B 1974 rony.
B nocnenytomem mis iedenust 6oabHbIX ¢ AIITTZK aTa rpyrina aBTopoB npea-
JIOXKWJIA OTNepalvio TTOJTHON U30JSIUU CBOOOAHOI CTEHKU MPABOro XeJy-
Jouka [6]. OmHaKo IKMPOKOTO paCIpOCTPAHEHHUsI 3Ta ONepals He Halllla
M0 MPUYMHE YaCTOT0 Pa3BUTUSI OCTPOI MPABOXKETYT0UKOBOI HEMOCTATOYHO-
cty. OnucaHbl OTAEJbHbBIE CIyYau JUIMTEIbHOTO 3(hdeKTa U30JI11U IPABOTO
KEeJTyI04Ka ITPY HE3HAUMTEIbHOM CHIDKEeHUU (PYyHKIIMY Ha (DOHE ABYXKaMep-
HOM 371eKTpoKaparuoctTumMyassuuu [7]. Moaudukanus METOOUKA ¢ YaCTUY-
HOI U30JIsILIMei CBOOOIHOM CTEHKHU MPaBOTOo KeJyaouKa He Hallula IIUpo-
KOTO ITPUMEHEHUsI BCISICTBYE YACThIX PeLIMINBOB Taxukapauu [8]. OmHum
13 BapUAHTOB XUPYPTUUYECKOTO JICUEHUST apUTMOTEHHOM TUCTUIa3UM MOKHO
CUMTaTh TPAHCIUIAHTaLUIO cepaua. Kak MeTon jeueHus cepieyHol HerocTa-
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TOYHOCTH y 3TOM TPYIIIBI OOJIBHBIX BO3MOXHO MCIIOJIb30BaHUE KapIMOMM-
OIIACTUKM MPaBOro Xejymouka [9].

KarerepHbie MeToapl. 2Kery10uKOBbIe HAPYIIIEHUST pUTMa P aPUTMOTEH-
HOM JUCITIa3UK CBSI3aHbI WM C aHOMAJIbHOI SKTOMUYECKON aKTMBHOCTBIO
WY HaJIMYMEM 30H «MeIJIEHHOTO» TIPOBEICHUS U PUSHTPU TaXUKapIUsSIMU.
I'eteporeHHOCTH MOPOJIOTUYECKUX M3MEHEHU I 1 TTPOTPECCUPOBAHME ITaTO-
Jjornyeckoro npouecca npu AITTXK sBisitoTcss mpuynHOii moindoKaaIbHOro
Xapakrepa 1 TpaHC(hOpMaIUK KeJTyTOUYKOBBIX apUTMUIA.

B 1984 roay P. Puech ¢ coaBropaMu BiepBble COOOIIIJI O YCIEIIHOM KaTe-
TEPHOI NECTPYKIMU Y 27-JIETHETO NallMeHTa C apUTMOTeHHOI AMCTUIa3uei
mnpaBoro xejynouka [10].

MexaHu3M PUEHTPU CBSI3aH C HAJTUYMEM 30HBI «MEJIEHHOTO TTPOBE/Ie-
HUST», KOTOpAas SIBJIIETCS] KPUTUUECKUM 3BEHOM TaXUKapAUU U 1IEJIbIO KaTe-
TepHOTro Bo3neicTBrsl. Hepenko mommmMopdHOCTb XKeyT0uKOBOI TaXuKap-
I 00yCJIOBJIeHA HAJIMUYKMEeM HEeCKOJIbKMX TOUEK <«BBIXOAa» BOKPYT OTHOM
00JIaCTU «MEJJIEHHOTO MPOBEICHUSI».

Kak ¥ 1py KOpoOHapOTeHHBIX XEITYTOUKOBBIX TaXUKapIUsIX ¢ MEXaHU3-
MOM PUEHTpU Haubojee 3(h(MEeKTUBHBI BO3NEHUCTBUS B 30HY «MeIJICHHOTO
npoBeneHus» [11, 12].

HoBbie Bo3MOXHOCTU B jeyeHUU 00JbHBIX ¢ ATIXK oTkpsiiuch
MPY TOSIBJICHUU METOAMKM BJIEKTPO-aHATOMUUYECKOTO KapTUPOBaHMSI.
PerucTtpanus aMIuiuTyabpl ¥ HaIpaBJIEHHOCTU CUTHAJIOB C MTOBEPXHO-
CTU 3HJOKap/a MO3BOJISIET HE TOJBKO ONPEeNeTUTh MEXaHU3M TaxuKap-
MW, HO ¥ BU3YaJIM3UPOBATh PACIIPOCTPAHEHHOCTH MATOJOTUIECKOTO IPO-
necca. M. Boulos ¢ coaBTropamMu BbISIBUIN KOPPEJSILIMIO MEXNY JaHHBIMU
MarHMTHO-PE30HAHCHOI ToMOoTpachru 1 3XoKapauorpacdu 1 pe3yIbTaTaMu
3JIEKTPO-aHATOMUYECKOTo KapTupoBaHus [13].

Db beKTUBHOCTD U OTHATEHHBIE PE3YJIbTaThl KATETEPHOI 1eCTPYKIIUU MPU
ANITXK onpenensitorcst AByMsl (pakTopamu: MOIUMOP(PHOCTbIO cybcTpaTa
TaXWKapIuu, CJIOXKHOCTSIMU MIEHTU(DUKAIIMY KPUTUIECKOI 30HBI, a TAKXKe
JIajbHENRMM pa3ButreM 3aboseBanus. AJITT2K — mporpeccupyiolas nmaro-
JIOTHSI C BBICOKOI BEPOSITHOCTHIO BOZHUKHOBEHMSI HOBBIX XKEJYITO0YKOBBIX
aputMmuii. PactipocTpaHeHHOCTB CyOCcTpaTa i ero pa3BUTHE IPU apUTMOTEH-
HOI TMCIUTa3M1 HEPEIKO JIejaeT HEBO3MOXKHBIM MOJTHOE YCTpaHEHUE apyT-
MOTEHHOI 30HbI, HO ITO3BOJISIET €€ MOAMMULIMPOBATH U TIOCTUYD YCTOMUMBOTO
a¢pdexTa. Hepeako 60abHBIM TPeOYETCS BBITTOJIHUTD HECKOJIBKO OTepalivii.
ITo nannbiM Fontaine G. 1 coaBTOpoB, 2P (HEeKTUBHOCTh MEPBOI onepauuu
cocraBuia 32%. Ilociae Bropoit — apdexT nocturHyt y 45% GoabHbiX. U B
pesyJbTaTe TpeX Mpolenyp ObUT JOCTUTHYT YCTOMYMBBII Pe3yIbTaT B IIEPUOT
HabmoneHus 5,4 et [14].
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NmnaanTanus KapauoBepTepoB-aeguopuiisaTopoB. Kak v mamumeHTsI,
nepeHecure UHOapPKT MUOKapaa, OOJbHbIE C apUTMOT€HHOU AucCILIa-
3Meil MpaBoTo XKeayaoyka MMEOT PUCK BHE3alHOW CeplevyHOl CMepTH.
IManeHTaM rpymnnbl pucka MoKa3aHa UMIUIAHTALIMS KapAuOBEPTEPOB-
nehudpuIIATOpoB. B oTiMuue ot uilleMruyecKkoi 001e3HU ceplia B OTHO-
mweHun AITITZK HeT enMHOro MHEHUSI O HEOOXOAUMOCTU UMILIAHTALUU
KapAauoBepTepoB-AeDUOPUIISTOPOB 1Sl MEPBUYHON MPODUIAKTUKY BHE-
3aIHOI ceplevyHol cMepTu. B HacTosiiiee BpeMsi 3Ta ornepalius, Kak Mepa
MepBUYHON MPOMPUIAKTUKM, ONpaBAaHa y MallUeHTOB C OTSITOLIEHHbBIM
aHaMHe30M (HaJlMuue BHE3allHO YMEepIIUX OJIMXallluX poICTBEHHUKOB
U BepU(PUIIMPOBAHHON apUTMOTEHHOI AMCIUIa3UK MPAaBOTo Xeayno4yka) 1
UMEIOIIMX MTPU3HAKU 3TOM MaTOJ0ruu. JJonoJIHUTEIbHBIM (haKTOPOM MOTYT
OBITh JaHHbIE TEHETUYECKOTO aHAIM3a, 0COOEHHO BhbIsiBIeHHEe Tuna ARVD?2,
KOTOPBIN XapaKTepu3yeTcsl BOSHUKHOBEHUEM MOIMMOPGhHON XKeTyn0uKOo-
BOM TaxMKapJIMW U BHE3AITHOW CMEPTHIO B IOHOM BO3pacTe.

TTauuenTsl, nepeHecime AMu301bl GUOPUUISLINU XKETYI0YKOB, WU UMe-
[oIIMe YyCTOMYMBBIE MAapPOKCU3MBbI XKeJTyIOUYKOBOW TaXUKapAuU, SIBISIOTCS
0e3yCIOBHBIMU KaHIMIATaMU U1 BTOPUYHON MPODUIAKTUKY BHE3AIMHOM
CepAEeYHOI CMEPTU C UCTIOIb30BaHUEM UMILIAHTUPYEMBbIX KapIOBEPTEPOB-
ne(UOPUIISITOPOB.

Hcnonb3oBaHUE 3TUX YCTPOUCTB MO3BOJISIET 3HAUUTEIbHO CHU3UTD PUCK
apuTMuuecko cMeptu. OnHaKO OOJBIIMHCTBO MAlIMEHTOB ITPU 3TOM COXpa-
HSIIOT HEOOXOAMMOCTh ITPUEeMa aHTUAPUTMUYECKHUX MTPENapaToB JIsd YMEHb-
LLIEHMST KOJIMUecTBa pa3psiaoB aedudpuisgTopa [15].

MmMnnanTanust KapamoBepTepoOB-AebUOPUIIISITOPOB Y OOJBHBIX 2TOM
TPYTIIbI, YYUTHIBASI U3MEHEHUS B TTPABOM XeJyIAOUKe, COMpsikeHa ¢ OoJiee
BBICOKOI 4acTOTON AUCHOYHKIIMU CUCTEMbl — HapyIIEHUEM ACTEKIUU Ha
¢doHe CHUXKEHHOUN aMIUTUTYIbl R BOJIHBI, BBICOKMMU IMOPOraMu CTUMYJISI-
1IMU, a TAKXKe PUCKOM Iepdopaiii MUOKapaa 371eKTPOAOM.

Buibop aeuebnoii maxkmuxu

YuuTtsiBas pazauyHble GOPMbI ¥ BAPUAHTHI KITMHUYECKOTO TEUSHUS apUT-
MOTEHHOI NMCILJIa3uH MPaBOro Xeayaouka, eAIMHOro aJlropuT™Ma JeueOHon
TaKTUKU HE CYIIECTBYET. YCIOBHO MOXKHO pa3ieJUTh MallUEHTOB C apUTMO-
TeHHOM OUCIUIa3Mel Ha IITh TPYIIIL.

1. TTalueHTHl ¢ orpaHUYeHHON (OpMO¥ NUCIMIA3UU B COYECTAHUU C
ACUMIITOMHOM MJIM MAJIOCUMIITOMHOM XXEJIYI0OYKOBOM 3KCTPACUCTOIUECH,
0e3 OTArOILIEHHOT0 ceMeifHOro aHaMHe3a. B 3Tux ciaydasx cuctemMHas
aHTHMApUTMUUYECKasl Tepamnusl, 3a UCKIIUeHUEeM (3-aapeHo0J0KaTOpOB,
He omnpaBaaHa. be3ycioBHO, 3TUM MalMeHTaM, KaK U BCeM OOJbHBIM C
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ANTIXK, cnenyeT n3deraTb MHTEHCUBHBIX (DU3UUECKUX HATPY30K U 3aHS -
TUI CIOPTOM.

2. I1pu Hanuuuu JokanbHbIX hopMm AIIITK B coueTaHUM ¢ CUMOTOMHOMR
KeJTyTOYKOBOM 9KCTPACHUCTOINEH, MAPOKCU3MaMU HEYCTOMYMBOM WA YCTOM -
YUBOU IKTONMMYECKON TaXMKapAuHY MOKa3aHa aHTUapuTMUUYeCcKas Tepanusi. B
ciyJasx Hea((hEeKTUBHOCTY WIM HEBO3MOXHOCTU MEAUKAMEHTO3HOTO Jieye-
HUS L1e71eCO00Pa3HO BBITTOJIHUTh KATETEPHYIO AECTPYKIIMIO 30HbI TAXUKAPIUM.

3. Jns npenyrnpexneHus: 3MU3040B YCTOMYMBON, TeMOAUHAMUYECKU
3HAYMMOM PUEHTPU XKEJTYAOUYKOBON TaXUKapAUU 0e3 BhIPAXKEHHON TUC-
(GyHKIIMM MUOKapAa MpaBOro Xeayaoyka MOXET ObITh MPOBEACH MO -
00p aHTHAPUTMUYECKUX TpernapaToB C UCMOJb30BAaHUEM SHAOKAPIUAIb-
HOTO 3JIEKTPOGU3UOJOTUYECKOro ucciaenoBanus. [1pyu coxpaHeHUU pelu-
NUBOB TaXWKapAUW MOKa3aHa KaTeTepHas oIepauus WiM UMIUIaHTalUs
KapauoBepTepa-aeduopuLIsaTOpa.

4. TTaliMeHTHI ¢ TapOKCU3MaMU YCTOMYMBOM XKETyI0UYKOBOM TaXUKaApIUU
Ha oHe BbIpaXXeHHOU NUCOYHKIIMA MUOKapaa, paBHO KaK U MepeHecIne
BHE3AIMHYI0 CepIeYHYI0 CMEPTh, TPEOYIOT UMILIAaHTAllUM KapauoBepTepa-
neduopuIsiTopa NPy COXpaHEHUU MPUEMa aHTUAPUTMUYECKUX Mpernapa-
TOB U COIYTCTBYIOIIEH KOPPEKIIMU CEPACYHON HENOCTATOUHOCTH.

5. Ilpu penkux Bapuantax AJAITXK, korga npeBaaupyloT SIBJIECHUS IUC-
dyukuuu mMuoxkapaa (6ose3nu Uhl) nau OMBEHTPUKYISIPHOUN MaTOJOTUU
0e3 PMU30[0B KEeIYI0YKOBON TaXMKapAuu, WM GUOPWLISLUMN XKeJTya04u-
KOB, TMTOKa3aHa KOPPEKIUsS MPOSBICHUI CEpACYHON HEOOCTaTOYHOCTH.
MMninaHTams kKapauoseprepa-aedudpruuisiTopa MOXeT ObITh pACCMOTPEHa,
HO JIOCTOBEPHBIX JaHHBIX 3¢ (HEKTUBHOCTU €T0 MPUMEHEHUS B 3TOM IpymIie
OOJIBHBIX B HACTOSIIIIEE BPEMsI HET.
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X.5. BCC npu cunapome WPW

CunanpoM WPW — 310 couetanmne DKI-heHoMeHa, MIITIOCTPUPYIOIIETO
npenBo30yXaeHue XeayaouKoB cepala Mo AOMOJHUTEIbHOMY (aHOMAasb-
HOMY) aTpUOBEHTPUKYJIsipHOMY coenrHeHuo (JJABC) u mapokcusmaibHOM
aTPUOBEHTPUKYJISIPHON pelIunpoKHOM (pe-eHTpu) Taxukapauu (ABPT), Bo3-
HUKAlOILeH B pe3yJibTaTe peaiu3allii MeXxaHUu3Ma IMOBTOPHOTO BX0/1a dJIeK-
TPUUECKOTO BO30OYKIEHUSI CTPYKTYPHBIMU COCTABJISIIOLIMMU KOMITOHEHTAMMU,
KOTOPOTO SIBJISIIOTCS BPOXKIEHHOE 100aBOYHOE aTPUOBEHTPUKYJISIPHOE COe-
JNUHEHUEe, HOpMaJbHOE aTPMOBEHTPUKYJISIPHOE COeTMHEHME, MUOKAP/, ITPpe/i-
cepauii U XKeJIyaoJIkoB [1—3].

O pernomere WPW ToBOpSIT B TOM CIydyae, €CJIN Y IallMeHTa Ha (pOHE CUHY-
COBOTO puTMa Ha IToBepxHocTHOM DKI mMeroTes mpru3HaKy aHTEPOTPagHOTO
(ot mpencepaus K xkenynoukam) nposeneHus 1mo JABC (mpenBo30yKaeHme
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’KEJIyIOYKOB), HO B aHAMHe3€e HeT yKa3aHUli Ha KIIMHUYECKUE MPOSIBJICHUS
win ¢pakt Bepudukauun ABPT na OKI [1, 2].

TepmuH cunnpom WPW oTHOCUTCS M K MallME€HTaM, Y KOTOPbIX Mpea-
BO30YXIEHUE XKeJTyTOYKOB COYETAETCS C MHOW CUMIITOMAaTUYeCKON Taxu-
Kapauei, otanyHoit ot ABPT, HanpuMep — bubpwisguyeit uiu tpenera-
HueM npeacepauii [1-3].

ITo naHHBIM pa3IUYHBIX aBTOPOB PACIIPOCTPAaHEHHOCTh cuHApoMa WPW B
obueit momysuuu cocrasisteT 0,1—0,3% [1—-4].

Cpenu nauueHTOB ¢ cuHapomoM WPW puck BCC B teuenue 3—10 net
coctasisteT oT 0,15 10 0,39%, uToO BhILIE OOLIETONYIIUOHHOrO prucka BCC
[1-3, 10, 11]. Hepenko cepneuyHblil apecT SIBJISIeTCsS TePBbIM KIMHUYECKUM
CUMIITOMOM cuHaApoma WPW.

K ocrosnbim paxropam pricka BCC y manmeHTOB ¢ cMHAPOMOM/(heHoMe-
HoM WPW (B mopsinke yMeHbIIEHUsI UX 3HAYUMOCTH) OTHOCSITCS: 2MU30]1
bubpuIISIIMY TIpeAcepanii ¢ BeTnunHoi nHTepBasa RR 260 Mc 1 MeHee
Ha (poHe aHTeporpagHoro nposeaeHus no JJABC, Hannure cMHKONaIbHBIX
COCTOSIHUU B aHaMHe3€e, CTPYKTypHas MaTOJIOTUsI cep/ilia, CeMEeMHbIN aHaM-
He3 cunapoma WPW u BCC, BennunHa aHTeporpagHoro pedpakTtepHoOro
nepuona JABC menbire 270 mc [3, 6, 7, 10—12].

Cmpamugurauus pucka

Anroput™ ctpatudukanmu pucka BCC npencrapieH B tabnuie X.5.1. OH
OCHOBAaH Ha BBISIBIEHMU OCHOBHBIX (PaKTOPOB prcKa BO3HUKHOBeHUss BCC
y naimeHToB ¢ cuHapomom WPW [3, 7. 9]. [TocnenoBaTenbHas peaan3alms

Tabnuua X.5.1
Crpatudmkaums pucka BCC y naumeHToB ¢ cuHapomom WPW

1. EcTb nv npusHaku npengo3dyxaeHns Ha OKI
[a Het
CM. nyHKT 2
2. EcTb nin cumnToMaTtyeckast Taxukapaust Wunm cuHKonarnbHble COCTOSIHUS B aHaMHe3e
[a Her
3Hpo3®U n PYA OABC CM. NyHKT 2
2. Ectb nn cemenHbIn aHamHes cuigpoma WPW n BCC
Ha Hert
3HOo3oU n PYA OABC CM. nyHKT 3
3. ECTb nn CTpyKTypHas natonorus cepgua
Ha Her
3Hpo3oU n PYA JABC CMm. nyHKT 4
4. MNpepnBo3byxaeHne Xenyao4koB aCMNTOMHO
Cm. pekomeHdayuu o npogpunakmuke BCC
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JAHHOTO aJITOPUTMa MO3BOJIUT OINPEACTUTh ITEPEeYeHb MEPOIPUSTUI, HEOO-
XOIMMBIX JIUISI IIPOBENCHUST TIepBUYHOI/BTOpruHOI TipodunakTuku BCC B
KaX/10M KOHKPETHOM KJIMHUYECKOM ClTyJae.

IIpu ctpatudukanuu pucka BCC y naHHO KaTeropuu MalueHTOB,
OCHOBHOI 3a1a4eii SIBISI€TCS BBISIBJIEHUE KITMHUYECKUX TTPU3HAKOB (0CHO8HbIX
(aKTOPOB pUCKa U UX COYETAHUsI ), ACCOLMUPOBAHHBIX C BBICOKUM PUCKOM
pasButusi BCC. B KoHeuHOM uTOTe, 3TO OyIeT ONpeaeIsiTh ocaea0BaTe/b-
HOCTb MepoIpusATUii no npodunaktuke BCC.

Pexomenoauyuu no npogpuraxmuxe BCC

Kaace 1

1. BoabHBIM ¢ MpU3HAKaAMU MpPeABO30yXKaeHus keayaoukoB Ha DK,
MEepPeHEeCIMM CepIeUHbIN apecT, HeOObSICHUMbIE 0OMOPOKU (OCHOBHBIE
¢akTOphl pUCKa) WM CUMITOMATUYHYIO TaXMKapAUIO TTIOKa3aHO MPOBeIe-
Hue PYA JIABC (B).

2. [ManuenTam ¢ pudbpuIsiueit mpeacepaunii (UK Apyroi npeacepaHoi
TaxyuKapaueit), COmpoBOXKIAIOIIEics BLICOKOUYACTOTHOM aKTUBALIMEN MUO-
Kapja KejaymnoukoB (BenmumHoi uHTepBajga RR 260 Mc 1 MeHee Ha (oHe
aHTeporpaaHoro nposeaeHus 1o JJABC — ocHoBHoii chakTop pucka BCC),
nokasaHo nposeaeHue PYA (B).

3. ¥V nmanuenToB ¢ cuHapomoM WPW, nMerolnx oCHOBHbIE (paKTOPHI pycKa
U KOTOPbIE MPEANIOYUTAIOT MEANKAMEHTO3HYIO Tepariuio rposeaeHuio PYA,
cpeactBaMu Bbioopa siBiasiioTcs AAIT I knacca unu amuomapon (C).

4. TlpencraBUTeNsIM PUCKOBBIX Mpodeccuii (MUIOThI CAMOJETOB, BOIU-
TeJ 00IIeCTBEHHOIO TPAaHCIOPTa, CIIOPTCMEHBI) Y KOTOPBIX IMAarHOCTUPY-
ercst cuHapom/deHoMmeH WPW BHe 3aBUCHUMOCTH OT HAJTUYUsI CAMIITOMOB 1
BEJIMYMHbBI aHTEpOrpagHoro a3 @ekTuBHOrO pedpakrepHoro repuoaa (DPIT)
HABC nokazano nposenenue PYA JIABC naxke rnpu oTCYyTCTBUU OCHOBHBIX
daxropoB pucka BCC (B).

5. Manuentsl ¢ peHomeHoM WPW, y koTopbix aHTeporpagHbiii DPII
JABC menee 270 mc nokazaHo npoBeaeHrue PYA JIABC (ocHoBHOI1 ¢ak-
Top pucka) (B).

Kaacc Ila

1. [TanueHTaM ¢ npU3HaKaMu TPenBo30yXKaeHus keaynoukoB Ha DKT,
OTCYTCTBMEM OCHOBHBIX (haKTOPOB prcKa (yKaszaHHUs B aHAMHE3€ Ha CUM-
NTOMAaTUYHYIO TaXUKapIUIO, CUHKOIIE, ceMeiiHbiil aHaMmHe3 BCC, Hanuune
CTPYKTYPHOIi TAaTOJIOTUM cepilla, BeauynHa aHTeporpaaHoro SPIT JJABC
6osee 270 Mc) mokazaHO IUHAMMYecKoe HabmoaeHue kapauouorom (C).

2. [TanueHTaM ¢ npu3HaKaMy TPpeaBo30ykaeHus xkeaynoukoB Ha DKIT,
OTCYTCTBMEM B aHaAMHe3¢ yKa3aHU I Ha CUMIITOMATUYHYIO TaXUKAPAUIO, CUH-
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Kore, cemeiHblit aHaMHe3 BCC, Hannuue CTpYKTYpHOIi NaTOJIOTUM cepalia,
y KOTopbIX BeimurHa aHTteporpagHoro DPIT JABC 6onee 270 mc, He moka-
3aHo HazHaueHue AAII (C).
Kaacc ITb

1. ¥ nanuenToB ¢ peHoMeHOM WPW, y KOTOpBIX BeJIMUMHA aHTepOrpa-
Horo OPIT TABC npesbiiaeT 270 mc, BoaMoxkHo npoBeaeHust PUA (C).
Kaace I

1. [MaumenTaMm ¢ cuHapomoM/beHomMeHoM WPW mnpotuBomoka3aHo
Ha3Ha4YeHMe TUTOKCHHA, [3-aapeHobiokaTopoB, Bepanammia u ATD (C).
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X.6. BCC npu ¢pudpmissunu npeacepauii

Oubpmwustums npeacepauii (PIT) accormmpyeTcs ¢ yBeIMUeHUEM prcKa
Pa3BUTHS CePACYHON HEAOCTATOYHOCTH, KapAMOTEHHBIX TPOMOOIMOOIIMIA,
B YaCTHOCTHU MO3TOBBIX MHCYJITOB U, BCICACTBUE STUX IIPUYMH, TTOBBIIIIC-
HUeM ob1uieit cmepTHOCcTH [1, 2]. KpoMme Toro, n3BecTHO, YTO TIPU HEKOTO-
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pbix 3ab01eBaHugX GUOPWILIALUS Tpeacepauii moseimaeT puck BCC. Oto
Kacaercsl, ByacTHocTh cuHapoma WPW [3], runeprpoduyeckoit KapmuoMu-
omnatuu [4] u cuHapoMa ykopoueHHoro uHrepsaia Q7 [5], o ueM cka3aHo B
COOTBETCTBYIOIIMX IMIaBax JaHHbIX PexoMeHnnanuii. bosee Toro, pe3yabTaThl
HCCIIeI0BAHUI HECKOJIBKMX ITOCICAHUX JIET CBUIETEIBCTBYIOT O TOM, yTO DI
MOXKET SIBJISITBCSI CAMOCTOSITEIbHBIM (DAKTOPOM pUCKa pa3BUTHS DUOPUILIS -
muu xerynoukos (D2XK) u BCC [6-9].

Y 607bHBIX, CTpagaoux 3Toi aputMueii, puck BCC BeieacTBre pa3pu-
TUST GUOPWLISILUU WM aCUCTOJUU XKETyI0YKOB Oosiee 4yeM B JBa pa3a Ipe-
BBIIIAET Takou pucK y nanueHtoB 6e3 PIT [10]. T[TpuurHbl 1 MeXaHU3MBbI
BO3MOXHOM CBSI3U (DUOPUILISIUMY MpeAcepanii 1 GUOPUIUISLIMU XKETYA0U-
KOB U3y4YeHbI HemocTaTouHo. OnHOM U3 Hanbosee hyHIaMEHTaIbHbIX PAa0OT
110 JAaHHOMY BOIIPOCY SIBJISIETCS aHAJIU3, TPOBEICHHBII HAa OCHOBAHUU HCCIe-
noBaHuss ENGAGE AF-TIMI 48 Trial, B KoTopoM ObLIM M3y4YeHbl pe3yJib-
TaThbl 2,8-J€THETO JIGYEHUSI aHTUKOATryJIsIHTaMU BaphapruHOM WIM DJ0KCa-
6anoM 21105 6ombHBIX ¢ PI1. Cpeny Ipyrux rmoxkasaTeseil N3yJaanch BO3-
MoxHble npenukTopsl BCC [8]. T1o pe3yiabTaTaMm 3TOro aHaiau3a, Cpeau
MHOTMX MTapaMeTpoB HauboJjiee YacTbIMU (haKTopaMU, KOTOPbIe MOTYT 3Ha-
yuMo yBennuuBath puck BCC y 60nbHBIX ¢ DIT aBISIIOTCS: TIepeHeCeHHBIN
nHdapkT muokapna, XCH ITI-IV NYHA, ®BJI2K<50%. Cpenu n0moaHu-
TeJbHBIX 3HAUUMBIX TpeaukKTopoB BCC y 3TX OOJbHBIX Ha3BaHbI: BO3PACT
crapiie 75 jaeT, myxckoii moJ, DKI'-npuszHaku runeptpoduu IeBOro Xey-
JI0YKa, yBeJIMYEHUEe YMciIa CepIeYHBIX CoKpalleHuii 6oiee 80/MuUH, HeHa-
3HaueHue [3-aapeHo0J0KATOPOB, Ha3HAUeHUEe nuruTaauca. OnpeneaeHHYIO
ponb Kak (akTopoB pucka BCC MoryT urpath MoBbIllIEeHUE COAEPXKAHUS B
KPOBU KpeaTHUHUHA, HAIMYKE IEPMaHEHTHOM WY ITePCUCTUpPYIoLIEel (hopMbl
®I1, caxapHblit 1nabeT. MHOTHME U3 Ha3BaHbIX (hAKTOPOB SIBJISTIOTCSI MO/ -
duIMpyeMbIMU, OJHAKO BO3MOXHOCTb CHIXKeHUs pucka BCC mytem Bo3-
JNEUCTBUSI HA HUX TpeOyeT majbHENIInX ucciaenoBaHuii. Mmeroiuecs Ha
CErOMHSIIHUN AeHb TaHHbIE HE TTO3BOJISIIOT CYUTATh, UTO aleKBaTHas Tepa-
MUST aHTUKOATYJISTHTaMU MoxeT cHU3UTh pucK BCC mipu @I1, HecMoTpst Ha
YMEHbILIEHUE pUcKa UHCYIbTa [2].

Cmpamugurxauus pucka

DIT MOXET IPOSIBIISATLCS PE3KOM TaXu- WIM OpaguKapaueid, BbI3bIBalO-
IIHUX FeMOAMHAMUYECKUE PACCTPOMCTBA U COMPOBOXIATHCS CUHKONAb-
HBIMM COCTOSIHUSIMU, apTepUaIbHOM TUIIOTEH3Mel, TTpU3HAKaMU MILIEMUT
MMOKap/a, MOsIBJICHUEM WIM YCYTyOJeHUEM CepAeUHO HeAOCTaTOYHOCTH.
OTU CUMIITOMBI SIBJISTIIOTCS BaskHeAILIMMU (pakTopamu prucka BCC, ocobeHHO
y OOJIBHBIX CO CTPYKTYPHOI MaTOJIO0TMel cepala, B YaCTHOCTU, IIEPEHECeH-
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HBIM MH(apPKTOM MUOKap/a, BhIpaK€HHOU rumnepTpodueit JeBoro xemiy-
nouka ¢ npusHakamu XCH III-IV NYHA. Cpenu ocHOBHBIX (haKTOPOB
pucka BCC npu ®IT cireayet Ha3Bath cuHapoM WPW ¢ snm3omamu Taxu-
KapIuy ¢ BeJn4YMHOI nHTepBana RR meHee 260 Mc Ha (hoHe aHTepoOrpai-
Horo npoBeaeHus no JJABC, a Takzke anu304b6l OpagrapuTMUU C YaCTOTOMN
putMa MmeHee 40 B MUH WK Tlay3amu 6osiee 3 cek Beienctsue AB Gokabl,
0COOEHHO AMCTAJIbHOIO THUIIA.

Pexomenoauyuu no npoghunaxmuxe BCC

Kaacc Ila

1. AnekBaTHasi MequkaMmeHTo3Has Teparnus 6ojibHbIX MBC, mocTuH-
(hapKTHBIM KapAMOCKJIEPO30M, COIJIACHO AeicTBYOMMUM HalmoHaabHBIM
PexoMeHnanysiM, BKJIIOYaloliast UCI0Jb30BaHUe (IIPU OTCYTCTBUM ITPOTH-
BOMOKa3aHuit) B-agpeHobaokaTopoB, MAIID, alleTmicanTnunIOBON KHUC-
JIOTBI, CTAaTUHOB U APYTUX CPEACTB, CHIKaroux puckK BCC y 60JIbHBIX TaH-
HBIM 3a00JIEBAaHUEM.

2. AnekBatHast MenuKameHTo3Has Teparnusi XCH, cornacHo neiicTBy oM
HaunonanbHbeiM PekoMeHaauysimM, BKIIoYaronas UCroJib3oBaHue (IIpy OTCYT-
CTBHMU TIPOTMBOIOKA3aHUIi) B-aapeHobsokaTopoB, MAITID, aHTaroHUCTOB
aJIbIOCTePOHA U IPYTUX CPeACTB, cHIKaImx puck BCCy 6oabHbIX ¢ XCH.
Kaacc ITb

1. AnekBaTHass MeIMKaMEHTO3Has Tepanus 3a00eBaHuii, COITPOBOXKIA-
IOLIMXCSI BRIPAXXEHHOM runepTpodueii IeBoro xeayaoduka (runeprpoduue-
CKasl KapAMOMUONATUsSI apTepuabHasl TUIIEPTOHUSI U JIp.), COIJIACHO JIeii-
cTByoM HalmoHnanbHeiM PekoMeHaaysiM, BKJIIoUaromias UCIoab30Ba-
HUe (IIpU OTCYTCTBUM MPOTHUBOITOKA3aHUI) B-aapeH00I0KaTOPOB U APYTUX
cpencts, cHukamux puck BCC y 60JbHBIX 3TUMU 3200J1€BAHUSIMU.

2. Ilpu HanMYUM apUTMUYECKUX CUHIPOMOB, YTPOXKAIOIIUX BO3MOXHO-
ctbio BCC, B yactHocTu cunapoma WPW c¢ yrpoxkarolieii TaxuaputMueit,
1enecoodbpaszHo nposeneHue PUA.

3. [Ipu HaMMYUKM reMOIMHAMUYECKY 3HAYMMBIX OpaguapuTMUii, a TakxkKe
BhIpaxkeHHOM Opaaukapanu (<40 B MuH) 1 r1ay3 6osee 3 cex. 1eaecoodpa3Ho
HCIOIb30BaHue MocTostHHOM DK C.
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X.7. BCC npu BpOKIEHHBIX U PHUOOPETEHHBIX MOPOKAX cepala

X.7.A. BCC npu epostcoennvlx nopokax cepoua

Bpoxnennsie mopoku cepaiia (BITC) mpeactapisttoT co0oii reTeporeHHYo
TPy MAlMeHTOB, UMEIOIINX Pa3JINYHYIO CTPYKTYPHYIO TTATOJIOTUIO, HO
WMeETOIINe 00IIIe MEXaHU3MbI PEMOJIETMPOBAHUS TIPEICEPINIA 1 KETyI04-
KOB. B 3aBUCUMOCTH OT CTEIIeHU TSKECTH U JUTUTETLHOCTH CYIIIECTBOBAHUS
TTOpOKa MTPOIIECC PEeMOIeTMPOBAHMS 1 BOSHUKHOBEHUS CyOCTpaTa JUTSI JKeJry-
JIOYKOBBIX apUTMMI paznnieH. OCHOBHBIMYM apUTMOTEHHBIMU (haKTOpamMu
B 9TUX CITyJasixX SBIISIIOTCS TUTIepTpodusi MUOKapaa U AMChYHKITUS JIEBOTO
U TIPABOTO XeTyMouKoB. [IpoBeieHHbIE BMEIIATEIhCTBA C OJHON CTOPOHHI,
TPUBOISAT K KOPPEKIIMY TEMOJANHAMUKH, C IPYTOif — MOTYT OBITh TPUIMHOM
PUEHTPU TaXUKApAUH B 00JIACTH PyOIIOBBIX ITOJIEH.

[ToaTomy, Tpu BceM MHOTOOOpa31y BPOKIEHHBIX TOPOKOB, CTpaTU(hUKA-
1S pYcKa 1 TTpoUIaKTUKA BHE3AITHOM CepIeIHON CMEPTU OTIPEIeIIsSIeTCST
WMEHHO 3TUMU TpeMs (paKTopaMu: XapaKTepoM U CTEIIEHbIO TUTIEPTPODUN
MMOKap/a, CHIKeHreM (hyHKIIMA MUOKap/a XKeTyI0YKOB, HATUINeM WJTN
BEPOSITHOCTHIO BOSHUKHOBEHUST YCTOMUMBBIX XKETYTOUKOBBIX TAXUKAPIUIA.

Yacrora BozHukHOBeHUs BCC y manmeHToB ¢ KopperupoBaHHbiMU BITC
cocraniser 0,9—1,4 Ha 1000 marmeHTO-71€T, uyTo B 25—100 pa3 Bbille, 4eM B 001Iei
rortysisitnu [ 1, 2]. 90% Bcex BHe3aITHBIX cMepTeil HabmoaaeTest B4 rpyTimax rmaiy-
€HTOB: IMEIOIIVX TPAHCTIO3ULINY MAaTUCTPaJTbHBIX apTepuit, TeTpamy Paio, aop-
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TaJIbHBII CTEHO3 U KOAPKTAIWIO a0PThI C BO3pACTAHUEM PHCKA CO BDEMEHEM, OCO-
GeHHO TpY OOCTPYKIIMK JIEBOTO Keyaouka 1 Tetpaae Pajno. 6—9% 6GombHbIX
ocJyie Koppekiu tetpanbl Daio yMuparoT BHE3aITHO B CPOKU HAOTIOAEHUST OT
21 mo 35 net (2—3% exxeromHo), cocTabisst 10 50% Bcex cMepTeil B 3TOM TpyIITe
[2—4]. Haunbomee Bbicokas yactotra BCC HabmonaeTcs y malyeHTOB ¢ a0pTalb-
HBIM cTeH030M — 10—13% B cpoku ot 15 o 20 et HabmoneHws [2, 5].

BonbmmHcTBo ciayyaeB BCC y nmanueHToB ¢ KopperupoBaHHbiMU BITC
CBSI3aHbI C XKeJYTOYKOBBIMM apUTMUSIMU: TEMOJMHAMUYECKN 3HAUUMBIMU
YCTOUYUBBIMU MOHOMOP(MHBIMU XKeJTyTouKOBbIMU Taxukapausimu (XKT) y
MaIMEeHTOB, KOTOPBIM BBITTOIHSIJICS Pa3pe3 KelyouKa 1 IIacTUKa 3aTU1aToi
nedekTa MeXKeaya0uKOBOI Meperopoaku, Wiu MOHOMOP(MHAas WU TTOIU-
mopdHas KT u dudpuiasguus XKeaynoukoB B OTCYTCTBUE XUPYPTUIECKUX
py6110B. [1pK oTcyTCTBUM CyOCTpaTa Uil TOCTUHIIM3UOHHBIX aDUTMUIA, TPUT-
repHbiii MexaHu3M BCC cBsi3aH ¢ maTosioruuyeckoii runeprpodueii, Gudopo-
30M U CepJeYHOI HEJOCTAaTOUHOCTHIO.

Hapymenne pyHKIMM MrUoKapa IpaBoro 1 JeBOTO XeIyI0UYKOB B 3TOU
rpyrie GOJbHBIX MPUBOAUT K HAPYIIEHUIO pabOTHl KJIETOYHBIX TOKOB.
CHIXeHMe aKTUBHOCTH KaJIMEBBIX TOKOB M YBEJIMUEHUE TTOTeHIIMAaa eli-
CTBUsI, Ha0II0OIaeMO€e B KapAMOMUOLIUTAX IMAIIMEHTOB C AMCHYHKIIUEN MUO-
Kap/a BbI3bIBaeT PaHHIOIO TTOCTAETIONsIpr3alnio. I3aMeHeHUs B KaTbIIMeBbIX
TOKaxX MPUBOAIT K MO3AHEN MOCTACTIONSIPU3ALMA U TPUTTEPHOI aKTUBHO-
ctu. BeipaxkeHHast runiepTpodrsi MMOKapia MOXET ObITh pe3yJIbTaTOM XpO-
HUYECKOTO IMOBBIIIIEHHOT'O IaBJIeHUs B KaMepax cep/iiia Mpy 00CTPYKTUBHBIX
npolieccax U HekopperupoBaHHoi TeTpane Pajuto. JuchyHKImsa Muokapaa
BO3HUKAET, €CJIY TIPABbBII KeJTyTI09eK OCTAeTCsI CUCTEMHBIM ITOCIIe OTlepaliiu
apTepuaIbHOTO TIEPEKITIOYeHUST TIPU TPAHCIIO3UIIMKM MarvCTPaJIbHBIX apTe-
pUii M TIPY BPOKIEHHOM KOPPETUPOBAHHOM TPAHCTIO3UIIMM MarucTpaib-
HbIX apTepuii. JncyHKIIMS JIeBOTO XKeTyI0uKa MOXET ObITh CBSI3aHa C JUTH -
TEJIbHO CYIIECTBYIOIIMM IIMaHO30M, €CJIM KOoppeKius TeTpaabl Dasuio 6buia
Mpou3BeNeHa B 3peJIOM BO3pacTe WU eCJIU UMeJlach XpOHUYECKas reperpy3Ka
00BEMOM TOCJIe MAJUTMATUBHOM IITYHTUPYIOIIEH MPOLeaypHhI.

Bepudukaims pa3imyHbIX MEXaHU3MOB apUTMOTeHe3a TP BPOXKIEHHBIX
IMOPOKAaX CepIIlia SIBJISIETCS KJIIFOUEBBIM TTPU OIIEHKe CTpaTU(UKaK1 prcKa
u eyeHus1. CyliecTBylolre JaHHbIE TO3IHE CMEPTHOCTHU U PUCKE OCJIOX-
HEHUII OCHOBaHBI Ha MallMeHTaX, KOTOPbIM KOPPEKIIs Obla BHIITOTHEHA B
MOAPOCTKOBOM Bo3pacTte. PaHHsIsI xupypruueckass KOppeKius U u3MeHe-
HUSI XUPYPTrUIeCKOl CTpaTeru, B YaCTHOCTHU TIpu TeTpane Paio u TpaHc-
MO3ULIMKM MaruCTPAIbHBIX apTEPUil, MOTYT HE TOJIKO TTOBJIMSITH Ha PpAHHIOIO
JIETAJIBHOCTh, HO M Ha YacCTOTy U NMOTEHIMAJIbHbIE MEXaHU3Mbl apUTMUM,
PUCK BHE3aMTHOW CMEPTHU Y B3POCIIBIX MALIUEHTOB B OYIyLIEM.
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Tempaoa Panno

Tetpana Panno Berpeuvaetcs B 7,5% ciyyaeB BITC u xapaktepusyercst
CyOIMyJIbMOHAJIBHBIM CTEHO30M, Cy0AOPTAIBHBIM Je(PEKTOM MEXKETYI0Y-
KOBO TIEPETOPOJIKU C JIEKCTPOIIO3ULINEl a0PThl M Pa3BUTUEM TUIIEPTPO-
¢uu ipaBoOTO XKeEMyIOUKa.

Briepsoie koppekiuto Tetpanst @anno BeimosHwm Lillehei B 1954 rony.
Bricokast neTaabHOCTD MEPBBIX OMepalnii IpuBesia B pa3padoTKe MeTOo-
JUAKW BYXATAMHOW KOPPEKIMU — MAJJIMATUBHON LIYHTUPYIOLIEH onepa-
1IMY B HavaJjie XU3HU C TIOCJIEAYIONIEel paauKaIbHON KOppEeKIuell B IeT-
ctBe. [TonHasg KOppeKIMs BKIIIOYAET 3aKPBITUE 3aIUIATON MepUMeEMOpPaHO3-
HOTO WJIN MBIIIEYHOTO AeheKTa MexXKeaynouKoBoi neperoponku (M2KIT) ¢
ycTpaHeHueM MHGYHIUOYISIPHOM TN KJIATTAHHOW 00CTPYKITUY BBIXOTHOTO
TpaKTa MpaBoro Xejynouka. KoppeKiiust BBITIOMHSIETCS ¢ TIOMOIIbIO BEPTH-
KaJIbHOW WX TONIEPEYHON MPaBOi BEHTPUKYJIOTOMUU B COUETAHUU C 3aIljia-
TOW 11 pacuiMpeHus BbixogHoro tpakta [12K. OcobeHHOCTU mopoKa U TUTT
KOPPEKITNH SIBJISTIOTCSI OCHOBHBIMU (PAKTOPaMU, OTIPEEISTIOIIMY YCIIOBUST
BO3HUKHOBEHUST pUEHTPU Taxukapanii. O0JIacTH MOCTUHIIM3UOHHBIX PYO-
LIOB B COYETAHUU C MaTepUaJoM 3ariaT U GUOPO3HBIM KOJIBIIOM MYJIbMO-
HaJIbHOTO U TPUKYCIUIATBHOTO KJIaMaHOB (hDOPMUPYIOT 30HBI MENJIEHHOTO
TPOBEIEHUS U CYOCTpaT [JIsl pUeHTPU TaXUKAPIUi.

[TpaBasi BEHTPUKYJIOTOMUS M YACTOE MUCITOJIH30BAHNE TPAHCAHHY/ISIPHOM
3aIJIaThl € MOCJIEAYIONIEH My IbMOHAIBHOM perypruTaiuneil ¢ XpOHM4eCKon
reperpy3koil 00beMOM MPUBOIUT K AUJIATAUM U TUCHYHKIIUM TTPABOTO
JKeJTyI0uKa — C PUCKOM XeylnouKoBbIX Taxukapauii u BCC B mepcriekTuse.

Nsmenenust muokapaa nipu terpage Mamio, B 4aCTHOCTHU, pa3BUTHE
MUOKapaAUaJIbHOTO (hUdpo3a B MBILIEYHOI YacTu crista supraventricularis,
0oJiee BBIpPAXKEHBI Y MAIIMEHTOB, OTIEPUPOBAHHBIX B BO3pacTe crapiiie 4 JieT.
Hcnonb3oBaHre MarHUTHO-PE30HAHCHOM TOMOTpa(uK ¢ TaIOJIMHIEM TT03BO-
JISIET OTICHUTH CTeTIeHb (hrOpo3a IPaBOTO 1 JIEBOTO KeJIyT0YKOB ITPY TETPAJIe
®ato, 4TOo KOPPEIUPYET C YACTOTON BOSHUKHOBEHUSI TIPEICEPIHBIX 1 KEITy-
JIOUYKOBBIX aPUTMUI.

U xoTs1 BpICOKAS YaCTOTA XKEJTyTOYKOBBIX 9KCTPACUCTOJI U STTU30JI0B HEY-
croituuBoii KT koppenupyet ¢ uHmykuuei ycroituupoii KT, yoeautebHbIX
JMaHHBIX 0 cBs13U ¢ BCC B aTHX CiTyvyasix HET, v JieUeHUe aCUMITTOMHBIX JKeJTy -
JIOUYKOBBIX OKCTPACKUCTOJ HE TTIOKA3aHO.

ITepBuuHas KOppeKIius B MJIaIEHYECKOM Bo3pacTe 10 18 Mecs1ieB — 00bIY-
Hasl TIpaKTUKa B HACTOSIIIIEe BPeMsSI 1 MOXET ObITh BBITTOJIHEHA C HU3KOM
nepu-oInepaluoHHON jeTtanbHOCThIO. [IpenynpexneHue AIUTEIbHO-
CYIIECTBYIOIIEH TUTIOKCEMUU U TePETPy3Ku 00BEMOM MPEAYTPEXKIAeT pas-
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BUTHUE CTPYKTYPHBIX UBMEHEHUI U (hopMUpOBaHUE cyOcTpaTa ISl MeUIeH-
HOTO MPOBEACHUS U XKeJTyT0YKOBbIX apuTMUiA. OTHAKO, HECMOTPsI HA PAHHIOIO
orepaluio, Mporpeccupyolas myJbMOHaIbHAs PerypruTanys BO3HUKAET
MOYTH Y BCEX MAlMEHTOB MOCJIe TPAaHCAHHYJISIPHOU KOPPEKIIUY 3ariaToi, 1
3TO OUH U3 (PAKTOPOB, BIAMSIOIINX HA HEOOXOAMMOCTb TOBTOPHOIA OIepaiuu.

YMepeHHast WM BbIpaXXeHHasl IMyJIbMOHaJbHasI pEerypruTamus U aHo-
MaJibHasl TeMOAMHAMMKA MPaBOro XKeayA0UykKa U MOBBIIIEHHOE KOHEYHO-
cucronueckoe aasieHue cBsizaHo ¢ 2KT u BCC. Kpome atoro, mmprHa KoM-
ruiekca QRS 6o:ee 180 mc siBiisieTcs hakTopom pricka yctoitunoit 2KT u BCC.

Hapymenue ¢yHKIMu mpaBoro u jeBoro xeixynoukoB (OB meHee 40%)
MMEIOT BaXKHOE 3HaYeHUE TIPU OLIEHKE MPOTHO3a O0JIbHBIX C TeTpanoit danio.
KoHeuHo-nuacTonmyeckoe JaBjieHKe JeBOro Xeayaouka MeHee 12 MM pT.cT. —
HE3aBUCUMBII MPEIUKTOP aneKBaTHbBIX INOKOBBIX Pa3psIOB y MAlIMEHTOB C
tetpanoit ®amto u ummianTupoBaHHbiMu MK/ [6].

