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defibrillator: Randomized Trial in patients with non-ischaemic dilated
cardiomyopathy and asymptomatic non-sustained ventricular tachycardia
AVID — Antiarrhythmic drugs Versus Implantable Defibrillator
CARE-HF — CArdiac REsynchronization — Heart Failure

CASH — Cardiac Arrest Study Hamburg

CAST — Cardiac Arrhythmia Suppression Trial

CAT — CArdiomyopathy Trial

CIDS — Canadian Implantable Defibrillator Study

COMPANION — Comparison of Medical Therapy, Pacing, and
Defibrillation in Heart Failure

DEFINITE — DEFlIbrillators in Non-Ischemic cardiomyopathy
Treatment Evaluation

DIAMOND — Danish Investigators of Arrhythmia and Mortality oN
Dofetilide

IRIS — Immediate Risk stratification Improves Survival

MADIT — Multicenter Automatic Defibrillator Implantation Trial
MIRACLE — Multicenter InSync Randomized Clinical Evaluation
MUSTT — Multicenter UnSustained Tachycardia Trial

OPTIC — Optimal Pharmacological Therapy In Cardioverter defibrillator
patients

PRESERVE-EF — risk stratification in patients with preserved ejection
fraction

RAFT — Resynchronization—Defibrillation for Ambulatory Heart
Failure Trial

REVERSE — REsynchronization reVErses Remodeling in Systolic left
vEntricular dysfunction

REVERSE MIRACLE ICD — Multicenter InSync ICD Randomized
Clinical Evaluation

SCD-HeFT — Sudden Cardiac Death in HEart Failure Trial
SMASH-VT — Substrate Mapping and Ablation in Sinus Rhythm to
Halt Ventricular Tachycardia

VTACH — Ventricular Tachycardia Ablation in Coronary Heart Disease

CoxkpanieHust

AB — aTpUOBEHTPUKYJISIPHBIN (MpeaCcepIHO-KETyI0UYKOBbIA)
AKITXK — apurMoreHHast KapIMOMUOTIATHsI TTPABOTO XeJyqouKa
AMKP — aHTaroHMCT MUHEPATKOPTUKOUIHBIX PELIENITOPOB
Bbb — GeTa-6:10KaTOp