HecmoTpst Ha 3aMeTHOEe yMeHblIeHMe oO0beMa MPaBoro Xeayaouka u
yJIydllIeHHue TeMOIMHAMMKY TOC/Ie KOPPEKIIUH MyJIbMOHAIBHOTO KJlanaHa,
MpocTas 3aMeHa KjanaHa He YCTpaHseT CyOocTpaT XKelyT0YKOBbIX apUTMUIA,
B OCHOBHOM MMEIOIIMX MEXaHU3M PUEHTPU. B ofHOI cepuM manyueHToB ¢
mupuHoit komrutekca QRS 6osee 180 Mc nmocie mo3aHe KoppeKLK opokKa
5- u 10-neTHsi1 coBokymHas cBobona ot cmeptu U KT cocrasuia 80% u
41% u He oTIMYaIach OT KOHTPOJBHOM IPYIIIbI, AHAJIOTUYHOM IO BO3PACTY,
MyJIbMOHAJBHOU perypruTaiuyu, AuaaTaluyy paBoro Xeayaoyka u IUpuHe
QRS, KOTOpBIM HE BBITIOTHSIACH KOPPEKIIU KiamnaHa. JlornosiHeHue onepa-
LIMY KapTUPOBAHUEM U KPUOIECTPYKIIMEe apuTMOTE€HHOU 30HbI TPUBOAUIIO
K cBoboge ot KT B 96% B cpoku HabaoaeHus 7,5 et [7].

B Hacrosiiee Bpemst HeT faHHBIX M0 3hdekTuBHOCTH AAIT y GOJIBHBIX C
KA n terpanoit ®ayto. OnHako, B 11es1oM, HazHaueHue AAIT mist mpodu-
JlakTUKM peuuarsa pueHTpU KT uMeer HeomHO3HAUHYIO (P HEKTUBHOCTD
U OCJIOXHSIIOTCSI TOO0UHBbIMU 3 dekTamu. PeanbHoil anbTepHaTuBoit AATT
SIBJISIETCS KaTeTepHas TEXHOJIOT U, HaIlpaBJAeHHAsI Ha IECTPYKIIUIO 30H Me/I -
JICHHOTO MTPOBEACHUS NTPU TeMoauHaMuuecku ctabuabHbixX 2KT, mpu KoTo-
PbIX BO3MOXHO aKTUBAIllMOHHOE KapTUpoBaHue. B ciydyasix ObICTPBIX U TEMO-
JUHaMU4Yecku HecTabuwibHbIX KT BO3MOXHO MCMOJb30BaHUE METOIUKU
KapTUpPOBaHUs CyOcTpaTa apuTMUU U IECTPYKIIMUA BO3MOXHBIX COCTaBISIIO-
IIMX e PUSHTPHU.

Bepuduxanus cBsi3u aHATOMUYECKUX MEPEX0I0B U Makpo-pueHTpu KT
MOXET MOMOYb IS UHTPAOTIEPALIMOHHOTIO KapTUPOBAHUS U AECTPYKLUU
MPpU MOBTOPHBIX OMEPALIMSIX TTPU PeryPrUTaLMU MyJIbMOHAIBLHOTO KJIanaHa.

B cootBeTcTBUM C cymiecTBYOIMMM pekoMeHaanusamMu, UKJI y nanu-
eHTOB ¢ BITC u KT noiKHbI ObITh UMILJITAHTUPOBAHBI MOCE HeA(PHEeKTUB-
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HOI KaTteTepHoii AecTpyKuuu 1 nocie snuzoga BCC. Mmmiantauus MK
JIOJXKHA OBITh paCCMOTPEHa y MallMeHTOB MOC/Ie HEOOBSICHUMBIX CUHKOIIE
0e3 onpeaeeHHbIX U 00paTUMBbIX MPUYMH. B 3Tux cayvasx unmykius KT
1 HZXKT moxxeT ObITh moJie3Ha.

ITpodunakruueckas umrantaus UK y 6071bHbBIX OCIe KOPPEKIIUU
Tetpaasl Pajsio — SBISIETCS TPEAMETOM TUCKYCCHU, HO MOXET OBITh pac-
CMOTpEeHa NPY HATUYUU TUCHYHKIIMY MIPABOTO U JIEBOTO XeJTyJ0uKa, BbIpa-
KeHHOM (uobpo3se, mupuHe QRS 6osee 180 mc u unaykuuu KT nipu anex-
TpoGhU3MOIOrMYECKOM UccienoBaHun. BaxHo, uto 6osee 80% KA, kynu-
pyembix MKJI — MmoHoMopdHbie GbicTphie KT, Ho 70% TpeOyioT 1IOKO-
Boro pa3psiaa mid KynupoaHus 2KT. B aTux cityyasx onpaBnaHa KateTep-
Has gecTpykius cyoctparta KT, omHaKo oTnaaeHHbIX pe3yabTaTOB B TaHHOM
rpyririe 60JbHBIX TOKa HeT. CiieyeT MOMHUTD 00 OCTIOXKHEHMUSIX, CBSI3aHHbIX
¢ MK, 25—30% KOTOPBIX COCTABISIIOT HEOOOCHOBAHHBIE Pa3psiibl, CBSI3aH-
Hble ¢ HXXT u npobiaemamu ¢ ajieKTpogamu [6].

Tpancnosuuyus maeucmpanvuvix apmepuii (TMA)

TMA — HanbGoJjee yacTo BCTpeYaIOLIMIICS «CUHUI» TTOPOK cepala y
HOBOPOXIeHHBIX, cocTaBistonuii 5% Bcex BITIC. Cnoxnast TMA cBsizaHa
¢ 1e(eKTOM MEXKETYIOUKOBOM Meperopoaku U 00CTPYKIMel BHIXOAHOTO
TpaKTa JIEBOr'O 1 IPABOI0 XeIyI0uKa.

o Havana 80-X romoB IpoLILJIOro Beka rnauueHTsl ¢ TMA noasepraiuch
JIBYX3TaIlHO XUpYypTruuecKoil koppekuuu. [IpeacepaHas cenTaKTOMMUS
Blalock-Hanlon, npennoxenHast B 1950 roay, O6bl1a 3aMeHeHa OaJTIOHHOM
MpeacepaHou centocromueii 6autonom Raskind mociie 1966 rona v BHIIOJHSI-
JIach BCKODE MOCJIe pOXIeHUs peOeHKa. 3aTeM B IePBBIi IO XKM3HU BbIMOJI-
HSIETCSI oIlepallys TIepeKIIoueHUs 1o MeToarKe Senning wiu Mustard. ITpu
orepanuy Senning, BriepBble BHIMOJHEHHOH B 1959 rony, ucronb3yeTcs mpe-
cepaHasl Ieperopoaka JUisl Co3naHusl pa3aeuTeIbHOTo bapbepa U repeHa-
MpaBJIeHUs TTIOTOKOB KPOBU M3 TIOJIBIX BEH B JIEBBI Xejynouek. Onepaiust
Mustard, npemioxeHHast B1964, vcrnoab3yeT 3ariaTy U3 Imepukapaa Win
CUHTeTUYecKoro MaTtepuasna. CoriacHO TaHHBIM HAOMIONEHUN MallMEHTOB
nocie onepauuu «nepekaoueHus» — BCC gaBasgeTcs 0CHOBHOM MPUUMHOMN
CMEPTH 3TUX ITALIMEHTOB B OTAAJIEHHbIE CPOKU U cocTaBiisieT 4 + 7% B CpoKu
1o 10 net 1 9 + 4% B cpoku 1o 20 jieT HabMoAeHU [2].

Bonee 80% ciayuyaeB BCC BO3HUKAIOT IPU HArpy3Ke, UTO SIBJISICTCS
pe3yJIbTaTOM HECHOCOOHOCTH MMOKapAa YBEJIMYUTh CepACUHbIil BHIOPOC.
IIpencepaHbie apuTMum Hepeako npenaiectsyioT BCC, cHuKas npencep/-
HYIO CUCTOJIY 1 HaIlOJIHEHME KeIyI0UKOB cepaiia. CUMIITOMHbBIE apUTMUU
C MpU3HAKaMM CepAeYHON HENOCTATOYHOCTU U JOKYMEHTUPOBAHHBIE SITH-
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30/1bI TPEMETaHUS WU QUOPUUISILIMU TTPENCEPANIA SIBJSIOTCS MTPEAUKTOPaMU
BCC y nauuenTos nocie onepaiuii Mustard uiu Senning [8].

Hauunasg ¢ 1975 roma, aHatoMuyeckasi KOppeKiys onepaluuu apTepu-
aJIbHOTO TEePEeKJTIOUEeHUSI CTAHOBUTCSI METOJOM BbIOOpa. DTOT MOAXON HE
TOJIBKO CHMXKAET BEPOSITHOCTh MPEACEPIHBIX aPUTMUI U TUCHYHKIIMY CUHY -
COBOTO y3J1a, HO YMEHbIIIAET BEPOSITHOCTD (PaTaIbHBIX KeJTyT0UKOBBIX ApUT-
MUIA, TaK Kak JIEBBIA XeayaouyeK MOAAEePXKUBAET CUCTEMHBI KPOBOTOK.
Koppekuus npoctoit TMA He TpebyeT XMpypruyeckoro 10CTyna Ha XKery-
JIOYKaxX WJIX UCTIOIb30BaHUSI 3aIUI1aT U HE CBSI3aHO C PUCKOM BO3HUKHOBEHUS
MMOCTUHITM3UOHHBIX MOHOMOP(MHBIX KT, Kak y 60JIbHBIX ¢ TeTpanoit Dajuio.
Hcnonbp3oBaHuE MIACTUYECKHX MATEPUATIOB HEOOXOAMMO B CITy4Yasix KOPpeK-
1y c1oxHbIX hopM TMA — nipu HeoOxonuMocTH 3aKpbiTUs nedexra MKIT
U1 MOXKET ObITh MPUYMHOM pa3BUTUs Makpo-pueHTpu KT. CroxHast aHaTo-
MMSI IOPOKa U OTIEPALIMIA 10 €r0 KOPPEKIIUU TPEOYIOT UCTIOb30BaHUSI CUCTEM
WHTErpalyy TaHHbIX KOMITbIOTEPHOU TOMOTrpadru B 31eKTPOdU3NOI0TAYE-
CKOTr0 KapTUPOBaHUsI, YTO MO3BOJIIET BU3yaaIu31MPOBaTh CyOCTpaT apUTMUU.

Puck BCC npu TMA coctasisiet 4% B Tedenue 10 JieT 1ociie KoppeKImu
(5—8 cyuaes Ha 1000 manpeHTo-y1eT). B 00JBIIMHCTBE ClTyyaeB XKely104Ko-
BbIM apuT™MusiM 1 BCC B 51011 rpyrmie 60JbHbIX MPEIIECTBOBATIM MTPEACEep/ -
Hele aput™Muu. pyrue dakropsl pucka BCC — nucdynkuus IT2K, BeHo3Hast
o0cTpyKLus U mrpuHa koMriekca QRS 6onee 140 mc, ogHaKoO HET crielu-
(bnyeckux KpuTepues, onpeaensonmx uMmriantano MKJI.

BaxxHo monumatse, yto ummnanTauuss MKJI MoxeT ObITh TEXHUYECKU
CJIOXKHOM MPU HAJIMYUU BHYTPUTIPEICEPIHBIX 3aIJIaT U UMILJIAHTALIUU SJIeK-
Tpona B MOp(oJIornyecKu JIeBbIi keayaouek. [lanmeHtaM 3Toil rpymiibl
CBOJICTBEHHA BbICOKAsl YaCTOTA HEMOTHMBUPOBAHHBIX IIOKOB (6,6% B rom),
CBSI3aHHAs C TIPeICepAHBIMU apUTMUSIMU [9].

Bpoocdennuiii aopmanvholii cmenos

HecmoTpst Ha XUpypruveckylo KOppeKIMio, a0pTaJbHbIA CTEHO3 UMEET
Hanoonbimii puck BCC (5,4 na 1000 naiueHTo-net) [2].

OOcTpykuus BeixomHoro TpakTa JIZK BkitouaeT B cebsl pa3HOPOIAHYIO
TPYTIITY ¢ OOCTPYKIIMEH Ha pa3HbIX YPOBHSIX: MOIKIAIIaHHOM, KJIallaHHOM U
HankiaanaHHoM. KitamaHHbIN CTeHO3 OOBIYHO SIBJISIETCS Pe3y/IbTaTOM JAeTeHe-
paiuu OMKYCIUAaIbHOIO a0PTaIbHOIO KJlallaHa U BCTpevyaeTcsl yallle BCero.
IMoagknanaHHbI cTeHO3 00YCIOBIIEH KiallaHHON MeMOpaHoii. Penkue ciy-
4ay HaIKJIAIIaHHOT'O CTEHO3a CBA3aHbI C IPYTUMU Mallb(popMaLUsIMU, TAKUMU
KaK CMHAPOM BUiIbsiMCa WU SIBJISIIOTCST Pe3y/IbTaTOM IPEIbIIYIIEe XUpyp-
TMYECKOI Mpoleayphl (HalpuMep, OB BOCXOISIIEH aOpThI MOC/Ie omepa-
1M nepekaoueHus npu TMA).
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Puck BCC B aT0#1 rpymnme nalueHTOB 3aBUCUT OT BPEMEHU CYIIECTBO-
BaHUS MOPOKA U CBs3aH C AUCHYHKIIMENH MUOKap/a JIEBOTO Xeaydouka 1
rurneprpodueit Muokapaa.

Koapxmayus aopmot

Yacrora BCC y naimeHToB 1ocjie KOppeKIMU KoapKTallii a0PThl COCTaB-
qset 1,3 Ha 1000 mauuenTo-jeT [2]. Koapkralius aopThl MOXeT BO3HUKATh
Ha pa3HbIX YPOBHSIX, HO KJIACCUYECKU BO3HUKAET B TaK Ha3bIBAEMOM «IIepe-
LIeiiKe», HIXKe OTXOXIEHUS JeBOM MOAKIIOYNYHOM aprepun. OnHa TpeThb
MalyeHTOB UMeeT OUKYCIIMAaNIbHBIN KianaH. Jlaxke rmocje KoppeKIuu Koap-
KTallUM, TALIMEHThI MOTYT OCTaBaThCsI CKIIOHHBI K TUTIEPTEH3UU 1 COITYTCTBY-
touneii runeptpodun JIZK, 4To MOXKET ObITh MPUUMHOM MOBBIILIEHHOTO pUCKa
BCC B 31011 rpymiie 60JIbHBIX.

X.7.b. BCC npu npuoopemennsix nopoxkax cepoua

Onepanuu nNpu NpUOOPETEHHBIX MMOPOKaX CepAlla, KaK MpaBuio, He CBsI-
3aHbI C BEHTPUKYJIOTOMMEN U OTPaHWYEHbI IJIACTUKOM W 3aMEHOM Kitana-
HOB cepilia — yalle a0pTalbHOTo U MUTpaibHOTO. [Ipoliecc maTosornyeckoro
peMoAeTUPOBAHUS B ATUX CJydasix OTPAHUYUBACTCS U3MEHEHUEM CTPYKTYPhI
MMOKap/a JIEBOTO U MPaBOTo XeJayqouka Ha (poHEe OCHOBHOTO 3a00JIeBaHUS
U HapyUIeHW I TeMOJMHAMUKW, BO3HUKAIOIIMX ITPU MOPOKE cepiia. Y maru-
€HTOB MOcJIe KOPPEeKIIMHU KIaraHoB cep/lia, 6e3 Mpu3HaKoB paHee MepeHe-
CeHHoro uHdapkTa MUoKapja, BO3HUKHOBeHUe ycToitunBoit KT Habmoaa-
ercs penko. Peructpanus Yceroituupas 2KT, Kak nipaBujio, CBsizaHa ¢ Hajlv-
YreM pyOLIOBbIX U3MEHEHUN U SIBJSIETCS OCHOBAaHUEM MJIs 1eKTPOodu3no-
JIOTUYECKOTo uccaenoBaHus u ummiaanTauuu MKJI [10].

TunuyHbIMU U HAaMOOJIEE 3HAYUMBIMU (DaKTOPaMU PUCKa BOSHUKHOBEHUS
JKU3HE-YTPOoXKaIOIINX APUTMUIA B 9TOM rPyTIIe OOJbHBIX SIBJSETCS TUIIEPTPO-
Gus1 MUOKapaa U CHUXXEHUE ero HacCOCHOW (yHKUUU. JAuchyHKIUS MUO-
Kapja co CHUXeHue Gppakinuu BeIopoca MeHee 35% sIBsieTCsl TOKa3aHUeM K
umrmiantauuu MKJI, a B ciyyasix coueTaHusl ¢ Tpu3HaKamu 0JI0Kaabl JI€BOM
HOXKMU IMy4YyKa — CUCTeMbI pECUHXPOHU3UpYIolIei Tepanuu. HeodoxonumocTb
OHOBPEMEHHOU UMILJIAHTALIMK 3TUX CUCTEM 1 KOPPEKIIMY ITOPOKa ceplia
TpedyeTCsl peIKo — JIMILb B CiIydyasix BropuuHoil mpodbunaktuku BCC win
OYEBUIHBIX COMHEHUSIX O MEePCNEeKTUBAX YIydllleH!s] (yHKIIUU MUOKapaa
rocJie KOppeKInu mopoka.

Cmpamugukayus pucka

B Hacrosiiiee BpeMsl OTCYTCTBYIOT AaHHBIE, CBUIETEIbCTBYIOIINE O TOM,
YTO IUIACTUKA WM MPOTE3MPOBAHUE MUTPAJIBbHOTO KJlallaHa YMEHbIIAIOT
KosnuecTBO KA y MallMeHTOB ¢ KJIalmaHHBIMU TTopokaMmu cepaua. [Toaromy
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OLIEHKA KJIMHUYECKOTO COCTOSIHUS 9TOM KaTerOpyUM MallMeHTOB U UX Jieue-
HUE MPOBOJSATCS HA OCHOBAHUM CYILECTBYIOIIMX PEKOMEHIALMI IS KaxK-
JIOTO 13 3a00JIeBaHU.

Knunuyeckast olieHKa COCTOSIHUSI OOJBbHBIX C KJIallaHHBIMU MTOPOKaMU
cepaua u 2KA, a Takxke BbIOOp TAKTUKU UX JICYEHUSI TOJKEH OCYILIECTBIISIThCS
Ha OCHOBaHUM CYIIECTBYIOIIMX B HACTOsIIIIee BpeMsl peKOMeHAAIUMI 1o 1ua-
THOCTHKE U JIEYEHUIO TOPOKOB Cep/Ilia U BbISIBIEHUU OCHOBHBIX M BTOPOCTE-
MEeHHBIX (PAaKTOPOB PUCKA U APYTUX KIUMHUKO-UHCTPYMEHTATbHbBIX TaHHBIX,
B YacTHocTH HU3Koi1 DB.

ITo3uTuBHOE 3HAaYEHUE TJIACTUKU WU MPOTE3UPOBAHUS MUTPATILHOTO
KJjlarnaHa y MalueHTOB C MPOJancoM MUTPAJIBHOTO KialaHa, TIXeJIou
MUTPAJIbHOI perypruTtalueii, coueTaroleics ¢ reMoqMHaMU4eCcky 3HauM -
MbiMU KA (OCHOBHOI (hakTOp puckKa), B oTHOIIeHUU npoduiaktuku BCC
He SIBJISIETCS] TOKA3aHHBIM.

Cnucok Jureparyphbl

1. Silka M.J., Hardy B.G., Menashe V.D., et al: A population-based prospective evalu-
ation of risk of sudden cardiac death after operation for common congenital heart
defects. // J Am Coll Cardiol — 1998.- Vol. 32. — P.245-251.

2. Verheugt C.L., Uiterwaal C.S., van der Velde E.T., et al : Mortality in adult congeni-
tal heart disease. // Eur Heart J — 2010.- Vol.31. — P. 1220-1229.

3. Gatzoulis M A., Balaji S., Webber S.A., et al: Risk factors for arrhythmia and sudden
cardiac death late after repair of tetralogy of Fallot: a multicentre study. // Lancet
—2000. — Vol. 356.- P.975-981.

4. Murphy J.G., Gersh B.J., Mair D.D,. et al. : Long-term outcome in patients under-
going surgical repair of tetralogy of Fallot. // N Engl J Med — 1993. — Vol. 329. —
P.593-599.

5. Keane J.F., Driscoll D.J., Gersony W.M, et al.: Second natural history study of con-
genital heart defects. Results of treatment of patients with aortic valvar stenosis. //
Circulation -1993. — Vol. 87. — P. 116-127.

6. Khairy P., Harris L., Landzberg M.J., et al. : Implantable cardioverter-defibrillators
in tetralogy of Fallot. // Circulation — 2008. — Vol.117. — P. 363-370.

7. Karamlou T., Silber I, Lao R., et al.: Outcomes after late reoperation in patients
with repaired tetralogy of Fallot: the impact of arrhythmia and arrhythmia surgery.
// Ann Thorac Surg — 2006. — Vol. 81. — P.1786-1793.

8. Kammeraad J.A., van Deurzen C.H., Sreeram N., et al.. Predictors of sudden cardiac
death after Mustard or Senning repair for transposition of the great arteries. // J Am
Coll Cardiol — 2004. — Vol.44. — P.1095-1102.

9. Khanna A.D., Warnes C.A., Phillips S.D., et al.: Single-center experience with
implantable cardioverter-defibrillators in adults with complex congenital heart dis-
ease. // Am J Cardiol — 2011. — Vol.108 - P.729-734.

10. Eckart R.E., Hruczkowski T.W., Tedrow U.B., et al. Sustained ventricular tachycar-
dia associated with corrective valve surgery. // Circulation — 2007 - Vol.116 - P.
2005-2011.



X. Ctpatngukauyns pucka n npogpunaktuka BCC 157

X.8. Crparnduxanusi pucka u npopuiakTuka
BCC nauueHTOB ¢ aHOMAJIUAMU Pa3BUTHS
COEUHNUTEIbHOI TKAHM cepana

B TeueHue nByX MOCHETHMX NECSTUIETUN aKTMBHO Pa3BUBAETCS Ipell-
CTaBJIeHUE O AUCIUIa3uu coequHuTenbHon Tkauu (JCT) cepaiia, mposiBiisi-
foIelicsl UBMEHEHUSIMU COeIMHUTETbHOTKAHHOTO KapKaca U KJIalTaHHOTO
armapata ¢ (popMHUpoBaHUEM TaK Ha3bIBaeMbIX MaJIbIX aHOMaIMii cepama [1].

IIpucranbHBI MHTEPEC MCCIIeI0BaTE e BhI3bIBAIOT apUTMUM, PA3BUBAIO-
muecst Ha hoHe MaJibIX aHOMauit cepaua [2, 3]. B ocHoBe pa3BUTUS apUT-
MM IPY STUX COCTOSTHUSIX JIEXKAT KaK aHOMAaJTMU CTPYKTYPbI ¥ (DYHKIIUH ITPO-
BOJISAIIEH crcTeMbI cepana (TMChYHKIIMS CHHYCOBOTO y3J1a M CHHOATPUAIIb-
HOIi 30HBI, T0OOABOYHBIE POBOISIINE ITYyTH U MEXK(DACITUKYISIPHBIE COET-
HEHUs), TaK ¥ TeMOJMHAMUYECKIEe HapyIlIeHUsT, BO3HUKAIOIIUE IPU Peryp-
TUTAIMY KPOBU M3-3a IIpoJiarica KJiarraHoB. 3HAYMTEIbHYIO TTPOapUTMOTEH-
HYIO pOJIb UTpaeT AedopMaiys moJocTu JeBoro xkeaynouka (JIZK), Bo3Hu-
Kalolas 3a CYeT SKCTPaKapIUaIbHBIX IPUINH U TIO]] BIUSTHUEM CaMOli aHO-
Manuu cepaua [4].

Hapymenus putma u npoBoaumoctu cepaua npu JCT peructpupylorcs
JIOCTaTOYHO 4yacTo. [1pu anekrpokapanorpachudecKoM uccieqoBaHun y 2/3
nanueHToB ¢ HeauddepeHuupoBanHoit JACT cepaiia BHISBISIOTCS Te€ WU
WHEBIE OTKJIOHEHUS, IIPU XOJTEPOBCKOM MOHHMTOpUpoBaHUM — Y 95% |3, 6].

HpO/lal’lC MUMpAa/abHO2O Kaanana

YacroTta BHe3amnHoii cmeptu ipu cuHapome [TMK 3aBucut ot MHOTMX (ak-
TOPOB, OCHOBHBIMU 13 KOTOPHBIX SIBJISIIOTCS SJIEKTpUYECKask HECTaOWIbHOCTD
MMOKap/a Ipyu HaJTWIMU CUHIpoMa YIJIMHeHHoro uuTepBaia QT, xkeaynod-
KOBBIX apUTMMUIA, COITyTCTBYIOIIAsi MUTPaJIbHasi HEIOCTATOYHOCTh, HEMPOTY -
MOpaNIbHbIN aucbanaHc [7].

Bnesamnnasg cmepthb y nanueHToB ¢ [IMK peructpupyercst MeHee uem B
0,2% ciydaeB B TedeHUE TOJrOBpeMeHHOTo HabmoneHus [8—10]. ITpu otcyt-
CTBUM MUTpanbHOI peryprutauuu puck BCC gBisgeTcsa HU3KUM U He TIpe-
Boimaet 2:10000 B rox, B TO BpeMs KaK IpU COMYTCTBYIOIIEH MUTpaIbHOM
peryprutaiuu puck ypennuupaercs B 50—100 pas [7, 11].

Mexny teM y nereit ¢ [IMK mocToBepHO yalile perucTpupyloTcs Keay-
JIOUYKOBBIC HapyILIeHUsI puT™Ma U aucrepcus nHrepBaia QT B cpaBHeHUU ¢
rpynioi Koutpous [ 12]. K romy xxe [IMK siBisieTcst Hepeakoit (3—5%) nipu-
YUHOM BHe3amHoii cepaeuHoii cMeptu (BCC) y cnopTcCMeHOB ¢ BpOXKAEH-
HBIMM aHOMAJIMSIMU KOPOHAPHBIX apTepUil U TMIePTPOGUIECKOM Kaparo-
muornartueit. B 6onbimHcTBe cnydaeB BCC npu [IMK HocuT apuTMOreHHbIM
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reHe3 U oOycyioBJieHa BOSHUKHOBEHUEM WIMOIATUYECKON KeTyI0UYKOBOM
TaxuKapauu Wiv Ha poHe cuHapoMa yaarHeHHoro uHtepsaia QT [3, 7, 9].

Hauboabiee BHUMaHUe 3aci1y>KMBalOT ocooble oarpymnmnbsl [IIMK ¢ Bbico-
kuM puckom pa3Butusi BCC. K TakoBbIM clieayeT OTHOCUTD TMallMEHTOB C
TSKEJI0M MUTPaIbHON HETOCTaTOYHOCTbHIO, O0YCIOBJIEHHON MOJOTSIIEH
CTBOPKOI MUTPAJILHOTO KJlallaHa — IPO3HOT0 OCJIOXHEHUS ITpoJiarica, Cylle-
CTBEHHO BJIMSIIOLIETO Ha IMPOrHo3. [1o pe3ynbraTam 10JroBpeMeHHOro oocie-
JIOBaHUS 3a MallMeHTaMU C BbIPaK€HHON MUTPaJIbHON HEAOCTATOYHOCTHIO
noctoBepHbIMU NTpeaukTopamu BCC o jaHHBIM MyJIbTUBAPUAHTHOIO aHa-
Jm3a opuTH: hyHKIMOHaNbHBIN Kiace o NYHA, dpakuus Beiopoca JIZK u
Hanuue GudpuuISIuuu npencepanii. Xvupyprudeckast KOppekKimss MUTpasib-
HOU HeIOCTATOYHOCTHU B OOJIBIIMHCTRE Cy4yaeB BeAEeT K JOCTOBEPHOMY CHU-
>KeHUIO pUCcKa BHe3amnHoi cmeptu [13].

Joxcubie cyxoxucunus cepoya

Jloxnrbie cyxoxunus (JIC) JIZK B mocienHue roabl 0OJbIIMHCTBO aBTO-
POB OTHOCAT K MaJIbIM aHOMaJIMsAM CEpILia MU paCCMaTPUBAIOT KaK IPUYUHY
HapyleHUR BHYTPUCEPACYHON reMOIUMHAMUKM, TMACTOJINYECKON (hyHK-
1 JIZK, anektpuyeckoit crabuiabHocTy cepaua. [1o naHHBIM TUTEpaTyphl
JIC npoaeMoHCTpHPOBaIM CBOIO BHICOKYIO apUTMOTEHHYIO 3HAYMMOCTh [ 14].

st oobsicHenus ydactust JIC B mpoOUCXOXIEHUU HApYILIEHUI pUTMa
cepala MpeajiaraTcs pa3Hble MeXaHu3Mbl. Bo-tniepBbix, JIC MoxeT hyHK-
LIMOHMPOBATh KaK MPOBOAHUK BCAEACTBUE HATUYMS B HEM KJIETOK ITPOBO-
ISIIe CUCTeMBbI, TeHepupysl heHOMeH re-entry. Bo-BTOphIX, MexaHUYECKOE
pacTskeHre MUoKapaa B Mecte npukperuieHus: JIC MoxkeT reHepupoBaTh
MOSIBJIEHUE DKTOMMYECKUX UMITYJIbCOB [4, 15]. B-TpeThux, MecTa mpuKperie-
Hust JIC MOTYT BBICTYIIATh B POJIY YYACTKOB C IOHUKEHHOI CKOPOCThIO IPO-
BeIeHUsI UMITYJIbCOB, JIMOO BOOOIIIE UX OJIOKMPOBATh, BHI3bIBAsI JIOKATIbHbBIC
«3aBUXPEHUST» B IPOBOSIIEH CUCTEME, CTIOCOOHBIE TAKKE 3aIyCTUTh MeXa-
HU3M re-entry, 3HauMTeJIbHO MOBbIIIAast PUCK BO3HUKHOBEHUS XKM3HEYTPOXKa-
omux HapyueHuii putMa. Takke JIC MOTYT yyacTBOBaTh B peMOIEIMPOBa-
HUU CepIlia, YTO caMo I10 cede SABJIsIeTCS MTPOapUTMOIeHHBIM (hakTopoM [4].

ITpyunHO OMO3AEKTPUUECKOI HECTAOMIBHOCTH CepLia MOXKET CITYKUTh
Mopdosiornyeckast HSOMHOPOAHOCTh MUOKap/ia, BOSHMKAIOIIasl BCICACTBUE
JIOKaJIbHBIX HapyIIIEeHUII MUKPOKPOBOTOKA 3a CUET TPAKLIMU TKaHEeH, Tpuie-
Kanyx K mectaM npukperuieHus1 JIC. K romy ke, u3BMeHeHUsI MUKPOLIMPKY -
Uy Muokapaa, ooycnosiaeHHble JICT, Takke SIBASIIOTCA TPUUMHON pa3-
BUTHUSI yU4aCTKOB CKiepo3a (1o anonrosa). Yepenysich ¢ QyHKIIMOHAIBHO
aKTUBHBIMU 30HAMU, OHU OOYCJIOBIMBAIOT JIEKTPUYECKYIO HEOTHOPOI -
HOCTb TKaHe#l cepaua. K ¢opMupoBaHUI0 04aroB 3KTONMUYECKON aKTHUB-
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HOCTH M Pa3BUTHIO KETYIOYKOBBIX apUTMUI MOXET ITPUBOINUTH pa3Ipake-
HUe 3HAO0Kapaa, BO3ZHUKAIOIIEe IO/ BIMSTHUEM U30BITOYHO JimHHOTO JIC.
TypOyaeHTHBIN TOK KPOBY, BOSHUKAIOIINIA BCJIEACTBIE IIPETISITCTBUS Ha €TO
IyTHU B BUJIE IIOTICPEYHOTO TSIKa, TAKIKE SIBJISICTCST (DAKTOPOM, CITOCOOCTBYIO-
LLIUM OMO2JIEKTPUYECKON HECTAOMILHOCTU MUOKapaa [4].

Kenydouxoeas saxcmpacucmonus u A104CHblE CYXOHCUNUSL
1e6020 JicenydouKa

B 1984 rony BnepBbie ObLIO BbICKA3aHO MHEHUE 00 apUTMOTEHHOI POJIU
JIC y mpakTUuecKu 310pOBBIX JIULI C XKeJIyI0YKOBOM aKcTpacucronueit (2KD)
[16, 17]. Y moneii ¢ JIC JIZK nocTtoBepHo yatie otMeuatorcst 2KD. B cBoto oue-
penb, pacinpoctpaHeHHOCTh JIC JIZK cpenu moneit ¢ 2KD 10CTOBEpHO BhIlIIE,
10 CpaBHEHMUIO C JoAbMU 0e3 TakoBoit [18]. [Ipruem pacnpocTpaHeHHOCTD
JIC JIZXK cpenu nui ¢ yactoit KD (6osee 1000 B CyTKM) TOCTOBEPHO BBILIIE,
YeM Cpeu JulL ¢ 0osiee peKOil SKCTpacucToIue, a 6oudoKycCHbIe U MapHbIe
9KCTPACUCTOJIbI PErMCTPUPOBATIUMCH aBTOpaMu ToJibKo y uil ¢ JIC JI2K [17].

JICJIXK, TIMK, a TakxXe Ux coueTaHue JOCTOBEPHO Yallle BhISIBJISIIOTCS Y
MauueHToB ¢ yacToii (6osee 3 B 1 MUH.) MOHOTOMHOM KD B cpaBHEHUMU C
narueHTaMuy 6e3 HapyleHui puTt™Ma cepaia. [1o JaHHBIM MyJIbTUBapUaHT-
Horo aHanu3a Hanuuue JIC JIZK u TIMK nocToBepHO CBSI3aHO C 4acTOTOM
K3, rorna kak BaussHue [TMK u JIC JI2K, B39TbIX B OTAEAbHOCTHU, SIBJISIETCS
He3HauUTEeAbHBIM [19].

KD vame Habmogarorces npu Hanuuuu JIC B o6acTy 6a3anbHO YacTu
MexoKkenynoukoBoit meperopoaku (M2XKIT) [20—23]. YacTora KD BO3-
pactaet ¢ yBenuueHueM Toawunbl JIC, npu Hanuuuu HeckoJbkux JIC, a
Takxke B ciaydae npukperuieHus JIC k M2KIT v nanuiisipHbIM MbllILAM
[5, 20, 21, 23].

Y nauuenTon ¢ JIC JIZK, B oTCyTCTBUE OpPraHUYECKOTO MOpPaxXeHUs
ceplilia, OMMCcaHO BOZHUKHOBEHME XKeTya0uKoBoi aputMuu (2KA), B ToM
yuciae pUuOpMILISIIIMK XeTyI0UYKOB, TapOKCU3MAaIbHOM XeTya09KOBOM
taxukapauu. CnoHTaHHbIN pa3pbiB JIC accounupyeTcs ¢ mpekpalieHueM
HapylieHus cepaeyHoro putMa [24]. Pazsutuio 2KA y manuenTos ¢ JIC crio-
cobcTByeT nuutaraius mooctu JIZK, a Takke HapylIeHHWe ero JMacToInye-
CKOT'O HaroJIHEHUSI U MECTHOE HapyllleHe BHYTPUCEPAEYHOM reMoIMHa-
MUKHU B 00sacTu pacnosioxeHus JIC. AHanu3 3XOMIOTHOCTU MOKa3bIBAET,
YTO TIPU 3HAYMTEILHOM MOBBIIIEHUM 3XOIIOTHOCTU JIC Hal 3XOIIOTHO-
CThI0O MHTAaKTHOTO MUOKapJaa MMEeT MECTO CHIMXKEHUE YaCTOThl pa3BUTHS
KA. TIocKoJIbKY MPUYMHOM BHICOKOM 3XOIJIOTHOCTH SIBJISIETCS TTOBBILLIE-
HME cofiep>KaHUsI KOJUTareHOBBIX BOJIOKOH, 3TO YKa3bIBaeT Ha TO, UYTO yBEJI-
YeHUE COlepKaHUsI COeNMHUTEIbHOM TKaH! B JIC IPUBOIUT K CHUKEHUIO
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BEPOSITHOCTY BOBHUKHOBEHUII HApYIIEHUI cepaedyHoro purMa. To ecThb ¢
KD acconuupyrorcs JIC, cocTosiiue NperMyIeCTBEHHO U3 MbIIIEYHbBIX
KJIeTOK U KjieToK ITypkunbe [24].

Hapywenus pumma cepdua npu ungpapkme muoxkapoa u Haau4uu
JAONCHBIX CYXOICUNUTI

Y maneHTOB B ocTpoM nepuoae uHdapkra muokapna (MM) bubdbpuns-
st xeaynoukoB (P2XK) nocroBepHo valle BcTpevaetcs y 6obHbIX ¢ JIC JIK.
VY nanmentoB ¢ UM pazButne @K nmeet 10CTOBEPHYIO CBSI3b C HATMIMEM
JIC JIZK, BbicokuM knaccoM 1o Killip, Hanuauem acuHepruu JIZK (4yBcTBU-
TeabHOCTh 83,3%, crietinduuHocTb 92,7%) [14].

[To pesyabTaTamM TMCKPUMHMHAHTHOTO aHajM3a BBISIBJIEHO S5 (DaKTOpPOB,
00J1a1a101I1X BEICOKO CITIOCOOHOCTHIO TMCKPUMUHKUPOBAThH 0OJbHBIX, TIEpe-
Hecmmx O2K: JIC JIK, nokammzanus JIC JI2K, pasmep nosoctu JI2K, pazmep
acuHepruu JIZK, Halmaue BHYTPUITOJIOCTHOTO CEPASUYHOTO KabIIMHO3a (1yB-
cTBUTEIBHOCTH 87,5%, cietinduaHocTb 95,0%). [1pu anpodaruu rmoxydeH-
HOI MOJIeJ M Ha IpyIine 60JbHbIX OCTpbIM MM ObLi1a MpoeMOHCTpUpPOBaHa
qyBCTBUTEIBbHOCTE 80% m cieumnbuaHocTsb 92,5% [4, 25].

C6513b N0JCHBIX CYXOACUNUTLL cepOua ¢ CUHOPOMOM PAHHell
DPenoaapu3ayuU JHceny0ouKos

Cpenu maureHTOB, HarpaBisieMbIX BpadyaMu Ha OXoKI', BcTpeuaeMocThb
3JIEKTPOKapAXOrpaMuecKOro CHHIPOMa paHHEN PeIToIsIpu3aliiy XKeJTy104 -
koB (CPPXK) y manmenTos ¢ JIC JIK cocrasister 6osee 80% [20, 26—30]. ITpu
couetaHuu JIC JIZK ¢ [IMK u aipyruMu mposiBJIeHUSIMU AUCTIIA3UU COSTUHU -
teabHol TKanu CPP2XK onpenensiercst B 93% ciyvaes [23]. [To Mepe ycuie-
Hus1 BIpaxkeHHOcT CPP2K Bo3pacTaeT KOJIMYeCTBO PErUCTPUPYEMbIX TP -
3HakoB HenuddepeHunposanHoit JCT [25].

V nuu npussiBHOTO Bo3pacTta, umetoniux JIC JIZK, CPPX Bcrpeuaercs: B
42.9% cnyuyaeB. Hanbonee xapakrepHo Hanuuue CPPXK y uir ¢ momnepey-
HBIMU — 55,5% u ¢ MHOXecTBeHHBIMU — 77,3% JIC JIK 1o cpaBHEHUIO C
18,7% CPPXK mnipu muaronanpHoM pacnionoxenuu JIC JI2K. Takum obpa-
30M, CPPX y nuir ¢ JIC MoxeT paccMaTpuBaThCsl B KaueCTBEe MapKeépa CUH-
npoma ACT cepnua [28, 31].

Psan aBTopoB paccmarpuBaeT npuunHy CPP2XK B uameHeHuu npoiecca
HOPMAaJIbHOTO pacIpoCTpaHeHUsT BO30YKICHUs, TIPEXKIEBPEMEHHOM BO3-
OyXIeHUU OTAEJbHBIX 00JacTeil MUOKapaa, MPUBOISIIEM K Oojiee paH-
HEMY HACTYTUICHUIO PEIOJIIpU3aliiy 3TUX 00j1acTeil BCAEACTBUE TPOXOXK-
neHus umyibca o JIC, Haunnaromemycst ot M2KII [29, 32—35]. ITpu nipo-
yux paBHBIX ycaoBusx JIC cokpaiaeT paccrosinue or M2KIT go cBobdo-
Holt cteHku JIZK uny manwuisipHoit Mblnibl. U3MeHeHue npolecca Hop-
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MaJIbHOM aKTUBallMK, KaK U3BECTHO, IPUBOAUT K HAPYIIIECHUSIM PETTOJISIPY -
3ainu. Bo3MOXHO, 3TUM MOXHO OOBSICHUTH CJIydal BhIPaKEHHBIX N3Me-
HeHwuii penossipuzanuu npu JIC JI2K.

Lucnancepuzayus nayuenmos ¢ Haauvuem CmpyKmypHbix
aHomanuil cepoua

Bomnpochl npoduiakTUKu ¥ AUMCHaHCepU3aluu JULL ¢ MaJbIMUA aHO-
MaJusIMU Ceplilla OCTAIOTCS He U3yUYeHHbIMU. BOJbIIMHCTBO UCCIea0Ba-
TeJeil CXOaTCsl BO MHEHUU O HEOOXOIUMOCTHU TUCITAaHCEPHOTO HabJ0-
JIEHUS ¥ PETYJISIPHOTO 3X0orpaduyeckoro o0caeq0BaHus ONUH pa3 B TOM.
ITposeneHue OxoKI B HacTosIIee BpeMs MO3BOJSIET C JOCTATOYHO BbICO-
KOI TOYHOCTHIO TMAarHOCTUPOBATH HaJMUYME MaJIbIX aHOMAaJWM, onpee-
JINTh UX PACIOJIOXEHUE U MTOTEeHIMATbHOE 3HAaYEHUE B PEMOJIEINPOBa-
Huu JIK, HapylmieHusIX TeMOAMHAMUKN U BO3HUKHOBEHUM HapylIeHU M
pUTMa cepala, YTO CAYXUT TOMOTHUTEIbHBIM UHCTPYMEHTOM 151 OTpe-
NeJeHUs TAKTUKU, C KOTOPOU CleayeT BhIMOIHATh NMpodunaktuky BCC
B KaXIOM KOHKPETHOM CJlyyae.
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X.9. BCC npu MeTadoan4ecKux
1 BOCHAJINTEIbHBIX 3200/ 1¢eBaAHUAX

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

Muokapoum

MuoxapauT — MopaxkeHne CepAcUHON MBIIIIIBI TTPEUMYIIIECTBEHHO BOC-
MAJIUTEILHOTO XapaKTepa, 00yCIOBICHHOE HEITOCPEACTBEHHBIM WJIM OTIOCpe-
JIOBaHHBIM Yepe3 MMMYHHbBIC MEXaHMU3MBbI BO3IeicTBMEM MH(MEKIINH, TTapa-
3UTAPHON WUJIU TTPOTO30MHOI MHBA3UU, XUMUYECKUX WU (PU3NYECKUX (haK-
TOPOB, a TAaKXKe IMOPaKeHUST, BOSHUKAIOIINE ITPU aJUIEPTUICCKUX U ayTOUM-
MYHHBIX 3a00J1eBaHusX [ 1]. MUOKapIuT B COYETAHUM C HApyIIeHUEM (DYHK-
LI cepara ob03HavyaeTcsl Kak BOCIaIMTe IbHAs KaparnoMuonaTtus [2], oba
9TU TepMUHA MpencTaBieHbl B pekomeHaauusax ESC [3].

Haubomnee yacTbIM 3THOJIOTMYECKUM (haKTOPOM, O0YCITIOBIMBAIOIIMM pa3-
BUTHE MHOKapauTa 6osiee ueM B 60% ciydaeB, sIBIsIETCS BUpYCHast MHMeK-
s (B €BpOMEHCKOM MOMY/ISIIUY HanboJIee YacTo ONPEACISIIOTCS afcHOBU -
pychl, aHTepoBupycH (Kokcaku B), mapBoBupyc B19, Bupyc repreca geno-
Beka 6 tuma 1 ux accouunauuu) [1]. M3 6akrepraabHbIX areHTOB HaUuOOJIb-
1Iee 3HaYCHUE B TTOCJICTHME TOIbI IPHMOOPETaIOT BHYTPUKIICTOUHBIC BO30YIH -
tesu (poa Chlamydia) [4]. Cpenu ApyruxX MpUYKMH BBIAEISIIOT IPSIMOE U OTTO-
CpemoBaHHOE BO3MIEHCTBHE TOKCMYECKUX BEIIECTB, B TOM YHCJIE JIEKAPCTB,
aJUIepruyecKre U ayTOMMMYHHbBIC PeaKIIMK Y JIUI] ¢ CUCTEMHBIMU 3a00J1¢e-
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BaHUSIMM (KOJIJIAar€HO3bI, OMYXOJIU, CAPKOUA03, HECTIeLIU(PUIECKUN SI3BEH-
HbIl KouT) [1, 2, 4].

YacroTa MuoKapauTa B pa3nyHbIX cTpaHax EBporibl pazinyaercs B pasbl
u xonebnercs ot 0,12% no 12% [5, 6]. B kapaunosornyeckux craloHapax
JIMArHO3 MUOKapUTa BBICTABIISIETCSI MeHee YeM B 1% ciiydaeB, B TO 3Ke BpeMsT
10 JJAHHBIM ayTOIICUU €ro MPU3HAKK BBISIBISTIOTCS B 3—9% [4].

Bepudukaiuyss MuokapauTa — CJIOXHBI MHOTOKOMIIOHEHTHBIN PO-
1ecc. 30J0TbIM CTAHAAPTOM AUATHOCTUKU SIBJISIETCS SHIOMUOKapAaabHAasI
Ouorncus, MpU KOTOPO 0OHAPYKMBAIOT MPU3HAKU BOCIIAJIEHUSI B MMOKAap/Ie,
HEKpO3 KapIMOMUOLIMTOB, a TAKXKE BO30OYAUTEISI BOCIIAJIUTEILHOTO Mpoliecca
wiu ero dparMeHTsl [7]. JluarHo3 MuokapauTa ycTaHaBIUBalOT B COOTBET-
CTBUU ¢ KputepusiMu, onnrucaHHbiMu Caforio u coanr. [3].

[To-BuauMomMy, B KIMHUYECKOM MPAKTUKE UMEET MECTO 3HAUYUTEb-
Hasl TunoauarHocTuka Muokapnuta. KomruiekcHoe obciienoBaHue 00Jib-
IO TPYIIIBI OOTBHBIX C «MAMONATUIECKUMU» PAa3IMUYHBIMU BapUaHTaMU
HapyluIeHU puTMa U TPOBOIMMOCTH, BKJIIOUMBILIEE B TOM YHCJIE MTPOBee-
HUE 9HAOMUOKapIUaIbHOI Ouorncuu, rno3sonuwio O.B. biaarosoii u coasT.
[8] ycraHOBUTH AMArHO3 OIpeneeHHOro MruoKapauTa B 55% ciaydaes. Eme
y 22% o6cea0BaHHBIX ObLT BepUMUIIMPOBAH BEPOSITHBI MUOKAPIUT, a B
9% ciaydaeB UMEJIO MECTO COUYeTaHWE MUOKApIUTA C TEHETUYECKUMU Kap-
JTMOMUOIIATUSIMU.

Pe3ynbTaThl ceKliMy BHE3aITHO YMEPIIKX JII0eil 0OHapyXKuUBatoT MOpdho-
JIOTMYECKHME MapKepbl MUoKapauTa B 8,6% citydaes [9], a y iui Mmojioxe 40
net — o 40% ciygaes [10, 11].

HenocpencrBeHHbiM MexaHu3MoM BCC y 601bHBIX MUOKAPIUTOM SIBJISI -
I0TCS CTOMKME HapylIEHUsI pUTMa U/UI TPOBOIUMOCTH, KOTOPHIE 110 NaH-
HBIM anuaeMuoaornyeckoro ucciaegosanus ESETCID, npoBeneHHoOro B
Espore, peructpupytorcst B 18% ciydaes [12]. [1pu aToMm mpocieskuBaeTcst
CBSI3b MEXXJIy YaCTOTOM U TSDKECTBIO pa3BUTHSI HApYIIeHUI puTMa 1 Mopdo-
JIOTMYECKUM BapMaHTOM MUOKapAUTa, B YaCTHOCTU HAMOOJIbIIasi BIpaXKeH-
HOCTbh apUTMUYECKOTO CUHAPOMA XapaKTepHa JIJIs TMTAaHTOKJIETOYHOTO MUO-
kapaura. [To naHHBIM qpyroro uccienoBanus [13], okoso 5% ciyyaeB Muo-
KapauTa Je0I0TUPYIOT Pa3BUTHEM KETyIOYKOBON TaXUKapIUHU.

BrbinensiioT 1Ba pa3HbIX KIMHUYECKUX CLIEHAPUS B 3aBUCUMOCTH OT XapaK-
Tepa KA, accouurpoBaHHBIX C MUOKAPAUTOM:

1. Octpblii ¥ HYyIbMUHAHTHBIA MUOKAPAUT € pepakKTEPHBIMU 3710KaYe-

cTBeHHBIMU 2KA 1 HeOJIaronpusITHBIM KPaTKOCPOYHBIM TTPOTHO30M.

2. JlnuTesbHOE MporpeccupoBaHue 3a001eBaHus ¢ pa3BUTUEM BOCIIAIH-

TeJIbHOM KapauoMuoratun u nucyHkimu JIZK, conpskeHHO# ¢ BBICO-
kum puckom BCC, kak u B ciryyae JKMII.
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Ocmpblil u yabMUHAHMHBLIL MUOKAPOUM

DyIbMUHAHTHBI MUOKAPAUT — OTAEJbHAsA (hopMa BOCHATUTETHHOTO
MOPAXEHUSI MUOKAp/a, XapaKTEPHBIMUA OCOOEHHOCTSIMU KOTOPOTO SIBJISI-
IOTCSI BBICOKASI YaCcTOTa Pa3BUTUS pedpPaKTepHBIX 310KAYeCTBEHHBIX KA,
octpoit CH u moxoit 6mxkaitmii mporHo3. I[IporHoctruyecku Hebmaro-
MPUSATHBIMU IPU3HAKAMU B PAHHEM TIEPUOJE SIBJISIIOTCS MPOrPeCcCUpyoiee
CHUXeHue cucronuueckoi pyHkumu JIZK, cToiikoe moBbIIEHNE CEPIEYHOTO
TPOITIOHUHA, Pa3BUTHE HEYCTOMUYMBBIX KA, a TakXKe TPU3HAKOB HAPYIIEHUS
BHYTPIKETYIOUKOBO# mmpoBoaumMoctH [ 14]. KpaTKocpouHbIii TPOTHO3 TIpU
dynbMUHAHTHON (hopMe MUOKapAUTa HEOJIArONIPUSTHBIN, OMHAKO, Y BBKUB-
LIXX JIAL JOJITOCPOYHBIN TPOTHO3 ONTUMUCTUYHBINA. [10 JaHHBIM SITTOHCKOTO
perucrtpa, KpaTKOCPOUYHAasl BBLKMBAEMOCTb MPU (hyJTbMUHAHTHOM MHUOKap-
IuTe He npeBbiinaer 58% [15].

OcTpbliit MUOKapauT rpu 6osie3Hu JlaliMa u iU Teprun OTINYAIOTCS BBICO-
KO 4acToTO# HapyllleHUi MPOBOAMMOCTHU Cep/lia, 3a4acTylo TpeOyolei
noctaHoBkU BpeMeHHoro OKC.

I'MranToKJIETOUHBII MUOKAPIUT — TsKeas hopMa MUOKAPIUTA C KpaiiHe
HeOJaronpUsTHBIM TEYEHUEM, YACTO BCTPEUAETCS Y MOJIOABIX JINL. J{uarHos
MOATBEPXKIAETCI JAHHBIMU SHIOMUOKAPAUATIbHOU OUOIICUY, TPU KOTOPOU
BBISIBJISIIOTCS] TUITMYHbBIE TUTAHTCKUE MHOTOSIIEPHBIE KJIETKU B O4arax BOcIa-
JieHus. YacThIM CUMIITOMOM SIBJISIETCSI Pa3BUTHE TSXKEJbIX HAPYIIEHU TPO-
BOJAMMOCTHU cepaia, Tpedyromux uMmuiantauuu DKC. KomOnHupoBaHHast
MPOTUBOAPUTMUYECKAS TEpAIUs 4acTo He 3(pdeKTUBHA, TPOTHO3 Y TAKUX
MalMEeHTOB KpaliHe HeOIarONMPUSTHBIN B CBSI3U € pepaKTEePHBIMU SJIEKTPU -
yeckuMu mropmamu, HeripeposiBHOM KT nmun OK.

Bo Bcex ciayyasix ocTporo u ¢pyJIbMUHAHTHOTO MUOKapAuTa Tpeody-
€TCS TOCTIUTANN3ALIMS, OTPAHUYEHUE TBUTATEIbHOU aKTUBHOCTA U MOHMU-
TOPUPOBAHUE OCHOBHBIX XU3HEHHBIX MyHKIMA. [Tpyn Hanuyum npusHa-
KOB CepIeYHOI HeJIOCTaATOYHOCTU Ha3zHavaeTcs 6azucHas tepamnust uAI1D,
[-agpeHoGIOKaTOpaMU C LENbIO CO3AAHUS HEUPOTOPMOHATBHOW OJIOKAMBI,
CUMIITOMATUYECKAsl, B TOM YUCJIE aHTUAPUTMUYECKAs Teparusl, 3a4acTylo
Tpedyetcs umruiantauus DKC, cucteM KapIruomyIbMOHATbHOM MOAIEPKKUA
WV BHYTPUAOPTATHHOM OaJNTOHHON KOHTPITyJIbcalui [ 14].

Bornpoc 06 nmmnantaiuu MKJI, kak mpaBuiio, paccMaTpUBaeTCs MOCIe
OKOHYaHWUS ocTpoii ha3bl MuokapauTa. [TokazaTensiMu B OJib3y 0oJiee paH-
HEro pelIeHUsI 3TOTO BOMPOCA SBISIOTCS PELIUANBUPYIOLINE XXU3HEYTpOXKa-
fomue 2KA, THTaHTOKJIETOYHBI MUOKAPAUT U capKouao3. DbdheKTUBHBIM
BPEMEHHBIM PEllleHUEM B OJOOHBIX CITyJasiX MOXET CTaTh MIPUMEHEHUE OJIe -
BaeMOro KapauoBeprepa-aepuodpusuisitopa.
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Muokapoum c ucxodom 6 gochasumenvHyro KapoUoOMUonamuro

B psine kpymHbBIX MPOCTIEKTUBHBIX UCCIIETOBAHUM YCTAHOBJIEHO, YTO MIPU-
yuHoit 10—21% cayuaes JIKMII siBnsiercst muokapaut [16]. C apyroii cto-
POHBI, Y IBYX TPeTEil MAlIMEHTOB C HEYCTAHOBJIEHHOU MPUPOAOI CUCTONIU -
YecKoi Tuc@yYHKIIMM MUOKapaa OOHAPYKUBAIOT BUPYCHBIN TEHOM B Cep-
neyHou Mbre [17].

MenvkaMeHTO3Hasl Tepanus U UHTEPBEHIIMOHHOE JIeUeHUE apUTMUIA, B
TOM yucJie ¢ ueibto npodunaktuku BCC, npu TakoM BapruaHTe MUOKapaAUTa
HE UMEIOT KaKUX-JIMOO 0COOEHHOCTE! U NOJIKHBI POBOJUTHCS B COOTBET-
CTBUU C PEKOMEHIALIUSIMU 10 JICYEHUIO apuTMuil y 60sbHBIX XCH.

Perxomernoayuu

Kaace I

1. [MTaumeHTaM ¢ XKU3HEYTPOXKAIOIMUMHA KIMHUIECKUMHU TIPOSBIICHU -
SIMUA YCTOMYMBBIX XKEJTyTOUYKOBBIX TAXUAPUTMUI TIPU HATUYUK BEPOSITHO-
CTM MMOKapauTa peKOMEHIOBAHO JIeYEHHUE B CIICIIMATM3UPOBAHHBIX 11EH-
Tpax, CIIOCOOHBIX 00ECITEYNTh MOHUTOPUHT TeMOIMHAMUKY, KaTeTepu3a-
W10 cepjlla U SHIOMMOKapAMAIbHYIO OMOTICHIO, TIPUMEHEHUE MEXaHU -
YECKMX BCIIOMOTATEIbHBIX YCTPOUCTB JIJIsSI KapaAUOMyJIbMOHAJIBHOMN IO~
JEPXKKHM U BO3MOXKHOCTD OKa3aHMs CIIeIIaIM3UPOBAHHBIX BUIOB ITOMOIIN
npu aput™musx (C).

2. BONBHBIM C OCTPBIM MUOKAPAUTOM MPU Pa3BUTUU BbIpaXKeHHOI Opa-
TUKApIUKA W/ HapyHIeHU TPOBOIUMOCTH CEP/IA, COMPOBOXKAAIOIIN-
MUCST KIMHUYECKUMU TIPOSIBIEHUSIMU, TTOKa3aHa MMIUIAHTAIsI BPeMeH-
Horo OKC (C).

Kaacce Ila

1. AAT uenecoobpa3Ha y MallMeHTOB C HEyCTOUMBOI U ycToiunBoit 2KT
B ocTpoii ¢phaze Muokapauta (C).

2. UmmnanTtanus MK/ moxeT 6bITh 3(p(peKTUBHON Yy MALIMEHTOB C YCTOM-
YUBOU reMoarHaMuuecku 3HaunMoi KT BHe ocTpoii a3kl MUOKapauTa,
TTOJTyYaIOIIHX TTOCTOSTHHYIO OTITUMAJIBHYO JIEKAPCTBEHHYIO TePaInio M MMEeIo-
IIMX OIaroNpUSITHBIN MTPOTHO3 VTS BbDKMBaHU B TeueHue 1 rona u 6oee (C).

3. Cneayet paccMOTpeTh BO3MOXHOCTh uMriuiaHTatuu MK unu nocro-
STHHOTO KapIuOCTUMYJISITOpa Y MallMeHTOB C BOCTIAJIMTEILHBIMU 3a00JIeBa-
HUSIMU cepAla Mocje KynupoBaHust ocTporo coctossHus (C).

4. HolieHue Hapy»KHOTO 1e(UOpUIIISITOpa CJISAYeT pacCMaTpUBaTh B Kaue-
CTBE MEePEXOIHOM Tepalmu 10 IMOJTHOTO BBI3MOPOBIEHUS MO0 MMIUIaHTa-
vy octostHHoro MKJI y maiueHToB nocjie nepeHeceHHbIX BOCITaTNTE b~
HbIX 3200J1eBaHUIl MUOKapaa ¢ COXPaHSIIOUIEHCS TSKeJIoW TuchyHKIuen
JI2K n/vnmm 371eKTprudecKoil HeCTaOMIbHOCTRIO MrUoOKapa XKeirynoukoB (C).
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Kaacc ITb

1. MmmnanTtauust MK MmoxeT ObITh paccMOTpeHa B 00Jiee paHHKE CPOKU
y TAIIMEHTOB C TUTAHTOKJIETOYHBIM MMOKAPAUTOM WA CapKOWI030M IpU
Hanmuuy ycroiumBbix KT ¢ HapylieHrneM reMOIMHAMKUKU WM 3TTM30/1a
OCTaHOBKM Cep/illa B aHaAMHe3e, YIUThIBast HeOJIaronpusiTHBII IIPOTHO3 TIPU
JaHHBIX COCTOSTHUSIX, TIPY YCIIOBUM OXXMIAEMOM IPOIOJDKUTETbHOCTY XXU3HU
>1 rona ¢ xopomuM ¢yHKIMOHATBHBIM cTaTycoM (C).

2. JIOTIOTHUTETbHBIMU WHAMKATOPaMU HEOJIaronmpusiTHOrO MPOTHO3a U
yBesmmueHust pucka BCC mpu BocnauTe bHBIX 3a001eBaHUSIX MUOKapaa
SIBJISTFOTCSI IIPU3HAKN MH(MUJIBTPALIU MUOKapa ITO JaHHBIM UMMYHOTHCTO-
XUMUYECKOT0 UCCIIeTOBAHUS Y/ WJIM TIaTOJIOTUYEeCKUI1 09aroBbiii (hrudpo3 1o
pesyabratam MPT cepniia nocie nepeHeceHHoro Muokapauta (C).

Hnpexuyuonnntii sndokapoum

Nndexumonnslii sHnokapaut (MD) — BocnanuTeabHOE MopakeHUe Kiia-
MaHHBIX CTPYKTYP, MPUCTEHOUHOTO dHIO0Kap/a, IHAOTENUSI B 30HE BPOXK-
JNEHHOTO MOPOKA MaruCTPalbHBIX COCY0B, OOYCIOBJIEHHOE MPSIMbIM BHE-
JIpeHuEeM BO30YIUTEIIsI U IIPOTEKAOIIee Yallle BCEro 10 TUITY CEIICHCa OCTPO
WJIY TIOAOCTPO C LUPKYJIAIMEd BO3OYAUTENSI B KPOBU, TPOMOOIMOOIMSIMH,
MMMYHOTIATOJIOTMYECKUMU U3MEHEHUSIMU U OCJIOXKHEeHusIMU [ 18].

OcHOBHBIMU BO30ynuTeasiMu D B mocienHue aecaTUIeTUS SIBISIIOTCS
CTaUIOKOKK M CTPENTOKOKK, KOTOPbIE BHIACISIIOTCS Y 75—90% 0O0IbHBIX
C TOJIOXKUTEJIbHOI TeMOKYJIbTypoit [19]. YneabHbli Bec Ipyrux BO30yauTe-
Jieil — IpUOKU, XJIaMUIUU, PUKKETCUN, MUKOIUIa3Mbl, BUPYChl — 3HAUUMO
Huke. [TpocnexuBaercs CBSI3b MEXIY 3TUOJOTMYECKUM (DaKTOPOM U Bapu-
aHTOM TeueHus 3aboseBaHus. Tak, Mpu MogocTpoM TeueHun D ocHOB-
HBIM BO30YIUTEJIEM SIBJISTIOTCS pa3indHbIe BUIbI Streptococcus, B TO BpeMst
Kak ocTpoe TeueHue MO Haubonee 4acTo acCCOLMUPOBAHO ¢ MH(pEKLIUEH
Staphylococcus [20].

OcobeHHOCThIO anuaemMuoorun MO nmocaeqHux JeT sIBAsIeTCsl MOsIB-
JneHue ocoObix popm: UMD y HapKOMaHOB C MPEUMYILIECTBEHHBIM MOpaXKe-
HUeM TpEXCTBOpYATOro KiarnaHa, MO nporesa kianaHa, D y nalimeHToB ¢
MMIUTAHTUPOBAHHBIM 3JIEKTPOKAPAUOCTUMYJIITOPOM U OOJIbHBIX, HAXOMSI-
LIMXCsI Ha IIPOTPaMMHOM remMoaranuse, MO y pellMIMeHTOB TpaHCILIaHTH -
poBaHHoOro opratna [21, 22].

OpnHoli u3 BaxkHeiux nmpodjaeM D B HacTosiIee BpeMsl ClaeayeT Ipu-
3HATh PACTYILYIO PE3UCTEHTHOCTh BO30YAMTENICH K HanboJjIee 4acTo IpruMe-
HSIEMbIM aHTMOMOTHKAM, YTO BO MHOT'OM OOYCJIOBJIMBAET BHICOKME ITOKa3a-
TEJIM CMEPTHOCTH IPU JAHHOM 3a00JIeBaHUU, JOCTUTAIOIIMM JaKe B TOCITH -
TaJIbHBIX YCIOBUsX 10—26% [23—25]. BonbIIMHCTBO CMEPTeii, HACTYITAIOMIMX
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BHE3aITHO, MPOUCXOAT MO MPUUYMHE OCTPOl CEpAEYHON HEAOCTATOYHOCTHU
BCJIEICTBUE NECTPYKIIMH KJlanaHa 6o Ha poHEe MOJTHUEHOCHOTO CeNThYe-
CKOTO I110Ka, KaK MpaBUJI0, aCCOLMUPOBAHHOTO C a0CLEAMPOBAHUEM KJla-
MaHHOTO KOJIbIIA, OHAKO 10 CBOEMY MEXaHU3MY MOJOOHBIE CJTyYyau HE MOTYT
6bITh OTHeceHBI K BCC [26].

Bwmecte ¢ Tem, hopMmupoBaHue abcuecca B 0071aCTU MEXKETyI0UYKOBOM
neperopoaku (M2XKIT) unu pacnpocTpaHeHUe THOMHOTO Mpoliecca ¢ KOJblia
aopTayibHOTO KiIanaHa Ha M2KTT MoxkeT mpuBeCTU K pa3pylIEHUIO TPOBOISI-
et cucteMbl cepaia, GopMUPOBAHUIO MOTHOM AB-010Kaabl U Pa3BUTHIO
BCC [27]. B aroit cBsi3u, pazsutue AB-610Kane! y nmammenta ¢ U Bcerna
JIOJDKHO HACTOPaXXUBaTh Ha HaJW4YKe TaKOrO IPO3HOTO OCJIOXHEHMS, KaK
abcuecc. BoznukHoBeHue 2K y 6OJBHBIX C UH(PEKIIMOHHBIM SHIOKAPIU-
TOM — KpaiiHe HeOIaronpusITHbIN MTPOTHOCTUYECKUI MPU3HaK [28], B TO ke
BpeMsI KAaKUX-JIM0O0 crieliu(pruIecKruX peKOMeHIAU I MO0 JeUeHUIO apUTMUIA
Y 9TOI KOTOPThI MAaIMEHTOB HE CYIIIECTBYET.

Jleuenne 6oabHBIX D MOKHO OBITH JIMTEJbHBIM, KOMIUIEKCHBIM 1
MHOTOKOMITOHEHTHBIM. BO Bcex ciydasix MOJKHA TTPOBOIUTHCS aHTUMU-
KpOOHas Teparusl ¢ yYeToM 3THOJ0oThUYecKoro hakTopa, B OOJbIIMHCTBE
cyvyaeB C MPUMEHEHUEM KOMOMHAIMKU aHTUOAKTepUaTbHbIX CpencTs [19,
2123, 26]. OCHOBHBIMU HaTpPaBJICHUSMMU JIEUCHUSI, TOMUMO aHTUOAKTe-
pUATBHON Tepamnuu, SIBISIOTCS TaKXkKe XUPYPruuyeckoe JeueHrne U 3aMeCcTH -
TeJbHas MMMYHHasl Tepanus.

Pexomenoauyuu

Kaace 1
1. Xupyprudeckasi KOppeKIiyst OCTpOii HeTOCTaTOYHOCTH a0PTaIbHOIO KJla-
naHa, accouuupoBaHHoii ¢ KT, mpu orcyTcTBUM npoTrBonokazaHuii (C).
2. Xupypruyeckoe jeueHre OCTPOro 9HIOKAPAUTA, OCIIOXKHEHHOro abcliec-
COM a0pThl WIM KJIAIlaHHOI'O KOJIblia, aCCOLIMMPOBaHHbIX ¢ AB-610Kam0ii,
MpU OTCYTCTBUM MpoTuBonokazaHuii (C).
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X.9.b. Cmpamuguxayun pucka u npogpunaxmuxa BCC npu
Memadonuueckom CUHOPOMeE, OHCUPEHUU, Oueme U AHOPEKCUU

Beedernue u snudemuonoeus

Metaboauyeckuii CHHAPOM — COBOKYITHOCTb B3aMMOCBSI3aHHBIX (DaK-
TOPOB PHCKa BO3HUKHOBEHUS U IIPOIPECCUPOBAHMS CEPACUHOCOCYAUCTHIX
3a00s1eBaHU, OOYCIOBIEHHBIX aTepockKiiepo3oM. CyIIeCTBYIOT pa3inyHbIe
KPUTEPUM TUATHOCTUKHU METab0IMYECKOT0 CUHIPOMa; YIMTHIBAIOTCS ab10-
MMHaJIbHOE OXMPEHUE, apTepuabHasl TUIIEPTeH3MsI, aTepOreHHast TUCIIH-
nuaeMus (TMOBbIIIEHUE YPOBHS TPUTIIULIEPUIIOB, CHUXEHUE XOJIECTEPUHA
JIMTIONTPOTEUIOB BHICOKOM TJIOTHOCTU B KPOBU), HATUYUE PE3UCTEHTHOCTU
K MHCYJIMHY (HapylIeHNE TOJICPAHTHOCTH K IVIFOK03€, TUTIEPIIIMKEMMS HaTO-
1IaK, caxapHblii 1nadeT 2 Tuna) [1—5]. PactipoctpaHeHHOCTh MeTaboIuue-
CKOTO CHHIpOMa CHUJIBLHO BapbMpYyeT B 3aBUCUMOCTU OT PErMoHa, U3ydYeH-
HOTI0 KOHTHMHIEHTAa OOJIbHBIX M KPUTEPUEB TUarHOCTUKU. Tak, 1o pa3ind-
HBIM JJaHHBIM, TTOJTy4YeHHBIM B Poccuiickoit Denepalivy, OHa MOXET COCTaB-
14th oT 12 10 65% (6, 7].

[Mpu MeTabOIMYECKOM CUHIPOME OIMCAH PsIl U3MEHEHMUM, TTOTCHIIM -
aJIbHO CITOCOOCTBYIOIIMX BO3HUKHOBeHUI0 BCC — yBenmueHue 1uTeIbHO-
ctu 1 gucrniepenn naTepBana QT [8§—12], uameHeHus BaprabeTbHOCTU PUTMA
cepllia, CBUAETEeJIbCTBYIOIIME O ITPeodIafaHuy CUMITAaTUICCKUX BIUSHUMN Ha
CHUHYCOBBI PUTM U/WUJIU CHIDKEHUM BaryCHOM akTUBHOCTH [ 12—21], rumep-
Tpodus JeBoro xeaynouka [22—24]. Kpome Toro, nmpu BeIpakeHHbBIX MeTa-
0OJIMYECKHX PACCTPOMCTBAX BO3MOXKHO HAJIMYUE TOTOJIHUTEIbHBIX (haKTO-
poB pucka BCC: runokanmeMuu, TUIIOTIUKEMUM, CIIOCOOCTBYIOLIEH aKTH-
BallMy CUMIIATUYECKON HEPBHOM CHUCTEMBI M HAPYIICHUIO PEITOJISIPU3aLIIT
MUoOKapja ¢ yiuimHeHueM uHtepBana QT, cuHApoMa 0OCTPYKTUBHOTO alTHOD
cHa [25-29].

OXupeHue, a TAKXKe Ype3MEPHBIC YCUIIHS ITO ObICTPOMY CHIKEHUIO MACChI
Tesia, MOTYT crioco0cTBoBaTh BO3HUKHOBeHNI0 BCC. Puck BCC ocobeHHO
BBICOK ITPY BBIPAXKEHHOM OXXMPEHUU, a TAKXKE €TI0 HAJIMYUU YK€ B MOJIOIIOM
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Bospacre [30—32]. Ckopee Bcero, 3To CBSI3aHO C BOBHUKHOBEHUEM YIPOXKAI0-
IIUX KU3HU KETYT0YKOBBIX aDUTMMUI, OITHAKO y BHE3AITHO YMEPIITUX MOJIO-
JIBIX JIIOJIEH BBISIBJISIMCH TAaKXKe M3MEHEHUS MPOBOISIIIE CUCTeMbI cep/iia
[33]. Cpenu dakTopos, npeapacnonaratoiinux k BCC, y nuil ¢ oxupeHuem
OIMMCaHbI yBeJTMUCHUE ITTUTSILHOCTHY 1 ArcTiepcuu nHTepBaia QT, n3ameHe-
HUST BapnabeJIbHOCTH pUTMa cepiia, hopMUpOBaHME XapaKTEPHBIX CTPYK-
TYPHBIX U3MEHEHUI cepala (KaparuoMeraaus, TuiaTalus JeBOTO Xey-
JI0YKa, TUNepTpodust KapIMOMHUOIIMTOB 0e3 MPU3HAKOB MHTEPCTUIINATb-
Horo ¢puopo3a), a TakxKe 00CTPYKTUBHOE anHO3 cHa [31, 35—37]. Puck BCC
NP OKUPEHUN MOXHO CYIIECTBEHHO YMEHBIIUTE TP CHUKECHUU MacCChl
Tena. OOpaTUMBI TakKe MPOSIBICHUs KapaMOMaTUU M YIJIUHEHUEe UHTEP-
Bana QT, ocobeHHO Ha paHHUX cTaausx 3aboneBaHus [38—40]. Ectb coob-
1LIEHUST O BOBHUKHOBeHUM apuT™Muid u cinydasx BCC Ha ¢hoHe IIUTeNbHbIX,
He cOalaHCUPOBAaHHBIX, OUYeHb HU3KOKAJIOPUIHBIX TUET 1 JIEUeOHOTO roJI0-
naHust (0COOEHHO TIPU MCITOIb30BAHUU JUET C TPUMEHEHUEM KUIKUX ITPO-
TeruHOoB) [41—45]. CoOTBETCTBEHHO, HU3KOKAJIOpUIiHAS 1UETa, CIOCOOCTBY -
fo111asi CHMDKEHUIO MacChl TeJia, TOJKHA OBITh XOPOIIIo cOalaHCUPOBAHHOM.

CMepTHOCTb JIUI] C HEPBHOW aHOPEKCHUEIl COCTaBIISIET, TTO-BUAMMOMY,
0K0JI0 6% [46]. CunTaercs, 4TO MOYTU TPETH JETAIBHBIX UCXONA0B, B TOM
Yuciie BO BpeMs BO30OHOBJICHUSI TIpUeMa IMUIIU, POUCXOIUT 13-3a 3200~
JIeBaHMI cepala, OHAKO TOUHbIEe JaHHBIE 0 TOM, YyeM obycioBieHa BCC,
OTCYTCTBYIOT. JIyiMTenbHOE TOJOAaHNWE TIPUBOIMUT K aTpodun cepied-
HOI MBIIIIIBI, CHHYCOBOI Opaaukapauu, yiuimHeHuto nHTepsana QT, a
TaKXe 3JIEKTPOJIUTHBIM PacCTPOMCTBAM, YCYTYOISIIONINM 3TU HapyIIEHUSI.
BosbIIMHCTBO TIATOJIOTMYECKUX U3MEHEHUI CO CTOPOHBI Ceplilia MOJTHO-
CThIO OOpaTUMBbI MOCJE HaaJIeXallero BO30OHOBAeHUsI TUuTaHus [47—49].
OcoxXHEeHUsI, CBSI3aHHBIE ¢ BOBOOHOBJIEHUMEM TTUTaHUS Y JUTUTEBHO T'OJI0-
JABIINX, BKJIIOYAIOT CEepIeUHbIC, HEBPOJOTUUECKHE U TeMaTOJIOTUIeCKre
paccTpoiicTBa, 00yCIOBJIeHHbIE BOSHUKHOBEHUEM AMCOaIaHCca KUIKOCTU 1
971eKTpoIUTOB. CepaeuHble OCI0KHEHUST BOZHUKAIOT, KaK TIPUBUJIO, B TIep-
BYIO HEIIEJIIO TI0C/Ie Havajla TpueMa MUIIA U OOBIYHO CBSI3aHBI C BHIPAsKEH-
HBIM JIeUIIUTOM MMUTAHUS, TUTIohocdareMueit 1 NCTIOJIb30BaHNEM TOJIHBKO
napeHTepajbHOro nutanus [50—53].

Aneopummol cmpamugpuxayuu pucka BCC

Kaxplii 13 0CHOBHBIX KOMITOHEHTOB META00IMYECKOT0 CUHAPOMA (0XKM -
peHue, apTepuaibHasi TUIIEPTeH3Msl, HapyIlIeHUE JIUITUIHOIO U YIJIEBOIHOIO
oOMeHa), Oyyuu B 1OCTAaTOYHOM CTEMEHU BbIpaxKeHHbBIM, SBJISIETCS (haKTo-
pom pucka BCC [54]. Hecet 11 oO6benrHeHNE 3TUX MpepacIioiaraonmx
(akTOpOB B paMKaX KpUTEPUEB META00JIMIECKOIO CUHIPOMA JIOIIOTHUTEb-
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HYI0 UH(GOPMAaLKIO, TTO3BOJISIONILYIO YIyUIIUTh cCTpatudukaluio pucka BCC,
B HACTOSIIIIEE BPEMSI HE SICHO, TMOCKOJIbKY MyOIMKyeMble JaHHbIE TPOTUBO-
peumBsl [32, 55, 56].

Meponpusmus no npoghunaxmurxe BCC

Kaace 1

1. OcobeHHOCTeM JieueHMsT yrpoxKaroluux Ku3Hu KA (Bkiiroyast Toka-
3aHus K umrmuiantauuu MKJI nu 9KC) y 601bHBIX ¢ METa0OJIMYECKUM CUH-
JIPOMOM, OXXUPEHUEM, aHOPEKCUEl WU MPUACPKUBAIOIIMXCS OIIPEICICH-
Hoii nueThl, HeT. (C).
Kaacc Ila

1. IIporpaMMHOe CHUKEHHE MacChl Tea MPU OXUPEHUU U TIIATEIbHO
KOHTPOJIMPYyEeMOe BO30OHOBJIEHUE IMTAHUSI TP AaHOPEKCUM MOKET CHU3UTD
puck Bo3HukHoBeHuUs1 2KA u BCC (C).
Kaace IIT

1. AnuTtenbHble, HecOalaHCUPOBAaHHbBIE, OYeHb HU3KOKAJIOPUITHbBIE TUEThHI
U JieueOHOe ToJIolaHue HEe PEKOMEHIYIOTCSI, TIOCKOJIbKY MOTYT ObITh OIac-
HBIMU Y TIPUBOAUTD K pa3BUTUIO yrpoxaromux xku3Hu 2KA (C).
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X.9.B. Cmpamughuxayusa pucka u npogunaxmuxka BCC
Y nayuenmoe ¢ IHOOKPUHHBIMU HAPYUIEHUAMU

Cmpamugurauyus pucka

HapyiieHust ropMOHaJIBHOM PETYJISIIIMU MOTYT OBITh MPSIMOM MW OTIO-
cpenoBanHo# nmpuurHoit BCC B pe3ysibTaTe pa3BUTHS XKU3HEYTPOXKAIOIINX
HapyIIeHU pUTMa M TTPOBOJMMOCTHU. DHIOKPUHOIATUM OKa3bIBAIOT KakK
HEToCPeICTBEHHOE BIMsSHNE Ha MUOKap (Hampumep, (peoxpomoluToma,
TUPEOTOKCUKO3, TUTIOTUPEO3), TAK U OBITH MPUUMHOM pa3BUTHUSI COCTOSTHUIA,
KOTOpPBIE COMTPOBOXKIAIOTCSI PUCKOM Pa3BUTHS apUTMMI (HaTpuMep, dJ1eK-
TPOJIUTHBIE HAPYIIEHUs, CBSI3aHHbIE ¢ AUCHYHKIIMENW KOPbI HAITOYeUHM -
KOB, OKOJIOIIMTOBUIHBIX XeJie3). HeKoTopbie SHIOKPUHHBIE HAPYIIEHUS
CITOCOOCTBYIOT Pa3BUTUIO YCIIOBUIA, BBI3BIBAIOIIMX CTPYKTYPHYIO ITaTOJIO-
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TUI0 cepaua, mpy Kotopoit umeercs puck pazputusi BCC (Hanpumep, auc-
JunuaemMus yseanuubaeT puck pa3putust UBC, a BropuuHasi aptepuaibHas
TUMNEPTEH3US BBI3bIBAET pa3BUTUE TUTiepTpodumn muokapaa JI2K).

Caxapmbiii duabem

M3BecTHO, UTO B ITOMYJISILIMKY OOJIBHBIX, ITepeHeciinx MM, Hanudue caxap-
Horo auabeTa yBenuunBaeT puck pazsutust BCC [1-3]. Tak, y 6oabHbIX C/I 2
TUIIA PUCK YBEJIMUMBAJICS HE TOJIHLKO IPU MOBBLILLIEHUU YPOBHS ITI0K03kI (OP
1,73;95% AW 1,28—2,34), HO ¥ p1 HATMYUU MUKPOCOCYIUCTHIX OCIOXKHE-
Huit (OP 2,66; 95% AU 1,84—3,85). BmecTe ¢ TeM, y 3KeHIIUH Takue (ak-
TOPBI PUCKA KaK KypeHue, apTepuabHasi TMIICPTEH3Us U caXapHbIii 11abeT,
yBeauuuBaiu puck BCC B 2,5—4 paza [2—4].

B pazsutue cunnpoma BCCy 60abHb1X CI He3aBUCHMMO OT HAJIMYUSI KOPO-
HAPHOTIO0 aTePOCKIIEPO3a, BHOCAT BKJIAl KAK 2JIEKTPUYECKAst HECTAOMIBHOCTD
MMOKap[a, Tak ¥ COOCTBEHHO nopaxeHue Muokapaa. OqHUM U3 IIpe/ioia-
raeMbIX MEXaHM3MOB, JIeXallux B ocHoBe pa3Butus BCC, cuntalor kapau-
aJIbHYI0 aBTOHOMHYIO HEHPOIaTUIO U CBS3aHHOE C Hell yIUIMHEHWE MHTeP-
Bana QTc. Tak, mpu untepBane QTc B BepxHeM kBapTujie puck BCC Ob11 B
2,8 pa3a BbIlle, YeM Y MNallMeHTOB, UMEBIIMX HOpMaJbHbIi nHTepBasl QTc
[5]. Yonunenue untepnana QTc u y 6onbHbix CJI 1 TUIA, 0COOEHHO B yCJIO-
BUSIX TUIIOTJIMKEMMU, MOXET IPUBOIUTD K PAa3BUTUIO (haTaIbHbIX apUTMUIA
(KT u ®XK) u BCC [6].

B HacTosi11ee BpeMst Borpoc o ¢Bs3u runepriaukeMuu ¢ puckom BCC ocra-
€TCsI OTKPBIThIM, TaK KaK MMEIOIIMECS JaHHbIE HOCSIT JOBOJIBHO MPOTUBO-
peuuBbIi xapakTep. OgHaKO, OOJIBIIMHCTBO UCCIIeI0BaTeICl COMIAIIAIOTCSI
C Te€M, UTO TaKasl acColLIMallMs CYIIECTBYET, €CJIU INIMKeMUs HATOIAK Mpe-
BbIIIaeT 7,7 MMoJb/a [5].

M3BecTHO, UTO caxapHbIil 1uadeT MoxeT yBeanuuBath puck BCC B momynsi-
11U OOBHBIX, EpeHeCcIINX MHPapKT Muokapaa [4, 7], u 6oabHblie CJI MMeroT
0oJ1ee TspKes10e IopaXkeHre KOPOHApPHOIo pycJia [0 CPaBHEHUIO C JIulaMu 06e3
nua6erta [8]. [Monarator, uro Hanuuue CJI, He3aBUCUMO OT ApYrux (haKTOPOB,
cyliecTBeHHO yBeanuuBaeT puck BCC, nonomnHsist Takue (pakTopbl, Kak HU3-
Kast (ppakiisi BLIOPOCA JIEBOIO XKEJIyIOUKa 1 BBICOKUI (DYHKIIMOHATbHBII
KJ1acc cepaeuHoit HemoctarouHocTu. Mexanusm BCC y Takux OOJIbHBIX pea-
JIM3yeTcs yepes3 pa3Butue dudpuuisiuuu npeacepauii [9]. Kpome Boiieyka-
3aHHBIX TIPUYMH, XOPOIIO U3BECTEH U TPOMOOTEHHBIN (P (HEeKT MeTaboaue-
CKMX HapyILIEHWIA, a IMEHHO ITOBBIIIIEHMS TUIa3MEHHBIX (haKTOPOB CBEPThIBA-
HUSI KpOBHM (B YaCTHOCTU, TpoMOUHa, pakTopa VII), cHUKeHUs 9HIOTeHHbIX
AHTUKOATYJISIHTOB (TpoMOoMoayanHa, mpoternHa C), yBenuyeHUs TPOIyKIIMUA
MHTUMOUTOpa aKTUBaTopa riasmMuHoreHa 1 runa — PAI-1 [10].
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Taxkum oOpa3oM, BbISIBI€HUE MTOTEHIIMATBbHBIX (PAKTOPOB Pa3BUTUS CUH-
npoma BCCy 6obHbIX CJI ¥ X CBOEBpEeMEHHAS! KOPPEKIIMS SIBJISTIOTCS BaXK-
HBIM KOMITOHEHTOM npodunakTuku cuHapoma BCC. Hopmanuzauus ypoBHS
MJIMKEMUU YMEHbIIAeT PUCK CEPIEYHO-COCYAUCTHIX 3ab0aeBaHuii. OgHako,
JAHHBIX O TOM, YTO MPU STOM MPOUCXOAUT YMEHbIIEHUE KOJINYECTBA BHE-
3aIHbIX cMepTeit, HeT. HanmpoTus, B psife ucciaeaoBaHUi MpoaeMOHCTPUPO-
BaHO, UYTO MHTEHCUBHBII KOHTPOJIb IJTIMKEMU U, COTTPOBOXKIAIOIINIACS YBEIU -
YEHUEM pUCKA TUMOTJIMKEMUYECKUX COCTOSTHUI, TP COYETAHUU C Kapau-
AJIbHOW aBTOHOMHOW HEWpONaTueil U rurnoKaIMeEMUen, MOXET MPUBOIUTD
K YBEJIMYEHUIO PUCKA JIETATbHBIX UCXOIOB.

Pexomenoayuu no npogpusaxmuxe BCC y 6oavnbix CI (Hanpasaerol
Ha npogurakmuxy u neverue apummuii) [11]
Kaace 1

1. boabnbiM CJ1 u ®@I1 nmokaszaHbl iepopalibHble aHTUKOATYJISTHTHI (aHTa-
roHucThl BUTaMuHa K nnu HoBble: jaburatpaH, puBapokcadaH, anukcadbaH)
MPU OTCYTCTBUM MPOTUBOIIOKA3aHUI (A).

2. [MaumenTam ¢ CJ n nimemumdeckoii Kapauomuoratueii c @B JIXK <35%,
a TakKe MepekUBIINM (GUOPWILISALIMIO KETYIOUYKOB M YCTOMYUBYIO KEJTy-
JIOUYKOBYIO TAXMKAPAUIO PEKOMEHIYETCSI MMILIAaHTHPOBATh KapaIMOBepTep-
neuopunsatop (A).

3. Jns npeporspaiieHuss BCC y 6onbHbix C/I 1 CH, a Takxxe mocie
nHpapKTa MUOKapaa peKOMEHIyeTCsl Ha3HaYeHUe 3-aapeH00J0KaTopoB (A).
Kaacc Ila

1. Y 6onbHbix CJI moskeH mpoBOAUThCS CKpUHUHT Ha DI, mocKoabKy
oHa sBisiercs yactoi npuurHoii BCC (C).

2. Y 6onbHbIX CJI 1 @I 101KHA TPOBOAUTHCS OlIEHKA pUCKa KPOBOTE-
yeHus (mkana HAS-BLED) npu Ha3HauyeHUU aHTUTPOMOOTUYECKOM Tepa-
nuu (C).

3. boabHbiM CJI no/keH MPOBOAUTHLCS CKPUHMHT Ha (haKTOpbl pucKa
BCC (C).

Oxcuperue, memaboau4eckKuil CUHOPOM

OxupeHue, camo 10 cebe, CYUTaloT OJHOI M3 BaxkHbIX nMpuunH BCC.
W3BecTHO, uTO oxkxupeHue sapasiercst pakropom pucka UBC u CJI 2 tuma.
OpHaKo, YCTaHOBJIEHA M CAMOCTOSITEIbHASI POJIb OKUPEHUS KaK PUYMHBI
BCC. D10 noareep:kaamT gaHHble PpaMUHTEMCKOIO MCCIEA0BAHMSI, CBU-
JeTeNbCTBYIONIME 00 yBeanueHuu pucka BCC o mepe Bo3pacTaHusi MacChl
Tella, KaK y My>KUMH, Tak 1 y >keHuH [12]. Kpome Toro, mo maHHbIM pa3-
HBIX MOMYJISIHMOHHBIX MCCIeTOBaHU oXXupeHue ob110 mpuunHoii BCC Hen-
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IIEeMUYECKOTO reHe3a npuMepHo B 20% ciydaeB [12], 4TO KOCBEHHO IO~
TBEPXKAAJIO He ULLIEMUYECKUIA, a apUTMOTeHHbII XapakTep cMeptu [12, 13].

Metabonuueckuit CHHAPOM, OCHOBHOM COCTaBJISIIONIEH KOTOPOTO SIBJISI-
€TCs1 a0JJIOMUHAJIBHOE OXXUPEHUE, MO JaHHBIM MPOCIEKTUBHBIX UCCTIENOBA-
Huit ysennuuBaeT puck BCC. Tak, cornacHo pedyibTatam [Tapuxkckoro mpo-
CMEKTUBHOTO UCCJIENOBAHUS, METaOOTUYECKUIT CUHIPOM ObLIT aCCOLIMUPO-
BaH ¢ 68% yBennuenueM prcka BCC B romny/siliuy My>XK4MH CPeIHEro BO3-
pacta, He ctpanaBnx CJI uin MbC Ha MOMEHT BKJIIOUEHUS B UCCIeI0Ba-
Hue [14]. Takre KOMITIOHEHTbI META0OJIMYECKOTO CUHAPOMA, KaK apTepUallb-
Hasi TUMIEPTEH3UsI, TUTIEPXOJECTEPUHEMUS U TUTIEPTPUTIULIEPUNEMUS, YBE-
JIMYUBAJIU PUCK KaK BHE3AIMHOM, TaK U JII0OOI npyroil cepaeuHoii cMeptu. B
TO € BpeMsl, Y 00JIbHbIX MeTaboanueckuM cuHapomoM ¢ BCC vaiie obHa-
pyXrBajach F’UIMEPIJIMKEMUS HATOIAK U YBEIMYEHUE KOJIMYeCTBA a0IOMMU -
HasibHOTO Xupa. Haubosiee TecHble KOPPEISI LAY ObLITN YyCTAHOBIEHBI MEXITY
OKPYXHOCTbIO Tasiuu U puckom BCC [14].

OnHMM U3 BO3MOXKHBIX MEXaHM3MOB, CBsI3bIBalOIIMM oxupeHue u BCC,
siBnsietcst peHoMeH ynuHeHust uaTepsaia QTc [15]. HecMoTpst Ha oueBUAHYIO
CBSI3b A0IOMUHAIBHOTO OXKUPEHUS C yIUIMHEHEM uHTepBayia QTc, KOHKpeT-
HbI€ MEXaHU3Mbl apDUTMOTEHHBIX 9(D(HEKTOB HAXOAITCS B CTAAUN U3YUEHMUSI
[16]. Bo3aMoOXXHO, BaXKHYIO pOJIb UTPAET BHICOKWI YPOBEHb CBOOOIHBIX KUP-
HBIX KUCJIOT, TPUBO/S K HAPYLICHUIO PEMOISIPU3aLIMK, a TAKXKE MOBBIIICHNE
KOHILIEHTPALIMU KaTex0JIaMUHOB. BaxkHbIM (paKTOPOM perysiiiuu AesiTeJIbHO-
CTU CEPIEYHO-COCYAUCTON CUCTEMbI U PUCKA PA3BUTHUS XKU3HEHHO YIPOXKaI0-
LIMX apUTMUU CUUTAIOT HAPYILLIEHWE aBTOHOMHOM PeryJisiiiiu, a TAKXKEe pa3Bu-
TUE IUJAaTAllMOHHON KapAMOMMOIATUM Yy OOJIbHBIX OxkupeHueM [17].

Takum obpaszom, aOAOMUHAIBbHBINA XUP B U3OBITOUHOM KOJUUYECTBE
MOXET pealu30BaTh CBOM MPOAPUTMOTeHHBIN 3 HEKT Kak uepe3 CTPYKTYp-
HbI€ UIBMEHEHUSI MUOKap/a, TaK U Yepe3 CUHIPOM COHHOTO alTHO?, YBEIUYU-
Basl PUCK XXM3HEHHO OMacCHbBIX apuTMuii. BMecTe ¢ TeM, pe3yabTaThl UCce-
noBaHUM 1o 3deKTy CHUXEHUST Beca Ha MoKa3aTed CMEPTHOCTU, B TOM
yucie, BCC, HOCAT MpOTUBOPEUUBBIN XapakTep. XOpOIlo U3BECTHO, YTO
CHUKEHME Beca CHUXKAET PUCK CEPAEUYHO-COCYAUCThIX 3aboneBanuit u CJI
2 Tuna. B HeGOAbIIMX KIMHUYECKUX UCCIETOBAHUSIX TTOKA3aHO, UYTO CHU-
JKEHUe Beca B pe3yJibTaTe NMPUMEHEHUs] 0apuaTpuyecKoil Xupypruu mnpu-
BOJIWJIO K YJIYUIIEHUIO TTOKa3aTeseil BapuadeIbHOCTU CepAeYHOro puT™Ma 1
HopMmanuzanuu nHTepsaia QTc [18]. OnHako, clieayeT y9uThIBaTh TOT (hakT,
YTO roJioJaHue, 04YeHb HU3KOKAJIOpUITHASL AUeTa, XMPYPTUUECKOe JeueHue
OXXUPEHUSI MOTYT MPUBOIUTDH K TMIOKAIbLIMEMUH, TUITOKATUEMUHN, TUITO-
MarHueMuH, 4TO, B CBOIO OUepelib, CIIOCOOCTBYET YBEIMUECHUIO PUCKA pa3-
BUTUS XKU3HEHHO OIACHBIX HAPYLIEHUI pUTMa.
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Axpomeeanus

OcCHOBHag MpUYMHA CMEPTU OOJBHBIX aKpOMerajiueili — nmopaxeHue
cepaeyHo-cocyauctor cucteMsl [19]. [Ipu mautenbHO CyluecTBYIOLIEH U
AaKTUBHOM (C COXpaHEHHOI1 aBTOHOMHO ceKpelreli TOpMOHa pocTa) akpo-
METaJIMU Pa3BUBAETCS TaK Ha3blBa€Masl akpoOMeTaanyeckass KapauoIaTus,
KOTOpasi XapaKTepu3yeTcsl KOHIIEHTPUUECKOl runepTpodueir Mruoxkapaa,
JNAACTOJIMYECKOM, a MO3Xe U CUCTOJIUYECKON TUCHYHKIIMEN C pa3BUTUEM
TSIKeJION, pedpakTepHOI K KOHCEPBATUBHON Tepalvu CepAeYHON HeT0CTa-
TOYHOCTU. XPOHUYECKAS TUTIEPCEKPES] TOPMOHA POCTA U UHCYJIUHOIO-
mooHoro dakropa pocta-1 (UITPP-1) Takke IpUBOIUT K pa3BUTHIO MHCY-
JuHope3ucteHTHocT, C/I 2 Thna, IMCIUNUIEMUN U CIIOCOOCTBYET pa3BU-
TUIO apTepUaIbHOM runepreH3uun. KopoHapHbIil aTepockiiepo3 Uisl aKpoMe -
TaJINU HE XapaKTepeH. Y 00JIbHBIX aKPOMETATNYECKON KapauonaTuei yauie,
YeM B OOILIEl MOMyJISunu, OOHaApYXKUBAIOT pa3IUYHbIe HAPYIIEHUS PUTMA
U TIPOBOAMMOCTH (TIpECEPAHbBIE U XETYTOUKOBbIe 3KcTpacuctosbl, OIT u
2KT). Cuutaetcs, 4TO 4aCTOTA KEITYTOUKOBBIX HAPYIIEHU A pUTMA KOPPEJTU-
pYeT € IIUTENbHOCTBIO 3a00JIEBaHUS, A TSKECTh — OOJIbIIE C BBIPAKEHHO-
CTBIO TUNEPTPO(PUU JIEBOTO XKETYA0UKA, HEXEIU C OUOXUMUYECKUMU MPU-
3HaKaMM aKTMUBHOCTHU 3abosieBaHMsl. 10 HEKOTOPBIM TaHHBIM OKOJIO 75%
OOJIbHBIX aKPOMETATUEN UMEIOT CUHIPOM COHHOTO alTHOE, KOTOPBII TakXXe
MOET BHOCUTb BKJIaJl B BOSHUKHOBEHUE XXU3HEHHO OMACHBIX HAPYLIEHUI
putMma. [Tprunnoit BCC 001bHBIX aKpoMeTaineil CYUTAIOT XeTyTOUYKOBYIO
Taxukapauio u Gudpuwutauumio xeaynoukos [20]. Uto kacaercs crienmduye-
CKOT0 JIEYEHUS] aKPOMETATIUU, TO MOKA3aHO, YTO HOpMaJTU3alus (MJIU CHYKE -
Hue) ropmoHa pocta u UTTDP-1 mpuBoauT K yMEHBIIIEHUIO YaCTOTHI JKeJTy-
JIOYKOBBIX SKTOMUYECKUX KOMIUIEKCOB [21].