BJIHIIT — 6nokana jgeBoit HOXKU Tyuka [uca

BITHIIT — 6yokana npaBoit HOXKM Tyuka [iica

BPA — 670KkaTOp peuenTopoB aHTHoTeH3uHa 11

B/B — BHYTPUBEHHO

BAC — BHe3amnHasi apuTMU4ecKasi CMEpPTh

BHC — BHe3anHas HeoObsICHUMAst CMEPTh

BITIC — BpoXIeHHBbII TOPOK CepLia

BCC — BHe3anHasi cepaeyHasi cMepTh

BT — BBIXOZHOI TpakKT

BTJI2K — BbIXOIHO# TPaKT JIEBOTO XeTyn0uKa

BTITK — BBIXOAHOI TPAKT MPABOro XeIya0ouKa

'KMII — runeprpoduyeckasi KapauoMuonaTus

IpBK — rpymnma 3KCIEepTOB, YJYACTBOBABIIMX B TOATOTOBKE MaHHBIX
peKoOMeHIauumn

OBXT — nByHampaBjieHHasi BepeTeHOOOpa3Has XeJylIouKoBasl TaXu-
Kapaust

I — moBepuTEIbHBIN MHTEPBAT

JKMII — nunataurioHHasi KapIMOMHUOATUS

KA — xenynoukoBasi apuTMus

KHP — xenynmoukoBble HapyIlIeHUs] pUTMa

KT — xenynoukoBasi TaX¥Kapaus

KTA — XenynoukoBasi TaXMapuTMuUst

KB — xemymoukoBasi 9KCTPaCcHCTONa/IKCTPACUCTONUS

HATI® — MHrUOUTOP aHTMOTEH3UHITPEBPAILAIOIIEr0 (hepMeHTa

MNBC — umemuyeckast 60Jie3Hb cepiia

HK]l — umruianTupyemMblit KapauoBepTep-aeduopuisaTop

WM — uHbapKkT Muokapna

MNMOnST — undapkT Mmuokapna 6e3 nogbema cermeHTa ST

MMnST — uHdapkT MHOKapaa ¢ moabeMoM cermMeHTa ST

KA — kopoHapHas apTepusi

KATI' — kopoHapHast aHrrorpadust

KITXKT — kaTtexonaMuHepruyeckasi MoJUMOpdHas XKeJyqouyKoBast
TaXuKapausi

KT — xommblotepHast Tomorpacbust

JIK — neBblIit Xeyn04eK,/JTeBOXETyTOUKOBBII

JIKT — neBoxenymnoukoBasi TaXMKapaust

MPT — MarHuTHO-pe30HaHCHas ToMorpadus

MC — MWJIMCEKYH/Ia

HKJI — HocuMBIit KaparoBepTep-aehudpuLIsiTop

HYXT — HeycroitunBas xenya1ouKoBasi TaxXuKapaus

OKC — ocTpblif KOpOHAPHBIM CUHIPOM

OP — orHocutenbHbIit puck (RR — (aHr.) relative risk)

OII — orHoweHue maHcoB (OR — (aHri1.) odds ratio)

OOBKT — omHODOTOHHAS SMUCCUOHHASI KOMIIBIOTEPHAS TOMOTpa-
busa

IT2K — npaBblit XeTynoueK,/paBoXe Ty 10UKOBBIM

I[MCX — mporpamMMupyemasi CTUMYJISIIMS KeTyT0IKOB

PKHM — paHaoMHU3MpOBaHHOE KOHTPOJIMPYEMOE UCCIeI0BaHUE

PKMII — pecTpuKTUBHasI KapAUOMUOMATUS

Cbp — cunapom bpyrana

CBHC — cuHIpoM BHE3amHOi HEOObSICHUMON CMEPTH

CH — cepneuyHast HEIOCTaTOYHOCTD

CPT — cepnevHasi peCUHXPOHU3UPYIOIIAst Teparus

CPT-JI — ceprmedHass peCMHXpOHU3UpYOLIAsl Tepanusi ¢ (GyHKIMe
nedubpuuIsiTopa

CPT-I1 — cepneuHass peCMHXpOHM3UpYIOIIasi Tepanusi ¢ (GyHKIMe
CTUMYJISILIUKA

CC3 — cepneyHo-coCcyIuCTbie 3a00IeBaHUS

CY-BKTI — curnan-ycpennenHass DKIT

®B — ¢pakums BeIOpoca

DK — GUOPMILISIINS XeTYyTOUKOB

DK — GyHKIMOHATBHBIN KJTacc

DIT — dubpuIALMS TIpeacepanit

XCH — xpoHuueckas cepaeyHast HeIoCTaTOYHOCTh

OKI — anekTpokaparorpaMMa/asieKTpoKaparorpaduyeckuit
DDOU — 351eKTpoHU3NOIOTNIECKOE UCCIIEIOBAHUE
Ox0KTI — axokapauorpadusi/sxoKapauorpaMmma

HR — otHomenue puckoB (HR — (anri.) hazard ratio)
LMNA — namun A/C

LQTS — cunapom ymuinHeHHoro uHtepBaia QT

LQTS1 — cunapom yminHeHHoro uHTepBaia QT 1-if Tun
LQTS2 — cunapom yminHeHHoro uHtepsaia QT 2-it Tun
LQTS3 — cunapom yminHeHHoro uHtepBaia QT 3-it Tun
SCORE — Systematic Coronary Risk Evaluation

SQTS — cuHapom ykopodeHHoro nHrepsana QT

QTc — ckoppekTupoBaHHbII MHTepBa QT
WPW-cunapom — cunapom Bonbda-IlapkuHcoHa- Yaiita
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KNNMHWYECKME PEKOMEHZALNN

1. Mpeambyna

B pexomeHngamusix npeacTaBieHo 0000IIeHe U CUC-
TeMaTUIECKWI aHAJIN3 BCEX UMEIOITUXCS JOKAa3aTeTbHbBIX
JIAHHBIX TIO0 OTIPENEJICHHOW MPOOeMaTuKe, aKTyaTbHBIX
Ha MOMEHT WX CcOcCTaBjieHus. PexoMeHmamuu cmyxar
BCTIOMOTATEIbHBIM WHCTPYMEHTOM TSI METUIIMHCKUX
pabOTHUMKOB TIPY BHIOOpE HAWIYYIeil CTpaTeTuy Bejie-
HUST KaXIOTO KOHKPETHOTO TIAlMEeHTa, C YIeTOM €€ BITU-
STHUST HA UCXO[I JICYCHUSI, a TAKKe TIPUHUMAsT BO BHUMA-
HHE COOTHOIIEHNE PUCK-TIOJNb3a [IJIST pa3IMIHBIX INATHO-
CTUYECKUX U TePareBTUUECKUX METONOB. PekxoMeHmaum
TIOMOTAIOT B MPUHSATUM PEIICHWI B PYTUHHOW KJIMHIYE-
ckoit mpakTrke. OMHAKO TOJBKO JieUalluii Bpad MOXKET
TIPUHSITH OKOHYATETbHOE PEIICHUE 110 BEIEHUIO KaXI0TO
KOHKPETHOTO TaIMeHTa TTOCIe HaIjIeXalleil KOHCYTbTa-
LMY C CAMUM TTAIIUEHTOM U €T0 OJTU3KUMU.