Ilepsuunsiii anvdocmeponusm

TlepBUYHBIN aTbAOCTEPOHU3M SIBJISIETCS Haubosee YacTol SHAOKPUHHOMN
MPUYMHOM pa3BUTHS apTepUaIbHOM TUIIEPTeH3U U BcTpeuaercs y S—10%
00sbHBIX. I3BECTHO, UTO BBICOKUIA YPOBEHb AJIbAOCTEPOHA ACCOLIMUPYETCS
C MOBBILIEHHBIM PUCKOM KapIMOBACKYISIPHBIX COOBITUIA, BKTI0Yast UH(DapKT
MUOKapaa, apuTMUU U MHCYIBTHI [22]. [unokanuemusi, XxapakTepHasi 1ist
MEePBUYHOTO aJIbAOCTEPOHU3MA, COMTPOBOXAAETCS YAJIMHEHUEM UHTEpBaIa
QTc [23], uTo MOXET crTOCOOCTBOBATh pa3BUTHIO apuT™Muii. Hanbonee yacto
MpU TIEPBUYHOM ajibaocTepoHmn3me Berpeuaercst OIT [24], Ho B psae city-
yaeB HaOMI0gaeTCs U MUPYITHAS TaXUKapaus, TOJUMOpdHas XKeJTyT0uKOo-
Basl Taxukapnus [25]. JledeHUe OOJTbHBIX C HAPYIIEHUEM CUCTOJMYECKOM
(YHKIIMHU JIEBOTO Xeaya0ouKa Mpy MOMOIIY 6JIOKaTOPOB MUHEPATOKOPTU -
KOUIHBIX peleNTOPOB MPUBOIUIO HE TOJIBKO K CHUKEHUIO 001Ieil cMepT-
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HocTh Ha 30%, HO 1 K YMEHBIIIEHUIO PUCKA BHE3AIMHOM CepaeUHOM CMepTH
Ha 29% [26].

Ilepsuunbiii eunepnapamupeos

YcTaHOB/IEHO, YTO M30BITOUHAS CEKpelrs MapaTUPEOUIHOIO TOpMOHa
(ITTT) y GOABHBIX C TTEPBUYHBLIM TUIIEPIIAPATUPEO3OM aCCOLMUPYETCS C
MOBBILLIEHHBIM PUCKOM pa3BUTUS 3a00JI€BaHUI CepAeYHO-COCYAUCTOMN
CUCTEMBI U JieTalbHOCTHU [27]. OOBbsICHEHUEM 3TOMY MOXET CIYKUTb TOT
(hakT, 4TO INTAAKOMBIIIEUHbIE KJIETKM COCYIMCTON CTEHKU, 9HAOTEIUI, Kap-
JTUOMUOLIMTHI SIBSIIOTCS KiaeTKaMu-MuineHssmMu ioist [1TTT. B ycnoBusix moBbi-
LLIEHHO KOHIIEHTPAIIMY TapaTUPEOUIHOTO TOPMOHA HA0JII01aeTCs SHIOTE-
JIMajibHas NMChYHKIIMS, YBEIUYSHHE TOJIMHBI KOMILIEKCa MHTUMa—Meaua,
MOBPEKIeHUE KOPOHAPHBIX apTePUii, UTO YKa3bIBaeT Ha €ro IPOaTepOreHHOe
neiictue [28]. Apyroii BO3MOXHOM MPUYUHOM, CITOCOOCTBYIOINIEH MOBBIILIE-
HUIO JIETAIbHOCTU OOJIbHBIX ¢ BBICOKMM ypoBHeM [1TT, MoxXeT ObITh apTepu-
aJibHasl TUIIepTeH3UsI, a Takke npssmoe aeiictBue [T Ha Mmuokapa, Beaea-
CTBHE KOTOPOTO pa3BMBAETCs TUIIEPTPOMUs KapAMOMUOIIMTOB, yBEININBa-
€TCsI YaCcToTa CEPACUHBIX COKPAIIEHU M MOXKET BOSHUKHYTb apuT™Mus [29].

Kax uzBectHo, mosbitieHue ypoBHs [1TT conpoBoxknaeTcst yBeauueHueM
KOHILIEHTPALIMHY KaJIbII1sl, aCCOLIMMPOBAHHOTO CO 3HAYMMbIMU U3MEHEHUSIMU
OKI B Buae ynmHenus uarepanoB PR 1 QRS, ykopouenus unrepsana QTc
u cermeHTa ST [30]. ApuTMoreHHbI 3 (hEKT runepKaiblieMU MOXKET pea-
JIN30BBIBAThCS 32 CUET paHHEH M MO3AHEN MOCTACNOSIpU3aALINUI, YKOPOUSHUST
a3 heKTUBHOIO pehpakTepHOro Mepuoaa 1 3amycka MexaHu3Ma pe-3HTpU.

Takum 06pa3oM, mapaTUPEOUIHbII TOPMOH CAMOCTOSITE/IbHO WU Yepe3
MOBBIIIEHUE YPOBHS KalblMs 001anaeT MOJOXUTEIbHBIM MHOTPOIIHBIM 1
XPOHOTPOMHBIM 3(hhEKTOM Ha cepile, CloCOOCTBYET PAa3BUTUIO apTepu-
AIbHOU TUMEPTEH3UU, TUACTOINYECKONU AUCHYHKIUU U, BOZMOXKHO, aTe-
pockieposa. OnHaKo, MEXaHU3MbI, TOCPEICTBOM KOTOPBIX Y OOIBHBIX TIEp-
BUYHBIM T'UIIEPIIapaTUPEO30M YBEINUNBACTCSI PUCK BHE3AITHOM cepaeuHOI
CMepTHU, TPEOYIOT JaJbHEMNIIIero n3y4eHus.

Hapywenus ¢ynkuyuu wumosuonoii siceneswl

Hapymenusa ¢dbyHKINY IMUTOBUAHON XeJe3bl YXYANIAIOT TeUYCHUE
CepAeYHO-COCYaIUCThIX Oosie3Heil. Cilydau BHE3allHOM CMEPTH OIMCAHBI
npu 6oje3Hu ['peiiBca, OMHOM U3 CaMbIX YaCThIX IIPUYMH TUPEOTOKCUKO3A.
K daTtanbHbIM IOCIEACTBUSIM MOXET IIPUBOAUTH HEPACIIO3HAHHbINA TsIKe-
JIBIA TUPEOTOKCUKO3 C PA3BUTHEM TUPEOTOKCUYECKOIO KpH3a Ipu 00JIe3HU
I'peiiBca. XapakTepHble IJ1s1 TAPEOTOKCUKO3a HAPYIIEHUS CEPAEYHOIO pUuTMAa
(PIT), compoBoKIArOIIMECS ITPOTPECCUPYIOIIEH CepaeTHOM HETOCTATOYHO-



X. Ctpatngukauyns pucka n npogpunaktuka BCC 181

CTblO, MOTYT MTPUBOAUTH K cMepTH OoJsibHOTO [31, 32]. Crienyert cka3aThb, YTO
Ha3zHaYeHUe aMroaapoHa 60JIbHOMY ¢ (PUOPMILTISAIINEH TIpeACcCepaAnii M Hepac-
MMO3HAHHBIM TUPEOTOKCUKO30M MOKET 3HAUMTENIBHO 3aTPYIHUTH ITOCIIEAY-
JOIIYI0 TePAIUIO.

Jlpyeue 3a001e6aHus 3HOOKPUHHOU cUCMeMbL

BneszanHas cepaeuHasi cMepTh Y O0JbHBIX 001€3HbI0 AIIMCOHA U TUITO-
MapaTUpeo30M, OlKcaHa KpaitHe peaKo 1, Kak IpaBuIo, ee pa3BUTHE 00Y-
CJIOBJICHO TSIKEJBIMU 3JIEKTPOJMTHBIMU HApYLIEHUSAMM (TUIIepKaTUEMUst
WY TUIOKAJIbIIMEMHUsI) BCIIEACTBUE Ae(DUIIMTA IIIOKOKOPTUKOUIOB, MUHE-
PaTOKOPTUKOUIIOB 1 MTapaTHPEOrIHOTO TOPMOHA, COOTBETCTBEHHO.

B nuteparype ynmoMuHamOTCS €AMHUYHbIE KIMHUYECKUE CIydyau, Tae
HEKJIaCCUYEeCKUMMU ITPOSIBICHUSIMU U30bITOYHOI CEKPELIMM KaTeX0JaMUHOB
y 00JIbHBIX (DEOXPOMOLIMTOMOI OBLJIM KapAUMOTeHHBIN IIOK, OTeK JETKUX U
BHe3amHasi cMepThb [33].

CpaBHUTEJIbHO HENABHO MOSBUJIMCH JaHHBIE O HAJIMYUM acCOLIMALlU
MEXIY PUCKOM BHE3AITHOU CepaeyHON CMEPTU U AeULIUTOM BUTaMUHA D
[34]. Takue 3aKOHOMEPHOCTU HaMOOJIee YaCcTO OMMCAHBI JJIs1 TTallUEHTOB C
XPOHMYECKOI 00JIE3HBIO MOUEK, Moydaromux remonuanus [35]. B Hacto-
silee BpeMsl He BbI3BIBAET COMHEHHUSI TOT (PakT, 4yTO AedULIUT BUTaMuHa D
SIBJIsIETCS (DAKTOPOM pUCKa Pa3BUTHUSI caxapHOro AuabeTa 2 TUIa, apTepuaib-
HOM TUIEePTEH3UHU, BOCTIAJICHUS, TTOSIBIIEHUE KOTOPBIX CIIOCOOCTBYET MOBbI-
LIEHWIO CMEPTHOCTU 00IbHBIX [36]. CunTaeTcst, YTO BCe 3TH M3MEHEHUS CO
CTOPOHBI CePJilia U COCYAOB B YCJIOBUSIX AeUIIMTa BUTaMKHa D, criocoGHBI
MPUBOIUTH K YBEJIMYCHUIO pPUCKA BOBHUKHOBEHUSI apUTMUIA U BHE3AITHOM
cepaeuyHoit cmeptu [37].

Pexomendayuu no npogpunaxkmuxe BCC

Kaace 1

1. TakTuka teparmmu KA, KoTopasl SBISIeTCSI BTOPUYHOM 110 OTHOIIICHUTO
K SHIOKPUHHBIM HapyIICHUSIM, TOJKHA OBITh HallpaBiecHa Ha KOPPEKIINIO
3JIEKTPOJINTHOTO ArcOajaHca U JedeHe OCHOBHOTO 3aboneBaHms (C).

2. OcobeHHOCTeN MPOGWIAKTUKYA U JISYSHUS YTPOXKAIOMINX KU3HN KA
(ocHoBHOI1 (hakTop pucka) 1 BCC y 00JbHBIX C 9HIOKPUHHBIMU 3200J1€Ba-
HUSIMU HET. MeponpusiTUsI 1OJKHBI ObITh TAKUMM K€, KaK IIPpU IPYyTUX 3a00-
JIeBaHUIX. DTO 0O3HAYAET, YTO CTpaTuduKanus prucka u npodriakruka BCC
Y 3TO# KaTeropuy MAIIMEHTOB OCYIIECTBIISIETCS HA OCHOBAHWY BBISIBICHUS
OCHOBHBIX 1 BTOPOCTEIIEHHBIX (DaKTOpoB pucKa. [IpoBeneHue mpoduiak-
tuku BCC Bximouaet B ToM yucie, uMmruiantaunio MK/ n DKC manuen-
TaM, KOTOpPHIE ITOIYJaloT JNIUTEbHYIO ONITUMAIbHYIO JIEKapCTBEHHYIO Tepa-
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MU0, C XOPOIITUM (PYHKIIMOHATBHBIM CTATyCOM U OJIaTOIPUSITHBIM ITPOTHO-
30M BbIXKMBAeMOCTH B TeueHue roaa u 6ojee (C).
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X 9.I' Cmpamugpuxayun pucka u npogpunaxmuxa BCC
Y HAUUEHMO8 C MEPMUHANbHOU CIadueil NOYeYHOoll
HedocmamoyHocmu

Cmpamugukauus pucka

Oxkoj10 40% mauueHTOB ¢ TEPMUHAJIBLHON CTaaMel MOYeUyHOU HeA0CTa-
TOYHOCTHA YMUPAIOT OT CEPACYHO-COCYIUCTHIX 3a00JIeBaHNIA, B TOM YKCIIE
20% — BHe3anHo [1, 2]. [ToMMMO KOPOHAPHOIO aTEPOCKIIEPO3a AOMOIHHU-
TEeJIBHBIMU (haKTOpaMU pUCKa Pa3BUTUS BHE3AITHOW CepHCYHON CMEPTH Y
MalueHTOB C XPOHUYECKOU 00e3HbI0 mouyeK MoryT ObITh [JI2K, ypemuue-
CKas KapaIUOMMOIIATH, aHeMUsl, yyimHeHue nHTepBayia QT u yBennmueHue
€ro JIMCIIEPCUU, CHIDKEHWE BapuabeIbHOCTH CEPIEYHOTO PUTMA, a TakKe
OBICTpbIE U3MEHEHUS 00beMa LIUPKYJIUPYIOLIEH KPOBU U DJIEKTPOJIUTOB, Hea-
JNIeKBATHOCTb IManun3a, runepdocdaremMus, runeprnaparupeos u ap. [2, 3].

Pexomenoauyuu no npoghunaxmuxe BCC

Kaace 1

1. Ins npodpunaktuku BCC y 601bHBIX TEpMUHATBHON MOYEYHOM HeT0-
CTaTOYHOCTbHIO HEOOXOIMMO BBISIBISATHL ocHOBHBIe (?KHP, cucronnueckas
IUChYHKIIMS, CUHKOIIE, CepAeYHbIN apecT B aHaMHe3¢) U MOAUu(UIIMPO-
BaTh BTOPOCTENEHHbIE (haKTOPhI pUCKa (apTepuajibHasi TMIIEPTOHUS, THC-
JIAMTUIEMMS], TUTIEPIJIMKEMUsI ), a TaKXKe (DAKTOPHI PUCKa, CBSI3aHHBIE C XPO-
HUYECKOI 00JI€3HbIO MOYEK U IUATU30M (JIeueHue He(ppOreHHOM aHEMUU U
rurnepnapaTupeosa, ycrpaHeHue aecdunnta ButaMmuHa D, anekBaTHbIN nua-
JIi3, u30eraTh IPUMEHEHMST TUATU3HOM XUIKOCTH C HU3KUM COIepXKaHUeM
Kanus u kanbuus) (C).
Kaacc Ila

1. B uensix BropuuHoii npodunaktuku BCC y nalimeHToB, HAXOASAIIMXCS
Ha MPOrpaMMHOM IreMOINAaJIN3e WK IIOCTOSIHHOM aMOyJIaTOPHOM IIEPUTO-
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HeaJIbHOM Jrajii3e MoKa3aHO Ha3HaueHue 0JI0KaTOPOB aHTUOTEH3UHOBbIX
peuenTopoB (C) u AAIT 111 knacca (C).

2. B uensx nepsuyHoii mpodbwiaktuku BCC y nmaiineHToB, HAXOASIIUXCS
Ha MIPOrPaMMHOM TFeMOANATU3€e WIN ITOCTOSSHHOM aMOYJIaTOPHOM MEPUTO-
HeaJIbHOM JThajin3e Moka3zaHo HazHaueHue nATID (B).

3. Y naiueHToB ¢ XpOHUUECKOI 00JI€3HbIO ITOYEK, U OCHOBHBIMU (PaKTO-
pamu pucka BCC (yrpoxarolmymu XXu3HU apuTMUSIMU Y CUCTOJIMYECKOM TUC-
dynkuueit JIXK) MKJI-Tepanust uMeeT mpeuMy1leCTBO Hall MEIMKAMEHTO3-
HOU Tepanueil, oNHAKO y TUAIM3HBIX MALIMEHTOB OJ1aronpusiTHbIA 3pdekt
9TOrO BUJIA JIEUEHUsI HA BEDKMBAEMOCTb He JoKa3aH. PeleHue o6 nMruiaHTa-
uuu UKJI cnenyet npuHUMaTh UHAMBUIYATbHO C YY€TOM COCTOSIHUS MallU-
eHTa U OXKKUIaeMoi MpoaokuTeabHocTH Xu3Hu (C). HaxoxaeHue Ha mpo-
rPaMMHOM TeMOJMaU3€e WU MOCTOSIHHOM aMOYyJaTOPHOM TMEePUTOHEATb-
HOM Auaju3e, TeM He MeHee, He TOJIXKHO PacCMaTPUBAThCS KaK PelIaolnii
apryMEHT B MOJIb3y OTKa3a oT umriantauuu MKII.

Kaacc ITb

1. B uensx nepsuuHoit npodpunaktuku BCC y manuentoB ¢ UBC, Haxo-
JSIIUXCS Ha MPOTrPaMMHOM FeMOIUAIN3€e WU OCTOSTHHOM aMOyJIaTOPHOM
MEepUTOHEATHbHOM TUAIN3€E, MOXKET 00CYKIaThCs Ha3HAUYEHWE CeJIEKTUBHbBIX
B-angpeHoo6sokatopos (C).

2. B uensx nepsuuHoii npodunaktuku BCCy maiiueHToB Mpu OTCyTCTBUM
MPU3HAKOB MOPaKEHUSI KOPOHAPHBIX apTePUil, HAXOSIIIMXCS HA TPOrpaMM-
HOM reMOIMaJIN3€e WIN MOCTOSTHHOM aMOyJIaTOPHOM MEPUTOHEATbHOM AUa-
JIN3e, MOXET 00CyXaaThcsl Ha3HaueHue HuKopaHauia (C).
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X.10. BCC npu 00j1e3H5X nepuKapaa

Cmpamugukayus pucka

CornacHO 3TUOJOTUYECKOM KilaccuduKamy 3a00IeBaHU epuKapaa
EBpomneiickoro o011ecTBa KapanuoJoros [ 1] oHu monpas3nensitorcst Ha UH(eK-
LIMOHHBIE M HeMH@eKIInoHHbIe. OCHOBHBIMU MPUYMHAMU 3a00JIeBaHUIT
nepuKapaa SIBJISIOTCS BUPYCHI (B pa3BUTBHIX CTpaHax), a TakKxke OakTepuu
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(yame MUKOOaKTEpHs TYOEPKYJie3a), pexke BCTpeuaroTCsl OIyXO0JIeBblii epu-
KapauT U MEPUKAPIUT, CBI3AHHBI C CUCTEMHBIM (OOBIYHO ayTOUMMYH-
HbIM) 3a0osieBaHueM. [lepukapaut — 3To BOCMaIeHUE CEPACYHON CYMKHU,
BKJIIOYAIOLIEN CEPO3HBIM BUCLIEpATbHbBIN (3MUKapa) U pUuOpo3HbIN napue-
TaJIbHBIN CJIOU C pacrojararoiencs Mexay HUMU TepuKapauaaibHON KU/ -
KocThlo. [lepukapaut MoXeT ObITh, KaK U30JUPOBAHHBIM, TaK U MPOSIBIIE-
HUEM CUCTeMHBbIX 3a0osieBaHuil. Kinaccuueckue nepukapauaibHble CUH-
JPOMBI BKJTIOYAIOT IEPUKAPAUT, BBIMIOT B MOJIOCTh MEpUKapaa, TAMIIOHALY
cepala U KOHCTPUKTUBHBIN MEpUKaAPAUT.

ITpu momo3peHUUn Ha MepUKaApaAUT HA MEPBOM YPOBHE JUArHOCTUKU BO
BCEX CJIydasix HEOOXOAMMBI OIpeaesieHne MapkepoB BocnanieHus (JeiKo-
1uT03, C-peakTUBHbIN O€JIOK U 11p.), GYHKIIMU MOYeK, IEYEHU U IIIUTOBU/I -
HOW XeJsie3bl, MapKepoB MOpaXeHUs] MUoKapaa (cepaecyHble TPOTIOHUHBI,
KpeaTuHKUHa3a), peructpauus DKI', peHTreHorpadus opraHoB rpyaHoi
KJIeTKU, axoKapauorpadus. Ha BTopoM ypoBHE AMarHOCTUKU, TPU HEIOCTAa-
TOYHOU MH(MOPMATUBHOCTU UCCIEIOBAHUN MTEPBOTO YPOBHSI, MOTYT BBITIOJ -
HSITbCSl KOMITbIOTEpHAsl TOMOrpadusi WM MarHUTO-Pe30HaHCHAsl TOMOTpa-
(us cepaia, a TakKe aHaIU3 MepUKapAuaTIbHON XUAKOCTU [JIs1 BBISIBICHUS
OakTepuil, KJIETOK OIyXoJiell Tpu OOJIbIIOM BBINOTE, HE PearupyronieM Ha
CTaHAAPTHYIO MPOTUBOBOCIIATUTEIbHYIO TepaIuio. [{onosHUTeIbHbIE UCCie-
JIOBaHUS [IJIs1 OTIPEAeIeHUS] TUOJIOTUM TIEpUKapAUTA CIeayeT TPOBOAUTH C
YYETOM KJIMHUYECKON KapTUHBI MPU HAUTUYUU MPEAUKTOPOB BBICOKOTO PUCKa
HeO6JIaronpusTHOTO UCXO/A.

BCC npu 3aboneBaHusX NepuKapaa MOXET BO3SHUKATh B pe3yJibTaTe pa3-
HOOOpa3HbIX MATOJOTHMYECKUX MPOLIECCOB: BOCTIAIEHUsI, KOHCTPUKIIUU U
T.0. OgHaKO He UMeeTCs YOeIUTENbHBIX T0KA3aTeIbCTB CBA3U XKETyI0UKO-
BBIX TaXMApUTMUI ¢ Oone3HsiMU nepukapaa. [Ipennonaraetcs, uro k BCC
y TaKuX MaleHTOB MPUBOISAT B OCHOBHOM IeéMOAMHAMUYECKNE TPUINHBI,
a He apuTMMU cepaua [2].

B coBpeMeHHOI1 1uTepatype BCTpeuaroTCs JUILb OMUCAHUS eNUHUYHBIX
ciayyaeB BCC npu nepukapaure nocje KaTeTepHol adiasuuu Guodpuiis-
WY MPEACEepANIA Y IOHOIIU C BEPOSTHON HACJIENCTBEHHOM KaHajlonaTueun
[3], ycnewmHol peaHUMAaLIMKM MIPYU BHE3aMHOW OCTaHOBKE cepilia Ha (hoHe
TyOepKyJe3Horo nepukapaura [4].

Pexomenoauyuu no npoghuraxmuxe BCC

Kaace 1

1. Crpatudukanus pucka u npodunaktuka BCC y nauueHToB ¢ 601e3-
HSIMU TIeprKapaa OCYIIEeCTBISIETCS HAa OCHOBAHUHU BbISIBJICHUSI OCHOBHBIX 1
BTOPOCTEIEHHBIX (DaKTOPOB pucka. [IpoBeneHue npouiIakTuku noapasy-
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MeBaeT, B TOM uucie, nMminiantanuio MK manmeHTaM ¢ OCHOBHBIMU (haK-
Topamu pricka BCC, KoTopbIe TTOJTy4aloT ITATEIbHYIO ONITUMATbHYIO JIeKap-
CTBEHHYIO TE€PAIINIO, C XOPOIINM (bYHKIIMOHATBLHBIM CTaTyCOM U OJIarOIIpy-
SITHBIM TTPOTHO30M BbIXKMBAeMOCTH B TeueHue roaa u 6ojee (C).

X.11. BCC y nanueHToB ¢ XpOHHYECKOH 00CTPYKTHBHOM
00/1€3HBI0 JIETKHX

XpoHnueckast 00CTpyKTuBHasi 60Jie3Hb Jierkux (XOBJI) — ogHo n3 Hanbo-
Jiee pPacpoCTPpaHEHHBIX 3a00JIeBaHUIA B3POCIOT0 HACEJIeHUsI BO BCEM MUPE,
KOTOpPBIM cTpanaeT oT 7 1o 18,2% nuu, crapiue 40 et [1-3]. B nocinenHue
25 et HabmogaeTcsl HEYKJIIOHHBIN pocT cMepTHOCTH oT XOBJI u 1o mipo-
rHo3am aKcreptoB K 2020 rogay naHHas MaTOJIOTUS 3aliMET 3-€ MECTO Cpenu
BCeX NMIPUYMH cMepTH [4].

XOBJI 3T0 XpoHUYECKOE 3a00IeBaHNE, XapaKTepU3yloleecs MepcrucTu-
PYIOIIIMM OTpaHMYECHUEM BO3AYIITHOTO ITOTOKA B AbIXaTeIbHBIX ITYTSIX, KOTO-
poe OOBIYHO HOCUT IIPOrPECCUPYIOLINIA XapaKTep U CBA3aHO C BOCIIAIMTEIb-
HbIM OTBETOM Ha JIJIUTEJIbHOE BAbIXaHUE YACTULL WM Ta30B. TsoKecTh Teue-
Hust XOBJI Bo MHOTOM onpenesnsieTcsl YacTOTOM 000CTPEHUIA U COITYTCTBYIO-
1Ieit maronorueii [5]. Haubonee yacToii comyTcTBYIO1IEH TPOOIEMOii y 00J1b-
HbIX XOBJI s1Bas11I0TCS cCepIeuHO-COCYAMCThIe 3a001eBaHUs, B OOJILITNHCTBE
ciayyaeB UBC, cepneyHast He10CTaTOYHOCTD, (PUOPMILISLINY TIpencepauii 1
apTepuajibHas rTuneptoHus. I1o JaHHBIM KPYITHOTO MCCJISIOBAHMS, BKIIIO-
yapiiero 6osee 1800 mamuenToB, y 60abHBIX XOBJI cyiiecTByeT moBbIIIeH-
HbIi B 3,36 pa3a pucK CMEPTH OT CepAEYHO-COCYIUCTHIX COOBITUI B LIEJIOM
U B 5,65 pa3za oT uilleMHUYeCcKoii 6o1e3HM cepaia [6]. FiMeercst npsimast 3aBu-
CHMOCTb PMCKa CMEPTH OT BeIMUUHBI 00beMa (DOPCUPOBAHHOIO BhIIOXA 32
1-10 cekyHay (OPB1) — r1aBHOro KOJIM4eCTBEHHOTO KPUTEPUSI OPOHXUAb-
HoIi obcTpykumu [7].

ITpu aTOM, MaLMeHTHI, HaxomsIIMecs Ha 6oee Jerkux cragusx XOBJI,
HMMEIOT Topasno 0OJIbIlIe PUCKOB YMEPETh HE OT IbIXaTeIbHOM HEI0CTaTOU-
HOCTH, a OT CEPAEYHO-COCYAUCTOM MaToyioruu [8].

AnuaeMuoornyeckue gaHHble 1mo coueranuio XOBJI ¢ cepaeyHoii mato-
JIOTHE IPEeACTaBIISIIOT JOCTATOYHO ITMPOKUI nrana3oH uudp. Hanpumep,
cpenu 14703 manmenToB B uccinenoBanuy VALIANT, mepeHocsSIIMX OCTPbIit
nHOapKT MUOKapaa, okoso 9% umenu comnyrcrBytomyo XOBJI, npu stom
y 6oabHbIX XOBJI Habmonanack 30% JeraabHOCTb, B TO BpeMsl KaK IMpu
orcyrctBun XOBJI oHa cocraBuna 19%. bonee 27% nauuentoB XOBJI B
5TOM UCCIEI0BAaHUM CTPANaIn CEpACUYHOM HEIOCTATOUHOCThIO 10 BKJIIOYE-
HUS B vcciienoBaHue [9]. B apyroMm KpymHoM ucciieioBaHUM, TPOAHATU3H -
posasiieM 400000 rocriutanu3aiuii manueHToB ¢ XOBJI B oTneneHus Bere-
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PaHOB, COIMYTCTBYIOIAasl MATOJOTUsI KOPOHAPHBIX apTepuil BcTpevyanach B
33,6% cnyuaes [10].

IMTatoreHeTnyecku ctoiib yactas accounauuss XOBJI, UbC, cepneu-
HOI HEIOCTaTOYHOCTU U apUTMUIA OINpenessieTcsl LeJbIM PSIIoM 00CTOSI -
TeJbCTB: Bo-TIepBbIX, 3TO OOLIMIT JOMUHUPYIOLINHI (DaKTOP PUCKA — KYpPEHUE.
Bo-BTOpBIX, 00a BUIA MATOJIOTUU SIBJISIIOTCS 3aBUCUMBIMU OT BO3pacTa, 3a00-
JIeBaeéMOCTb UMM TTPOTPeCcCUBHO HapacTaeT rnocie 50 jet. B TpeTbux, pemose-
JINpOBaHME MPABBIX OTIEIOB CEPALIA ABJISAETCA OTBETOM Ha Pa3BUBAIOLLYIOCH
JIETOUHYIO TUIIEPTEH3UI0. B 4eTBEepThIX, CUCTEMHOE BOCTIATIEHUE, OKUCIUTEITb-
HbI cTpecc, rurnepkamnHus, xapakrepHoie 1151 XOBJI, BeayT K ycKopeHuIo
MPOLIECCOB aTeporeHe3a 1 SIBJSIOTCS MPOBOKaTopaMu aputMuil. I HakoHell,
MMeeT MECTO B3aMMHOE€ HEraTUBHOE BJIMSIHUE MEAUKAMEHTO3HOI Tepamnuu,
KOra mpenaparsl JUIsl JISUEHUS CEPACYHOM MAaTOJOTUU MOTYT YXYIIUUTh Teue-
Hue XOBJI, a 6GpoHXOIUTUKU — MPOBOLIMPOBATH XXU3HEYTPOXKAIOIINE APUTMUU.

Cmpamugurauus pucka

ITpu onpenenenun crenenu pucka BCC y nanuenta ¢ XOBJI Heobxo-
JIMMO YYUTBIBATh JBa OCHOBHBIX (DaKTOpAa:

* CTeleHb OrpaHUYCHUS BO3AYIIIHOTO ITOTOKA, OIIPEIe/IsIeMYIO IIPU CIIU -

POMETPUH;

* aHaMHe3 IalMeHTa, IIPEeXIe BCero, yKazaHus Ha HaJIM4ue COITyTCTBY-
IOIIMX WIK IIEPEHECEHHbIX 3a00JIeBaHUIA, YBEIMYMBAIOIIMX Y OOIbHBIX
XOBJI puck BCC, a Tak:ke JeKapCTBEeHHBII aHAMHE3.

MMaunentsl ¢ BenuunHoit OPB1 Gosbite 60% He UMEIOT TOMOTHUTE b~
HBIX pucKoB pa3Butust BCC, mosToMy ux BeeHue He OTJIMYaeTCsl OT Bele-
HUS IpYTUX NaluKueHToB, He cTpanaroiyx XOBbJI.

Y 6osbHbIX ¢ ODB1 Hixe 60%, HO 6e3 (haKTOPOB prCKa B aHAMHE3e Liejie-
CO00pa3HO MEePUOANYECKU MPOBOAUTH XOJATEPOBCKOE MOHUTOPUPOBAHUE
BDKIT w1t CBOeBpEMEHHOTO BBISIBIEHUST CKPBITOM KapAualbHOI TaTOJIOI M.

Hawubonbiiero BHuMaHust B oTHolleHur npoduiaaktuku BCC tpebdyet
rpymira rnamueHToB ¢ XOBJI, y KOTopbIX COUeTaloTCsl CHUXKEHHAs BeIMYMHA
O®DBI1 (£60%) 1 HanuuKe 3a00JeBaHNI CEPAEYHO-COCYAUCTOM CUCTEMBI. B
3TOM cJIydae He0OXOIMMO PACCMOTPETh BO3MOXKHOCTh BHECEHMSI U3BMEHEHUIA
B IUTaH BeJeHUs MaiueHTa ¢ ueibio npodunaktuku BCC B cooTBeTCTBUM C
MPUBEACHHBIMU HMXKE peKoMeHaauusiMu (puc. X.11.1).

Pexomendayuu no npogpusaxmuxe BCC

Kaacc 1
1. OcobennocTu npodmiaaktnk BCCy 6onbHbIX ¢ XOBJI 6a3upyoTcs Ha
BBISIBICHMY OCHOBHBIX 1 BTOPOCTEIIEHHBIX (PAKTOPOB pHCKa. DTO MOapasy-
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MaymeHT ¢ XOBJ1 ]

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

HeT l Aa

EcTb n dakTOpbI pUcKa BCC: \_
OcHoOBHblE:
e ®B meHee 40%
® cepAeyHbIi apecT B aHaMHese
* XCH
® 3nu1304bl ycTonumsom KT
BropocreneHHble:
- caxapHblii gnaber,
- apTepuanbHas rMnepTeHsus,
- IeroYyHas runepTeHsus,
- BO3pacT cTapue 65 ner,
-NOCTOAHHbIN NPUEM UHTANALMOHHBIX 3-2 aroHUCTOB
K KOPOTKOro Aeicteumsa 6onee 6 fo3/cyt /

JNeyenne XOBN
no obwum npasunam

CMm. pekomeHgauum no npodunaktnke BCC
y 60nbHbIX XOB/

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

MeBaeT, B ToM uncie, uMruianTannio MK/l manmeHTaM, MMErOIMM OCHOB-
Hble ¢akTopnl pucka BCC, KoTopble MOIYYaoT JIUMTEIbHYIO ONTHMAaJlb-
HYIO JIEKapCTBEHHYIO TePaIuIo, ¢ XOPOIIMM (DYHKIIMOHAJIBHBIM CTaTyCOM U
0J1arOIPUSITHBIM IIPOTHO30M BBIKMBAEMOCTHU B TeUeHUeE rona u boiee (B).

2. Ipun ncnonb3o0BaHUM [3-anpeHOOI0KATOPOB, TIPEAITOUYTEHNE TOJKHO OTAa-
BaThCs CEJIEKTUBHBIM TTpernapaTaM, OJ0KUPYIOIIUM 31 -anpeHopelenTopsl (A).
Kaacc 1la

1. Y 6onbHbIXx ¢ XCH Haubosee mpearnouyTUTEIbHBIM TIpernapaToM, He
NpUBOASAIINUM K cHukeHio ODB1 (ocHOBHOII (hakTop prcKa) U KauyecTBa
KW3HU, ABJIsseTCss bucornposon (B).

2. ManuenTtsl XOBJI cTabuabHOTO TEUeHUS, TPUHUMAIOIIE TeOPUIITTUH
U [3-2 arOHUCTHI JUIMTEIIBHOTO JEMCTBUSI HE MMEIOT MOBBIIIICHHOTO PUCKa
BCC (B).
Kaacc ITb

1. MHranssmmoHHbie KOPTUKOCTEPOUIBI YMeHbIIAIOT pucK pa3Butusg BCC
y 6onpHBIX XOBJI (B).
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2. IMoxxumbie 6oabpHBIe XOBJI, cTapime 65 JleT UMeIoT MEHBIITNI PUCK pa3-
Butusi BCC npu nprueme MHTalSILIMOHHBIX [3-2 aTOHUCTOB IJIUTEILHOTO Aeii-
CTBUSI, YEM TPU UCTIOJH30BAHUU MHTATSLIMOHHBIX aHTUXOJIUHEPTUYECKUX
npenapaToB JUIUTEJIbHOTO neiicTBus (B).

3. [IprMeHeHue MOPOIIKOBOI MHTAISIIMOHHOUN (DOPpMBI THOTPOTITUYMA HE
yBeanuuBaeT puck BCC y 6onbHbIX XOBJI (B).

Kaace I

1. CnenyeT uzberaTb Ha3HaUYCHUS BBICOKUX J03 3-2 arOHUCTOB MallMEeH-
TaM C HeCTaOUJIbHOI cTeHOoKapauei (A).

2. [IpumeHeHue 14-4ieHHBIX MAKPOJUIOB (IPUTPOMULIMHA, KIAPUTPO-
MUIIMHA) MOXET COMPOBOXIAThCS yIanHeHueM nHTepBaia QT u yBennye-
HUEM pUCKa BOZHUKHOBEHUS XKeJTyTOUYKOBBIX apUTMUIA (OCHOBHOM (hakTOp
pucka BCC) (B).

3. HazHaueHue MHTAISILIMOHHOTO UITpaTporymMa GpomMuia mauydeHTam ¢
XOBJI accounupyetcs ¢ yenuueHueM pucka BCC (B).

4. bonpHble XOBJI u XCH, monyyarouiye WHTaasIlIMOHHbIE (32 arOHUCTHI
KOPOTKOTO JIeiicTBUsI, UMeloT 6osiee Bbicokuii puck BCC mo cpaBHeHUIO C
JIMIJAMU, HEe TPUHUMAIOLIUMU TTO00HbIE TTpernapatsl (A).

5. PellieHue o nMpoBeaeHUN a0PTO-KOPOHAPHOTO LIYHTUPOBAHUS Y 00Jb-
HbIX XOBJI ¢ ODB1 <60% 10/KHO IPUHUMATBCS C YYETOM TOTO (haKTa, 4To
Yy JaHHOU KaTeropuu NaleHTOB PUCK CMEPTHU B MOCIEONEPALIIOHHOM TTEPU-
0J/ie 1O0CTOBEepHO Bhilie (B).
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X.12. BCC npu HeilpoMbIIIEYHbIX 32007 1€ BAHUAX

HacnencrBeHHble HelipoMbIllieuHbIe 3a001eBaHUs (MUOTOHUYECKAS
MblleyHast auctpodus, cunapom Kepnca-Ceiipa, muoauctpodust Dpbda,
muonatus Dmepu-perticdyca, npyrue BUIbI MUOIIAaTUI) MOTYT Mpeapacio-
JlaraTh K pa3BUTHIO MPEACEPAHBIX apUTMUI, HAPYIIEHW IPOBOIUMOCTH,
AB-610kane, moHomopdHoit KT win nonumopdnoii KT u BCC [1-7].
KiamHunueckue mposiBiieHYsI, yKa3bIBaloIe Ha BO3MOXHOCTh HAJIMYHSI CYO-
ctpata 1151 pa3Butust BCC, noBosibHO pazHooOpa3Hbl. BCC sBisieTcst Xopollo
MPOTHO3UPYEMBIM BEISBIISIEMBIM OCIOXHEHHEM HEKOTOPBIX HEMPOMBITIIECY -
HBIX 3a00JIeBaHMI1, OTHAKO MPOTPeCCUpPOBaHNE HAPYIIEHUI TTPOBOIUMO-
CTU MOXKET OBbITh HerpeackazyeMbiM [8—17]. B ciiyuae mopaxkeHus cepaua,
B YaCTHOCTH, TIPU MBIIIIEYHOM TUCTPOdUM, HEOOXOIUMO 00paIaTh BHUMA-
HME Ha MUHUMAaJIbHbIE KITMHUYECKME CUMITTOMBI MJTU 3JIEKTpOKapauorpacbu-
YyecKue TPOSIBJICHUSI TPU OTIpee/IeHUH TToKa3aHuil K uMmItanTanmu DKC
mwm MK v mpoBeneHnio sHaoKapanaisHoro DMOU.

Pexomenoayuu no npogpusaxkmuxe BCC

Cymectytoias crpatudukanus pucka BCC y mauimeHTOB ¢ HEHPOMBbI-
LIEYHBIMU 3200JIEBaHUSIMU TIOAPa3yMeBaeT BHISIBICHUE OCHOBHBIX U BTO-
pPOCTEIeHHBIX (PaKTOPOB PrCKa, a TAKXKe TMArHOCTUKY U Teparuio maTojio-
TUYECKUX COCTOSIHUM, CBSI3AHHBIX HETTOCPEACTBEHHO C HEMPOMBIIIIEUHBIMU
3a00JIeBAaHUSIMU.

1. Tounas renerTnyeckasn quardoctuka (I, A).

2. IIpoBenenue ucclieq0OBaHNil, ONpeaeaIIOMMUX COCTOSHHE CepAeYHO-

COCYIMCTOI CUCTEMBI:
A) Peructpauust nosepxHoctHoi DKI (I, C) (onuH pa3 B TeueHUE Tpex
MECSLEB);
Bb) ®x0-KT (I, B) (onuH pa3 B TeueHUe TpeX MeCSEB):
— TIOBBIIIEHHOE BHUMaHUE HEOOXOAMMO YAENSITh 9X0Kapauorpadu-
YECKMM IMpU3HAKaM JIATEHTHOI ceplIeyHO HEeTO0CTaTOUHOCTH:
* yBEJIMYEHHUE KOHEYHOTO AUACTOIMYECKOTOo IMaMeTpa JIEBOTO XKeITy-
JI0YKa B TEUEHUE TTOCTICIHUX TPEX MECSIICB;
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* yBEJIMYEHUME MACCHI CEP/IIA B TEUEHUE TTOCIIETHNUX TPEX MECHLIEB;

* CHMXeHMEe (PpakiMy BLIOpOCA JEBOTO XKEIyIoYKa B TEUeHUE
MTOCJIEHUX TPEX MECSILIEB;

* HaJIM4Yue IUCKUHE3NN CTEHOK JIEBOTO XKETyI04Ka;

* OTHOILEHKE PACCTOSTHUS OT BBICIIEN TOYKYM PACKPBITUS CTBOPKI
MUTPAJBHOTO KJIAllaHa J0 MEXKEIYIOYKOBOM MEPETOPOIKM K
KOHEYHOMY IMACTOIIMYECKOMY IMAMETPY JIEBOTO XKEITyI0UYKa
cocraBiisieT >16;

* yBEJWYEHNE OTHOLIEHUS BPEMEHU TIPEAN3THAHNS JIEBOTO JKEITY-
JOYKa K ITEPUOLLY M3THAHKS JIEBOTO XeJTYI0YKa B TEYEHHE TTOCTIE-
HUX TPEX MECSILIEB.

B CJIy4ya€ BbIABJICHHUA Y ITIaIMEHTA BCEX INECCTU BhIIICITICPCUYMCICHHBIX ITPU -
3HAKOB CJIEAYET OKMIAAaTh pa3BUTUC MaHHCbeCTHOfI cepnequfI HEAO0CTAaTO4d-
HOCTH B TeueHue OImKaiimx mectu MecsitieB. Heobxonumo OTMETUTD, YTO
B TCUCHMUEC IICPBLIX IBYX MECALICB ITIOTEPU MMAIMECHTOM CITOCOOHOCTHU K CaMO-
CTOATEJIBbHOMY ITEPCABMKEHNTIO HaOJII0AAeTCsI CHUKEHUE MACChI €ro JIEBOIO
XKCEJIyId04YKa, a TAKXKE €ro KOHCYHOI'O IMACTOJIMYCCKOro finaMeTpa Ha 20%, B
CBSI3U C YeM HEeOoOXOIMMO KOPPEKTUPOBATb HOPMATUBHBIC ITOKA3aTCIN IJIA
ITalIMCHTOB B JaHHBIC CPOKMU.

B) xontepoBckoe monutopupoanue DKI (I, B)

3. IlpoBenenue ononcum:

* MUOKap/a;
* ckeyneTHoM Mbiubl (1, A).

4. AnekBaTHOe MeTMKAMEHTO3HOE JieYeHne, BKIIoYalonee Ha3HayeHue cJie-
JIYIOIIMX IPYIII NpenapaToB (MPU OTCYTCTBUHU NPOTHBOMOKA3AHUIA U HENIPU-
e€MJIEMBIX 000YHBIX 3()(PEeKTOB):

* u-All® (I, A);
« captansl (I, B);
* [B-agpeHoonokatopsl (I, A).

Heo06xonuMo OTMETUTb, YTO Teparnus MalMeHTOB ¢ KapAMOMUOIaTUEH,
pa3BuBamwIleiicsd Ha (POHE MPOrpeCCUPYIOLIEH MBILIEUHON AUCTPOGUH,
MMEET HEKOTOPbIe OCOOCHHOCTH 110 CPaBHEHUIO C JICUeHUEM OOJIbHBIX C
M30JMPOBAaHHOU KapauomuornaTtueit. [IpumeHeHUe KOMOMHUPOBAHHOM
CUMIITOMATUYECKON Tepanuu CepaeuyHbIMU INIMKO3UAAMU U AUYPETUKAMU
MPAaKTUYECKU HE TMPUBOIUT K YBEJIUUYECHUIO COKPATUTEIBHOM CIIOCOOHO-
CTW MMOKap/a 1, XOTsI ¥ TTIO3BOJISIET BDEMEHHO YJIYYIIUTh COCTOSTHUE Mally-
€HTa, TEM He MEHee, He CIIOCOOCTBYET YBEJIMYSHMIO CpOKa ero XXu3Hu. B
JIAHHOM cJiydyae 60Jjiee ONTUMAIbHBIM SIBJISIETCSI KOMOMHALIMS CeJIEKTUBHBIX
[3-ampeHo0J0KaTOPOB U KapaAUOTPOGUUECKUX MPerapaTos.
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UYto KacaeTcss aHTUAPUTMHUYECKOW Teparuu, TO 1eJeco00pa3HOCTh UX
MPUMEHEHUS y TTalIMeHTOB C HEHPOMBITIIEUHBIMY 3a00JIEBAHUSIMU TTPEICTAB-
JISIETCSI JOCTaTOYHO COMHUTEJIbHOM, MOCKOJIBKY UMEIOTCSI CBEIEHUSI O MEHb-
el BBDKMBAEMOCTH TIAIIMEHTOB C MBIIIIEUHBIMU qUCTpodusmu [foireHHa
U bekkepa, UMeIoIIUX KeTyI0YKOBbIE 9KTOMUHN U MOTYyYaolIUX aHTUAPUT-
MUWYECKUE TIpernaparhl, 0 CPAaBHEHUIO C MalUeHTAMU, HEe TMOIyJyaroluMu
JaHHbIe JeKapcTBeHHbIe cpenctna [18, 19]. Ilpu cuHycoBoil Taxukapauu
Ha (hoHe HOpMaJIbHOM (DpaKiMK BhIOpOCA JIEBOTO XKeaymoyKa MpearnoyTe-
HMUE CJIENyeT OTAABATh CEJIEKTUBHBIM [3,-aapeHO0JI0KaTOpaM.
[Tpu HanTMYMK TATEHTHOU CepAeYHO HETOCTATOUYHOCTH 11eJ1IeCO00Pa3HO
MPUAEPKUBATHCS Cenyollero airoputma seneHus naureHtos [20] (I, B):
* KJIMHUYECKUII OCMOTpP MalUeHTa KaXIble YEThIPE HEACNU;
* paHHSIST aHTUOMOTUKOTEPAITHS TIOOBIX MH(PEKITMOHHBIX 3a00JIeBaHMIA;
* KCITOJIb30BaHUE MPEnapaToB, COAEPXKAIIUX MArHUIA;
* Ha3HaueHME aMMOIAapOHa TMAalMEeHTaM C YaCThIMU U/WJIU TSKEJIBIMU
APUTMUSIMU;

* KCITOJIb30BaHUE aHTUKOATYJISTHTOB;

* YBEJIMUEHUE CEPACUHOT0 BHIOPOCA MOCPEACTBOM MPUMEHEHMUS CepIey-
HBIX TJIMKO3UIOB B OOBIUHBIX TePareBTUYECKUX 103aX, IMYPETUKOB,
kosH3uMa Q10, MHrMOUTOPOB aHTMOTEH3UH-TIpeBpallalero ¢ep-

MEHTA.
SIBasieTcss HeOOXOOAUMBIM ObecIeueHne HOpMaabHOM (YHKLUMM IbIXa-
Hus (I, A):
* oLeHKa (PYHKL UM AbIXaHUS B paHHEM BO3pacTe MalydeHTa — B
4—6 net’;

* peryisipHbl€ KOHCYJIbTAllMX MallMeHTa MeAUaTpOM, CIIeLIMaIU3UPY-
IOIIUMCS B 00J1aCTU OLEHKU PECIUPATOPHBIX (DYHKIIMIA:

* TeCTUpOBaHUeE AbIXaTeJbHbIX PYHKIUMHI MPU KaxKI0M KOHCYJIbTaTUB-
HOM BU3UTE MAallMEeHTa;

* oOyueHMe MalreHTa U ero poACTBEHHUKOB pa3IUnUHbIM BapuaHTaM
BCIIOMOTaTeJIbHOM BEHTUJISILMU, YTO MOMOXKET U30eKaTh Upe3Bbl-
YalHBIX CUTYaIlWH;

+ obecrieyeHue MalKeHTa U ero poaCcTBEHHUKOB PYKOBOACTBOM IO
MpaBWJILHOMY MpOLIECCY NpruemMa Mull;

* OleHKa (I)yHK]_II/II/I JIbIXaHUsI TOJKHA BBITIOJHSTHCS 2 pasa B rof 1ocJji€ Havdajia uCIioJib30Ba-
HUS TAaIUEHTOM MHBAJIMAHOT'O KpecCjia U 10 JOCTUXKEHUA KU3HEHHO HEo0X0IMMOTO 00beMa
BO31yXa, BbIAbIXa€MOI'O ITOCJIE MAKCUMaJIbHOI'O BOOXa (80% OT HOPMAJIbHOTO 06’bCMa) WJIn 10
TOCTVMKEHMSI TTAllMEHTOM 12-J1eTHero BOo3pacTa M KaxKIbI€ 3—-6 MECALIEB ITOCJIE Havajia IIpo-
BEACHUA I/ICK}’CCTBEHHOFI BEHTUW/IAALUU JIETKUX WX MCITOJIb30BaHUS pa3JIMYHBIX BCIIOMOTa-
TEJIbHBIX MEXaHUYECKHX CPEACTB, 00JIeryaroImx akT IbIXaHUs.
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peryJisipHasi olleHKa KauyeCcTBa CHA U COCTOSIHUSI AbIXaHUSI BO BpEMS
CHa — IIPOBeIeHIE HOYHOI OKCUMETPHUH 1,/ WIIH TIOJIMCOMHOTpadum);
peryJyisipHasi OlLieHKa CepeYHON NeSITeIbHOCTU, BKJTI0YAsl €KeroIHOoe
nposeaeHue DKI u DxoKI', HaunHas, 1o KpaitHeil Mepe, CO IIKOJIb-
HOTO BO3pacTa;

peryjsipHasi OlleHKa CIOCOOHOCTU CAaMOCTOSITeJIbHOW CaHallUuU
OPOHXO0-JIETOYHOTO AepeBa — MPOBEPKA HATUUMSI BO3MOXHOCTH OCY-
LLIECTBJEHUS KalllJs;

obecreueHre MaHyaJIbHOM MOMOIIY WU MeXaHUUeCKOM MOoAAePKKIU
JIJIST OCYILECTBJIEHUS KallIEBbIX IBUKEHUI ¢ TOMOILBIO HOpMaJIu-
3YIOIIETO JaBJIeHUsI B OPOHXO-JIETOYHOM JepeBe MHcydhdaaTopa-
aKceydaTopa;

o0y4yeHue nalyeHTa U ero poJCTBEHHUKOB UCIOJb30BAHUIO TTYJIb-
COKCHUMeETpa B JOMAILHUX YCIOBUSX, Ja0bI OCYIIECTBIISITh CAMOCTO-
SITEJIbHBIN KOHTPOJIb TPOXOAUMOCTU BO3JYXOHOCHBIX TyTel;
HeWHBa3MBHAas BEHTWISILMOHHAS TOAAepXKKa yepe3 HazaJbHbIM
WHTISITOP, 00ecreuuBaoIInii TEPUOANIECKOE CO3AAHUE TTOTOXU-
TeJIbHOTO JaBJIEHUST B BO3AYXOHOCHBIX MYTSIX;

HUCMOJb30BaHUE CPEJACTB UCKYCCTBEHHONM BEHTUJISILIUU JIETKUX C
LIeJIbI0 MPeNoTBpalleHsl TOMOJTHUTENLHON TpaThl KUCI0poaa s
KOMITeHCAllMu HOYHOW TMITOBEHTWISILIMU, BbI3BAaHHOI HeaaeKBaT-
HBIM JbIXaHUEM;

HeVHBa3MBHAs JHEBHASI BEHTUJISILMOHHAs MOIAEPXKKa, Koraa PyHK-
LMl AbIXaHWS HApYIIAeTCs U B IHEBHOE BpPeMsI, UCIOJIb3Ysl POTOBOI
WHTaJATOp, 00EeCleunBalolinii MTepruoIuiYeckoe Co3aaHue MoJyo-
JKUTEJIbHOTO JaBJEHUSI B BO3ILYXOHOCHBIX IMYyTSIX, WM HAAYBHYIO
UTPYIIKY, CIOCOOCTBYIOIIYIO MOBBILLIEHUIO BHYTPUOPIOLIHOTO JaB-
JIEHUST, CUMYJIMPYIOLLIETO IbIXaHUE;

0o0y4yeHue nalueHTa sI3bIKOTJIOTOYHOMY JbIXaHUIO (TaK Ha3blBaeMOoe
JIbIXaHUE «OO0JIbIIIMM IJIOTKOM>» ), UCTIOJIb3yEMOMY BO BpEMSI OTKIIIO-
YEeHUSs CPEACTB MEXaHUUYECKON BEHTUISLINN;

OCYIIECTBJIEHWE UCKYCCTBEHHOMN BEHTWISILIUU MOCPEACTBOM HaJlo-
JKEHMST TPAXeOCTOMBI, €CJIM HEMHBAa3MBHAsI BEHTUJISILIMS HE OCYIlIe-
CTBMMaA UJIM OTBEpPraeTcs MaluueHTOM U ero POJACTBEHHUKAMMU;
HeAOoNylIeHe UCMOJIb30BaHMSI TaK Ha3blBaeMoOl NMpoduiakThue-
CKOI UCKYCCTBEHHOI BEHTUJISILIUU JIETKHUX;

OLIEHKA COCTOSTHUSI IbIXaTeIbHON U CEpAeYHO-COCYAUCTON CUCTEM BO
BpeMsI CHa Mepe XUpypruyecKrMy BMellaTeIbcTBaMU U obecrieue-
HYe CBOOOIHOM MPOXOIUMOCTHY BO3AYXOHOCHBIX ITyTeH 1 MoaaepKKa
JbIXaTebHbBIX (DYHKIIUIA B TOCTOMEPALIMOHHBIN MEPUOT;
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* TMOXMU3HEHHOE HAOJI0JeHUE U JeUeHUe MallMeHTa, YTO BKJIOYaeT
Tepanuio HapyleHu yHKIIMW TbIXaHUsT U OOJIEBBIX CUHIPOMOB,
a TaKKe MPOBEJeHUE Pa3HOCTOPOHHEN MCUXOCOMATbHOU peadu-
JIUTALMU.

NmvmnanTtauust OKC (I1a, B) MoxXeT 006CyX1aThCs Y MTallMEHTOB C TAKUMU
HaCJeICTBEHHbIMU HEUPOMBIIIIEUHBIMU 3200JIEBAHUSIMU KaK MUOIUCTPO-
¢uu droenHa, bekkepa, Omepu-Jpeiidyca, Ma6pu, Porrayda-MopTbe-
beiiepa, amnorpodus Bepanura-T'odmana, Muonuctpodus JlaBuaeHKoBa,
6ose3uu [Tomne u T'upke, cunnpom KepHca-Ceiipa, MUOTOHUYECKAS AUC-
tpodust Poccomumo-Kypiumana-IlIteitnepta- batTeHa mpu HaTMYUM TAKOTO
daxropa pucka BCC kak AB-60kana (B ToM unciie AB-6imokana I crenenn),
KOTOpasi HEPEIKO SIBISIETCSI OCHOBHBIM TPOSIBJIEHUEM CEPACYHON MaToJo-
MU CPE/IM MAIlMEHTOB TaHHOW TPYIIITHI.

BosmoxHocTh uMmuiantauuu 9KC paccMaTpuBaeTcsl J1axe Mpu OTCYT-
CTBUM KJIMHUYECKOU CUMIITOMATUKU, YTO OOYCIOBIEHO TeM, YTO Y Mallu-
€HTOB JaHHOU KaTeropuu BO3MOXKHO OCTPOE MPOrpecCUupoBaHUE Hapylle-
Huli AB-npoBOAUMOCTH.

Wmmmantaumst MK/ y manuenTos ¢ @B neBoro xkemymouka MeHee 35%
¢ ueabto nepBuuHoit npodunaktuku BCC oTtHocutcst K nokazanusMm Ila
KJacca, ¢ YpOBHEM JI0Ka3aTeibHOCTH B.

CyllecTBYIOT pa3jIMuHble MHEHUS O 11eJ1eCO00Pa3HOCTU TpaHCIIaHTa-
LIMU cepllia y MalMeHTOB C MBIIIEYHOU AUCTpodUeil U COMyTCTBYIONIECH
KapAuOMMOTaTUE !, UTO CBSI3aHO C HAJTMYKUEM JOCTATOUHO BBICOKOTO MepU-
OIepalMOHHOTO PUCKa BCIENCTBUE CHUXKEHHON (PU3UYEeCKO aKTUBHOCTHU
MalMEeHTOB U B CBSA3M C MPENrnojiaraéMbiM ObICTPBIM Pa3BUTUEM Kapauo-
MUOIIaTUYECKOro Mpoliecca B nepecaxkeHHOM cepatie. OnHako, Mo MHe-
HUIO psiia aBTOPOB, MOMO0HAs TaKasi TOYKa 3PEHUs HE BIIOJIHE OMpaBAaHa.
Tak, B pabote W. Rees u coaBT. [21] coob1uaercst o nalMeHTax ¢ MUoraTuei
Jlto11eHHa, KOTOPBIM Obl1a TpOoBeieHa TpaHcIuiaHTauus cepana. CpeaHuii
BO3pAacCT MalMEeHTOB C KpailHe# cTaaueil KapaAMOMUONATUYECKOTO Mpoliecca
coctaBui 25 net (o1 9 10 45), ATUTENBLHOCTD MOCAE0NepallMOHHOTO Hab 10~
neHust — ot 10 mecsieB no 7 jget. Habnronancs HEOCI0KHEHHBIH MOCIeo-
MepalMOHHbBIN MEPUO Y BCEX OMUCHIBAEMbIX MALIMEHTOB, BCE OHU TOJIY-
Yajad UMMYHOCYIPECCUBHYIO TEpaIUIO C UCMOJIb30BAHUEM a3aTUOIPUHA,
LIMKJIOCITOPMHA U KOPTUKOCTEPOUI0B. ExXeroaHble uccieqoBaHus COCTOSI -
HUS TPaHCIUIAHTATa C TOMOILbIO KaTeTepU3aliuy cep/iia MoKa3blBaaIu HOP-
MasibHOe (DYHKIIMOHUPOBAaHUE JIEBOTO Xesynouka. He oTMevanuch ciayvyau
MOPaXeHWsI KOPOHAPHbBIX apTePUil, U BIJIOTh 10 HACTOSIILIETO BPEMEHU HU
Yy OJHOTO MallMeHTa He HaOJI0JaeTCs MPOrpecCupoBaHUs UMEBLIEHCS A0
orepalny MbIIIEYHON TUCTPODUN.
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Koppexyus eenemuueckux napyuienui

HecMoTps Ha oueBUIHBIE YCIIEXU B UCCIENOBAHUSIX CTPYKTYPhI FeHA TUC-
TpodurHa, peabHbIe YCIEeXU B TEHOTEPAITUU HEVPOMBIIIEYHBIX 3200JI€BaHU
MOKa He TOCTUTHYThI, TPUYMHOM YETO, MPEXKE BCETO, IBISIOTCS TUTAHTCKUE
pa3mepnl reHa u ero MPHK, a Takke otcyrcTBre 3¢h(hEeKTUBHBIX CPEICTB
JIOCTaBKM TeHa B MBIIIIIIBI.

CunTaercs, 4To NOCTUKEHUE TepareBTUIECKOoro addexTa BOZMOXHO Mpu
yerelHom TpaHcdekimu He MeHee 20%, a 1o mocaeqHUM JaHHbIM — 40% Bcex
MBIIIEYHBIX BOJIOKOH TOJIBKO CKEJIETHOM MYCKYJIaTyphl, MBIIILL CEPALIA U AUA-
(parmbl. OCHOBHBIMU KpUTEPUSAMU 3(DHEKTUBHOCTU TPAHCHEKIIUY SIBISIIOTCS
MOSIBJIEHUE TUCTPODUH-TIOJIOKUTETbHBIX MBIIIEYHBIX BOJIOKOH, HOPMaJIU3a-
1IMs1 YPOBHSI OMOXMMUYECKUX MapKepoB MuoaucTpodun [ioneHHa, u3mMeHe-
HUS PUBMOTOTUYECKUX TAPAMETPOB (CUJIa, TOHYC MBIIIII).

Koppexims reHeTH4ecKUX HapyIIeHUH y TTAlIUEHTOB C MUOTUCTPODUSIMU
HrouieHHa v bekkepa npennoJaraet:

* BBeJeHue reHa auctpoduHa (Ila, B);

* 3amMmelleHue reHa guctpoduHa (B);

* CKUIIIUHT FeHa AUCTpoduHa, T.€. yaajieHue (MpoITycK) MyTalluu B TeHe
U COeIMHEHNE BMECTE OKPYXAIOIINX MX TeHeThIecKuX MHCTpyKiuii (C);

* WTHOPUPOBAHUE CTOM-KOJOHA reHa MUCTPO(UHA, TOCKOIBbKY B pslie
cllydaeB pa3BuTue muonuctpoduun [JdwomeHHa 00ycIOBIEHO CTOM-
CUTHAJIOM B TeHE AUCTPO(UHA — TUTIOM MYyTallMU, Ha3bIBAEMbIM «ITPE-
KIEBPEMEHHBIM CTOIT-KOIOHOM» MU «<HOHCEHCOM MyTanun» (C);

* BBeneHue MuHureHa (kommoneHT c-JIHK, konupytoiuii ciHTe3 yuactka
aucTpodrHa, Ha YPOBHE KOTOPOTO MPOU3OIILIA AeJIeLNsT) KaK B CKeJIeT-
HYIO MBIIIIILY, TaK ¥ HETTOCPEICTBEHHO B CepieuHyto MbILy (B);

+ kjetouyHas TpaHcuiaHnTauus (C);

* BO3JEICTBUE HA KaJiblIMEeBbIEe KaHaIbl MbILILL (B);

* BOCCTAaHOBJIEHME MEMOPAH MBIIIEYHBIX KJIETOK (A);

* monmasieHue auctpoduyeckoro mpoiiecca (C);

* CTUMYJISILIUSL pEreHepaliy MblllleyHoU TKaHu (B).
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X.13. BCC y nanueHToB ¢ KAaHAJONATUAMHU U CUHAPOMOM
paHHeil penojasipU3alUM KeJTyT109KOB

CuHnpoM yuyimHeHHoro uHtepBaia QT, CMHAPOM YKOPOUYEHHOTO MHTEP-
Bana QT, cunapom bpyraga u katexojaMuHepruyeckass noaumopdHas
JKeyI0UKOBasl TAXUKapAUs SIBJISIOTCS PEIKUMU HACJIeICTBEHHbIMU 3a00-
JIEBAaHUSIMU, BBI3BAHHBIMY HapylIeHHeM paOOThl MOHHBIX KaHAJIOB (KaHa-
JonatusimMu). IlaToreHeTnyecky OJU3KUM K BBIIIEO3HAYEHHBIM 3a00Je-
BaHUSIM CJIeyeT CUMTAaTh CUHAPOM paHHEU pemnospu3aluy XKeayaod-
koB (CPPX). OnpHako, CTporo roBopsi, OTHeCeHUe MOCJeaHEero K pyopuke
KaHaJoMaTUi 10 HACTOSIIIIEro BpeMeH!U He yupexneHo. OHU 00yCI0BIEHbI
MyTaluei(-siM1) TeHOB, KOAUPYIOLIMNX JIMOO CTPOEHUE TTOPOOOpa3yoLInX
0enKoB, MMbOO0 crelru(pUIeCKUX CBI3bIBAIOLIUX U CTPOUTEIbHBIX OEJIKOB
MOHHBIX KaHAJIOB, a TaKXke PeLieNnTOPOB U (PepMEHTOB, KOTOPbIE SIBJISIOTCS
KJTIOYEBBIMU CTPYKTYPHO-(YHKIIMOHATLHBIMUA KOMITOHEHTaAMU HOPMaJIbHOM
WJIX aHOMAJIbHO U3MEHEHHO 2J1eKTPO(U3MO0JIOTMYECKON CUCTEMBI Ceplia.
KnuHuyeckast 3Ha4MMOCTh KaHaIoMaTuil oOycloBJleHa TeM, YTO BCE OHU
COTIPSKEHBI ¢ TEHETUIECKU JeTEPMUHUPOBAHHBIM BHICOKMM PHCKOM BO3-
HUKHOBeHUs BCC npu oTCYyTCTBHUM CTPYKTYPHBIX aHOMAJIUIA CepAlia.

X.13.A. Cunopom yonunennozo unmepeana QT

Cunapom ynnmunernHoro nntepsaia QT (LQTS) — HacnenctBeHHOE 3200-
JIeBaHUE, XapaKTepu3ylolieecsl MaToJIOTMYeCKUM yIUIMHEHUEeM MHTepBaia
QT na DKI nokos (QTc >460 mc y xeniuuH u QTc >440 Mc y MyX4uH),
CUHKOITAJIbHBIMU COCTOSTHUSIMU U BbICOKUM prickoM BCC BcriencTue pas-
BUTHST TTIOTMMOP(HOI XKeTyT0YKOBOW TaXWKapAuU TUIIA MUPYIT (torsades
de pointes).

CymiectByeT Heckosbko Kiaccudukannit LQTS, mo mexaHusmy Hacle-
JIOBaHUS U COMMYTCTBYIOIIUM KIMHUYECKUM MPOSIBIICHUSM BBIIEJSIOT 2 TUTIA
CUHIIpOMA:

1 Tun — cunapom Pomano—Yopna (RWS), oOycinosneH Mmytaiusamu B 12
pa3IMYHBIX TeHaX, MepeaaeTcsl ayTOCOMHO-JIOMUHAHTHBIM TTYTEM.

2 Tun — cunapom Ixepsemna—Jlanre- Hunecena (JLNS), o6ycios-
JIEH MyTalusiMy B 2 T€Hax, MepefaaeTcss ayTOCOMHO-PEIIECCUBHBIM ITyTEM.
SBisieTcs IpUUMHON MPUOIU3UTETbHO 1% Bcex cllyyaeB BPOXICHHOM IiTy-
XOHEMOTBI. BpoxIeHHas IyxoTa SIBJSIETCSI 0043aTeIbHBIM OTJIAUYUTENb-
HBIM TIPU3HAKOM, OHA JIBYCTOPOHHSISI, TIEPLIENITOPHOTO TUTA, HE 3aTpa-
TMBaeT HU3KUI 3BYKOBOU CrieKTp. Bo3HuKaeT BciencTsue morepu (pyHK-
u KoprreBa opraHa n3-3a KpUTUYECKOTO CHYDKEHUST KOJIMYECTBA NOHOB
KaJiisl BombiBatoleit ero xxunkoctu. LQTS oO6HapykeH BO BCeX STHUUYECKMX
rpymmax. Bpoxnennsrit curapom LQT Berpewaetcst ¢ wactoroit 1-2:10000
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u obycnasnuBaeT okosio 3000 jleTaabHbIX UCXOIOB exeroaHo. [1epBbiil TUIT
cunapoma (RWS) Bctpeuaercs vaiie — 1:5000—7000, Bropoit Tun (JLNS)
pexe — 1,6—6:1000000, onHako B JlaHMM BCTPEYAEMOCTD €TI0 3HAYUTEIHHO
Boie — 1:200 000.

B 3aBrcumocTH OT KIIMHUYecKoro BapuaHTa TeueHust LQTS BbaeasoT:

1) n3omupoBaHHoe yamnHeHne nHTepsBaia QT (40%);

2) cunkorie ¢ yinHeHneM uHrepsana QT (38%);

3) cunkore 6e3 ymnHeHus uatepsaia QT (11%);

4) ckpbiTast popMa — «<HeMoe», JlaTeHTHoe Teuenue (11%), Kotopas rpen-
roJiaraeT HajJimure BbICOKOro pucka cunkorne u BCC 6e3 kakux-a16o
OYEeBUIHBIX (PEHOTUITMYECKUX TIPOSIBIICHUI 3a00IeBaHUsI. BapUaHT
MOHO C BBICOKOI BEPOSITHOCTbIO TUATHOCTUPOBATHh TOJIBKO PETPO-
CIIEKTUBHO, ITOCJI€ BHE3AMTHOM CMEPTHU POJACTBEHHUKOB MPOoOaHIa, CUu-
TaBLIUXCS paHee MPAKTUIECKH 3M0POBBIMU.

Y MyxuuH 3a60J1€BaHKe MTPOTEKAET B 00Jiee OCTPOIl U 3/10KaYeCTBEHHOM
dopme, 4TO XapaKTEePHO JJIsl BCEX BO3PACTHBIX TPYTIIT U, 0OCOOEHHO, IS MO~
pocTkoB. Puck pa3sutusi cunkone u BCC y xXeHIIUH Bo3pacTaeT K EPUOLY
MOJIOBOTO CO3PEBAHUS.

LQTS pasBuBaeTcs BciaeacTBue mytanuil B 13 reHax, Ha OCHOBaHUU
yero BBIACIAIOT 13 reHotnmioB cuHapoMa LQT. B1o myranmum B 6 TeHax
KanueBbIx kaHaioB (KCNQI, KCNH2, KCNEI, KCNE2, KCNJ2, KCNJ5),
2 reHax HaTpueBbiX KaHalioB (SCNS5A, SCN4B), onHOM reHe KaJlbLMEBbIX
kaHanoB (CACNAIC) u 4 reHax cneunuIeCcKrX CBI3bIBAIOIINUX U
crpoutenbHbIX 0e1KoB (AKAPY9, ANK9, CAV3, SNTAI). B pesynbrare 1160
CHUKAETCsl KOHLIEHTpALIMsSI MIOHOB Kalus B KJIETKe, JIMOO YBeJTUUEHUBAETCS
KOHIIEHTpAIlMM MOHOB HATPUsI M Kasiblins 1 HapyinaeTcss Na/Ca oOMeH, 4To
CMOCOOCTBYET YBEJIUUECHUIO JUIUTEIbHOCTU MOTeHLIMAIA AEHCTBUS.

ITepsbiii renotun cunapoma (LQT1) camblit pactipocTpaHEHHBIN 1 BCTpe-
yaetcs B 35—50% ciyyaes Becex BapuaHToB cuHapoma LQT u B 90% ciyuyaes
oOycnoBiuBaeT pa3Butue cuHapoma Jxepsena—Jlanre-HunbcoHa, B TO
BpeMsl Kak octaiibHble 10% cBsi3aHbl ¢ 1s1ThIM reHoTUIioM (LQTS). Bropoit
reHotun cuHapoma (LQT?2) Bctpevaercs B 25—40% cinyvaes. Lllecroii reHo-
tun curapoma (LQT6) dbenorunuuecku cxoneH ¢ LQT2, Ho BcTpeuaeTcst
ropasno pexe. Tperuit reHoTnIT cuHapoMma (LQT3) BcTpeuaercs B 5—10%
ciayvaeB. OcTajibHbIe TEHOTUIIBI SIBJISIIOTCS HarboJjiee peAKuMu hopMamMu 1
BCcTpeuatoTcst MeHee yeM B 1,5% ciyuaes.

Cunopom Andepcena

CunapoMm Anpepcena (i LQT7) — penkoe HaciaeaCcTBeHHOeE 3a00ieBa-
HUE, XapaKTepU3yeTcsl MepUOAMIECKY Pa3BUBAIOIIMMCS THIIEp- U TMIIOKa-
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JIMEMUYECKUM TMapajuiyoM, HapyIIeHUSIMU Pa3BUTHsI CKeJIeTa, TUCMOPhU-
YeCKMMU TIpU3HAKaMU, YIUTMHEHHbIM MHTepBajoM QT, XeJyq10uKOBbIMU
ApUTMUSIMU, cielnpUIecKrM 3y01ioM T 1 4acTo 0YeHb BhIpaXKEHHBIM 3y0-
om U [1, 2]. CuHapom cBsizaH ¢ MmyTauusiMu B rene KCNJ2, konupytouiem
KanuveBble KaHasbl Tuna K1.

ZKuzneyrpoxatomue KA 10CTaTOuHO penky y OOTBHBIX C CMHAPOMOM
AHepceHa, HO, HECMOTpPSI Ha 3TO, ObUIM OIMKMCAHbI SMM30/Ibl BHE3AITHOW
cMeptu [3, 4]. OnbIT JeyeHusT HeBeJIUK. Y MOJIOAON XEeHIIUHBI ¢ CUHIPO-
MoM AHpepceHa u myTauueit R218W B rene KCNJ2 neyeHue aMrMOJapOHOM
M alleTa30JIaMUIOM BbI3BAJIO TTPOAOKUTEIBHOE YITydIlIeHNE KapANOJIOTye-
CKHUX Y MBIIIIEUHBIX CUMTITOMOB. [Teproandeckuii mapajind B OOTbIIMHCTBE
cJlydyaeB MOXKET ObITh IPea0TBpallleH MPUEMOM IpernapaToB Kaius per os [S].
TTonoxurtenbHbIi 3 HEKT OT B-aApeHOOJOKATOPOB Y 3TOI KaTeropuu 60J1b-
HBIX He JIoKa3aH. JlaHHbIE O TTOJIOKUTETbHOM BIUSTHUY 0JI0KAaTOPOB KaJIbLIH-
€BbIX KaHAJIOB B OTHOILIIEHUUW apUTMUU TaKKe OCHOBAaHbI Ha KJITMHUYECKOM
OINMMCAaHUU OJHOTO eAMHCTBeHHOTrO ciy4das. Coobiaercst 00 3¢ (heKTUBHO-
CTU aHTUapuUTMUYecKoro jeueHus npenapatamu I C kinacca — diekanHu-
oM [6, 7] u aTaum3uHoM [8].

Cunopom Tumomu

Cunapom Tumoru (unu LQT8) — peakoe HacaeaCTBEHHOE 3a00JieBaHNE,
XapakTepusyeTcsl yaarHeHueMm uHTepBaga QT, daTaabHBIMU apUTMUSIMU,
CUHIAKTUINUEN, TUIIOIIMKEMUE, TUIIOTEPMUEH, 3aMENJIEHUEM YMCTBEH-
HOTO pa3BUTHSI, BPOXKIEHHBIMU MTOPOKAMU CEpIilia, MMMYHHBIM deUIIM-
TOM, BPOXXICHHBIMU aHOMAJIUSIMM Pa3BUTUS U ayTu3MoM. OmucaHa mpexo-
nsias AB 61okaga Tuna 2:1, Bo3HMKaooash BCJIEACTBUE YBETUYSHUST 1T~
TEJbHOCTU TepUOJa PEIOsIpU3alIMY XKEIyI0UKOB, a He BCIAEACTBUE HapY-
1eHus mpoBoauMocTu B AB-coenunenuu [9, 10]. Cunaopom TuMotu acco-
HuupoBaH ¢ Mmytauusimu B reHe CACNA IC, xoaupytoiieM ol -cyobe TMHULLY
KaJIbLIMEBBIX KaHaJoB. MyTaliysi CriocOOCTBYET pa3BUTUIO BHYTPUKIETOU-
HOI Meperpy3ky MOHaMU KaJIbLKs BO BceX TKaHsx [11].
I'eneTnyeckue ocodoeHnoctu cunapoma LQT:
1. 2 13 5 HocuTesel MyTaHTHBIX ajiieneil He uMetoT ymiuHeHus: QT.
2. IleHeTpaHTHOCTh HU3KASl U pa3IMYHA Yy pa3HbIX TUIIOB CUHApPOMA —
LQTI1<LQT2<LQTS3.

3. IleHeTpaHTHOCTh CYIIECTBEHHO YBEJIMUYMBAETCS MPU MPUMEHEHUU
CpencTB, yanuHsomux uarepsai QT.

4. beccuMIITOMHBIE HOCUTEIU MaTOJIOTMYECKIUX aJljiesieli UMEIOT MEHbILIA
puUcK (aTajabHbIX apUTMUIA, HO 3TOT PUCK CYILIECTBEHHO IMOBBIIIACTCS
B cllyyae npueMa JekapcTB, yaiuHsaomux uarepsain QT. IIpumepHo
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y 20% GONBHBIX, UMEIOIINX BTOpuuHOe yauHeHre QT, BbIIBISIOTCS
cneuuduveckue w1t LQTS myTtanuu.

5. Koppensiuust Mexy reHOTUIOM U (heHOTUIIOM UMEETCS TOJIbKO Y Mallu-
eHToB ¢ cuHapoMamu LQT1—-LQTS.

6. Boicokas reHeTHYecKasl TeTEPOreHHOCTh: 13 reHoB, Gojiee 760 myTa-
LW

7. HacnenyeTcsi mpenMMyIleCTBEHHO ayTOCOMHO-JTOMUHAHTHBIM ITyTEM, a
cuHapomMbl LQT1 u LQTS elie u ayTocCOMHO-PELIECCUBHBIM.

8. 5—10% cnyuaes cunapoma LQT pa3BuBaeTcs BCJIEACTBUE CIIOHTAHHbBIX
CHOpPaanvYeCcKUX MyTaluil.

9. 20—25% cnyuaeB cunapoma LQT gBISIOTCS reHETUYECKU HEYJIOBHU-
MBIMU, UTO TPEOYeT MOMCKA HOBBIX MPUUUHHBIX MyTaLlUA.

10. ¥V psina 60J1bHBIX (PUKCUPYIOTCS MyTaLIMU CPa3y B HECKOJIBKUX TeHaX, 4YTO
MPUBOIUT K 00Jiee BbIPaKEHHBIM KITUHUYECKUM MPOSIBJICHUSIM 3a00J1e-
BaHUS.

B Hacrosiee BpeMsi €CTb TEXHUYECKHUE BO3MOXHOCTU UCCIEI0BAHUS
MOJIHOM MOC/IeN0BATEIbHOCTY KOAUPYIOUIEH YACTH COOTBETCTBYIOILIETO reHa
[12—14].

Cmpamugurxauus pucka

Ha ocHoBaHuM 3HaHMSI TeHOTUIIA, IT0J1a M 3HaYyeHun uHTepBana QT mpo-
M3BOIMTCS CTpaTU(UKALIMS PUCKA PAa3BUTHSI CUHKOIIE, XEIyT0YKOBbIX
aputmuii 1 BCC (1a0a. X.13.1). [15, 16]. [IpoBeneHue Tecta ¢ pU3NIECKOM
HAarpy3Koii, KOTOPHIi1 y O0JIbHOI'O C CMUHKOIAJIbHBIM COCTOSIHAEM B aHAMHE3¢
IIPOBOLIMPYET Pa3BUTHUE MOJIMMOPGHOM KeJTyT0YKOBOM TaXUKapIAUK U/WIn
BbIpaxkeHHoe (6ojee 520 Mc) yIIMHEeHHe KOppernpoBaHHOTo nHTepBayia QT
M anbTepHaluio 3youa T, aBisieTcst AONMOMHUTEIbHBIM (haKTOPOM, YTBEPXKIa-
IOIIUM PUCK Pa3BUTHSI XKM3HEYTPOXKAIOIIMX apuT™Muii [17]. EcTb equHUYHBIE
JaHHbIE, KOTOPbIE YKa3bIBAIOT, UTO TUI MyTaLlUU MOXKET UMETh CYIIIECTBEH-
HOE 3HaYeHUE B ONpeAeeHUH IIPOrHo3a 00JIbHOIO U MOXET ObITh OCHOBA-
HueM Ui peBeHTUBHOM nmrantanmu MKJI. Oto kacaercs myranmu A341V
reHa KCNQ [18]. bonbHble JLNS, cunapomom TUMOTH M APYTUMU TOMO-
3UTOTHBIMU CUHIPOMAaMU, MOABEPKEHbI HanboJiee Bbicokomy pucky BCC
yKe B IETCKOM BO3pacTe. ¥ 00JbHBIX, peaHuMUpoBaHHbIX nociae BCC, Hau-
0oJiee HEOIAronpUATHBIA MPOrHO3 ¢ OTHOCUTEJIBHBIM PUCKOM IMOBTOPHOM
OCTaHOBKM cep/ia, paBHbIM 12,9. PacronoxeHue MyTaluu B mopooodpasyto-
LIIEM PeruoHe OejIKa CYuTaeTCsl He3aBUCUMbIM TeHETUYeCKUM (haKTOp pUCKa
BCC, conoctaBumbiM ¢ ymmHeHueM QTc >500 mc [19]. Puck cmeptu y 6ec-
CUMITOMHBIX HOCUTEJIe MyTauuii, mpuBoasiux K pazsutuio LQTI, mak-
cuMajieH B MoJiofgom Bospacte [20].
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Tabnuua X.13.1
Ctpatudmkaumsa pucka y 60nbHbIX C BpoOXAeHHbIM cuHapomom LQT

Puck kapamanbHbIx QTc B nokoe leHotun Mon
coObITuin k 40 rogam
LQT1 MYX/KeH
Boicokuit (>50%) > 500 mc LQT2 MYX/KeH
LQT3 MyX
LQT3 XeH
CpenHwit (30-49%) g M2M5(<)053?; Me LQT3 MyX
LQT2 KEH
. LQT2 MyX
0,
Hu3kun (<30%) <500 mc LQT1 MyOIEH

PEKOMeH()aL{LlLI no eeHemu4ecKkomy mecmupoeanuro

Kaace 1

1. PexkoMeHIOBaHO BHITIOJHSITh TCHETUIECKOE TECTUPOBAHKE HAa HATMIME
BPOXICHHOTO CUHIpPOMA YIJIMHEHHOTO nHTepBaia QT BceM ASTSIM U MOMI-
poctkam ¢ yuinHeHueM nHTepBaia QT Ha OKI nmokos (QTc >460 mc y nuir
)keHckoro noyia 1 QTc >440 Mc y TuIl My>KCKOTO T10J1a), UMEIOIITUM OCHOB-
Hble akTopbl pucka BCC (HeoObsICHUMBIE CUHKOIIE, CEPICUHBII apecT B
aHamHe3e, ceMeiiHbiil anamHe3 BCC), a Takke HeTsM, CTpagalolIuM SIH-
Jercueit 6e3 addekTa ot cienududeckoit repanuu (B).

Kaacce Ila

1. I'eHeTyecKkoe TECTUPOBAaHME PEKOMEHIOBAHO BCeM OOJBHBIM, UMeE-
IOIIIMM BBICOKOBEPOSITHBIN nuarHo3 LQTS, ocHoBaHHBII Ha TaHHBIX aHAM-
Hesa, DKI-peHoTunupoBaHum 3adojieBaHUs (Ha OCHOBAHUM BBITTOJTHEH-
HBIX 12-kaHanbHOI DKI' B moKoe 1/miu B Xoe MpoBeaeHUs (DYHKIIMOHATb-
HBIX P00 ¢ pU3UUYECKOIT HAarpy3Kou, Wi nHoy3ueir katexomamMmuHoB) (C).

2. I'eHeTYECKOE TECTUPOBAHUE PEKOMEHIOBAHO BCEM OECCUMIITOM-
HBIM OOJIbHBIM, Y KOTOPBIX Ha cepuM 12-kaHanbHBIX DKI 1MoKos BHISIBISI-
ercsa QTc >480 mc (metu) mm QTc¢>500 Mc (B3pociibie) B OTCYTCTBUU 3a00-
JIEBAaHWI WX COCTOSIHMI, CIIOCOOHBIX BbI3BaTh yIJIMHEeHUE nHTepBaga QT
(Takmx, KaK 3JICKTPOJUTHBIC HAPYIIEHUSI, TUTIEpTPOohUsl MUOKapaa, 0JoKana
Hoxek Tyyka ['mca u 1.1.) (C).

3. Ecnu reHeTHYeCKOE MCCeOoBaHKE Y TPOoOaHIa MPUBEJIO K BBISIBICHUIO
MyTalluu, oTBeTcTBeHHOI 3a LQTS, poacTBeHHMKaM TIepBOi U BTOPOi1 CTe-
TIEHU POJCTBA, HE3aBUCHMO OT KJIIMHUYECKOTo (heHOTHIIA, TTOKA3aHO CeJIeK-
TUBHOE TeHeTnuecKoe TectupoBanue (C).

Kaacc ITb

1. I[Tpu BeIsIBIeHUU yminHeHus nHTepBaia QT, BI3BAaHHOTO TIpUMEHe-

HUEM JIEKapCTBEHHBIX IIperapaToB, TEHETUIECKOE TECTUPOBAHUE TIPEIO-
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CTaBJIsIET BO3MOXHOCTh BbISIBUTh HOCUTEIBLCTBO MyTallMii, OTBETCTBEHHBIX
3a nepBuuHbie opmbl LQTS (B).

2. Ecu oTCyTCTBYET BO3MOXKHOCTbH TECTUPOBAHUS BCEX UBBECTHBIX MyTa-
1M1, BO3MOXHO MPOBeIeHNE CEJEKTUBHOIO aHAJIU3a TeHOB, OTBETCTBEHHBIX
3a cuHapom LQT1-3 (KCNQI1, KCNH2, SCN5A) (C).

3. JIns1 poACTBEHHUKOB OOJBHBIX 1—2-i1 cTeneHu ¢ BTOPUYHBIM CUHJIPO-
MOM yuiMHeHHoro uHtepBana QT pekoMeHayeTcs BbIloHeHUe 12-KaHab-
Hoit OKIT nokos (C).

Ilpogpusakmuxa BCC

N3menenus odpa3a xku3uu. Eciiv reHOTUI CUHApOMA YCTaHOBJIEH, TO U3Me-
HeHMe 00pa3a XU3HU PEKOMEHIYETCsI POBOIUTD C YUETOM BIIMSIHUS CIIe1l-
NPUIECKUX TPUTTEPHBIX MEXaHU3MOB (hbaTaJIbHBIX UCXOA0B [15, 21—-24].

bonbubiM ¢ cunapomamu LQT1 u LQTS pekoMeHayeTcs MaKCUMaJIbHO
OrpaHUYUTh (PU3MYECKHE HATPY3KU, OCOOCHHO COCTA3aTeIbHYIO0 CIIOPTUB-
HYIO IesITeJIbHOCTD [25], mIaBaHue, CIPUHT, TaHLbI UJIM OCYILECTBISITh UX
noJ HaOJIIoIeHUEM Bpaya.

BonbubiM ¢ cunapomamu LQT2 u LQT6 cnenyer n3deratb BO3IeiCTBUS
CWJIBHBIX OMOLIUH (CTpax, 3/10CTh, IJ1a4, 9K3aMEHbI), BHE3aITHbIX aKyCTHUYE-
CKUX CTUMYJOB (OyIMJILHUK, CUTHAJI aBTOMOOMIISI, 3BOHOK TesedoHa), 0co-
OeHHO BO BpeMs CHa. [1JIsl HUX TaKXKe SIBJISIETCST BHICOKO PUCKOBBIM B OTHOILIE-
HUM pa3BUTHUs KapauanabHbIX coObITHI (KA, BCC) nmocneponoBbiii Nepro.
Kpome Toro, TpurrepoM MOXET SIBUThCSI IPUEM JIEKAPCTB, YIJIMHSIOIMX
natepBan QT [26]*. Ciaenyer uzberath npreMa MUILEBBIX T00aBOK C HEO-
MpeaeeHHbIM XUMMUECKIUM COCTaBOM.

Jleuyenne. Ha ocHoBaHuu 3HaHus reHoTuna cuHapoMa LQT ocyiectnisi-
eTCs1 OA00P MHAMBUAYAJIbHOM TepalleBTUYECKOM CTpaTernu, BKIOYas He
TOJIbKO PEKOMEHIAIMK 110 U3MEHEHHUIO 00pa3a XXM3HU, HO U 1O PUMEHEe-
HUIO crielu(UUYeCcKUX JeKapCTBEHHBIX IpenapaToB U uMiuiaHTauuu MK
[12,27-29].

CBOEeBpeMEHHO Ha3Haue€HHas MeAMKaMEHTO3Hasl Tepanus (IpeuMy-
1IECTBEHHO [-aapeH00J0KATOPHI) MpeaoTBpallaeT CUHKOIMEe 0ojiee YeM y
87% 60nbHBIX. OMHAKO [-anpeH00J0KaTOphl MeHee 3(D(hEeKTUBHbBL Yy 0O0JIb-
HbIX ¢ reHoturioM LQT2 u gaxke mpoTUBOIOKA3aHbI Y OOJbHBIX C TEHOTH-
mom LQT3 [30].

Wwmnnanrtanusa MK]I siBisieTcst MeToa0M BBIOOpA TS IeUeHUS TaKUX O0JIb-
HBIX MPU 3MMU307aX CEPIESYHOIrO apecTa B aHaMHe3e 1 MpU Hed(hHEKTUBHO-
CTU KOHCcepBaTUBHOI Tepanuu [12, 30].

* mepeueHb MEIMKAMEHTOB COAEPKUTCS Ha caiiTe www.qtdrug.org
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Xupypruueckoe yaajeHue JIEBOro 3Be314aToro TaHIIvs, POBENEHHOE ¢
1IeJTbIO YCTPaHEHUSI aCMMMETPUIHOM CUMITaTMUECKOM BereTaTUBHOI MHHEP-
BallMU CEP/ILIA, SIBJISIIOLIEHCS apUTMOTEHHBIM (haKTOPOM, TIPUBOJIUT K HEKO-
TopoMy yKopoueHuto uHtepBaia QT [31].

BeccuMIITOMHBIM HOCUTEJISIM MyTaIIMi MOXET ObITh PEKOMEHIOBAH PO -
(punakTuyeckuit npueM B-agpeHoba0KkaTopoB [28, 29].

Pexomenoauyuu no npoghunaxmuxe BCC

Kaace 1

1. BoJIbHBIM € YCTaHOBJIEHHBIM TMarHO30M (KJIMHUYECKU U/WUJI1 C TIOMO-
LIBIO MOJIEKYJISIPHO-T€HETUYECKOTO MCCIeA0BaHM ) CUHAPOMA YIJIMHEHHOTO
uHrtepBaia QT pekoMeHayeTcsl U3MeHeHUe oOpa3a xku3Hu (B).

2. bosbHbBIE ¢ YCTaHOBJICHHBIM IMAarHO30M (KJIMHUYECKU /U YCTaHOB-
JIEHHBIM C ITOMOIIbIO MOJIEKYJISIPHO-TEHETUYECKOIO MCCIICIOBAHMS) CUH-
JIpoMa ynjauHeHHoro nHtepsaia QT He HOKHBI MTPUHUMATD JIEKAPCTBEH-
HbI€ MpenapaThl, KOTOpbIe BbI3bIBAIOT yaauHeHue uHtepBaia QT (B).

3. B uensx nepsuunoii npodunaktuku BCC 601bHBIM ¢ AUaTHO30M CHUH-
npoma ynarHeHHoro uHtepBaia QT (LQT3), ycTaHOBIEHHBIM C TTOMOIIbIO
MOJIEKYJISIPHO-TEHETUYECKOI0 MCCIICA0BAHUSI, PEKOMEHIYeTCs UMIUIaHTa-
uus MK (B).

4. B uensix BropruHoii mpodpuinaktruku BCC nalmueHTaMm ¢ 1MarHo30M CUH-
npoma yummHeHHoro uHtepBaia QT (LQT1, LQT2, LQTS5 u LQT6), yctaHoB-
JIEHHBIM C IIOMOIIbIO MOJIEKYJISIPHO-TEHETUYECKOIO MCCIICI0OBAHMUS, UMEIO-
LIMM YKa3aHUsI B aHaMHe3€e Ha 31130/ CEpAeYHOro apecta (OCHOBHOIM (ak-
TOp pucka) pekomeHayercst umruiantamus MK (B).

Kaacc Ila

1. bera-agpeH00I0KATOPHl PEKOMEHAYIOTCS MallMeHTaM C AMarHO30M
cunapoMa yaauHeHHoro uHtepBana QT (LQTI1 u LQTS), yctaHOBAEHHBIM
C TIOMOIIbIO MOJIEKYJISIPHO-TeHETUYECKOTo rccaenoBaHus (B).

2. HazHaueHue npenapaToB Kajusi pPEKOMEHIYeTCsI ITallMeHTaM C IUarHo-
30M cuHapoma yammHeHHoro nHtepsaia QT (LQT2 u LQT6), yctaHOB/IEH-
HBIM C TIOMOIIBIO MOJIEKYJISIPHO-TeHETUYECKOTo uccaenoBanus (B).

3. Haznauenue AAII IB knacca pekoMeHyeTcs raiMeHTam ¢ AMarHo30M
cuHapoMa yaauHeHHoro nHtepBaia QT (LQT3), ycTaHOBIEHHBIM C TOMO-
LIBIO MOJIEKYJISIPHO-TE€HETUYECKOTO UCCIIEIOBAHMSI.

4. Ummnanrtanusa MK onpaBaaHa naimeHTaM ¢ KIIMHUYECKUM IMarHo-
30M CUHApOMa yIJMHeHHOro nHTepBaita QT ¢ HaTuuueM OCHOBHBIX (haKTO-
poB pucka BCC (cuHKoIe u/Win KeayJouKoBble apuTMUN) Ha (poHE Mpu-
ema (3-aapeHobaokaTopos (B).
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5. JIeBOCTOPOHHSISI CUMITATIKTOMMUST MOXXET 00CYXKIAThCST Y OOJIbHBIX C KITU -
HUYECKUM TUAarHO30M CMHIpPOMa yUIMHEHHOTo nHTepBaia QT, nMmeroniux
ocHoBHbIe (hakTopsl pucka BCC (yka3zaHus B aHaMHe3€ Ha 3MU30/1 CEpley-
Horo apecta, KT 1o Tumy «nupyaT») Ha (poHe premMa [3-aapeHo0I0KaTopoB
(B).

Kaacc ITb

1. bnokaropsl KanbliveBbix KaHanoB U AAIT IB kiacca MoryT ObITh Ha3Ha-
YeHbI MalMeHTaM C JMarHo30M CUHIpOMa YIJIMHEHHOro uHrtepBaia QT
(LQT2u LQT6), ycTaHOBICHHBIM C ITOMOIIBIO MOJICKYJISIPHO-TEHETUYECKOTO
uccaenoBaHus (B).

2. BecCUMMIITOMHBIM HOCUTEJISIM IPUYMHHBIX MyTalllii MOXKET OBITh pEKO-
MEHJIOBaH MpoduiakTUIeCKuii mpuem [-aapeHodsokatopoB (B).

Kaace ITT

1. HazHaueHue B-anpeHo0710KaTOPOB 1 HUKOPAHIWIA MTPOTUBOMIOKA3aHO
0O0JILHBIM C IMarHO30M cMHApoMa yiinHeHHoro nHTepBaia QT (LQT3), ycra-
HOBJIEHHBIM € MTOMOILILIO MOJIEKYJIIPHO-TeHeTu4Yeckoro uccienoBanus (C).

X.13.b. Cunopom ykopouennozo unmepeana QT

Cunnpom ykopoueHHOTO mHTepBasia QT (SQTS) — reHeTHIeCKM 00YCIIOB-
JICHHOE 3a00JIeBaHMEe, XapaKTepu3ylolleecs] YKOPOUeHNEeM, KaK adCOJToT-
Horo (QT <300—340 mc), Tak 1 koppurupoanHoro (QTc <320 mc) 3Have-
Hus uaTepBaa QT, BEICOKUM, CHMMETPUYIHBIM, OCTPOKOHEUYHBIM 3y0OIIOM
T 1 GOBIINM CTIIEKTPOM HapyIIeHUit cepaecaHoro putMa ot OIT mo KA.

O6Mopok 1 BCC 00BIYHO CITy4aroTcsl B COCTOSSHUM TTOKOSI WUTM BO CHE.
Oomopoxk rpu cuaapome SQT BeTpeuaeTcst MeHee yacTo, ueM BCC, kotopas
SIBJIICTCS TICPBBIM TIPOSIBJIICHUEM 3a00J1eBaHUS Y OOJBIIMHCTBA ITAIlUEHTOB.

Huarnoctuueckue kputepun SQTS [32], ocHoBaHHBIE Ha OAJUTLHOM
OLICHKE KJIMHUYECKUX MaHHBIX U JAaHHBIX TCHOTUITMPOBAHMUS, TIPEICTAB-
JIeHbI B Ta0mme X.13.2.

[Tpu 5TOM cHHApPOME OTMeUYaeTCsI OcabJieHWe amalTalliy WHTepBaia
QT x m3menernusM YCC, 1 MO3TOMY €r0 M3MEPEeHUS 11eJIeCO00pa3HO OCy-
wectBiaaTh npu YCC okoio 60 B MUHYTY [IJISI UCKIIIOUEHUST UCKAXKEHUS
pe3yabTaToB, BHOCUMBIX (popmysioit Koppekuuu bazerra. Heobxonumo
HUCKITIOUCHWE BTOPUIHOTO XapaKTepa M3MEHEHMI, TaK KaK K YKOPOUCHUIO
nHTepBaia QT MOTyT IPUBOAUTH TAaKME COCTOSTHUSA KaK TUIIePKaIbIINC-
MM, TUITOKQJIMEMHUS, THTOKCUKAIMS CepAeYHBIMM TIIMKO3UIAMU, alluao3,
TUTIO- WJIW TUIIEPTEPMHUSI, TIpueM HEKOTOPhIX AAT (MUKCENIUTHH, TOKAM-
Hun). PacripoctpanerHocts SQTS He n3BecTHa.