3a mocienHue TOAbI TIpodheCcCHOHATBHBIE COOOIIe-
cTBa, B ToM yncie EBponelickoe 00111ecTBO KapIroIoToB
(EOK), omy6imkoBaad MHOXKECTBO PEKOMEHIAIIUIA.
B cBsI3M ¢ OrpOMHBIM 3HAYEHWEM PEKOMEHIAIWM s
KIMHAYECKOUW TIPAaKTUKK OBLTM pa3pabOTaHbl KPUTEPUU
KavecTBa TaKWX JTOKYMEHTOB, KOTOpbIE MPU3BaHbI 00ec-
MeYuTh OoJiee SICHOE M TIOCTENOBATEIbHOE WM3IOXEHUE
MHEHMSI JKCMIEPTOB, KOTOPOE OOJDKHO OBITh ITOHSITHO
1IeJIEBOI ayTUTOPVH, SIBJISTIOIIEICS TTOJIb30BaTEIEM PEKO-
MeHpauuii. TpeboBaHMS K COCTAaBACHUIO U MyOJIMKAIIUU
pexomenmanuit EOK mipencraBieHsl Ha opULIMATEHOM
caiite OobmectBa (http://www.escardio.org/Guidelines-
&-Education/Clinical-Practice-Guidelines/Guidelines-
development/Writing- ESC-Guidelines). PexomeHmammu
EOK perynsipHo 0OHOBIISIIOTCS M OTpaXaloT o(hHIINaIb-
Hylo mo3unuio QOOmecTBa 1O paccMaTpUBaeMOMY
BOIIPOCY.

B PaGouyio rpymnmny Mo COCTaBJIEHUIO HACTOSIIMX
peKOMeHaunii ObITM BKITIOYEHBI IKCTEPTHI B 00JIaCTH

Pa3IMYHBIX Pa3aeIoB KapIUOJIOTUH, KOTOPBIC SIBISIOTCS
CIICINAINCTAMIA B OKa3aHWU MEOUIIMHCKONW ITOMOIIN
MaleHTaM ¢ paccMaTpuBaeMoil marosnoruei. Ilpwuria-
IIEHHBIE SKCIIEPThl MPOBEIU TIIATEJIBbHBIA 0030p OMy-
OJIMKOBAaHHOW JIUTEpaTyphl IO BEACHUIO TAIIMEHTOB
C paccMaTpWBaeMBIMHU 3a00JIeBaHMSIMU (BKIIIOYAST OHa-
THOCTHUKY, JICYeHHNE, MPODMIAKTUKY W pPeadMIATAIIIIO)
B COOTBETCTBUU ¢ TpeboBaHusIMH Komurera 110 ITpakTu-
gecknM Pexomenmanmsam (KITP) EOK.

[IpoBemeHa KpuTHWYeCKasi OLICHKA TUATHOCTUICCKUX
¥ TePaINeBTUYECKNX METOIOB, BKIIIOYAsT OIICHKY COOTHO-
IIeHUsI PUCK-TIONIb3a. Takke ObLIa BBHIITOJTHEHA OICHKA
OXMITaeMBbIX MUCXOHOB JICUCHUS IJIST OOJIBIINX TTOITYJISIIINIA
MallMeHTOB, €CIW COOTBETCTBYIOIINE NTaHHEBIC OBLIN
B HaJIUYWHM. YPOBEHb JOKA3aTECIbHOCTH M KJIACC PEKO-
MEHOAIINI 110 OTACIBHBIM METOAAM JICUCHUST OTIPEACIISIITN
B COOTBETCTBHMM C 3apaHee YCTAHOBJICHHBIMU KPUTCPU-
avu (Tadmn. 1 u 2).