3a pa3BUTHE TUIWYHBIX KIIMHIYECKUX TTPOSIBIICHUN BPOXICHHOTO CHH-
npoma SQT OTBeTCTBEHHBI MyTallMU B 5 Pa3IMIHBIX TeHAX, HA OCHOBAaHUN
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Tabnuua X.13.2
OunarHoctuuyeckue kputepum SQTS
[lmarHocTU4eckue KpUTEpUU Bannbl

[Onuuna QT,, ms <370 1

<350 2

<330 3
WHTepBan oT Touku J 4O MakcumanbHoro ypoBHs (nuka) T <120 ms 1

AHamHe3
CeppaeyHblil apecT B aHamHese 2
[okymeHTupoBaHHas XXT unu ombpunnaumns xenynovkos 2
CwHkone 6e3 SIBHbIX NPUYKH 1
MepuatenbHas aputmMus 1
CemeliHbll aHaMHe3
PoncteeHHNKM 1-1 1 2-11 IMHUM POACTBA, UMELOLLME BbICOKOBEPOSTHBIN SQTS 2
BHesanHo Heo6BbACHMO ymMepLune POACTBEHHUKMN 1-i1 1 2-11 NHUK POACTBA 1
CvHOpOM MNafeHYeckol BHe3anHom cMepTu 1
lenomun http://www.sciencedirect.com/science/article/pii/S0735109710047212 - tblfn5
BbisiBrieHa onvcaHHas paHee MyTauus 2
MyTaums HenaBecTHOI 3Ha4MMocTy, BhisiBrieHHas B reHax KCNH2, KCNQ1, KCNJ2 1
OueHka sepossimHocmu duazHo3a SQTS

Hannune STQS BbICOKOBEPOSITHO 4 v 6onee
Hannune STQS BeposiTHO 3
Hanuune STQS manoBeposiTHO 1-2

Yero BBIACNSIOT 5 reHoTunoB cuHapoma SQT. BDTo MyTtanuu B 3 reHax
KanmeBbIX KaHanoB (KCNQI, KCNH2, KCNJ2) n 2 reHaxX KaJlbLIMEeBBIX
kaHanoB (CACNAIC, CACNB2B). CnencrBueM 3TUX MYTalluid SIBJISIETCS
JM00 yBeTMUeHNE KOHIIEHTPAIIMY MOHOB KaJIMS B KJIIETKE, JINOO yMEHbBIIIEHME
KOHIIEHTPAIIMY NOHOB KaJIBITUSI, YTO TIPUBOIUT K YKOPOUECHUIO IMOTEHIINAJIA
nerctBug B Kapauomuonurax. ['eHotunsl cunapoma SQT, cBsi3aHHBIE ¢ MyTa-
IIUSIMU B T€HAX KaJTbIIMEBBIX KAHAJIOB 00513aTeIbHO (DEHOTUITMYECKU COove-
TalTcs ¢ cuHapomoM bpyrana. [IpuMeHeHue XUHUAMHA MOXET BOCCTA-
HaBaMBaTh NPoaoKUTENbHOCT QT [33]. ETMHCTBEHHBIM METOJIOM IPO-
unaktukn BBC sBnsercs nmrutantammst UK [34]. Tenetnueckuii aHa-
JIN3, TIO-BUANMOMY, HE HECET NOTIOJHUTEIbHON MH(MOPMAIIMU B OTHOIIIE-
Huu pucka pazsutus BBC.

I'enernyeckue ocodennoctu SQTS:

1) HU3Kas TTEHeTPAaHTHOCTD;

2) BO3MOXHO 0€CCUMIITOMHOE HOCUTEIBCTBO MATOJIOTUIYECKUX aJIJIeIeif;

3) KoppeJsius MeXIy TEHOTUTIOM U (peHOTUTIOM OTCYTCTBYET;

4) BbICOKAsI TeHETUYECKAasi TeTePOTEHHOCTD: 5 TeHOB, OoJiee S MyTaluii;
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5) HacleayeTcs ayTOCOMHO-AOMUHAHTHBIM IyTeM;
6) BO3MOXHBI CITOPAANUYECKHUE CITYyYau.

Pexoxwen@auuu no ceHemuvecKkomy mecmupoeanuro

Kaacc Ila

1. FeHeTMYECKOE TECTUPOBAHUE CJICAYET BBIMOJIHSATh IJISI YTOUHEHMSI
JIHarHo3a y OOJIbHBIX ¢ HU3KOU U MPOMEXYTOYHOU BEPOSITHOCTHIO HAJIM-
yus SQTS (C).
Kaacce ITb

1. TectupoBaHKe POACTBEHHUKOB O0JIbHOTO PEKOMEHI0BAHO TP BbISIB-
JICHUM TIaTOTeHEeTUYeCKoil MyTaluu y mpodanja (C).

Pexomendayuu no npogpunaxmuxe BCC

Kaace 1

1. B uensx sropuunoit npodunaktnku BCC 601bHBIM ¢ TMAaTHO30M CUH-
Ipoma ykopodeHHoro natepBaia QT mpu HaIMIMU OCHOBHBIX (haKTOPOB
pucka BCC (cepmeuHblii apecT B aHaMHe3€¢, CUHKOIIe, MHIYIIUPOBAaHHBIC B
XOJIe IPOBeIeHUs dHIOKapauaabHoro DPU ycToilumBhie reMOIMHAMIYC-
cku 3Haunmbie 2KHP) pekomennoBana nmimanramnus MK/ (C).
Kaacce Ila

1. ITaupeHTaM ¢ BBICOKOBEPOSATHBIM auarHo3oM SQTS pekoMmeHmyercs
nmrantanus UK/ (B).

2. HazHaueHne XMHMIMHA MOXKET OBITH 9((EKTUBHBIM JIJISI CHUKEHUS
pucka BCC y maumeHTOB ¢ CMHAPOMOM YKOopodeHHoro nHtepsajna QT, eciu
Bo3MoxkHOCTh uMmIntanTauu MK orcyrerByer (C).

X.13.B. Cunopom bpyzaoa

CunapoM bpyrana — reHeTnuecku o0OyclIoBIeHHOE 3a00JIeBaHUE, pa3BU-
BaloILIeeCs BCICACTBYE aHOMAJIBHOM 3J1eKTPOMU3N0IOrMYeCKOM aKTUBHOCTHU
aMnuKap/a IMpaBoro Xeayaouka B 00J1aCTU BBIHOCSIIIETO TPAKTa.

Cunkone u BCC nipu cunapome bpyrana yacto BO3HUKAIOT B COCTOSTHUM
IOKOS$I WJIM BO BpEMsI CHa.

Cunpapom bpyrana xapaktepusyetcs crielimbrnieckumu usMeHeHussMu DK

* IIOCTOSIHHAS WJIM TPaH3UTOpPHAs 6J10Kaaa paBoii HOXKHU Iydyka ['mca;

* noabeéMm cermeHTa ST (Touku J) B orBeneHusx VI1-V3 (BblaeISIOT TpU

OKI-Tuna);

* MHBepTUpPOBaHHbIN 3ybel T B orBeneHusix V1-V3;

* MepuoaryYecKoe yIjaMHeHue nHTepBaia PQ;

* napokcusmbl KT Bo BpeMsl CHHKOIIE;

* «3MCUJIOH»-BOJIHA B 0TBeieHUH V1 B Buae 3a3yOpuHbl Ha cermMeHTe ST

(B 30% ciyyaes).
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TouHas cTerneHb paclpOCTPAaHEHHOCTH cUHApoma bpyramga Heus-
BecTHa. B cpenmHem B Mupe BpOXIEHHBI cuHApoM bpyrama BcTpedaercs
¢ yacroroit 1—60:10 000, B EBpomnie 1:10 000, mpuyem B omHO# U3 00Jia-
creit beabrun — 1:100 000. B EBpone cuHapom bpyraga yanie BbISIBISI-
eTCsl y TpeACTaBUTENIel «KaBKa3CKOTO» 3THUYECKOTO THUTIA (BBIXOMALIBI U3
crpaH BoctouHoit EBporibl). B ctpanax FOro-BoctouHoit A3un u laibHero
Bocroka > 5 Ha 10 000, ocoderHo B Taunanne, Ha @ununmHax u S moHnm.
B TaunaHae exeroqHo yMupawT OT 3Toro cuHapoma ~ 2500 yenosek. B
Poccuu yactora peructpaluu 3Toro 3aboseBaHUs MPUMEPHO COOTBET-
cTByeT eBporeiickoit [35]. M3BecTHO, uyTO cuHApoM bpyraga He 3aperu-
CTpUPOBaH y adpo-aMepUKaHIIEB.

OnrcaHo HeCKOJIbKO KIIMHUYECKUX BapUaHTOB cuHapoMa bpyrana:

1) knaccuuyeckue n30aupoBaHHble n3MeHeHus1 Ha DKT;

2) cuHKoIIe cO crieuuduIecKuMu usMmeHeHusiMu Ha OKIT;

3) cuHkone 6e3 cneuuduueckux uameHeHuii Ha KT

4) ckpbITast opMa — «<HEMOE», JJaTeHTHOE TeUeHue.

3a pa3BUTHE TUITWYHBIX KIIMHUTYECKUX TTPOSIBIICHU BPOXKICHHOTO CHH-
npoma bpyraga oTBeTCTBEHHBI MyTalllK B 8 pa3IMYHBIX TeHaX, HA OCHOBaHUH
Yero BBIICISAIOT 8 TeHOTUNOB cuHapoMma bpyraga. Oto myranmu B 3 reHax
HaTpueBbix KaHaOB (SCNS5A, SCN1B, SCN3B), 2 reHax KaJleBbIX KAHAJIOB
(KCNE3, KCNJS), 2 renax kanbuueBbix kaHanoB (CACNAIC, CACNB2B)
U OIHOM reHe raunepoti-3-dpocharaeruaporerasnsl 1 tTuna (GPDIL).
CiencTBUEM 3TUX MyTallUi SIBJISIETCST TMOO CHUKEHUE KOHIIEHTPAIIMY MOHOB
HATpUSI Y KaJIbIWS B KJIETKE, JIMOO YBETMISHUE KOHIIEHTPAIIMY MOHOB KaJlus,
YTO CMIOCOOCTBYET CEJICKTUBHOMY YKOPOUEHMUIO TTOTeHIIMAaIa IeCTBUS I -
KapJa nmpaBoro xejayaouka [ 12, 36]. B Poccuu umeeTcst orpaHUYeHHBIM OIIBIT
TeHOTUITMPOBAaHMS OOJIBHBIX C CUHIpOMOM bpyraga, omHaKo KaK MUHUMYM
B TPETH CJlyyaeB UMEIOT MecTo MyTaliuu B reHe SCNSA, Ipu 3TOM BCe BbISIB-
JICHHbIE MYTallMU paHee He perucTpupoBaiuch [37].

Cmpamugurauus pucka

ITpenukTopamu HeGJAroMpPUSITHOIO UCX0a MPU cUHApoMe bpyrana siBsi-
IOTCsI MY>KCKOI I10JI, CMHHKOIIe WJIM BHE3aIlHasi CMEPTh B CEMEMHOM aHaM-
He3e, CIIOHTaHHBIA moabeM cerMeHTa ST B otBeneHusax V1—V3 B koMOuHa-
LIMM C CUHKOIIe, ClIOHTaHHbIe u3MeHeHus1 cermeHTa ST u nepBbiit DKI-Tun
CHHIpOMA.

B xone npoBeneHus sHnoKapauanbHoro DM y 60IbHBIX ¢ CHHIPOMOM
Bpyrama MOryT MHIYLIMPOBATHCSI FeMOAMHAMUYECKM 3HAYMMBIE 3KEJTyT0YKO-
BbI€ TAXUAPUTMUU, KOTOPBIE HEPEIKO BOCIIPUHUMAIOTCS 0OJIbHBIMY KaK KM~
Huyeckue. TeM He MeHee, sHIOKapauanbHoe DMDU Henb3s cunTaTh «30J10-
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TBIM CTAaHIAPTOM» MPU MpoBeneHuu crpatuduxainuu pucka BCC, nuarHo-
cTUYecKasi HeHHOCTb 3TOT0 MccieloBaHus HeBearKa [38].

JlaHHBIX, KacaloIIMXCsl PyTUHHOTO MMPUMEHEHUs TeHOTUTTUPOBAHUS JIJIST
oueHku pucka BBC HeT. B onHolt 13 paboT ObLIO MOKa3aHO, YTO HaJIUYKue
myTtauuit B reHe SCNSA, conpoBoxnaroliyecs: morepeil GyHKUUU 3TOro
MOHHOTO KaHajla, MOXKeT CBUIETETLbCTBOBAThH O HEOIArOMPUSITHOM IIPOTHO3¢
[39].

I'eneTuyeckue ocodoeHHocTH cuHapoma bpyrana:

1) HU3KasK IeHETPAHTHOCTD (~25%);

2) UcroJib30BaHKE OJIOKATOPOB HATPUEBBIX KAHAIOB (aiMaIuH) 1151 UJEH-
TUGhUKAIIMY TOPAaXKEHHbBIX JIIOACH YBEIMYMBAeT MEHETPAHTHOCTh 10
80%:;

3) BOBMOHO OECCUMIITOMHOE HOCUTEJLCTBO MTaTOJIOTMUECKUX aJlIesieit;

4) xoppensuus ¢ GeHOTUTIOM UMEeTCsT He TIPU BCeX FeHOTUTIIAX;

5) BbIcOKas TeHeTUYECKasi TeTepOreHHOCTh: 8 TeHOB, Oosiee 400 MyTaLuii;

6) HacyieyeTcsl ayTOCOMHO-JIOMUHAHTHBIM ITyTEM.

Tonbko y 25% nanueHTOB OOGHAPYKUBAIOTCS OMMCAHHBIC MyTallUU.

Pexoxwen@auuu no ceHemuvecKkomy mecmupoeanuro

Kaace 1

1. PekoMeHI0BaHO BBINOJHITH FEHETUYECKOE TECTUPOBAHUE HA BPOXK-
JNEeHHbII cuHIpoM Bpyrama BceM IeTsIM U ITOAPOCTKAM ITPU HAJIMYUM CIICLI-
npnuyeckux usmeHeHuit DKI', y KOTOpbIX UMEIOTCSl TAKME OCHOBHBIE (haK-
Topbl pucka BCC, kak 3mu304bl CUHKOIIE, CEpPICUHBIN apecT B aHaMHe3e,
KHP, ciyuan BCC B cembe (B).
Kaacce ITb

1. Unentuduxanus tuna myraunu B reie SCNSA MozkeT qaTh JOMOJHU-
TeJbHYIO MH(bOopMaluIo 1o rmosoay pucka passutusi BBC (B).

2. TectupoBaHue pOACTBEHHUKOB 00JbHOIO peKOMEHIOBAHO MPU YCII0-
BMU BBISIBJICHUSI ITATOIeHETUYECKOM MyTallMK y TIpoOaHaa.
Kaacce IIT

1. l'eHeTYeCKOE TECTUPOBAHME HE TTOKAa3aHO 0€CCUMITTOMHBIM MallMeH-
TaM MPU HATMYUU OpyragonoaooHbix udmMeHeHuit OKI 2 wiu 3 tuna.

Pexomendayuu no npogpunaxkmuxe BCC

Kaacc 1

1. [TameHTaM ¢ QMarHo3oM cuHApoma bpyrama, ycTaHOBICHHBIM K-
HUYECKU M/WIN Ha OCHOBAaHUY MOJICKYJIIPHOTO aHaIM3a, UMEIOIIUM yKa-
3aHMS Ha SIIM30]1 CEPICYHOTO0 apecTa B aHaMHe3e (OCHOBHOI (haKTop pucKa
BCC), pekomennoBana nmrmianTamnus MK/ (B).
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2. IManenTtam ¢ nuarHo3om cuHapomMa bpyrana ¢ yctaHOBJI@HHBIM paHee
WK v yacThiMU ONpaBAaHHBIMU pa3psiiaMU MOKa3aHO Ha3HAYEHUE XUHU-
JIVHA 1/WJIU IPOBEIeHUE pajroyacToTHOM abssiuu (B).

Kaacce Ila

1. TTaumeHTam ¢ cuHApOMOM bpyrana co CTOHTaHHBIM MOABEMOM Cer-
meHTa ST B oTBeAeHUsIX V1-V3, UMeroluM yka3aHusl BaHaMHe3€e Ha SIU30/1bI
cuHkorne (ocHoBHOI (pakTop pucka BCC) u BepuduiripoBaHHBIMU TPUYKH -
HbIMU MyTalsiMu B reHe SCNSA, pekomeHaoBaHa umruianTauus MK (C).

2. Y mauyeHToB € MOJO3PEHUEM Ha CUHAPOM bpyrana u oTCyTCTBUEM Ha
OKI crioHtaHHoro mogbema cermeHTa ST B MpaBbIX IPYIHBIX OTBEACHUSIX
11eJIecO00pa3HO MPOBEACHNE MPOBOKALIMOHHBIX (papMaKOJIOTHYeCKUX Mpod
¢ GJioKaTOpaMu HaTPUEBBIX KaHaIOB ((rekaunua, HopokanHamun) (B).

3. Ummnantauus MKJI nmokazana manueHTaM ¢ cuHapomoM bpyraga u
XOPOILIUM (DYHKIUOHATBHBIM CTATYCOM, OJIarONPUSITHBIM ITPOTHO30M BbIXKH -
BaHUsI B TeUeHMeE Toja u 0oJiee, y KOTopbix Obu1a BepuduumponaHa KT, He
npuBeallas K OCTaHOBKE cepAeuHO-cocyaucToi aesareabHoctu (C).

Kaacc ITb

1. ITpoBeneHue snmokaparaibHoro DMU MoxeT 00cykaaThest TSl CTpa-
TUdUKALIMY pUCKA Y MALIMEHTOB C CUHAPOMOM bpyraia co coOHTaHHBIM
noabemoM cermeHTa ST, 6e3 myTtauuu B reHe SCNSA M Kakux-J11u00 KJu-
Huueckux npospieHuit (C).

Kaace I

1. BoapHbIM ¢ cuHApoMoM bpyrana npotuBorokazaHo HazHaueHue AATT
IC knacca (Bkitouast piekaunun u nponadeHoH) u A kiacca (BKioyas
MpOKanHAMU/I Y IU30TTMPaAMU).

X 13.I' Kamexonamunepzuueckasn noaiumoppunasn
HCENYO0UK0BAA MAXUKAPOUS

KarexomamuHepruaeckast moJuMopdHast XeJTyqoIKoBast TaXUKapIus
(KTI2KT) — aTO HaciaeaACTBEHHBIN CUHAPOM, XapaKTePU3YIOLIUIACS ITeK-
TPUIECKON HECTAOMIBHOCTHIO KAPINOMHUOILIMTOB, BO3HUKAIOIIEH BCIIC -
CTBHE OCTPOI aKTUBALIMKM CUMITATUYECKOM HepBHOM CUCTEeMHBI (Ha (hoHEe
(bu3myecKoit NN SMOIIMOHAILHON HATPy3K1) U MPUBOASIINI K BHE3alI-
HOM CMEpPTH.

Ha BKI nmoxos BHe TIpHCTyNa HE MMEETCS KaKUX-JTM00 IaTOJIOTHIECKIX
W3MEHEHMI. ApUTMMST MOKET OBITh BOCITPOM3BEICHA ITPU ITPOBEACHUM TeCTa
¢ (pU3MIECKON HArpy3KOi WIN MeIUKAMEHTO3HBIX IPO0 ¢ BHYTPUBCHHBIM
BBeleHUeM KatexojaMiHOB. CooTBeTCTBeHHO, 60bHBIM KIT2KT TpebyeTcst
orpaHm4YeHHe (DM3NIECKOM HATPy3KU, TAKUM JIIOISIM KaTeTOPUIECKH 3aIIpe-
LIEHO 3aHUMAaThCs criopToM [40].
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Hns neteit co 3mo0KavyecTBeHHOM, cuHkomnanbHoi hopmoii KITXKT, BeisiB-
JIEH Psi1 0COOEHHOCTE CUHYCOBOTO pUTMa, KOTOPbIE MOTYT CITOCOOCTBOBATh
paHHEMY, TOKJIMHUYECKOMY BbIsIBIIeHUIO 00yibHBIX ¢ KITXKT B monyssiiuu.
OTHU 0COOEHHOCTU COCTaBJISIIOT XxapakTepHyto DKI-kapTuHy:

* MOCTOSIHHOE WJIY TpaH3UTOpHOE YKopoueHue untepsaia PQ (<0,11 c)
6e3 npyrux OKI nposisnenuit WPW-cunapoma;

* CUHYcoOBas OpaguKapausi;

* BBICOKMI MpKaaHblii nHaekce npu XM-3KIT (>1,45).

Boiaensior 2 reHotuna KITXKT. IMepsbiii reHotun KITKT (CVPTI) cBs-
3aH C MyTallUSIMU B TeHE pUaHOAMHOBBIX pelienTopoB RYR2, BTopoii reHo-
tun KITXKT (CVPT2) cBg3aH ¢ MyTauUsIMU B TeHE KaJlbCeKBECTPUHA-2
(CASQ2). B pesyabTaTe NpOUCXOIUT YCUJIEHHOE BbICBOOOXIEHUE NOHOB
KaJIbI[M$ U3 CapKOIUIa3MaTUYECKOro PeTUKyJIyMa B OTBET Ha BXOJ MOHOB
KaJbIIUSl B KJIETKY, BbI3bIBas Meperpy3ky KJIeTOK MOHAMU KaJlbLUsl, YTO
BBI3BIBACT 0OpaTHOE HAMpPaBICHUE aKTUBALIMU CTEHKU XeJIyIO0YKOB, YCU-
JIUBaeT TpaHCMEMOpPaHHYI0 TUCIIepCUIo penoysipuzauuu 1 3amnyckaet KT
Mo MEeXaHW3My MOBTOPHOIO BXOMa 3JEKTPUUYECKOI0 BO30YXKIEHUS, T.C.
pe-eHtpu [41, 42]. bera-aagpeHOO10KATOPbl MHOTAA HE MPEea0TBpallaOT
aputMuu. EcTb yka3zaHus Ha 3HEeKTUBHOCTh TPUMEHEHUS BepanaMua,
BO3MOXHO HETMOCPEICTBEHHO B3aUMOAEHCTBYIOIIETO ¢ PUAaHOJUHOBBIMU
pelenTopamu.

B pazsutuu KITKT npeanonaraercs yyactue u Apyrux reHoB. Cunrtaercs,
4yTo MyTauus B reHe KNJ2 cBsizaHa He TOJbKO C pa3BUTUEM CUHIpOMa
Annepcena/LQT7, Ho u ¢ npuunHoii KITXKT 3 renoruma (CPVT3.) Y onHoro
6osbHOTO ¢ KITXKT onucana mytanus B reHe aHKUpUHa-B, koTopas umeer
MECTO Tak>Ke MPU pa3BUTUU CUHIpPOMA yIJIMHeHHOTo uHTepBaia QT 4 Tumna
[43]. BodaMoxkHO, MyTaliuu B reHe RYR2 o0yClOBIMBAIOT TaK Ha3bIBaeMbIit
CUHIPOM BHE3amHo cMepTu y muaneHues [12]. B mocienHee BpeMs ume-
I0TCS TIPEATIONOXEHUs, UYTO UauonaTudeckass GuOpusIsSLus Xeaya0uKOB
MOXET SIBJIIThCSI OMHOM U3 popM naHHoro 3adoneBanust (KITXKT).

Cmpamugurxauus pucka

K ¢aktopam pucka BCC B naHHO# KaTeropuu MauueHTOB OTHOCSTCS:
3aperucrpupoBanHast XK, cemeiinbiit anamHe3 BCC, mosiBjieHre CUMITTO-
MOB B JIETCKOM BO3pacTe, HaJIMuKhe B aHaMHe3e OOMOPOYHBIX COCTOSIHMIA,
(dusnyeckast akTUBHOCTD.

I'eneTnyeckue ocodennoctu cunapoma KITXKT:

1) HU3Kas NeHEeTPaHTHOCTb;

2) BO3BMOXHO 0€CCUMITTOMHOE HOCUTEIbCTBO MATOJIOTMYECKUX aJlJIesIei;

3) KoppesaLUs MeXITy TeHOTUIIOM 1 (DEHOTHUIIOM OTCYTCTBYET;



212 X. Ctpatugukaumns pucka v npopunaktnka BCC

4) BbICOKasl FeHEeTUYeCKasl FeTepOreHHOCTh: 4 TeHa, 6osee 170 myTaiuii;
5) HacnenyeTcsl MPEUMYIIECTBEHHO ayTOCOMHO-JIOMUHAHTHBIM MyTeM,
pexe ayTOCOMHO-PELIECCUBHBIM ITyTEM.

Peicomeﬁaauuu no eeHemu4ecKomy mecmupoeaHuro

Kaace 1

1. PekoMeHI0BaHO BBINOJHSITh FEHETUYECKOE TECTUPOBAHKE HAa BPOX-
neHHbii cunapom KITXKT Bcem aeTsiM 1 moapocTKaM ¢ TaAKMMU (paKTopaMu
pucka BCC kak uHaylMpoBaHHbIe (DU3NUYECKOM WU CUJILHOM 9MOLIMOHAb-
Ho# Harpy3koil monuMopdHas KT, cuHKoIe, cepIeuHbIil apecT, a Takxke
JIMLIaM, UMEIOIIUM B ceMeliHoM aHaMHe3e ykazaHus Ha BCC (B).

2. 'eHeTHYeCcKOe TECTUPOBAHUE PEKOMEHIOBAHO OOJIbHBIM C BBICO-
Koii BeposiTHOCTBIO nuarHo3a KITXKT, ocHoBaHHOM Ha JaHHBIX aHaMHe3a,
CeMEIHOIt CTOpUH, 3JIeKTpoKaparorpaduuiyeckoM (heHoTuIe 3a001eBaHus,
pe3yJibTaTaxX CTPECC-TECTOB ¢ (PU3NYECKOI HArPy3KO# (TPEAMUI-TECT) UIn
BBeleHNM KaTexonaMuHOB (C).

Kaacc ITb

1. 'eHeTYecKoOe TeCTUPOBAHUE POACTBEHHUKOB 1-2 cTereHMu poIacTBa
PEKOMEHI0BAHO IIPM YCJIIOBMU BBISIBJICHUs] MATOTEHETUYECKON MyTallMu Y
npobaHa.

Pexomendayuu no npogpusaxmuxe BCC

Kaace 1

1. ITatumenTam ¢ ycraHoBineHHbIM nrarHo3oM KITXKT (kmnHnYecKy u/mim
C TIOMOIIIBIO MOJICKYJIIPHO-TEHETUUECKOTO UCCICIOBAHNS) pEKOMEHIyeTCSI
M3MEHeHHe 00pa3a KU3HU (MAaKCUMAIbHOE OrpaHMYeHNE (PU3NIECKIX HArpy-
30K, COPEBHOBATEJIbHOM CIIOPTUBHOM ACSITEIBHOCTH, CUIbHBIX 3Mo1uii) (B).

2. [TanmenTam ¢ quarHo3om KITXKT, yctaHOBIEeHHBIM KIIMHUYECKH, PEKO-
MEHOyeTCsI Ha3HaueHue B-ampeHob1okaTopos (C).

3. B uengx BropuyHoii mpodprinaktuky BCC namyeHTaMm ¢ yCTaHOBJICH-
HbIM guarHo3oM KITXKT (KIMHUYeCKr W/WIM ¢ TTIOMOIIBIO MOJIEKYJISIPHO-
TEHEeTUYECKOTO MCCISIOBAaHMS), UMEIOIINX OCHOBHOM (haKkTop prcKa Kak
yKa3aHUs B aHAMHe3¢ Ha CepAeYHBIN apecT, PeKOMEHAYETCSI UMILIaHTAIIIS
WK n HazHaueHue -agpeHodsokaTopos (C).

Kaacce Ila

1. B nengx BropmuHoit npopunaktuku BCC manueHTam ¢ yCTaHOBJIEH-
HbIM auarHo3oM KITXKT (KIMHU4YeCKr W/WIM ¢ TTIOMOIIBIO MOJIEKYJISIPHO-
TEHEeTUYECKOI0 UCCIIeI0BAHMS ), UMEIOIINM TaKOil OCHOBHOI (paKTOp pricKa
KaK yKazaHMe B aHaMHe3¢ Ha CepIeYHBII apecT, pa3BUBIIeiics Ha (DOHE Tepa-
nuu B-anmpeHobaokaropaMu, pekoMeHayercs uMmrutantaunst MK (C).
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2. JIeBOCTOPOHHSISI CUMIATIKTOMUS MOXET 00CYXKAaThCsl Y OOJbHBIX C
kanHuyeckum auarHo3oM KITXKT c yacteimu paspsimamu MK Ha doHe
npuema [3-anpeHobsokatoposn (B).

Kaacc ITb

1. TTaliueHTaM C YCTAHOBJIEHHBIM B I€TCKOM WJIM 3PEJIOM BO3pacTe Aua-
rHo30M KIT2KT (c momo1ibio MOJIEKYISIPHO-TEeHETUUECKOT0 UCCIeI0BAHMSI)
MpPU OTCYTCTBUM KIIMHUYECKUX MPOSIBICHUN PEKOMEHIYETCs] Ha3HauYeHUe
B-agpeHnoo6nokatopos (C).

X.13./]]. Cunopom panneii penonapuzayuu HceayoouKkos

CuHapoM paHHe# perosipu3anuu xeaynoukoB (CPP2K) BrepBrie ObLT
omnucad B 1936 rofy, 0IHAKO €ro IPOTHOCTUYECKOE 3HAUEHME 10 CUX ITOP HE
omnpenenerHo [44]. CPPXK xapakTepusyeTcs CaeayIOIINMI 3JICKTPOKAPINO-
rpaIeCKUMHA IIPOSBICHUSIMMU:

1) TopM30HTATBLHBIM WM HUCXOOSIINM IToabeMoM cerMeHTa ST >0,1 MB

C BHIITYKJIOCTBIO, HAIIPaBJICHHON KHU3Y;

2) HaIW4IMeM TOYKU COeIWHEHMs (junction point) MM BOJHBI COCIMHE-
Hug (J wave) Ha HUCXOZsI11IeM KojieHe 3yo1ia R;

3) TOBOPOTOM 2JIEKTPUUYECKOI OCU Cep/ilia MPOTUB YaCOBOU CTPETTKU TI0
OpPOIOJILHOU OCH;

4) OBICTPBIM M Pe3KMM HapacTaHMEM aMIUIUTYOBI 3y0lia R B rpymHBIX
OTBEACHUSIX C OMHOBPEMEHHBIM YMEHBIIICHUEM MJIN MCYE3HOBEHUEM
3yomua S.

10 2008 roma 60JIBIIMHCTBO aBTOPOB CXOAMINCH BO MHeHNH, 4TO CPPXK He
OoJtee YeM 10OPOKAYECTBEHHBIN 2JIeKTpoKaparuorpacdmdecKii heHoMeH [44,
45]. B 2008 romy mpakKTUYeCK OMHOBPEMEHHO JIBE TPYIIITHI aBTOPOB OITyOJIH -
KOBaJIM MICCIICIOBAHUS CIy4aii-KOHTPOJIb, TTOCTABUBIIITE IO COMHEHME 0J1a-
ronpusTHoOe rporsocruyeckoe sHadeHe CPPXK [46, 47]. B o6onx nccieno-
BaHMsIX TouKa J B 3—6 pa3 uanie perucrpupoBaiach B HuxkHux (11, 111, avF) u
00KOBBIX (V4-6) OTBEAEHUSIX Y TALIMEHTOB C MANONATUYECKOM (DUOPUIUISLIME
JKeJTyIOUKOB MO CPAaBHEHMIO CO 3A0POBBIMM JIMLIAMU, a aMILIUTYyAA J-BOJTHbI
ObLiIa BbILLIE.

PeTtpocniekTuBHBIN aHanm3 uccienoBanus Social Insurance Institution’s
Coronary Heart Disease Study, mokasai, 4To B 0OIIeH IMOITYJISIIIUN HAIMITE
J-BOJIHBI B HUXKHUX OTBEIEHUSIX aCCOLUUPYETCS ¢ 060Jee BLICOKUM PUCKOM
CMEpTH OT CepACYHBIX IPUYNH, HO KPUBBIC BEDKMBACMOCTH HAYMHAIOT pac-
XomuThes yepe3s 15 et HabmoneHus [48]. [Toxoxkue maHHBIC OBUTH TTOTYICHBI
¥ TIPU PETPOCTIEKTUBHOM aHaJn3e HeMelkoit yact mpoekta MONICA [49].
Antzelevitch C. u Yan G-X. mpemmoxwim HoByIo Kinaccudukainio CPPX, B
KOTOpOM THM 2 ¥ 3 CHHIPOMA CYMTACTCS IOTEHIINAIBHO apUTMOTEHHBIM, a
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y ITaIlEHTOB C TUITOM 3 CYIIIECTBYET BBICOKASI BEPOSITHOCTD Pa3BUTHS BJICK-
Tpudeckoro mropma [50].

Pexomenoauyuu no npoghunaxmuxe BCC

Kaace 1

1. [Tauuentam ¢ BKI-nmpusnakamu CPP2XK u ykazaHuem B aHamMHe3e Ha
cepaeuHbIit apecT wiM ycToituuByo KT (ocHoBHBIE (hakTophl prucka BCC)
nokazaHa uMmiantauust MKJI (B).

2. [MauumenTtam ¢ DKI-npuznakamu CPPXK n oTrcyTreTBHeM KIMHUYECKO
CHUMIITOMAaTUKM PEKOMEHI0BaHO JMHAMUUYECKOE HaOII0ieHIe 0e3 IIpoBee-
Hus nedyeHus (B).

Kaacc Ila

1. Hanuuue J-Bonnbl B HUzkHUX oTBeaeHusX (11, I11, avF) MmoxkeT siBasiTbest
OCHOBHBIM (pakTOpoM prcka passutust O2K (mnm naxe BCC), a Takke (ak-
TOPOM, YBEJIMYMBAIOLIUM MPEAPACIIOIOKEHHOCTb K Pa3BUTUIO (haTabHbBIX
apuTMUI BO Bpems uiieMun muokapaa (B).

2. CpencTBoM BbIOOpa rpu pa3BuTuu 2KA (0CHOBHOI (haKTOp pUCKa) UIN
ayieKTpuyeckoro mropMa Ha poHe CPP2K B HUXKHUX OTBEIEHUSIX SIBJISIETCSI
yBeanueHue YCC 3a cuer npoBeaeHus BpeMeHHo yyamawoueii DKC niu
BBeJeHUs u3ornporepeHona (B).

3. miTeIbHbIN MpreM XMHUAMHA IToKa3aH Il POBeACHUSI MPO(PUIaKTUKUA
BCC Ha ¢pone Hanuuust DKI-npuszHakoB CPP2K B HuskHMX oTBeneHusIX (B)
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X.14. BCC npu cuHapome 00CTPYKTHBHOIO AIIHOI
BO BpeMsl CHa

Caenenust 06 oneHKe prucka BCC y B3pocCiabiX OOIBHBIX ¢ CHHIPOMOM
obctpykTrBHOTO artHoe Bo BpeMst cHa (COAC) orpanndeHsl. DakTopbl prcKa
BCC u3yyanmnch TOJIBKO B eIMHUIHBIX PAHIOMU3UPOBAHHBIX M HEPAHIOMU -
3UPOBAHHBIX UcclienoBaHUsIX. Y Bcex 00bHBIX ¢ COAC HE0OXOIUMO MPO-
BOIWUTH HEMHBAa3MBHOE 00CIIEIOBAHNE C IIEJIbIO OLIEHKHN PUCKA 1 BBISBICHUS
BO3MOXKHBIX TpurrepoB BCC, Hamume KOTOPBIX MOXKET IOCITYKUTh OCHO-
BaHMEM IS 1ieJIeHarpaBiIeHHO# Tepanuu. [Ipy 3TOM B TPYIIITY ITOBBIIIICH-
Horo pucka pa3sutust BCC cienyeT BKITIOYaTh KATETOPUIO OOJTBbHBIX C TSIKE-
Jsoii crerteHbI0 COAC. K 1oTTOTHUTETEHBIM ITPOTHOCTUICCKUM KPUTEPUSIM
He0JIaronpUsITHOIO MPOTHO3a OTHOCSTCS caenyiomue [1]: Bo3pacT 60 et
u ctapire (OLI 5,53), moka3areau caTypaliuy KMCIOpoaa BO BpeMsI CHa, a
MMEHHO, CHIDKEHHE cpeaHero 3HaueHus 10 93% (OILL 2,93) u MuHuMab-
Horo 3HaueHus 10 78% (Ol 2,60), 3HaYeHUsT MHAEKCA alTHOE/TUIIOITHOE
6osee 20 cobpituii/g (O 1,6), HanMuKe acCCOLMUPOBAHHbBIX 3a00J1€BaHUI
(aprepuanpHag runiepreH3nst, MbC, xpoHndeckast cepiedHast HeIoCTaTOu-
HOCTb, KeIYIOYKOBBIC HApYIICHUS cepAcaHoro purma). B Tadamme X.14.1
npencTasieH aroput™ crpatudukannu pucka BCC mpu COAC.

B Hacrosiee BpeMst HeT HUKaKHX JOKa3aTeIbCTB TOTO, UTO KETyI0UKO-
BBIC apUTMUHU JOJDKHBI JICYNTHCS KAKUM-TO OCOOBIM 00pa3oM y OOIBHEIX C
COAC [2]. Ponb HEMHBa3WBHOM peCITMPATOPHOM TTOIAE PXKKU MTOJTOXKUTETb-
HbIM JaBjieHUEM Ha Baoxe U Boinoxe (PAP-Tepanus, ot aHri. positive airway
pressure — ITOJIOXUTEJIBHOE TaBJIeHUE B AbIXaTeIbHBIX ITYTSIX), a TAKXKE POJIb
POTOBBIX AIITUTMKATOPOB TS ITPOMIIAKTUKI XKeJTyTOYKOBBIX apuT™Muii 1 BCC
npu COAC He omnpeneinieHa [3—7]. OcTaeTcst 10 KOHIIA HEe SICHBIM, TIOMOXET
mu cootBeTcTByIONIce ieueHne COAC M3MEHNTh KIIMHUYECKUE TIPOSIBIIC-
HUS 1 130eXaTh UMITIAHTAIIUN 3JICKTPOKAPIUOCTUMYJISITOPA Y TOM KaTeTo-
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Tabnuua X.14.1
Crpatudmkaumus pucka BCC y naumMeHTOB ¢ CMHAPOM anHO3 CHa
1. Bepudbmumposan auardos COAC
na HeT
Crpatndukaums pucka n npodunaktuka BCC
Ha OCHOBaHWW OBLLENPUHSATLIX MPUHLMMOB

CMm. nyHKT 2

2. iHpekc anHoe/rvnonHoe >15

na HeT
Mon6op «cvnan»-Tepanuu Unu HemHeasueHoi | CHuxeHue Beca, koppekuust TOP natonorum,
BEHTUMALMUM ycTpaHeHwe gaktopos pucka COAC

3. ECTb N1 HapyLLeHust puTMa 1 MPOBOAMMOCTM BO BPEMSI HOYHOTO UM JHEBHOTO CHA MpU NpoBe-
[EeHUN CYTOYHOrO MoHMTOpUpoBaHus QK
aa HeT
Crtpatudukauus pucka v npocpunaktuka BCC
cM. pekomeHaaumm no npodmnaktuke BCC npu | 6asnpyetcs Ha OCHOBaHUM BbISBMEHNSI OCHOB-

COAC HbIX 1 BTOpOCTENeHHbIX hakTopos pucka BCC n
06LLENPUHATLIX NPUHLMNOB NpodunakTukm BCC

MpumeyaHue: NAI" — uHdekc anHoa/eunonHo3; COAC — cuHOpoM anHos/2unonHoa cHa;, BCC — eHe-
3arnHas cepOeyHass CMepmab.
puM 60JTBHBIX, Y KOTOPBIX HAPYILIEHUS TPOBOAUMOCTH CEPIECYHOTO UMITYJIbCA
CBSI3aHbI C OOCTPYKTUBHBIMU PECITUPATOPHBIMU COOBITUAMU [8§—14].
BMmecTe ¢ TeM, UMEIOTCS CBEICHUSI O TOM, UTO JOJTOCPOUYHOE JIeUeHUe
6osbHBIX ¢ COAC TsXenoit crereHu ¢ nomoliblo PAP-tepanuu u poto-
BBIX allIJIMKATOPOB OJAVMHAKOBO d(P(HEKTUBHO CHUXKAET MOBBIILIEHHBIA PUCK
CepIeYHO-COCYAUCTOM CMEPTHOCTU. Tak, prcK HeOIaronpusiTHOrO MPOrHO3a
cocrasui 0,56 Ha 100 yestoBek B Tof rpu puMmeHeHnn PAP-Teparuu u 0,61
Ha 100 yenoBeK B rofl MpU UCHOJb30BAHUU POTOBBIX AMILIMKATOPOB. CaMblii
BBICOKUI PUCK Pa3BUTHS (haTaTbHOTO COOBITHSI OTMEUAJICS B IPYTITe OOJbHbIX,
OTKa3aBILIKUXCs OT 1t00oro Buaa jedeHus: — 2,1 Ha 100 yeioBeK B rof, a caMblit
HU3KMI — B rpynmne 6oabHbIX 663 COAC — 0,28 Ha 100 yenosek B rox [15].
Knunuyeckast appeKTUBHOCTh MEPEUUCICHHBIX BBIIIE, a TAKXKE HOBBIX
MHHOBALIMOHHBIX MeToa0B JiedeHUss COAC, B 4aCTHOCTU, 2JIEKTpUYIE-
cKasi CTUMYJISILIAS TTOABSI3bIYHOIO HEPBA, MTPOIOJIKAIOT aKTUBHO U3Y4aThCs

[16—19].
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X.15. BCC npu xkeJ1y104KOBbIX APUTMHUAX CTPYKTYPHO
HOPMAJILHOTO cepALa

B Hacrosiiee BpeMsl TIOHSTHE «CTPYKTYPHO HOPMaJIbHOTO CepIilia» CTa-
HOBUTCS Bce OoJjiee 1 6oJiee YCIOBHBIM, TaK KaK B KITMHUYECKYIO TPAKTUKY
AKTUBHO BHEIPSIIOTCS METONBI YJABTPACTPYKTYPHOTO UCCIEIOBAHUS MUO-
Kapaa, crieluduieckue UMMYHOJIOTUYECKIE TECThI, OMOTICHUS, IPUMEHEHE
KOTOPBIX CYIIECTBEHHO COKPATUJIO KOJMYECTBO MALUEHTOB C KIMHUYECKU
3HAYUMBbIMU XETYI0UYKOBBIMU HApYIIEHUSIMUA pPUTMa Y HEU3MEHEHHOM cep-
JeuHOU MblIei. B mpodeccruoHalbHbIN SI3bIK apUTMOJIOTOB TPOYHO BOLIUTA
Takue MOHSATUS KaK «MUHUMAaJIbHbIE U3MEHEHUsI MUOKapJa» MpaBOTro WX
JIEBOTO XXEJTYyA0UKOB CepAlla, KOTOPbIe MPUHSTO CBA3bIBATh C UIMONATHYE-
CKMMHU XeJyTOYKOBBIMU apUTMUSIMU. B neficTBUTEIbHOCTU, HaKaIlJIUBa-
eTcsl Bce 00JIblIe JTaHHBIX O TOM, UTO MPUYMHAMU BOSHUKHOBEHUST «MUHU-
MaJIbHBIX U3MEHEHU I MUOKapIa» y TTAIIMEHTOB C XKeJTyTOYKOBbIMU apUTMU -
ssmu (2KA) MOryT OBbITh Kak 1€0I0T apUTMOT€HHOM JUCIUIa3uK IPABOTO XKeJTy-
nouka (AITTXK), Tak ¥ JaTeHTHBI MUOKApIUT, TPOTEKAIOIIUMA 10 apUTMO-
TEHHOMY BapUaHTy, a TaKxXe HEKOTOPbIE Ipyrue, 0osiee peaIKue HO30JI0TUU
[1-3,5,7-9, I1].

Hawubosee yactoii tokain3almeinr UIMornaTuyecKux XeayT10uKOBbIX apUT-
MUIi ABIIAIOTCA Oa3aJbHbIE OTHENbI CepALa, a UMEHHO BBIBOJHBIE TPAKThI
seBoro (BTJI2K) u npaBoro (BTTIK) xkenynoukoB cep/lia v, Tak Ha3biBagMasl,
(acuukynsipHas Taxukapaus, apuTMOTE€HHBIN cydbCcTpaT KOTOPOM XXKeCTKO
JNETePMUHUPOBAH MECTOM Pa3BETBICHUS 3aJHEU WK CpeHel (3HAYUTEIbHO
pexe — nepeaHeii) BeTBu myuka ['uca Ha BosiokHa [lypkunse. Ipyrue soka-
JIU3aLMU aDUTMOTEHHBIX 30H BCTPEYAIOTCS B IPYIINE UAMONATUYECKUX XKeTy-
JIOYKOBBIX aDUTMUI B CTATUCTUYECKU HE3HAUYMMOM MPOLIEHTE ciyyaes |5, 9].

[Tuk 3a6051€Ba€MOCTH MPUXOANUTCS Ha BO3pacT A0 35 JIeT, a B ciydae ¢ac-
LIUMKYJISIPHOU TaxuKapauu — 1o 25 et [9].

Houonamuueckue ﬂeGOJiceﬂy()OWKOSble apummuu

Haubonee TunuyHo JoKaau3alueid apyTMOTeHHBIX 30H SIBJISIETCS MO -
knanaHHas oonacts BTJIK B mpoekiiuu ieBoro, mpaBoro 1 HEKOPOHApPHOTO
cuHycoB BanbcanbBbl a0pThl. Pexke BcTpevaeTcst anukapauaibHast J0KaIU-
3alMs1 30H apUTMUM B TIPOEKIIMM CTBOJA JIEBOI WIM YCThs MepeaHei HUC-
XOAANEH KOPOHAPHOM apTepUU, a TAKXKE B IIPUTOYHON YACTU JIEBOTO KEJTy-
JIOYKa MOoJ 3aJHE M I TepeHel CTBOPKaMU MUTPAJIbHOIO KJlallaHa B MECTE
MPUKPETUIeHUS TToNepeyHbIX Xop [9].

XapakTepHo Ipeob1agaHue JIUI My*KCKOro IoJja ¢ nedoroTom 2KA no 25—30
Jet. KnuHuyecku apuTMus XapakTepusyeTcsl J0OpOKauyeCTBEHHBIM Teve-
HUEM, C PeIKUM Pa3BUTHEM I'eMOIMHAMUYECKU 3HAYMMBIX apOKCHU3MOB
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KeJrynoukoBoii Taxukapauu (JKT), omHaKo, B TUIIMYHBIX CTydasix XapakTepHa
BBIpasKeHHAas SKTOMMYECKast aKTUBHOCTD B BUIE M30JIMPOBAHHbBIX, TAPHBIX 1
TPYIITOBBIX 9KCTPACUCTOJT M HECTAOMITBHBIX Mpodexek KT ¢ IMTeTbHOCThIO
uukia 6osee 400 mc mpu GOHOBO CKIIOHHOCTH K CUHYCOBOM OpaaKapauu.
[Mpu puTebHOCTY aHaMHE3a 0oJiee 5 JIeT U OTCYTCTBUY aHTUAPUTMHUUYECKON
Tepalnuu OMKMCcaHbl CJlydau MCXo/1a B apUTMOTEHHYIO Kapauorartuio [5, 9].

Houonamuueckue xceaydoukoewie apummuu u3z BTIIK

bonbmasg yacts aputmuii uz BTITK npu netanbHOM KIMHUYECKOM aHa-
JIN3€ OKa3bIBaeTCsl HO30JOTMYECKU MpUHAIeXalleld K rpymie aedlora
AT unu 1aTeHTHO MPOTEKaIOIIero apuTMOIre HHOTO BaprMaHTa 04aroBoro
MMOKapauTa. 3HAYUTEeTbHOMY CHYKEHMIO KOJIMYeCTBa UCTUHHO MIMOIIATH -
YeCKUX XeaynoukoBbix aputmuii u3 BTTIZK cmoco0dcTByeT 1Mpokoe BHeape-
HUE B KJIMHUYECKYIO MPaKTUKY TaKKUX METOIOB obcyienoBaHus kKak MPT muo-
Kap/a ¢ KOHTPaCTUPOBAHUEM, UCCIIEJOBAHUE UMMYHOJIOTUYECKOTO CTaTyca
naiueHToB ¢ 2KA ¢ onpenejieHreM TUTPOB aHTUTE K Pa3IMUHBIM CTPYKTypam
Muokapaa, renetudeckuit ckpuHuHT Ha AJITT2K, TKMII, cunapoMm HeKOM-
MMaKTHOI'O MMOKap/ia ¥ pa3jiMuHblie KaHajonaTtuu. Kpome Toro, HakarimBa-
eTcs BcE 60J1b111e MHGOPMALIMK O pe3yabTaTax OMOIICUY IPU MPABOXKETYI0Y -
KOBBIX apDUTMUSIX, B ITOAABISIOIIEM OOJIBIITMHCTBE CIy4aeB AIEMOHCTPUPYIO-
LIMX JMarHOCTUYECKHU 3HAYMMbIe M3MEHEHUsI Ha TUCTOJIOTMYE€CKOM U LIUTO-
JIOTUYECKOM YPOBHE Y MariueHTOB ¢ 2KA 6e3 MaKpOCTPYKTYPHBIX U3BMEHEHUI
muokapaa [1-3, 5—7, 9, 11]. Takum o6pa3oM, CeroaHs MocTyJaT O TOM, YTO
caMoli yacToii Jokanusauueit npu uauonatudeckux KA ssnsiercst BTTIK,
MOXeET OBITh ITIEPECMOTPEH, B CBSI3U C pacIIMPEHUEM BO3MOXHOCTEI I1a-
THOCTMYECKUX METOMIMK.

HaubGonee TUNMYHBIMU JIOKATU3ALUSIMU SIBJISIIOTCSI IEPETOPOIOYHAS
o6sacts BTTI2K non k1anaHoM JierodyHoi apTepuu (TUTTYHA 1711 apUTMOTEeH-
HOT'O BapMaHTa JIJATCHTHOIO MUOKAPIUTA), peXe — IepeIHe-IeperopoaouHast
00J1aCTh IT0J1 KJIAaITAHOM JIETOYHOI apTepuy 1 IIeperopoaouHasi 00JacTh Hall
KJIaITaHOM JIETOYHO apTepu. Ipyrue npaBoxKesy104KOBbIe JOKATU3aALNN
(nepennsisa ctenka BTII2K, nputounsiii Tpakrt, Bepxyuika I12K) Bcrpeua-
I0TCSI 3HAYUTEIBHO PEXKe U IOYTH BCETIa CBUACTEILCTBYIOT O CYLLIECTBYIO-
et ckpbIToii Ho3o0ruu (paHHue ctaguu AITTXK) [1-3, 5, 9].

KimHuyecku apuTMust XapaKTepu3yeTcs J0OpOKaueCTBEHHBIM TeUEHUEM
C peIKUM pa3BUTUEM T'eMOAMHAMUYECKU 3HAYMMBbIX nmapokcu3MoB KT.
BbipaxkeHHOCTb 3KTOIMYECKOI aKTUBHOCTA MOXET BApbUPOBATh OT €IMHUY-
HbBIX 9KCTPACUCTOJI B CYTKU JI0 BBICOKUX Tpagauuii mo Lown. CKIIOHHOCTb
K (D)OHOBOI1 CMHYCOBOI1 OpaguKapauu oTMeuaeTcsl penko. edoT apurMuu
OOBIYHO MPOUCXOIUT B Bo3pacte 1o 35 et [9].
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Dacyukyrapras 1e604ceny00HK08as MAXUKAPOUs

B rpynne dacuukyaspHol Taxukapauu MpeodagaoT NallueHTbl MyX-
CKOTO TI0JIa, Ie00T 3a00JIeBaHUsI OOBITHO TIPUXOIUTCS Ha BO3pacT A0 25
Jiet. KiimHnyecku xapakTepHbl CTAOWIbHBIE MAPOKCU3MBbI JIEBOXETYI0YKO-
BOU TaXWKapauu, JIETKO KYMUPYIOIIMecs] BHyTPUBEHHBIM BBEIEHUEM Bepa-
TaMuIa, OTCYTCTBUE SKTOTTMIECKOM XKeJTyT0UKOBO aKTUBHOCTH B MEXKITPH -
CTYITHOM TIEpUOJIe U KpaliHe PeKoe pa3BUTHE CUHKOMAIBHBIX COCTOSTHUI
Ha ¢one XKT. 'eHeTnueckue neTepMUHAHTHI (DACUUKYIIPHON TaXUKAPAUU
He u3ydyeHsbl. [1pu OTCYTCTBUM JiedeHUSI U HETIPEPHIBHO-PEIIUINBUPYIOIIEH
opme teuenus KT onmcaHbl cirydan Ucxoa B apUTMOTEHHYIO KapIuoria-
THIO, C XOPOIIIUM BOCCTAaHOBJIEHUEM pa3MepoB 1 (ppakiinu Beiopoca JIZK ipu
ycrpanenun XT [9, 12].

Onpeoenenue pucka BCC y nayuenmog c rcenyoouKkosvimu
apummMuAMU CMpYKMypHO HOPMAIbHOZ20 Cepoua

Tabnuua X.15.1
Anroputm cTtpatudmkaummn pucka um npocdunaktuka BCC
(knuHMYeckue AaHHbie) [11-13]

1. 3nuson BCC B aHamHese

Ha Hert
ObcyxaaTh MMNNaHTaLMIo KapavoBepTepa- oM. TyHKT 2
necunbpunnaropa
1.1. Onu3og BCC Ha hoHe obpaTumblx npuumH
Ha Het/He n3secTHo
YcTpaHeHue NpuymH, Bbi3BaBLUMX OCTaHOBKY | ObCcyxaaTh MMNNaHTaLmio kapavosepTepa - ae-
cepaua, Habnopexve ubpunnatopa

1.2. MNMpnumHom ocTaHOBKM cepAua sBunack MoHomopdHas XT (aaHHble OKI™ Bo Bpems peaHnva-
LIMOHHbBIX MEPONPUSATUI)

Ha HeT/HensBecTHO
O6cyxaaTb BO3MOXHOCTb PYA CM. NyHKT 2
2. ['0noBOKPYXeHWs1, CUHKONanbHbIE COCTOSIHNS Ha poHe KT
Oa Het
O6cyxaaTb BO3MOXHOCTb P/, PYA CM. MyHKT 3
3. Oppbilwka npy usnyeckmx Harpyskax Ha doHe KA
Ha Het
O6ceyxpaTtb aHTmapMTn;:fCKylo Tepanuio, IOU, oM. NyHIT 4

4. Nngykums XXT nnu yBenuyeHne Konn4ecTsa XenyAao4KoBbIX SKCTPACUCTON Ha droHe dunande-

CKOi Harpy3Kku Wy B BOCCTaHOBUTENBHOM Nepuoae

Ha Het

AAT B-agpeHobnokatopamu, cotanonom; O6-
CyxaaTb BO3MOXHOCTb OPU, PHA

CM. MyHKT 5
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4.1. MNopasneHune XA Ha hoHe hur3n4eckomn Harpysku
Oa Het
AAT 1 C knacc\HabntogeHue\obeyxaatb Lene-
coo6pa3HocﬂTb 0N, qu " Cwm. nyHkT 5
5. OdhpekT OT NPOBOANMON aHTUAPUTMUYECKOI Tepanum
[a Het
MpocnekTnBHOE HabnoaeHNe CM. peKoMeHaaLmm
Tabnuya X.15.2
AnropuTtm cTpaTtudmkaumm pucka U npodunaktuka BCC
(aHamHecTMueckue paHHble) [5, 9, 19]
1. CyHKONarnbHble COCTOSIHUS HEM3BECTHOW STUONOTUN B aHaMHe3e
Ha Het
MHorocyTouHoe MoHuTopupoBaHune SKI
[uctaHumoHHoe MoHuTOopMpoBaHue KM
Tilt-test CM. NMYHKT 2
MmnnanTauus gonrospemerHoro moHmtopa (REVEAL)
Ob6cyxpaatb npoeeaeHne AOU
2. CyHKONanbHbIe COCTOSIHWS Y POACTBEHHUKOB
Oa Het
[eHeTnyeckas KOHCYNbTaLMs, KapAYoNorM4YecKui cKpu- oM. nyHKT 3
HWHI KPOBHBIX POACTBEHHWKOB, B TOM YuChe eTen
3. [JaHHble 0 HanM4KUK Xenyao4KoBOW apUTMUK Y POACTBEHHIKOB
Ha Het
[eHeTnYeckas KOHCYNbTaLWs, KapaAYONorMYECKUiA ckpu- oM. nyHKT 4
HVHT KPOBHbIX POLCTBEHHUKOB, B TOM YuCne AeTen
4. Peann3saums npoapuTMoreHHbIX 3chhekToB NekapcTBEHHbIX NpenapaTos
Oa Het
Koppekums AAT, obcyxaate QOU. MeHeTudeckas KOH-
cyneTaLA CM. pEKOMeHAaLMn
Tabnuua X.15.3

Anroputm ctpatudmkauum pucka m npocunaktuka BCC (aaHHble JKI
M XONnTepoOBCKOro MoHutopupoBanus) [3, 7-10, 13, 14, 16-22, 24, 25]

1. CtabunbHble napokcnambl KT

Ha

Het

O6ceyxpatb AU, PHA (npu HeathdekTUBHOCTU —
NKA)

CM. NYHKT 4

2. OnutenbHocTb Lmkna XT <360 mc

Oa

Het

O6cyxpatb AU Ha npeameT nHAYKUMN rbpunns-
Lmm xenynoukos (XK), 3a ncknodeHrem criyvaes
dhacumkynspHoit Taxukapauu. Ecnv ®XK He nHayumpy-
€TC — CM. MyHKT 1

CM. NYHKT 1
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3. lnpwnHa akTonnyeckoro komnnekca QRS >160 mc npu XKT
[a Het
O6cyxpaatb AU Ha npeamMeT MHAYKLMM nonumopd-
HOW XKT unm ®X (3a uckmoyeHnem XT 13 npoekuumn oM. nyHKT 1
MpaBoro U HEKOPOHAPHOO CUHYCOB BanbcanbBbl '
aopTbl, 13 BTIDK)
4. Konnyectso X3 no aaHHbIM noBTopHbIX XM 6onee 20 Thic\cyT
[a Het
Mogbop AAT, obcyxaate QOU, PHA CM. NYHKT 5
5. BbisiBNeHWe no3gHX MOTEHLMaoB Xenyao4KoB
[a Het
O6cyxaaTb NpoBeAeHNe Harpy3o4Hbix Npob, AOU CM. NYHKT 6
6. TpaH31TOpHOE M3MeHeHne anutenbHocT QTC 3a Npeaerbl HOPMATUBHbIX 3Ha4eHUI No AaHHbIM XM
[a Het
AHann3 npuHMMaeMbIX aHTUapUTMUYECKNX Npenapa-
) CM. NYHKT 7
TOB; reHeTMYeCcKoe KOHCYNLTMpOBaHue
7. Qucnepcus nutepsana QT >100 mc
[a Het
O6cyxaaTh NpoBEAEHNE Harpy304HbIx Npob, AP CM. NYHKT 8
8. Hannuve ancunoH-sonHbl Ha OKI, B TOM Yncne, TpaH3UTOPHOW, Mo AaHHbIM XM
[a Het
leHeTuyeckoe Komyn:;m/_r\);aﬂa;(me Ha npeameT febto- oM. NyHICT 9
9. Hanunuve J-BonHbl Ha SKI, B TOM Yucre, TPaH3MTOPHOM, Mo AaHHbIM XM
[a Het
[eHeTnYecKoe KOHCYNBTUPOBaHKE cM. NyHKT 10
10. Hannyune «3a3ybpuH» Ha R-3ybue akTonmnyeckoro komnnekca QRS
[a Het
ObcyxaaTb NpoBeAeHNe Harpy3o4Hbix Npob, IPU CM. MyHKT 11
11. BbIsiBNeHMe MYKPOBOMLTHO anbTepHaumy 3ybua T no gaHHbIM XM
[a Het
O6cyxaaTb NpoBeAeHNe Harpy3o4HbIx Npob, SO CM. NYHKT 12
12. MNpexopsiuve HapyLWeHNs aTpuo-BEHTPUKYMAPHON U/ BHYTPYXKENYA04KOBON MPOBOANMOCTH
[a Het
O6cyxaaTb NpoBeAeHne Harpy3o4HbIx Npobd, IOU; um-
MYHOJOTMYECKOe UCCNIEA0BAHNE Ha NaTEHTHbIA MUO- CM. MyHKT 13
KapanTt
13. MonutonHble XKA 6onee 10 Thic\cyT
[a Het
O6cyxpaaTb NpoBeAeHne Harpy3o4Hbx Npob, IOU;
MMMYHOOrMYecKoe NCCNeaoBaHNe Ha NaTeHTHbI My~ CM. NYHKT 14
oKkapauT
14. CoveTaHve npefcepaHbIX U KenyaoqKoBbIX apUTMUiA
[a Het
mmyHonornyeckoe nccnefoBaHne Ha NaTeHTHbIN MU-
oKapAUT MpocnekTneHoe HabnogeHve
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Tabnuua X.15.4
Anroputm ctpatudukaummn pucka u npodunaktuka BCC
(mBaHHbIe MHCTpPYMeHTanbHbIX MeTOAOB uccnepoBaHus) [1, 2, 5, 9]
1. MPT: 30HbI (hMbpP03a/MCTOHYEHUS B MUOKApAE Xenyao4koB cepala
[a Het
[OubdepeHumansHbIi AnarHos mexay AeboTom

ALK 1 nateHTHbIM MMOKapAUTOM OM. MYHKT 2
2. MPT: 30HbI XXVPOBbIX BKITOUEHUI MHTPaMUOKapaanbHO
Oa Het
AHanua guarHocTuyeckux kputepunes ALIMK CM. NYHKT 3
3. MPT: 30HbI XXMPOBbIX BKIKOYEHWI dnnKapananbHO
Ha Het
immyHonornyeckoe nccnefoBarve Ha naTeHT-
CM. NyHKT 4

HbIA MUOKapaUT
4. MPT: HakonneHue KOHTpacTa MHTpaMmMokapamanbHO B paHHIoK asy
Ha Het
ImmyHonornyeckoe nccrnefoBaHve Ha naTeHT-
Hblii MUOKapANT
5. MPT: HakonneHne KOHTpacTa UHTpamM1oKapamanbHO B OTCPOYEHHYH hasy
Ha Het
[Oudp. onarHos mexay aebotom ALMK n na-
TEHTHBIM MWOKapAUTOM
6. MPT: paclumpeHrune BbIXOGHOMO TpakTa NPaBoro Miu JIEBOTO Xenyaoyka
[a Het
[LuddepeHumancHbIn auarHo3 mexay nebotom
ALMXK 1 naTteHTHbIM MUOKapAUTOM
7. CumHTUrpadms: 30Hbl MO3an4HoI runonepdysun mmokapga JK
Ha Het
IMmmyHonornyeckoe nccrnefoBaHve Ha naTeHT-
Hblii MUOKapANT

CM. NYHKT 5

CM. MyHKT 6

CM. NYHKT 7

MpocnekTBHOE HabnoaeHve

Tabnuya X.15.5
Anroputm ctpatudukauumn pucka u npodunaktuka BCC
(maHHbIe 3HAgokappuanbHoro APU) [5, 9, 11, 12, 22, 23]

1. MHaykumusa ®XK Ha doHe CTaHAapTHOWM NPOrpamMMMpPOBaHHON CTUMYNSALMW

Ha Het
O6ceyxpatb VKO CM. MyHKT 2
2. VHpykums nonumopdHom XKT Ha hoHe CTaHAapTHOW NPOrpaMMUPOBaHHON CTUMYMSLIUK
Oa Het
O6ceyxpatb KO CM. MyHKT 3

3. MHaykums moHomopdHoi XKT ¢ AnuTensHOCTbIO Lukna MeHee 360 Mc Ha poHe cTaHpapTHOM

nporpaMMMpOBaHHON CTUMYNALIMM
a Het

O6cyxpats PYA/MKL O6eyxpatb PYA/AAT
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B tabnaunax X.15.1-X.15.5 npencraBieHbl aaropuTMbl CTPTUGDUKALIUA
pucka 1 npobwiaktuku BCC y nanueHToB ¢ 2KA U CTPYKTYpPHO HOpMasib-
HBIM CEepJLIEM.

O0unre MpU3HaKOB, BKIIIOUEHHBIX B aHAU3, O0YCIOBIEHO CJIOKHOCTHIO
BBISIBJIEHUSI U HEoueBUAHOCThIO prucka BCC y mauueHToB CO CTPYKTYpPHO
HOPMaJIbHBIM MUOKapaoM. Kpome Toro, MoOHSTHO, YTO 32 MHOTUMU apUTMU-
SIMU CTPYKTYPHO HOPMAJIBHOTO CepAlla KPOETCs el He U3yYeHHasl TeHeTU -
YeCKH IeTEpMUHUPOBAHHAS MATOJIOTUS, PEHOTUTTUYECKUMU MTPOSIBJICHUSIMU
KOTOPOI MOTYT ObITh TaK Ha3blBaeMble «HecTIeM(MDUIECKUEe» U3BMEHEHUST Ha
OKI TpaH3uTopHoro xapakrtepa. [Ipu unnonarudyeckux 2KA Heab3s1 3a0bl-
BaTh Takke 0 paHHUX ctanusx AITI2K 1 apuTMoreHHOM BapuaHTe JaTeHT-
HOro MMOKapauTa; iuddepeHIIMaNIbHbII IUarH03 MEXIy STUMU IBYMSI HO30-
JjornyeckuMu (popmMamu ObIBaeT KpaitHe 3aTPYyIHUTEIbHBIM 06€3 TPOBENCHUS
TEHETUYECKOTO UCCIeIOBAHMS.

Ilpodhunaxmurxa BCC y nayuenmog ¢ yceay0ouKoswvimu apummusimu
CMPYKMYPHO HOPMAAbHO20 cepiua
Kaace 1

1. PYA mnoka3zaHa mauueHTam 0e3 CTpYKTYPHOI MaToJOrMu cepaua ¢
MapoKCU3MaJIbHOM WM HernpepbiBHO-penuauBupyoieit KT uz BTTIK/
BTJIK npu HeaddektruBHocTr AAT (B).

2. PYA noka3aHa BceM MaldeHTaM ¢ JIEBOXETYI0UYKOBOI (haclluKyJIsIp-
HoIi Taxukapaueit (A).

3. IIpodunaktuyeckass AAT nokazaHa nalMeHTaM CO CTPYKTYPHO HOpMaJlb-
HBIM CepILIEM TIPU CYTOYHOM MHAEKCce Harpy3ke aputmueit 6omee 20% (C).

4. I1pu BBISIBIEHUM «MUHUMAaTbHBIX n3MeHeHuit» T1K/JI2K, ykiagbiBa-
IOIIMXCS B PAMKY apUTMOT€HHOIO BapuaHTa JaTEHTHOTO MUOKapauUTa, Kak
MPUYUHBI BO3HUKHOBeHUs 2KA, ITOKa3aHO MaTOreHEeTUYECKOEe U STUOTPOII-
HOE JIeueHr e OCHOBHOTO 3a00JIeBaHNsI, HE3aBUCUMO OT JUIMTEJbHOCTU aHAM-
Hesa (C).

5. IIpu BbISIBIEHUU «MUHUMaJIbHBIX U3MeHeHuit» [12K (pexe — JIK), He
YKJIQAbIBAIOIIUXCS B PAMKHU JJATEHTHOI'O MMOKapAUTa KaK MPUYMHbBI BOSHUK-
HoBeHus1 KA, mokazaHa MPT Muokapaa ¢ KOHTpaCTUPOBaHUEM W aHAJIU3
JMMarHOCTUYECKUX KPUTEpUeB 1S uckiatodeHus neorora AITTK.

6. UMrutanTaums KapauoBeprepa-geduopunnsgropa (MK) moka-
3aHa MalueHTaM 0e3 CTPYKTYpHOI MaTOJOTUM cepAlia C KeJyd04Ko-
BbIMU apuTMuUsIMHU, nepexupiium BCC 6e3 mpoBouUpyloux odopaTu-
MbIX Tpu4rH (B).

7. UK]JI moka3zaHa mauueHTam 0e3 CTPYKTYpHOM MaToJOTUU cepAala C
ycroiiuuBoit KT, TpeOyoleil ajsi KymipoBaHUsS MeIMKAMEHTO3HON WIu
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9JIEKTPUYECKON KapaUOBEpCUU, MPU OTCYTCTBUU dbdeKTa oT npoduiak-
tuueckoit AAT u HeadbdektuBHocTH PUA (C).
Kaacce Ila

1. PYA nokazaHa naiueHTam 6e3 CTpyKTYpHOM MaTOJOTUU Cep/Lia ¢ yCTOM -
YUBOU WM HempepbIBHO peuunuBupyoonieit KT kak aqbTepHaThBa ycrenl-
Hoit AAT nipu xenanuu nauueHrta (C).

2. ITpodunakrnueckast AAT -aapeHoOI0KaTOpaMU UJIU COTAIOIOM MOKa-
3aHa MalKreHTaM 0e3 CTPYKTYPHOI MaTOJI0TMK Cep/lia TPU CYTOYHOM UHAEKCE
Harpy3ku aputMmueii 6osee 20%, nmpoBoLUpyoLLeicst (PU3MIECKOI HATPY3KOii
U peructpupytoieiics npu XM npeumyiiecTBeHHO B fHeBHOeE BpeMms (C).

3. Ilpodunaktuueckass AAT npenapatamu IC kacca moka3zaHa nmauyeH-
TaM 6e3 CTPYKTYPHOI MaTOJIOTWH cepala npu rpagaun 2KA npyu cyTouHOM
WHIIeKCce Harpy3ku aputMueii 6osee 20%, Bo3HUKaoIIei Ha (PoHe CUHYCO-
BOI OpaguKapauu, MoJaBIsiolIeicst Gu3nuecKoi Harpy3Koi U perucTpu-
pyrouieiics npu XM niperumyiiecTBeHHO B HouHoe Bpems (C).

4. OupokapauanbHoe DDU nemecoodpas3Ho y manmeHToB ¢ 2KA 6e3 cTpyK-
TYypPHOI MaTOJIOTMHU CepALia C XXanobaMu Ha cepaiiedreHue, SMU30/bl T0JIOBO-
KPYXKEHUSI U CUHKOTIAJIbHbIE COCTOSTHUS, €CJIU B KaU€CTBE MPUYNHbBI UX BO3-
HukHoBeHus npennonaraercs KT (B).

Kaacc ITb

1. PYA mnokazaHa mauueHTam 0e3 CTpYKTYPHOM IMaTOJOrMu cepiaua c
ycroitunBoit MoHotorHo KA n3 BTTIZK/BTJIZK nipu cyrouHoOM uHAEKce
Harpy3ku aputmueii 6oiee 20%, Kak ajbrepHaTuBa ycrewmHoit AAT npu
kenaHuu nauueHTta (C).

2. BcnomorarenbHas npoduiakTuyecKas Tepamnus npernapatamu oMera-3
MOJMHEHACHIIIIEHHBIX XKUPHBIX KUCJIOT peKOMEHIyeTCs nateHTaM ¢ 2KA 6e3
CcTpyKTypHOIi arosnoruu cepaua (C).

Kaace ITT

1. ITpodunaktnueckass AAT He mokazaHa nalMeHTaM 0e3 CTPYKTYpHOI
MaToJIOTUHU CepALa TPU CYTOUHOM UHIEKCE 9KCTPACUCTOINYECKON HArpy3KU
menee 20% (C).

2. Ilpodunaktuueckass AAT He mokazaHa MmaureHTaMm 0e3 CTPYKTypHOI
narosiornu cepaua ¢ nedrotom KA (mutensHocTh aHamHe3a 10 3 mecsieB) (C).

3. PYA He nmoka3aHa nauueHTam 0e3 CTPYKTYpPHOI MaToJOrMK cepala ¢
ycroitunBoit MoHotorHo KA n3 BTTIZK/BTJIZK nipu cyrouHoM uHAeKce
Harpy3ku aputMmueit MeHee 20% (C).

4. PYA He nmoka3zaHa nalueHTaM 0e3 CTPYKTYpHOI MaToJ0TUKY ceplia ¢
neororoM KA (mmurenbHOCTh aHamHe3a 10 6 Mecsues) (C).

5. PYA He nmoka3aHa mauyeHTaM C BbISIBIEHHBIMU «MUHUMaJIbHBIMU U3ME-
Henusmu [12K/JI2K», ykiaasiBaroluMucs B paMK apUTMOTEHHOTO Bapu-
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aHTa JaTeHTHOTO MUOKApAUTa, 10 MTPOBEACHUS TaTOTeHETUYECKOUN U 9TUO-
TPOTTHOM TEpATMy OCHOBHOTO 3a00JIEBaHUSI, B CIIy4ae JUTUTETbHOCTH aHAM-
He3a apuTMUU MEHee rojia, Mpu MoauTornHon KA.

X.16. Crparudukanus pucka u npopuiaakruka BCC
Y HAIHEHTOB € JIEKTPOJMTHBIMU HAPYIICHUAMH

KnuHudecku 3HauMMBble HapylIeHUs 3JIEKTPOJIUTHOTO OajaHCa MOTYT
MPUBOAUTD K OMACHBIM IIJIST XKM3HU HapYIICHUSM PUTMa U TIPOBOAUMOCTHU
MpU CTPYKTYPHO HOpMajibHOM Muokapnae. Hanbonee yacTto BcTpevaronm-
ecs B KIIMHAYECKOW MPAKTUKE CUTYallMU Pa3BUTHUS JIEKTPOJUTHBIX HAPY-
LIIEHUH CIIEaYIOLIHE:

1. [TpuMeHeHe MOUYETOHHBIX MpernapaToB (IMPeXae BCEro TUa3UIHBIX

TIINYPETUKOB).

2. 'HTOKCUKALIMS CePACYHBIMU TIIMKO3UIAMMU.

3. Octpas u XxpoHHUYeCcKasl ToYeyHasi HeTOCTaTOUHOCTh, B TOM YMCJIE XPO-
HUYECKU TeMOAVAIUS.

4. DIeKTPOJUTHBIC HAPYIIIEHHUsI, HEITOCPEACTBEHHO CBSI3aHHBIE C IIPOBE-

JIEHUEM MCKYCCTBEHHOT'O KPOBOOOPAIIICHUS.
. MaccuBHbIe reMOTpaHChy3UH.

6. XpoHnYeCcKre MHTOKCUKALIMU: aJIKOTOJIbHAS, HADKOTUYECKAsI 3aBUCH -
MOCTb.

7. T'onomaHue, aHOpPEKCHUSI.

ITpuunnoit BCC MoryT OBITh ClIeIyIolINe HapyLIeHUST 3JeKTPOJIUTHOTO

OamaHca:

1. T'unokanueMus: TPUMEHEHNE MOYETOHHBIX MPEIapaToB, OCIOXKHEe-
HUE UCKYCCTBEHHOTO KPOBOOOpPAILEHUS, TEMOAMIIIOLUS, TUTIEPUH -
CYyJUHEMMSI, TbIXaTeIbHBIN 1 METaOOJIMIYECKUN aKaao3, aKTUBALIUs
PEeHUH-aHTUOTEH3UH-aIbI0CTEPOHOBOM CUCTEMBI.

OcnoXHEHUS: IPeACEPIHBIC U KEeITyT0UKOBbIC apUTMUU.

2. I'mnepxanuemusi. Kpome ciiydaeB IoYeYHONM HEIOCTATOUHOCTH, YPOBEHb
KaJIvsl B KPOBY MOXKET ITOBBIIIATHCS ITPU META00INISCKOM alTuI03¢e, FeMO-
JIM3€ ¥ TeMOTJIOOMHYPYH Ha TIOYBE Iepdy3MOHHOTO TOBPEXICHNUS KPOBH,
MPpY TEMOTOPAKCE, MACCUBHBIX TeMOTPaHCGhY3USIX, BBEICHUN KaJIAICO-
JepsKallrX IpernapaToB B OOJBIIMX 103aX, HAIIPUMED, IMPU OOTIOCHOM
obicTpoM BBeneHuu 6oee 10 mutH EJI KanveBoii coiy eHNIJUIMHA.
OcoxHeHUsI: 0;10KaIbl TPOBEACHUS JIEKTPUUECKOTO MMITYJIbCA, OCTa-
HOBKa Cep/La B CUCTOILY.

3. 'unomarHuemus: MpUMeHEeHUE TUYPETUKOB, TIepeIuBaHIe OOIbIINX
KOJIMYECTB LIUTPATHOM KPOBU, MICKYCCTBEHHOE KPOBOOOpaIlleHUE, Kap-
JIIMOTOKCUUECKUi a(pdeKT anpeHannHa.

(9,
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OcnoxHeHus: Tpu AeduiluTe MarHusi KapaAUuOMUOLIUTHI B U30bITKE
TEPSIIOT KaJliii, KOTOPBIA 3aMelIaeTcss HaTpUeM U BOAOM. DTOT mpo-
1IeCC MIOHHOTO NuchalaHca CYIIECTBEHHO yCYryOssieT UllleMUYecKue
MOBPEXICHUS KapAMOMUOLIUTOB, & UHOTZIA U caM T0 cede onpeaessieT
OCTaHOBKY cepieuHo# nesaTeabHOCTU Ha hoHe KT Tuna «mupyat».

4. TunepMarHueMusi: ocTpasi oyeyHast HeIOCTaTOYHOCTh C aHypUe, 30bI-
TOYHOE MapeHTepabHOE BBEAECHUE MpenapaTtoB MarHus B OPraHU3M.
OcoXHEeHUs: pacCTPOiiCTBa MPEACEPAHO-XKETYTOUKOBOW MTPOBOAUMO-
CTH, IIPY KOHLICHTPALIMW MarHus B Tuta3me 1o 2,5—3,0 Mmots/71. [Tpy KoH-
tieHTpaimu 3,5—4,0 MMOJTb/JT HaCTyMaeT rIy0OKOe YTHeTeHUE 1IeHTPaIb-
HOI HEPBHOM CUCTEMbI — TaK Ha3bIBAEMbIN «MarHe3UaIbHbII HAPKO3».

5. TunepkanbuueMus: TUA3UIHbIE TUYPETUKU, 3TOKAYECTBEHHbIE HOBO-
00pa3oBaHUsl, TIpenaparbl JUTUS, (HEOXPOMOIIMTOMA, SHIOKPUHHAS
MaToJIOTHUS.

OcCnoXHEHUS: KeJTyT0YKOBbIE apDUTMUHN, HAPYILIEHUST TPOBOAUMOCTH.

6. l'MmokaabLIMEMHUST: XDPOHUUECKUIT HEKOMITEHCUPOBAHHBII aKAI03 TPU
Pa3IMYHBIX UHTOKCUKALIUSIX, 9HAOKPUHHAS MATOJO0T s, TUTIOATbOyMU -
HEeMUsl, TUTTOMarHueMusl.

OcnoxHenust: ynHeHue uHtepaia QT, KT tumna «mupyaT».

Memodwt npoghusakmuxu BCC y nayuenmog co cmpyKmypHo
HOPMAAbHBIM cepouem npu INeKmposumHom oucbasance

Kaace 1

1. ITpumeHeHue cojieil Kajlisi U MarHusl ONpaBAaHO MpH JIEYSHUN U 1JIst
MPOMUIAKTUKY XKeJTyT0YKOBBIX aDUTMUIA Y TIALIMEHTOB CO CTPYKTYPHO HOP-
MaJIbHbIM MUOKApIOM TIPU MpUeMe TUA3UIHBIX TUYypeTUKOB (B).

2. [TpumeHeHue cojieil KaJlisi U MarHusl ONpaBAaHoO MpH JIEYSHUN U 1JIst
MPOMUIAKTUKY KeJTyT0YKOBBIX aDUTMUIA Y TIALIMEHTOB CO CTPYKTYPHO HOP-
MaJIbHbIM MMOKapIIOM I10CJIe OIepallMii ¢ MCKYCCTBEHHBIM KpOBOOOpaliie-
HueM, Ha (hoHe 00s13aTe/IbHOI KoppeKLuu nokasateneit pH kposu (B).
Kaacc Ila

1. ¥V nauneHToB ¢ Bepu(HUIUPOBAHHBIMU YTPOKAOIMIMMHU KU3HU KA 1
CTPYKTYPHO HOPMaJIbHBIM CEeP/ILIEM LIeJIECO00Pa3HO MOIIEPXKUBATh YPOBEHb
KaJivsi CbIBOPOTKU KPOBU B uHTepBaje 4,5—5,5 mmoinnb/a (C).

2. [TpumeHeHue cojieil KaJlisl U MarHusl ONpaBAaHoO MpH JIEYSHUN U 1JIst
MPOMUIAKTUKY XKeJTyT0YKOBBIX aDUTMUIA Y TIALIMEHTOB CO CTPYKTYPHO HOP-
MaJIbHbIM MMOKAap/IOM MPU MHTOKCUKAIIMU CepACYHBIMU TTMKo3uaamu (B).
Kaacc ITb

1. ITpumeHeHue cojieil Kajlisi 1 MarHusl ONpaBAaHO MPH JIEYSHUN U 1JIst
MPOMUIAKTUKY XKeJTYT0YKOBBIX aDUTMUIA Y TIALIMEHTOB CO CTPYKTYPHO HOP-
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MaJIbHBIM MUOKAPIOM TTPU OCTPBIX U XPOHUYECKUX aTKOTOJIbHBIX U HAPKO-
TUYECKUX UHTOKCUKaIsX, aHopekcuu (C).
Kaacce ITT

1. IIpumMeHeHMe coleil Kaausi U1 MarHusi He OTpaBAaHO y MallMeHTOB C
OCTPOI M XpPOHUYECKOM ITOYeUHOI HE0CTaTOUYHOCTHIO (B).

Cnmcok Jureparypsl

1. Anexcanoposa C. A. Macnummno-pe3onancuas momozpagpus ¢ Omcpo4eHHbIM KOH-
mMpacmuposanuem y NAyueHmos ¢ dHcenyOouKosbiMu apummusmu. bioinemens
HI]CCX um. A. H. Baxynesa PAMH 2011; Ne 6:223.

2. Anexcanoposa C. A., FOpnonvckas JI. A., Makapenxo B. H. MP-ouacnocmuka nexo-
ponapoeennotll namonozuu muokapoa y oemeil. Cepoeurno-cocyoucmeie 3a601e6anus
2011; Ne 3:81-88.

3. Bnacosa O. B., Heoocmyn A. B., Kocan E. A., Cynumos B. A., A6yeoe C. A.,
Kynpuanosa A. I, 3atioenos B. A., Beneykaa JI. B. «Mouonamuueckuey apummuu
KaK CUMNMOM JIAMEHMHOU OONe3HU cepoya. ONblm NOCMAHOBKU HO30102UYECKO20
QUazHo3a ¢ NOMOWbIO IHOOMUOKAPOUATLHOU buoncuu. Kapouonozus u cepoeuno-
cocyoucmas xupypeusa 2010, Ne 1:24-32.

4. HayuoHanvHbie peKoMeHOayuy no onpedenenuro pucka u npoQuiakmuke 6He3anHou cep-
Oeynoll cmepmu, noo peo. npod. A. B. Apoawesa, M.: HJ[ «Meonpaxmuxay, 2013 2.

5. Knunuueckas Apummonocus noo pedaxyuei npogd. Apoawesa A. B., M.: HJ
«Meonpaxmuxa-M», 2009.

6. Dxcnepmmuuiii koucencycuvii 0okymenm EHRA\HRS\APHRS no awceny0oukoguim
apummusm. Ch. T. Pedersen, G. Neal Kayemail, J. Kalman, 2015 200.

7. Jlebeoes []. C., Tamapcruu P. b. Apummocennas oucniasus npasoco Heenyoouka u
DPOIb 8UPYCHOU UHDEKYUU: BOSMONCHOE COYEMAaHUe U Pollb 8 NAMOLEHe3A HCeNYOoU-
Ko8bix apummuil. Becmuux Apummonoeuu 2010; Ne 58:15-20.

. Jlebeoes []. C., Tamapckuii P. b. u coasm. K eonpocy o6 smuonocuu uouonamu-
YeCKUX DHCeNyOOUKOBbIX MAXUAPUMMUL — PONb KAPOUOMPONHBIX 6Upycos. Tesucwl
doknaoa na 1V Bcepoccutickom cwvesoe apumonozos, 2011 e., cmp. 68.

9. Hockosa M.B. [ucc. na couckanue cmeneHu kauo. meo. Hayx, 2004.

10. Pesuwsunu A. I11., /[occoposcuxus T. P., Conog O. B., Cumonsn I FO., Hockosa M. B.,
Anexcanoposa C. A. Hnmepsenyuonnoe neuenue jHeeny0ouKkosou apummuu ¢ UCnolb-
3068aHUEM HEUHBABUSHO2O DIEKMPOPUIUOIOSULECKO20 KAPMUPOBAHUA Y NAYUEH-
ma ¢ apummo2eHHoU OUCnIa3uell npasoeo Heeryo0ouKa (Kaunuueckoe HabirooeHue).
Aunnanvr apummonoauu 2010; Ne 4:71-75.

11. Tamapcruu P. b., Jlebeoes J]. C. JKenyoouxosvie apummuu u3z 6a3aibHblx 0moenos
npasoeo dcenyoouka. Tesucvl ooxknaoa na IV Bcepoccuiickom cvezde apumonozos,
2011 ., cmp. 76.

12. Zipes DP, Camm AJ, Borggrefe M, et al. ACC/AHA/ESC 2006 Guidelines for
Management of Patients With Ventricular Arrhythmias and the Prevention of Sudden
Cardiac Death. Circulation 2006, 114:e385-484.

13. Bennett D.H. Cardiac Arrhythmias. Practical Notes on Interpretation and Treatment.
2006.

14. Locati E.T. Can non-invasive parameters of sympatho-vagal modulation derived
from Holter monitoring contribute to risk stratification for primary implantable
cardiac-defibrillator implantation? Europace 2011; 13:776-779.

Co



X. Ctpatngukauyns pucka n npogpunaktuka BCC 231

15. Sobue Y, Watanabe E, Yamamoto M et al. Beat-to-beat variability of T-wave
amplitude for the risk assessment of ventricular tachyarrhythmia in patients without
structural heart disease. Europace 2011; 13:1612-1618.

16. Tomaske M, Keller DI, Bauersfeld U. Sudden cardiac death: clinical evaluation of
pediatric family members. Europace 2011; 13:421-426.

17. Kong MH, Fonarow GC, Peterson ED et al. Systematic Review of the Incidence of
Sudden Cardiac Death in the United States. J Am Coll Cardiol 2011; 57:794-801.

18. Derval N, Simpson CS, Birnie DH et al. Prevalence and Characteristics of Early
Repolarization in the CASPER Registry Cardiac Arrest Survivors With Preserved
Ejection Fraction Registry. J. Am. Coll. Cardiol. 2011; 57:722-730.

19. Noseworthy PA, Tikkanen JT, Porthan K et al. The Early Repolarization Pattern in
the General Population: Clinical Correlates and Heritability. J Am Coll Cardiol
2011; 57:2285-2291.

20. Pier D. Lambiase Cardiogenetic screening of first-degree relatives after sudden
cardiac death in the young: a population-based approach. Europace 2011, 13:608-
609.

21.Verrier RL, Klingenheben T, Malik M et al. Microvolt T-Wave Alternans Physiological
Basis, Methods of Measurement, and Clinical Utility—Consensus Guideline by
International Society for Holter and Noninvasive Electrocardiology. J Am Coll
Cardiol 2011, 58;1310-1326.

22. Kentta T, Karsikas M, Junttila MJ. QRS-T morphology measured from exercise
electrocardiogram as a predictor of cardiac mortality. Europace 2011; 11:701-707.

23. Ventricular Tachycardia/Fibrillation Ablation. The state of the art based on the
Venice Chart International Consensus Document. Edited by Andrea Natale and
Antonio Raviele. 2009.

24. Zareba W, Marcus FI, Scheinman et al. Electrocardiographic Comparison of
Ventricular Arrhythmias in Patients With Arrhythmogenic Right Ventricular
Cardiomyopathy and Right Ventricular Outflow Tract Tachycardia. J Am Coll
Cardiol 2011; 58:831-838.

25. Yamashina Y, Yagi T, Namekawa A, Ishida A. Prevalence and characteristics of
idiopathic right ventricular outflow tract arrhythmias associated with J-waves.
Europace 2011; 13:1774-1780.

X.17. Crparudukanus pucka u npodpunaxkruxka BCC
Y OTAeJIbHBIX I'PYIII HACeJIeHUs!

X.17.A. BCCy cnopmcmenos

ITo manHBIM UTANTBIHCKNX UcchenoBareei [1—2], wacrora BCC y criop-
TCMEHOB cocTaBisieT 2,6 y MyxxunH u 1,1 y xxennima Ha 100 000 crropTcMeHOB
B IO, 9TO B 2,4 pa3a BBIIIIe, YeM Y JIUII COIIOCTABMMOTO BO3pacTa, He 3aHM-
MAIOIINUXCST CIIOPTOM peryisipHo. Cpenu (ppaHIy3CKMX CTIOPTCMEHOB CITy-
yan BCC perucrpupytorcs ene yaie — 6,5 ciydaes Ha 100 000 [3]. JlanHbIe
HanmoHanbHOrO peructpa BCC crmoprcMeHOB Motogoro Bo3pacta B CIIIA
CBUIIETEIIBCTBYIOT O IIporpeccuBHOM yBeamdeH BCC B TeueHME TTOCTIeTHIX
2,5 necatunernii B cpeaHeM Ha 6% B ron [4]. B Hacrosiee BpeMst B Poccun
MMOTOOHBIC CTATUCTUIECKIE OTYCTHI OTCYTCTBYIOT.
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Hawub6onee yacro BCC perucrpupyercs y JIull, TpodpeccCuoHalIbHO 3aHU -
maroiuxcst pyroosaom (ot 30% no 40% Beex ciyyaes BCC B criopre B cTpa-
Hax Eponbl u CIIA). C Heckonbko MeHblueil yactoroii BCC BbIsBIS-
ercsl B 6ackeT0oJjie, BEJIOTOHKAaX U B KOHTAaKTHBIX BUaax cropta [1, 2].
ITpocnexuBaercs otueTiuBas B3aumMocBsizb BCC B criopTe ¢ reHAepHbIM
npusHakoM — Gosiee 90% ymepiIrux BHE3aITHO CIIOPTCMEHOB — MYXKUYUHBI,
a Taxke yBeandyeHue yactorel BCC ¢ BospacroM [1, 5, 6]. Takum oOpaszom,
OoCHOBHbIMU (pakTopamu pucka BCC y criopTCMeHOB SIBJISIIOTCSI BO3PAcCT,
MY>KCKOM ITOJT U MHTEHCUBHOCTD (hU3NYECKHUX HArpy30K.

CambimMu yacTbiMK ipuurHaMu BCC y MOIOABIX CITOPTCMEHOB SIBJISIIOTCST
HacJIeICTBEHHbIE apUTMOTEHHBIE 3a00JIeBaHUSI (KapIMOMMOITATUH 1 KaHAJIO-
natun) u UbC (BpoxxaeHHast WIv puoOpeTeHHast). Y MOJIOIbIX U1l OCHOB-
HbIMU TipuurHaMu siBisitorcss KMIT u kaHanonatuu, Torna Kak 1mo Mepe
YBEJIMYEHUST BO3pacTa 3HAUYUTENbHO Bo3pacTaeT posib MBC Kak mpuyruHbL
BHe3anHoi cmeptu [7]. B AMeprKaHCKOM HallMOHAJIbHOM PETUCTPe BHE-
3aMHOI CMePTU Cpeu CIIOPTCMEHOB, KOTOPbIK ObLT opraHu3oBaH B 1980-x
rogax B Muctutyte Cepaua r. MuHHeanouca, cpeid CIOpTCMEHOB B BO3-
pacte mosioxe 40 Jiet ObL10 3adukcupoBaHo 1866 ciaydyaes BCC. ITpu aTom
TOJIbKO 36% Bcex cliydaeB BHE3aIMHOM CMePTH ObUIM CBSI3aHBI C MTOATBEPK-
neHHbiMu CC3, 13 KOTOpbIX caMbiMK YacThiMu Obut TKMIT (36%), Bpox-
JICHHbIE aHOMaJIMU KOPOHapHBIX apTepuii (17%), Muokapaut (6%), AITTK
(4%) v kananonaruu (3,6%) [8]. BMecTe ¢ TeM, BEICKA3bIBAIOTCSI COMHEHUST
B MpaBOMOYHOCTU nocTaHoBKU nuarHo3za 'KMII Bo Bcex ciayyasix oOHa-
PYXEeHUsT Ha CEKIIUM YMEPIINX CIIOPTCMEHOB BBIPAXXEHHOU rurepTpodun
JIK [1, 9]. HexoTopbiMu OT€UeCTBEHHBIMU aBTOpaMu MpeajiaraeTcsl Tep-
MWH KOMIIEHCATOPHO-TUTIepTpodrIecKast CTpeccopHast KapaIuoMUOIaTusI,
OCHOBHbBIM oTianuyueM Kotopoil or 'KMII sgBisiercs obpaTHasi AMHAMUKA
macchl Muokapaa JIZK mocie npekpaieHust hpusndeckux Harpy3ok [9]. Ipu
3TOM 04YeBUAHO, uTo Hasyimuue ['JIK y cnopTcMeHa siBiisieTcst HehJ1aronpusiT-
HBIM MporHoctuyeckum dakropom passutust BCC.

B uTanbssHCKOM MPOCIIEKTUBHOM KOTOPTHOM MCCJIEIOBAHUM, BKITIOUUB-
IIeM JIMII, 3aHSTBIX B COPEBHOBATEIbHBIX BUIAX CIIOPTa, ObLIO MOKAa3aHo,
4TO Y CIIOPTCMEHOB MoJjioxe 35 jeT camoii yactoit mpuunHoit BCC sBsi-
ercst AIIITXK (24%), nanee UBC arepockiepornyeckoro renesa (20%), aHo-
MaJIbHOE OTXOXIEHME KOPOHAPHBIX apTepuii (14%) v mpoJarc MUTPpaIbHOTO
kinanaHa (12%) [10]. Cpeau ciopTcMeHOB 36 JIET 1 cTapiiie 00Jiee MOJOBUHbI
cayyaeB BCC cBsa3ano ¢ UBC [7].

[Mporuno3zupoBanue BCC B criopre sIBAsIeTCS] Ype3BbIYAHO TPYAHOM
3a/aueii, MoCKOJbKY okojo 80% yuil, yMeplInx BHE3aITHO, HE TPEabsiB-
JISLTA KaKWX-JIM00 Xajlob HaKaHyHe CMEepPTH, a BaHaMHe3€ Y HUX OTCYTCTBO-
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Basin ykazanust Ha BCC y poactBenHukos [1, 6]. Tem He MeHee, B HEKO-
Topbix cTpaHax EBponbl 1 CHIA npeaio)eHO HeCKOJIbKO MPOTOKOJIOB
st npodunaktuku BCC y cmopTcMeHOB, BKJIIOUAIOIIUX B ce0s1 JaHHbIE
cbopa xajao0, aHaMHe3a, B TOM YHMCJie CEMEMHOTO, (PU3UKaTbHOrO 00Ce-
JIOBaHMUSI, @ TAKXKE B HEKOTOPBIX CTPaHAX — UHCTPYMEHTATbHbBIX UCCIEI0-
BaHuit, Bkatouass DKI u/unu OxoKI'. B Utanuu BBeneHue TaKoro mpoTo-
KoJi1a mo3BoJinio cHU3uTh yactToTy BCCy crioptemenoB ¢ 1980-x mo 2000-e
roawl B 3,5—5pa3 [11].

B 2011 r. B Poccuu onyonnkoBaHbl niepBble HallnoHanbHble peKOMEH-
JALUU 10 AOMYCKY CIIOPTCMEHOB C OTKJIOHEHUSIMU CO CTOPOHBI CepeYHO-
COCYIUCTON CUCTEMBbI K TPEHUPOBOUYHO-COPEBHOBATEIBHOMY MPOLIECCY
[12]. B Hux npemyiaraeTcst 2-3TalHbli AJITOPUTM CKPUHUHTA CIIOPTCMEHA C
LIeJIbIO PellieHUs BOMIpOca O AOMYCKE K 3aHATUSIM CITOPTOM: 1) aHanu3 naH-
HBIX aHaMHe3a, ocMoTpa U 12-kaHanpHoit OKIT'; 2) yrybaeHHOE MeTUIIH-
cKoe obcrenoBaHue (TpU OTSTOLUIEHHOM CeMEHOM aHaMHe3€e, CUMIITOMAX,
MaToJOTUM MpU ocMoTpe Wi nu3MeHeHusix Ha DKI', He CBSI3aHHBIX C Tpe-
HUPOBOUYHBIM MPOLIECCOM).

OTaesbHOr0 BHUMaHUs TPeOyeT BOMPOC O MPUHSITUY PELISHUS TT0 JOTY-
CKY K 3aHSITUSIM CIIOPTOM B CJIyyae BBISIBJICHUS TOU WU MHOW MATOJIOTUU
CCC. [JaHHbIii pa3aes BBIXOAUT 3a paMKW HACTOSIILIETO JOKYMEHTA, OH IO/ -
pOoOHO paccMOTpeH B HallMoHaIbHBIX peKOMEHIaIUsIX Mo AOMYCKY CIOp-
TCMEHOB C OTKJIOHEHUSIMU CO CTOPOHBI CEPACYHO-COCYIUCTOI CUCTEMbI K
TPEHUPOBOYHO-COPEBHOBATEILHOMY Tpoleccy [12].

OnyOnuKoBaHbI Takxke pekomeHnanuu EBpomneiickoil accouuanuu no
npodunaktuke CC3 u peadbunuranuu (EACPR) no kapauosornyeckomy
CKPUHUHTY U OTIPENEJICHUIO YPOBHS (DU3NUECKO HArPY3KU JIUL] CPETHETO U
MOXUJIOTO BO3pacTa, 3aHSThIX JIIOOUTEIbCKMMU BUAaMU criopTa [13].

Crenyer OTMETUTh BaKHOCTh OOyYEHUsI TPEHEPOB U TMepcoHasa CIop-
TUBHBIX LEHTPOB IEUCTBUSIM B Cydyae SKCTPEHHbIX CUTyallUuii, TPOBEIe-
HUIO CepACYHO-JIErOYHOI peaHUMALIUX U UCTTOIb30BaHUIO aBTOMATUYECKUX
HapyXHbIX n1eduopusisatopos [13, 14].

Pexomenoauuu no npogpunaxmuxe BCC: cnopmcmeruvt

Kaace 1

1. Y cnopTcMeHOB peKOMEHAyeTCs TIIATeIbHbBIM cOOp aHaMHe3a C LIeJIbIO
BoIsIBIeHUST hoHOBOIM natojoru CCC, HapylIeHU puTMa, CUHKOMNAJIbHBIX
snu3oa0B uiu ciaydaeB BCC B cembe (C).

2. Ilpu BuisiBNeHuu uaMeHeHuit DKI', mMo3BONSIOMIMX TIPEATOJ0XUTh

HaJu4yue CTPYKTYPHOW MATOJOrMU CEpALa, PEKOMEHIOBAHO BBINIOJIHEHUE
OxoKTI u/unu MPT cepaua. (C).
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Kaacce Ila

1. Y MOJOIBIX CITIOPTCMEHOB C IIeJIbI0 CKPUHMHTA TIepe] COPEBHOBAaHM-
SIMU PEKOMEHJIOBAHO TIIATEIbHOE (PU3MKATbHOE 00CIeI0BaHNEe U PETHUCTpa-
s DKI nokos (C).

2. JInaM cpeHeTo Bo3pacTa, IPUHUMAIOIINM YJacTHe B BBICOKOMHTEH-
CHBHBIX CHJIOBBIX TPEHUPOBKAX, C IeJIbI0 CKPUHUHTA CJIEIyeT IMPOBOINUTH
(pusmMkagbHOE 00CIeA0BaHKE C OLIEHKOM XKa100 U JaHHBIX aHAaMHe3a, Peru-
crpauuto DKI nokost u onpenenenue pucka mno mkajie SCORE (C).

3. CnenyeT NpoBOAUTL OOyUeHME MepcoHaia, MPUHUMAIOLIEro yJyacTue B
OpTaHM3alli¥ CIIOPTUBHBIX COPEBHOBAaHWI, HABBIKAM CEPICYHO-JIETOUHOMN
peaHUMAaIH 1 TTPAaBIILHOMY MCITOTb30BaHWIO AaBTOMATHUECKIX HAPYKHBIX
nepuopusatopon (C).
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X.17.b. Cmpamughukayun puca u npogpunakmuxa BCC
Y ROMCUTIBIX NAYUEHMO8

YactoTa BHe3amHolt cepaeuHoii cMeptu (BCC) yBennuuBaeTcsl ¢ BO3-
pacToM BHE 3aBUCMMOCTH OT IT0JIa, PACOBOI MPUHAJIC)KHOCTH NalueHTa. B
CIIA exeronnHast Bctpedaemocth BCC B nonyasiuuu 50-71eTHero Bo3pacra
cocrasiisgeT 100 yenoBek Ha 100 000 HaceneHus. B monymsiiuu nalveHTOB
crapie 75 net yactota BCC B 8 (!) pa3 Beiiue u coctanisieT 800 ciyyaeB Ha
100 000 Hacenenwus [1].

K BeicokoMy pucky BCC B moxXuaoM u cTapueckKoM Bo3pacTe Tnpeapac-
OJIaraloT CJAeIYIOIINe MOMEHTHI:

* 83% wmyxunH u 87,1% xeHmuH crapie 80 JIeT UMEIOT KaKue-I1u0o

CepIeYHO-COCYIUCThIE 3a00JIEBaHNUS;

* pucku BCC y manueHToB, nepeHecuux nHbapkT muokapaa (MM) B
4—6 pa3 BeIIIIE, YeM B ob1ei momysuuu [2]. Cama ke 3a00J1eBaeMOCTh
MM rtaxcke 3HaYUTESbHO YBEIMYMBAETCS C BO3PACTOM: CPEIHUI BO3-
pacT OOJIBHBIX C BITEPBbIE BO3HUKIMMHU cTeHoKapaueil/ UM — 64,7 ner
JUJTSI MY>KYUH 1 72,2 Toaa A5 )KeHIIWH;

* 0COOEHHOCTU (PYHKIIMOHMPOBAHUS OpTaHM3Ma y OOJIbHBIX TTOKUIOTO
M CTap4YecKOro BO3pacTa: CHIKeHUe (DYHKIIUU TTOYeK U MeUeHH;

* TTOJIMMOPOMIHOCTh, MHOXKECTBEHHBIE JICKaPCTBEHHBIE B3aUMOICCTBUS
TPY MHOTOKOMITOHEHTHOM TepaIiy pa3InIHbIX 3a00JIeBaHUIA.

B Hacrosimuit MOMEHT HET OTHEIbHBIX MOKa3aHW JUIST UMIUTAHTAIluK
MK y noxuiabix namyeHToB. MUmmnantauus MKJ]I He moka3aHa nalmeHTaM
€ 0XXUJaeMOi MPOJOIKUTETbHOCTHIO XK1U3HU MeHee 1 roaa [3]. B uccnenona-
Huu MADIT I1I 6s110 mokazaHo, 4yto 3¢ dekTuBHOCTL MpuMeHeHust UKL y
OOJILHBIX IO M cTaplIie 75 JIeT He OTJIMYaiach OT TAKOBO y 0oJiee MOJIOIBIX
nanueHToB. OgHAKO MeTa-aHaau3 5 HauboJiee KPYIMHBIX UCCIeNOBaHUMN He
BBISIBUJI MpeuMyltiiecTB oT uMmriutanTaruu MK/ B maHHOI TpyIiine GOJbHBIX.
[Tpu 3TOM CEIYET OTMETUTD, YTO YACTOTA OCIOKHEHUI CaMOii TTPOIIeITYPhI
umrutantauuu MK/ He oTinyasiach B Tpyririe OT TaKOBO B 0011eit BLIOOPKE.
CrietoBaTeIbHO, BO3PACT CaM I10 ce0e He MOKET SIBJISITHCST TTPETISITCTBUEM LTSI
nmrutanTary MKJI. TTockoibKy cTaTUCTHYECKH TOCTOBEPHBIE TIPEUMYIIIE-
ctBa ot uMIianTanu MKJI mpociexxnBaroTes Wb Yepes 1 rof mocJie ore-
palrm, TO ee He CJIeTyeT BBITIOIHSTh, €CJI OXXKKUIaeMast IIPOIOJIKUTEIbHOCTh
KU3HU TTallMeHTa MeHee 1 roma. B aToli cBsI31, BaxkHeiiIIee 3HaUeHUE ITPHU-
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obpeTaeT olleHKa TeX (PaKTOPOB, KOTOPbIE MOTYT 3HAUUTEIbHO YMEHbBIIUTD
MPOIOJIKUTEbHOCTD XKU3HU MalleHTa.

3nech caenyet yeTko moHuMath, uto MKJI cnocobeH mpenoTBpaliaTh
BCC, HO He MOXET CHUXXaThb CMEPTHOCTb OT APYTrUX NpU4uH. Peub umer o
CUTYalMSIX BbIPAXKEHHO! MOJUMOPOUTHOCTU U CTAPUECKOM aCTeHUU (XPYTI-
KOCTU) y MallMEHTOB MOXWJIOT0 1 CTapuecKoro Bo3pacta. [Ipu aToM Heornpas-
nanHasg noctaHoBka MK maiueHTy ¢ TEpMUHAIbHBIM CTaTyCOM, MOXET
MOBJIEYb 32 COOOI TONTYI0 U MYyYUTEIbHYIO CMEPTh O0JIbHOIO C MHOTOKPATHO
TMOBTOPSIOIIUMUCS SMU30JaMU HEHYXXHOI aedudbpwiisaiuuu. B pekomenaa-
LUsIX AMEPUKAHCKOI acCcoliMaliui KapArOoJOroB COAEPXKUTCS yKa3aHUE Ha
BO3MOKHOCTb OTKJIIOUEHUS JIEKTPOIOB yKe UMILTaHTupoBaHHOrOo MK y
TaKMX MAlMEHTOB TOC/e MPeIBapUTEIbHOIO KOHCUJIUYMa C BOBJICUEHUEM
nalueHTa 1 ero poacTBeHHUKOB [10—14].

ITacriopTHBI BO3pacT Kak (pakTop prucka He MOXKET B ITOJTHO Mepe oTpa-
JKaTh reTePOreHHYIO TPYITNY MallMeHTOB MOXWJIOro Bo3pacta. [1poliecc cta-
pEeHUsI OpraHu3Ma caM 1o cede siBsieTcsl HakTopoM, MPUBOASIINAM K YCKO-
PEHUIO HEOIArONMPUSITHBIX MATOTEHETUYECKUX MEXaHU3MOB Pa3BUTHSI 3200-
JieBaHuii [4, 5]. [TauMeHTBI MOXUIOTO BO3pacTa MpeACcTaBIsIIOT CO00i 0Cco-
Oy10 rpymiy OOJbHbBIX, HY>KIAIOIIMXCS B CIIELIMATU3UPOBAHHON repuaTpuye-
CKOU TMarHOCTUKE TSl TPUHSATHUSI KITMHUYECKUX pellieHnid. B olieHKe puckoB
3[I0POBBIO Y MALIMEHTOB MOXWJIOTO BO3pacTa Bce O0JIblIee paCIPOCTPAHEHUE
MprUoOGpeTaeT KOHIEMIUS CTapYeCKOM acTeHUH [4—6]. DTOT Moaxo/ KpaiiHe
BaXKeH U y 00JIbHBIX € BICOKUM pruckoMm BCC.

Crapueckas acTeHUs MPeACTaBISIeT CUHAPOM, OMpeaesieMblil HATUYMeM
CJIeIYIOLIMX CUMITTOMOB: MOTEPS Beca — CAPKOMEHUsI, CHUKEHUE CUIThI MBIIIILL
KUCTU MIPU U3MEPEHUU TMHAMOMETPOM, BbIpaxkeHHAasl yTOMJISIEMOCTb (HEO00-
XOIAUMOCTD BBITTOJTHSATh MTOBCETHEBHYIO aKTUBHOCTD C YCUJIUEM), CHUXKEHUE
CKOPOCTHU MEePEIBIKEHUS, 3HAUMTEIbHOE CHIXKEeHUE (PU3NUECKO aKTUBHO-
ctu. [1pu Hanmuuu Tpex u 6ojiee CHMIOTOMOB UMEET MECTO CTapyecKas acTe-
HUs, OTHOTO UJIY ABYX — cTapueckas rnpeacteHus. Ctapyeckast acTeHUs Mpu
XCH B 6—7,5 pa3 yaiiie, yeM B OOLLEI ITOITY/ISILIMHI ITOXUIIBIX OOJIBHBIX U 3HA-
YUTEJBbHO OTATOLIAET MPOTHO3 TAKUX MAllMEHTOB, YMEHbIIIAsi UX BbKHUBAE-
MocThb [7—9]. BMecTe ¢ Tem, Ha CeroaHsIIIHUIA 1eHb HET YHU(MDULIMPOBAHHOTO
MOJXO0Ma B OTHOLIEHU M CTapUeCKO aCTEHUH U MPeaIioaaraeMoi mpoao K-
TEJbHOCTU KU3HU TaKUX MAlIIEHTOB.

s TpUHSATHSI COOTBETCTBYIOLLETO PEIIEHUS 1e1IeCO00Pa3HO UCTOIb30-
BaTh KPUTEPUU TEPMUHATILHOTO cepaeyHoro 3adoseBanus T.H. CARING-
KpUTepUU: pak (cancer), 2 u 6oaee eocnumanu3ayuy 6 cmayuoHap 3a 200
(admissions >2); npebvieanue 6 xocnuce (residence in a nursing home), npeovi-
8aHue 6 610Ke unmeHcusHol mepanuu (intensive care unit admit with multiorgan
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failure), naauuue 2 u 6onee Hepakoewvix 3a001e6aHUll, MPeOVIOUUX NOCMOPOH-
Heeo yxo0a 3a nayuenmom ( >2 non-cancer hospice Guidelines) [15] uiu Kkpute-
puM TepMUHaANBbHOM cepaeyHoit HepoctatouHoct NHO (National Hospice
Organization): IV @K XCH, Hecmompsi Ha onmumansHyo MeouKkameHmosHyo
mepanuio; DB < 20%; He603M0NCHOCMb KOHMPOAS 3 APUMMUIMU C ROMOULBIO
AeKapCcmeeHHOl mepanuu; cepoeyHo-1e204Has peaHuMaylus 8 anamHese; CUH-
KOnanvHoe coCmosHuUe 8 AHamHese; IMO0AUlU U3 noisocmeti cepoya 6 aHamHese;
BUY-ungexyus.

Kpurepun NHO otianyaroTcsi BBICOKOW 4yBCTBUTEIbHOCTBIO U CITELIM-
(bMYHOCTHIO B OTHOIIIEHUW CMEPTH B TeueHUe OJIrxKaiiiero roaa (M gaxe 6
Mec.) Kpome Toro, B oT/IMuMe OT Ipyrux Mojiesieit onpeaesieH1sl TepMUHAb-
HOTO COCTOSTHUSI, OHU pa3paboTaHbl CTIEIMAIbHO ISl TAIIMEHTOB ¢ Kap/u-
aJibHOW naTtosiorueit [15].

Pexomenoauyuu no cmpamuguxauyuu pucka u npogpusaxkmurxe BCC

Kaace 1

1. IMoxunbie mauueHThl ¢ 2KA TOIKHBI IUUTHCS, KaK TTPaBUJIO, TAKXKeE,
KaK ¥ 00JIbHbIE MOJIOIOI0 BO3pacTa. DTO Moapa3syMeBaeT, YTo CTpaTuduKa-
s pucka u npodunakruka BCC y moXusbIx MaleHTOB OCYILECTBIISIETCS
Ha OCHOBaHUM BbISIBJICHUSI OCHOBHBIX M BTOPOCTEIIEHHBIX (DAKTOPOB pUCKa.
IIpoBenenue npodpunakTuky BCC BKIIOYaeT B TOM 4uciie, UMILJIAHTALIMIO
MKJI n DKC namueHTaMm, KOTOphIE MOJYYalOT JJIUTEIbHYIO ONTUMAIbHYIO
JIEKapCTBEHHYIO TEPAIIUIO, C XOPOIIUM (PYHKIMOHAJTBHBIM cTaTycoM™ 1 0J1a-
TOIIPUSITHBIM MPOTHO30M BBIXKMBAEeMOCTH B TeueHue rofa u ooiee (C).

2. Bcem mauueHTaM MOXUJIOTO BO3pacTa clieayeT peKOMEHI0BaTh OTKa-
3aThCsl OT KypEeHMSI U 3710yI0oTpedeHus ankorojieM (B).

3. bera-anpeHo610Kkatopsl (A). HedbrBo10a nMeeT HauOOoIbIIYIO 10KAa3a-
TeJIbHYIO 06a3y cpenu nmaureHToB crapiie 70 jet (B).

4. uAT1® (paMunpuI, SHAJIANPWI, IEPUHIOIPIIT, TPAHIOJATIPHI) Y TTOXKK -
JIBIX MALIMEHTOB ¢ cuctoanueckoi nuchyukuueit JIZK appekTuBHO peaoT-
BpamaiT BCC (B).

5. nAIl® (npecTapuyM NOXWIBIM MoJtoxke 70 JIeT U paMUIIpuiI — 6e3 BO3-
PACTHBIX OrpaHUYEHUIA) y MALMEHTOB ¢ coxpaHHoil ®B. Bo3aMoxkHOCTH IpYy-
rux MAIID B 3T0i1 KaTeropuu MalMeHTOB Ha CETOMHSIIHUI IeHb HE U3Y-
yeHsbl (B).

6. APA 11 moryT cnoyib3oBaThes Kak ajbrepHatruBa HAITD nipu Herepe-
HOCUMOCTH TocaeaHux wist mpocdunakTuku BCC y moXuabIX mauueHTOoB.

7. I1pu cobnoaeHUM MpaBUJIBHOTO OTOOPA MAaLMEHTOB (MCXOAHO HOPpMaJlb-
HBIX YPOBHSIX Kajivsl, KpeaTUHHMHA KPOBH), N00ABJIEHUE CIIMPOHOJIAKTOHA,/
smiepeHoHa K MAIID, 3-agpeHob0KkaTOpaM 3(hHEKTUBHO CHIKAET BEPOSIT-
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Hoctb BCC y moxunbix uir ¢ XCH ITI-1V @K ¢ cucronnueckoit nuchyHK-
ueii muokapna JIZK. I1pu 3ToM 31IepeHOH TOCTOBEPHO YJIyUYIIaeT MPOrHO3
Takke 1y 60bHEIX co [T DK XCH (A).

8. [IpuMeHeHMe alleTUICATMLIMIOBOM KUCIOTHI B 103ax 75—100 mr moka-
3aHo BceM nanueHTaMm ¢ UbC BHe 3aBUCHMOCTH OT BO3pacTa WK MalueHTaM
C BBICOKMM KapIHUOBaCKYJSIpHBIM pUcKoM He ctapiie 70 et (A).

9. CratuHbl nokaszaHbl BceM nauueHTaM ¢ MBC wiu BBICOKUM Kapauo-
BAaCKYJISIDHBIM PMCKOM BHE 3aBUCUMOCTU OT Bo3pacrta (B).

10. ITpu OTCYTCTBUM MPOTUBOMOKA3aHUN K [3-aapeHobJ0KaTOpaM U
BbicOKOM pucke BCC BO3MOXHO NMpUMeHEHUE aMUOJapOHa BMeCTe C
B-ampeHo60KaTOPOM 151 MPODUIAKTUKY APUTMUYECKON CMEPTH Y Tallv-
€HTOB C UMEIOIIIMMMUCS XKeJTyTOUKOBbIMU HapylIeHUussMU puTMa cepaua (B).

11. To3upoBku u moadop 103 AAIT 1oXKHBI ObITH CKOPPEKTUPOBAHBI C
Y4eTOM U3MEHEHHOU (hapMaKOKUHETUKHU y TTOXKUIbIX nauueHToB (C).
Kaacce Ila

1. ITpumenenue omera-3-ITHXKK gBnsercs 6e3onacHbiM. OnHAaKO UX
addexTuBHOCTH B mpoduiiaktuke BCCy maimentos crapuie 70 et TpedyeT
JIOTIOJTHUTEBHOTO MOATBEPKAECHUS B KITMHUYECKUX rucciaenoBaHusix (C).

2. BosMoxHo ucnosib3oBath APA I HermocpeacTBEHHO KaK CTapTOBBIA
nipernapart st 6;1okansl PAAC (6e3 npenBaputeibHOro HazHayeHust MUATID)
©).

Kaace I

1. IMpoBeaenue MKJI-tepanuu y mauMeHTOB C MPOTHO3UPYEMOI ITPOA0JI-
JKUTETbHOCTBIO XKM3HU MEHEE roia BCIECTBE OCHOBHBIX U COIMYTCTBYIOLIUX
3aboseBaHuit HeuenecooodpasHo (C).

2. AAIT I kitacca He TOXKHBI HAa3HAYAThCS IMTOXKUJIBIM MaleHTaM C opra-
HUYeCKMMU 3a00JieBaHUSIMU cepaua (A).

3. He crnenyer coueratb APA ¢ uAII®. [TogoGHOE coueTaHre yBEIUIM -
BaeT YMCJI0 MOOOUHBIX 3 (HEKTOB, HE NaBasi KAKUX-TU0O0 TeparneBTUIECKUX
npeumyiuects (B).
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X.17.B. Cmpamuguxayusn pucka u npogpunaxmuxa BCC
Y RAUUeHmoe nociie MpancnaaHmayuu cepoya

B Hacrtosiee BpemMs He CylecTByeT opuliMaibHOM HH(GOPMALIMK OTHO-
cuTebHO pacripoctpaHeHHOCTH BCC y mauMeHTOB 1ocjie TpaHCIUIaHTaluu
cepaiia B LIEHTpaIbHOM 6a3e CTaTuCTUIeCKMX NaHHbIX DenepaibHOM CITy>KObI
rocymapctBeHHoOM ctatuctuky PD [1], TakKe, KaK 1 TIPOCIIEKTUBHBIX OTE-
YECTBEHHbIX U 3apyOEXHBIX UccaenoBaHU . JlaHHbIE TUTEPaTyphbl O YACTOTE
BCC nocie TpaHCIUIaHTALIMKY CEPALIA, TOTYYEHHBIE B XO/1€ SMUIEMUOIOTNYe-
ckux uccinenopanuit B CIIIA u ctpaHax EBporibl, KpaitHe pa3HsITCs ¢ Bapua-
TUBHOCTHBIO OT 0,5 10 50% [2—9], 4T0 0OBSICHSIETCS HE TOJIHBKO BO3MOKHBIMU
MOrPEIIHOCTSMU HaOII0AATeIbHBIX, PETPOCIIEKTUBHBIX MUIEMUOJIOTUYE-
CKMX UCCEIOBAaHUI, HO U pa3UuUeM B UHTEPIpeTallUsIX CPOKOB U Aedu-
Huuuit BCC pasusimu aBTopamu. Tak, E.Y. Birati u coast. [10] aetepmMuHu-
pytouium BCC BpemMeHeM cuuTaniu cMepTh, HACTYMUBIIYIO TTOCTE MOSIBIIE-
HUS HOBBIX CUMIITOMOB B TeUeHUE 24 4acoB, UTO CYIIIECTBEHHO OTIMYaeTCs
ot mHeHud 3KcreptoB ESC, PKO, AHA/ACC, noctymmpytomunx BCC kak
CMepTh BO BDEMEHHOM MHTEpBaJie B TEUEHUE Yaca OT MOSIBJICHUSI CUMITTOMOB



240 X. Ctpatugukaumns pucka v npopunaktnka BCC

nectabunuzauuu coctosiHus [ 11—13]. Kpurepuu BKIIOYEHUS U UCKITIOUEHUS
MaIMeHTOB U3 UCCJIEIOBaHUST BAPbUPYIOT OT OJHOM Hemesu, JIM00 Mecsiia
ocJjIe OTIepaly 0 MIECTH MECSIIeB MOCTTPAHCIUIAHTAIIMOHHOTO TIepHUo/a,
PsIT aBTOPOB BKJIIOUAIU B BBIOOPKY Bcex nalreHToB ¢ BCC He3aBUCUMO OT
BpeMeHH, TIpolelero nocie onepauuu [4—10].

Okcneptsl ESC B 2015 roay akileHTUPYIOT BHUMaHWE Ha JOCTaTOYHO
BbIcOKOIM yacTore BCC mocie TpaHCIUIaHTALIMK Cep/Ilia, CChUTAasiCh Ha OTHO-
CUTEJIbHO HeOOJIbIIINE TaBHUE UCCIIE0BaHNsI, B KOTOPBIX PETUCTPUPOBaHa
BCC cuacrotoii 6osiee 10%. B yacTHOCTH, yITOMUHAETCST PETPOCTIEKTUBHBII
aHayiu3 ouonTaToB 74 ymepiuux B iepuon ¢ 1984 no 2002 rox peunnueHToB
cepnna, cpenn Kotopbix BCC koHcTatnpoBaHay 37% [3]. HemaBHo omyoim-
KOBaHBI Pe3yJIbTaThl KPYITHOTO MHOTOLIEHTPOBOTO PETPOCIIEKTUBHOTO UCCIIe-
JIOBaHUSI TIPUYMH, TIPEIUKTOPOB U BPEMEHHBIX TPEHIOB YaCTOTHI BCTpeva-
emocTu BCC y mauiMeHTOB C TpaHCIUIAaHTUPOBAHHBIM CEpALIeM 3a MePUO/, C
1987 no 2012 roasi [ 14]. AHATM3UPOBATUCH NAHHBIE MEAULIMHCKON TOKYMEH-
Taiuu 6osee 37 Teicsay naueHToB U3 UNOS-peructpa. B TeueHue mectu
net ymepsiv 46% peuuIMeHToB, BHe3alHasi CMepTh KOHCTaThupoBaHa B 9,6%
ciyuasx. Bospact peuunuenra (OP 0,90, 95% AU 0,86—0,95, P <0,0001) u
esponeougHas paca (OP 0,61, 95% AN 0,54—0,69, P <0,0001) xoppeaupo-
Basin co cHkeHreM prcka BCC, B To BpeMs Kak OTTOpXKeHWe TpaHCILIaH-
tara (OP 1,51, 95% AU 1,35—1,70, P <0,0001), Bo3pact moHopa (OP 1,17,
95% IN 1,13—1,23, P <0,0001) n cHmXeHne (pakKiuy BEIOpOCa JIEBOTO
xenynouka <40% (OP 3,67, 95% AU 3,23—4,17, P <0,0001) ssBunucy 3Ha-
yuMbIMU npeaukTopamu pa3sutus BCC. B mpoTtuBoBec BbIBOAAM U3 3TOTO
perucTpa o B3aMMOCBSI31 HU3KOU COKpaTUMOCTH JieBoro xkeaynouka ¢ BCC,
B Oosiee mo3aHeM uccieaoBanuu E.Y. Birati u coaBT. MpUILIKM K 3aKJI0ue-
HUto 00 oTcyTcTBUM BiusHus @B Ha pucku BCC y pelMImMeHTOB cepaiia
[10]. U3 11 ymepiux ¢ DB <35% tonbko y 2 naueHTos (18%) 3adukcupo-
BaHa BHe3aITHasi CMEPTh, YTO CYIIIECTBEHHO MEHbIIIE B CpPaBHEHUM C 9 ymep-
My BHe3armHo 13 29 (31%) ¢ ®B >35%. B ueioM, aBTOpEI TOATBEPAVIIN
00Jjiee BLICOKMI YPOBEHb CMEPTHOCTH Y peumnueHToB ¢ @B <35%, oqHako
B otHoueHuu BCC caenaH BbIBOA 00 OTCYTCTBUU B3aUMOCBSI3U MEXIY CHU -
xeHHoii @B 1 moBbIlIIEeHMEM pUCKa BHE3AITHOM CepleuHOM CMEPTH TI0CIe
TpaHCIIaHTaIMKY cepaia. He3aBuCHMOCTb YaCTOTBI apUTMUIA, IIPEXIE BCETO
bnOpUILISIIIN KTy T0YKOB, OT COKPAaTUMOCTH IMOKa3aHa TakKe MCclie0oBa-
TEJISIMU B PETPOCTIEKTUBHOM aHAJIM3€ MEIMITMHCKOM TOKYMEHTALIMY 1 3aTTH -
ceil BCKPBITUS 257 yMeplIux MalueHTOB ¢ TPAHCIUIAHTUPOBAHHBIM CepJi-
em [4]. HecMoTpst Ha TO, UTO y OOJIBILIMHCTBA U3 HUX JOKYMEHTUPOBaHA
@B <50%, 10CTOBEPHOTO Pa3INIMS IO YUCITY MOTEHIIMAIBHO (DaTaTbHbIX
apuUTMUI He OOHAPYXEHO B CPABHEHUU C PELIMITMEHTAMM C TOKYMEHTUPO-
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BaHHoit ®B> 50%. Xopolo usBectHo cHukeHue MU neBoro kenymouka
KaK He3aBUCHUMOTO MPEeAUKTOpa O0LIei, CepIeYHO-COCYIUCTON U apUTMU-
YeCcKOW CMEPTHOCTU B 0011Iel monyassuuu. JlaHHOe MoIoKeHUe MOATBEePK-
JIEHO KaK pe3yJbTaTaMU 3MUAEMUOJOTUUECKUX JaHHbBIX, TAK U pe3yJibTaTaMU
HCClIeI0BaHU, MOCBIIEHHBIX olieHKe 3adekTruBHOCTM MK/ B OTHOLIE-
HUU TIepBUYHON U BTopruuHOU npodunaktuku BCC, BO MHOTMX U3 KOTO-
DPbIX OTHUM U3 KPUTEPUEB BKIIOYEHMUS SIBJISLIACH CUCTOJIMYECKast IUChHYHK-
ums [11, 15—17]. Tlo-BuauMomy, Ha COBPEMEHHOM 3Tare 3HaHUIi O TeHe3e
BCC y naiueHTOB nocje TpaHCIUIaHTalluK Cep/ilia OTCYTCTBUE 3HAUMMBbIX
koppensimii Mmexxny ®U u yactoroit BCC sBisteTcst TOMMHUPYIOIIAM OTIIN -
YUeM OT OOLIE MOMyISLIH.

Y nauureHToB ¢ TpaHCIUTAHTUPOBAHHBIM CEPILIEM LHIMPOKO 00CYXKIaeTcst
Bompoc aucbanaHca GyHKIMOHUPOBAHUS OTAEJIOB BEreTaTUBHON HEPBHOM
CHUCTEMBbI KaK 3HaUMMOro akTopa pa3BUTUsI (paTaJbHBIX apUTMUIA U, COOT-
BETCTBEHHO, BHe3amHo cepaeuHoit cMept [18-22]. Chang HY u coaBTopbl
[5] mponemoHcTprpoBaiu 3HauMMocTh Bbicokoit YCC kak npeaukTopa BCC
y NalMEeHTOB B MTOKOE, He OOHAPYKUB CBSI3U C 0a3aJIbHbIM U CKOPPEKTUPO-
BaHHBIM UHTepBaioM QT. B peTpocnekTHBHOM aHaiu3e MPUYUH CMEPTHU
MaluueHTOB, ToABEPrinuxcs TpaHcmaanTauuu cepaua ¢ 2007 mo 2013 roawl B
KJIMHUKe YHUBepcuTeTa [IeHCuIbBaHUY aBTOPBI MPEAOI0XWIN, UYTO MTOBbI-
IIEHWE CUMIIaTUYEeCKOT0 U/ WIM MOHWXXEeHNE TTapacuMITaTUYECKOro TOHyca
BEreTaTUBHOI HEpBHOI cucteMsbl siBisieTcss mpuunHoil BCC. Takum o6pa-
30M, UCCJIE0BATEIM UHTEPIIPETUPOBAIU B U3yYEHHOW UMM KOTOPTE Mallu-
eHTOB (DaKT oTcyTCcTBUS BaussHUS Ha pucku BCC kak KopoHapHOI BacKy-
JIOTaTuM, TaK U YPOBHSI COKPATUMOCTH TIPU PAHXXUPOBAHUY MALIMEHTOB Ha
rpymrbl ¢ B <35% u ¢ ®B >35%. HepaBHOMepHOE BOCCTAHOBJIEHKE CUMITa-
TUYECKOU U MapacUMITaTUYECKO MHHEPBALIMU CepLa U3Y4aeTCsl MOCAeTHNE
JnecaTuieTus. B yacTHOCTH, MoKa3aHo, YTO MPOLIECC CUMIATUYECKON PEUH-
HepBallMU HAYMHAETCS ¢ IEPBOTO rofla MOCTTPAHCIJIAHTALIMOHHOTO Mepu-
O/la U MOXET 3aTsAruBaThCs 10 15 JeT, aBsisiCb OCHOBOW HEOMHOPOAHOCTHU
cUMITaTUYeCKUX BAUsHUI [23, 24]. UMeHHO C HepaBHOMEPHOI cuMnaTuye-
CKOWl peMHHepBalMeil CUHYCHOTO Y3Jia U JIEBOTO XeJyA0YKa TPaHCIIJIaHTU -
poBaHHoro cepalia, Stecker EC u coaBT. [25] cBSI3bIBaIM MOBBILLIEHUE APUT-
MoreHHoro pucka B reHe3e BCC, uTo KOCBEHHO COOTBETCTBYET NaHHbIM E.Y.
Birati u coaBt. [10] 0 BEICOKOI1 YacTOTE JIeTAIbHBIX APUTMUI U CYIIECTBEH-
Hoit nosi BCC crryctst mepBbIil ol MOCTTpaHCIUIaHTAlMOHHOTO Tleproa ¢
nukoM BCC Ha BTopoM romy rocsie TpaHcruiaHTauu cepaua. CorjiacHO MHO-
TOYMCIIEHHBIM JaHHBIM ayTorcuii [3, 26, 27] BaxHoi npuunHoit BCC ciy-
KaT MPOLIECChl OTTOPKEHUS TpaHCIUIaHTaTa. B psine uccienoBaHuil 00Cyxk-
JAI0TCS TUMIOTE3bI O pOJIU 00JIE3HU SMMKapAa, 3a001eBaHUSIX MUKPOCOCYIOB
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B TIOTEHIIMATLHO (DaTabHOM cepieYHO apuTMUU Y OOJTbHBIX ITOCIE TPaHC-
rutaHTauuu cepaua [28—30].

B uccnenosanuu Patel V.S. u coanr. [31] 3aknoueHune o BCC aBropamu
COTIOCTABJICHO C TSKECThIO M YaCTOTOM 3MU30J0B OTTOPXKEHUS, aHAMHe-
30M aputMuu, Haauuuem MBC, runeproHudyeckoit 60Je3HU, caXapHOro
nuadeta, IMCYHKIMY JIEBOTO Xejyaouka. B ob1ieii ciioxxHocTu 25 naiu-
EHTOB MICHTU(MUIIMPOBaHBI KakK yMepiinne BHe3anHo (9,7%), 20% ymepau
B Mpeneniax 12 MecsiteB mociie TpaHcrantauuu, 80% — mocie >12 Mecs-
ueB, u3 Hux 20% ymepau, npoxus 0ojiee 60 MecsieB. BoikuBaeMocThb
nalueHToB KoJyiebanach ot 2,5 no 138 MecsueB (B cpenHeM 45,7 MecsiLeB).
CpenHee KOJIMYECTBO 3MMU300B OTTOPKEHMSI Ha OJTHOTO TAllMeHTa COoCTa-
BWJIO 2,6, OOJIBIIMHCTBO IIPOU30LIO B T€YEHUE MEPBLIX 12 MeCSILIEB Mocie
TpaHCTUTAHTAIIMU. A aHATU3 TaHHBIX U3 JOCTYITHBIX UCCIIE0BATEIISIM aHT M-
OrpaMM CBUAETEIHLCTBOBAJ O HAUIMIMK KOPOHAPHOU 00J1e3HU cepauay 53%
nauueHToB. Cpoku aedrora MBC nocie TpaHcmiaHTalMKU COCTaBUIN OT 29
1o 85 mecsiieB (B cpeaHeM, 51,4 mecsitia). B cooTBeTCTBUY ¢ TPOTOKOJIaMU
BCKPBITUI, TIPU3HAKU UIIEMUYECKOI O0JIe3HM cepalia 3aMKCUPOBaHbI B
92%, pu3HAKU OTTOPKEHHUsSI TpaHCIUTaHTaTa — y 15%. ABTOpBI MPUIILUTH K
3aKJII0YEHNIO O BhIcOKOI yacTore BCC y pellMnmueHTOB cep/lia, MOAYEPKHYB
0Cco0y0 3HAYMMOCTb KOPOHApHO# MaTOJOTUM, MPUCYTCTBYIOIIEH Y OOJIb-
IIMHCTBA NMAMEHTOB, YMEPIIIMX BHE3aITHO. YUNTHIBasI, YTO HanboJiee pac-
MPOCTPAHEHHBIMU CEPACYHO-COCYINCTHIMU 3a00JIEBAHUSIMU TIOCJIE TPAHC-
IUIAHTAIIMY OPTaHOB MPU3HAHBI 3a00JIeBaHUSI COCYIOB, BCEM ITallUEHTaM C
yKa3aHHOW MaToJIoTuel PEKOMEHIyeTCs TpUeM alle TUIICATUIIUIOBON KHC-
JIOThI B 03¢ 75—100 Mr 17151 TpoUIaKTUKU CEPASUYHO-COCYTUCTBIX OCTIOXK-
HeHuit [32—34].

HecmoTpst Ha gecsaTKy MyOMKalid, OCBSIIEHHBIX aHAIN3Y JTaHHBIX
KaK OTJIEJbHBIX TPAHCTUIAHTAIIMOHHBIX LIEHTPOB, TAK U MHOTOLIEHTPOBBIX
peTpocrneKTUBHbIX HaOmoaeHui, akcnepTbl ESC B 2015 rofay B KIMHUYECKUX
pekomeHnanusx «Guidelines for the management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death» [11] B pasnesn o BCC
BKJTIOUMJTY BCETO TPU ITyOJIMKALIMM, aKIIEHTUPYsI BHUMaHUE IMPeX/Ie BCeTo Ha
KpaitHe BBICOKOI 4acTOTe IMOpaXXeHUsI KOPOHAPHBIX apTepuil, 0OHapyKeH-
HOM IIpY 1TaTOJIOTOAaHATOMUYECKOM MCCIIEOBAHUM OOTbHBIX, TIEPEHECITUX
TpaHCIUIAHTALMIO CepAla U yMeplrx BHe3anHO [3]. CMepThb B TaKUX Cilydasix
HEpeIKO acCOIMUPOBaHa ¢ MPEUMYIIIECTBEHHO apUTMUYECKUM TeHE30M, B
POJIM TIPOBOIIMPYIONTNX (DAKTOPOB TIPEIIOIAratoTCs TUTIEPKAIUEeMMUS, TIPO-
BeleHME TIpolLieayp reMoauranu3a uin niadMadepesa. ['eMoarmHaMUueCcKuit
cTpecc Mpu reMoauain3e Wi 1uiazmadepese, 311306l TSKEIOTO OTTOP-
JKEHMSI TpAaHCIUIAHTaTa ¢ HapylieHneM (DYHKIIMOHWPOBAHUST TTPOBOISIIEH
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CHUCTEMBI Ceplilia OOCYXAAIOTCI KaK YCJIOBUSI, UHULIMMPYIOIIUE XKeJTya104-
koBble aputMuu u BCC [11, 14].

B psae uccnenoBaHuil BbIsSIBIEHA KOPPEISILIMS MEXKIY JUCTIepCUeil HHTep-
Basia QT u puckom BCC B mocTTpaHCIJIaHTallMOHHOM MEPUOJIE, UYTO, BEPO-
SITHO, CBSI3aHO C UILIEMUYECKUMU MPOLIECCAMU B Pe3yJIbTaTe MaTOJOTMU KOPO-
HapHOT0 KpOBOCHAOXeHM 1. BacKyonaTus auioTpaHCIUIaHTaTa MOXKET TaKXKe
MPUBECTU K Pa3BUTUIO (HDUOPO3HBIX MTPOLECCOB, SIBISIOUIMXCS CyOCTpaTOM
JUTS KeJTYI0YKOBBIX aputMmuii |3, 28—30, 35, 36]. [Tomumo aHTUIpOIUdE-
PaTUBHBIX U UMMYHOCYTIPECCUBHBIX MPENapaToB, MPU JEUSHUU PELUTTACH-
TOB Ccep/illa PyTUHHO MPUMEHSIIOT CTATUHBI C LIeJIbIO TPODUIAKTUKY U JIeye-
HUS BacKyJonaTUu TpaHCIUlaHTaHTa [32—34, 37].

BbiBOIIBI.

1. derepmunupytommmu BCC naToiornyeckumMy COCTOSIHUSIMU TpaHC-
TUTAaHTUPOBAHHOTO cepAlla OOJbIIMHCTBOM MCCAeA0oBaTeNei MPU3HAIOTCS
HapylleHre KOPOHAPHOTO KPOBOCHAOXEHUS U OCTPOE OTTOPKEHME TPaHC-
TUTaHTaTa.

2. B 601bIIMHCTBE UCCIeN0BaHUI JOKa3aHO OTCYTCTBUE BIAUSHUS (Dpak-
1M Beiopoca Ha pucku BCC y peliunueHToB cepaua.

3. OcHoBHbIe MeponpusTus 1o npodunakTuke BCCy maimeHToB ¢ TpaHc-
TUTAaHTUPOBAHHBIM CEPALIEM JOJKHBI ObITh CKOHLIEHTPUPOBAHBI HA BbISIBIIE-
HUU rpymmn nosbiieHHOro pucka BCC, mpexne Bcero peunrueHTOB C MaTo-
JIOTUEN KOPOHAPHBIX COCYNIOB.

4. Y4uTbiBasi, 4TO HauboJIee PacIpOCTPAaHEHHBIMU CEPACUHO-COCYTUCTHIMU
3a00JIeBaHUSIMU TIOCJI€ TPAHCIUIAHTALIMM OPTaHOB MPU3HAHBI 3a00JIeBaHUS
COCYJIOB, BCEM TMAaIIUEHTaM C aTePOCKJIEPOTUYECKUM MOPAKEHUEM apTepuit
PEKOMEHJIyeTCsl TIPUeM CTaTUHOB U alleTWICAIMIUIOBON KUCIOTHI B 103€
75—100 mr a1t TpopUIIaKTUKU CePASIYHO-COCYAUCTBIX OCTOXKHEHMUIA.

5. Kak u B o0uieit momyJasiyu, Tepanusi NalueHTOB MOcjie TPaHCIUIaH-
TallM¥ OCHOBaHA Ha TPUMEHEHU N JIEKAPCTBEHHbBIX CPEICTB B COOTBETCTBUU
C YCTAaHOBJICHHBIMM CTaHAapTaMu JiedeHusi. [Ipu mporpeccupoBaHuu aTe-
pocKJepo3a MeAMKAMEHTO3Hasl Teparnusi MOXeT COYETaThCsl C DHAOBACKY-
JISPHBIMU U XUPYPTAUUYECKUMU METOIAMU JiedeHUsT 3a001eBaHuii cepala u
COCYZIOB.

6. [MocranoBky MKJI cieayet paccMaTpuBaTh Yy JIUILL C BBICOKMM PUCKOM
BHE3alMHOW CMEPTU C YyYETOM BO3MOXKHBIX OCJIOXHEHUM, CBSI3aHHBIX C
UMILJIAHTOM U UMMYHOCYIIPECCUEHA.

7. YrnybaeHHOe u3ydeHue poJiu CUMIaTUYeCKOM 1 mapacuMMnaTU4eCcKoi
CUCTEeMBbI y pelunueHToB cepaia B reHeze BCC nmo3Bosiniio 661 uaeHTUDU -
LIMPOBATh IPYITNY MOBbILIeHHOTO pricka BCCy peliunueHTOB B OTAAJIEHHOM
MOCTTPaHCIIAaHTALIMOHHOM nepuone. HeodxoaumMo akTyaausnupoBath Mpo-
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CNIEKTUBHbIEC UCCIIEIOBAHMS C BBISIBJIEHUEM MPUYMH, TPEIUKTOPOB, BpeMEH-
HbIX TPEHIOB YaCTOThI BCTPEYaeMOCTH U 3(h(HEKTUBHBIX CITOCOOOB Mpodu-
Jnaktuku BCC y nalimeHToB Mocjie TpaHCIUIaHTalMK Cepla.
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3AKIKOYEHUE

B Poccuu mpomoirkaeTcst ocTaBaThCs aKTyaaIbHOM ITpo0IeMa CMEPTHOCTH
OT CepACYHO-COCYTUCTRIX 3a00J1eBaHuU. [1pr 3TOM Ha 10JT10 BHE3AITHOM cep-
NEYHOU CMEPTHU IMPUXOIUTCS OKOJIO ITOJJOBUHBI BCEX JIETATbHBIX UCXOHOB.

Peanmuzanus cuenapust BCC mpoucxoauT B pe3yibTaTe pa3BUTHS OCTPOit
JICBOXKEJIYTOYKOBOI HEIOCTAaTOYHOCTH Ha (DOHE 3JI0KAYECTBEHHBIX KEJTy-
TOYKOBBIX apUTMUI, MaHUMECTAIIUSI KOTOPBIX, COITPOBOXKAAETCS HapYyIIe-
HUSIMU KaK CUCTEMHOM, TaK ¥ peTMOHAPHOI FeMOIMHAMUKY, TIPEXKIIE BCETO
co cropoHsl LTHC. CrneactBruem 4ero sIBISICTCSI BEPOSITHOE BOSHUKHOBEHUE
HeoOpaTUMBIX U3MEHEHUI CO CTOPOHBI XKU3HEHHOBAXKHBIX OPTaHOB U pa3-
BUTHE JICTAJIbBHOTO Mcxona. Hanmmune wim oTcyTcTBUE TIPEACYIIECTBYOIICH
CTPYKTYPHOM ITATOJIOTUU CEPILIA MOXKET UMETh OIPENENIONIEe 3HAYEHUE [UIS
amanTallMOHHBIX U3MEHEHUI TTapaMeTpOB CEPIEYHOro BhIOpOCa, a 3HAYUT
IUTSL XapaKTepa KIMHUIEeCKOTO TeUSHUSI apUTMUM. B 3TOl CBSI3U KITIOUEBBIM
3HaYCHUEM JJIST KITMHUYIECKON MHTEPIIPETALIUU 3]I0KAYECTBEHHOTO TCUCHM S
JII0001 apUTMUU, OTIPENE/ICHNS €€ XKU3HEeYTPOXKAIOIIero Xapakrepa ClIeayeT
CUYUTaTh: 0OMOPOK, TTPEI0OMOPOK, TOJTIOBOKPYKEHUE, TUTIOTCH3UIO, IIPOTPEC-
CUIO MPOSIBJICHUM CEPACYHON HEAOCTATOYHOCTHU, CTEHOKAPAMIO.

Hcnonb3oBaHue COBpeMEHHBIX METUIIMHCKIX TEXHOJIOTHIA, 3aKITIOYAIOIITIXCST
B UMITJIAaHTALIU KapIHOBEPTEPOB-Ae(UOPUILISATOPOB, TTO3BOJISIET 3 heK-
TUBHO MPOBOIUTH MPOMUIAKTUKY BHE3AIMHOM cepneyHoil cMepT. B mocen-
HMeE IolIbl B paMKax TOCyIapCTBEHHOTO ITPOEKTa «3I0POBhE» B PA3IMUHBIX PETH-
OHAax Hallleil cTpaHbl OBLJIO OTKPBITO HECKOJIBKO (heaepalbHbIX KapauoXupyp-
TMYECKUX IICHTPOB. TeM He MeHee, KOJIMIECTBO MPOBEICHHBIX UMILTAaHTAIIU
KapArOBepTepoB-1e(bUOPUILISITOPOB HE YIOBIETBOPSIET CPEAHUM MTOTPEOHO-
CTSIM M3 pacyeTa Ha | MJTH. XXUTeJielt CTpaHbl M 3HAYUTEIBHO HUXKE TAKOBBIX
roKasaTeJieii 1o CpaBHEHUIO ¢ BEMyIITUMU eBporneiickumu ctpaHaMu 1 CIIA.

I'maBHO MPUYMHON JAHHOTO MOJIOXEHUSI IEJT SIBJISIETCS HE CTOJIBKO HENlO-
cTaToyHoe (prHAHCHMPOBaHUE JAaHHOTO pasnesia, CKOJbKO, MPeXIe BCeTo,
OTCYTCTBUE CUCTEMHOTO IMOAXO0/1A K aIEKBATHO KJIIMHUYECKOU OLIEHKE 60J1b-
HBIX C 3a00JIEBAaHUSIMU CEPIICYHO-COCYIUCTON CUCTEMBI; pa3HOE «ITOHUMA-
Hue» OOJBHOTO BpauyaMM KapAuoJoTaMM, TepareBTaMM, MHTCPBEHIIMOHM -
cTaMM, KapIMOXUPYpPraMu; MOCPEACTBEHHbIM YPOBHEM MOCTAUIIJIOMHOTO
00pa30BaHMs 10 JAHHOM MpobIeMaTUKE, a TAKXKE OTCYTCTBUEM ayauTa Kaue-
CTBa, OKa3bIBAEMOU MEINIIMHCKOM ITOMOIIM, HAIIPAaBJICHHOM Ha IIPEa0TBpa-
meHue BCC. Hacrosimue PekxoMeHganium sBasiioTCSI OMHUM U3 3TAIlOB CO3-
TaHWS U peari3allMi B KpaTJaiiinme cpoku 3(hHeKTUBHOM TporpaMMBI Ipo-
(UIaKTUKY BHE3AITHOM cepAeYHOM CMEpPTU B HallIei cTpaHe.