Bce skcrepThl, y4acTBOBABIINE B COCTABICHUU WK
pEelLICH3UPOBAaHNN HACTOSIINX PEKOMEHIALIMU, TIPEIO-
CTaBUJIA TIOJHYI0 WH(POPMAIUIO O HAJIWYNU B3aWMO-
OTHOIICHWI M KOHTAKTOB, KOTOPBIE MOIJIM CIIYXUTH
pealbHBIM WM TTOTCHIIWAIbHBIM HMCTOYHHUKOM KOH-
(bmKkTa MHTEPECOB. DTU CBEACHMUS OBUIM OO0BCIMHECHBI
B OIWH JOKYMEHT, KOTOPBII pa3MelneH Ha caiite Oo1e-
ctBa (http://www.escardio.org/guidelines). DKcmepThl
obum 00s13aHBI coobmaTe EOK o mob6oM m3MeHeHNHT
WHGOPMALIMA OTHOCUTENIBHO KOHMINKTa HHTEPECOB.
duHaHcoBas momaepXKa Pabodeil TpyIIIbI IO COCTaB-
JIECHUIO pEKOMEHJALINI OCYLIECTBIAIACH 3a CYET CPEACTB
EOK, 6e3 rpuBie4eHST KOMMEPUYECKMX OpTaHU3AIINIA.

KITP KOHTpOJUpYET U KOOPAMHUPYET MOATOTOBKY
HOBBIX PeKOMEHAAIINI paOOYMMM TPyHIIaMH, TPYIIIaMU
9KCIIEPTOB M COIJIACUTEIIBHBIMA KOMUCCHUSIMHU, a TaKXKe
YTBepXIaeT TEKCT peKoMeHmalnii. Bce pekoMeHmammmn

Tabnuua 1
Knaccbl pekomeHgaummn
Knaccbi Onpepenexve MNpennaraemas
pekomMeHaaumnin dopmynupoBka
Knacc | [LaHHble n/unm Bceobluee cornacue, 4To KOHKPETHbLIA METOL NeYEHUS U BMELATENbCTBO NOME3Hb, PekomeHpyetcs/
3¢ deKTUBHBI, UMEIOT NPEUMyLLLECTBA. nokasaH
Knacc I MpoTMBOPEYMBLIE AAHHBIE /UM PACXOXAEHNE MHEHWI 0 NoJib3e/3¢pdPEKTUBHOCTU KOHKPETHOrO METOAA
JIeYeHVs UK NpoLesypbl.
Knacc lla B0/bLUMHCTBO AaHHbIX/MHEHWI rOBOPUT O MoJIb3e/3¢PEKTUBHOCTH. Llenecoo6pasHo
NPYMEHSITb
Knacc IIb JlaHHble/MHEHMS He CTOJIb YOeanTesIbHO roOBOPST O Nosb3e/3¢dEeKTMBHOCTU. MOXHO NpUMEHsITb
Knacc Il [aHHble n/unm Bceobluee cornacue, 4To KOHKPETHbLIA METOL, NeUEHUS U BMELATENbCTBO HE SBSIOTCS He pekomeHayeTcs

nonesHom uv aGbEKTUBHOA, & B HEKOTOPbLIX Cly4asx MOryT MPUHOCUTb BPes,

Tabnuua 2

YpoBHU fOKa3aTeNbHOCTHU

YpoBeHb Aoka3aTeNnbHoCTH A
YpoBeHb fokasatensHocTv B
YpoBeHb gokasatensHoctv C

[aHHbIe MHOrOYMCNIEHHBIX PAHAOMU3NPOBAHHbIX KIIMHUYECKNX UCCNEA0BAHMIA NN META-aHaNN30B.
JlaHHble 0AHOr0 PaHAOMM3MPOBAHHOTO KIIMHUYECKOrO UCCNEA0BAHMS N KPYMHbIX HEPAHAOMU3MPOBAHHbIX UCCNES0BAHUNA.
CornacoBaHHOE MHeHWe 9KCMEePTOB 1/unu HebonbLINE NCCNeOBaHUS, PETPOCNEKTUBHbIE NCCIeA0BaHUA, PEruCTpbl.
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EOK mpoxomsT THiaTelbHYIO IIPOBEPKY, KOTOpas OCy-
mectBasietcss cuiamu KITP 1 He3aBUCHMMBIX 9KCIIEPTOB.
Ilocne BHeceHUsI BceX HEOOXOOUMBIX IOMNPABOK PEKO-
MEHJALMU YTBEPKIAIOTCS IKCIIepTaMU paboyeid rpyIIbl.
OkoHYaTeIbHas Bepcus TOKyMeHTa yTBepxaaceTcst KITP
o myonmkanuu B KypHae European Heart Journal.
Ilpu cocTaBieHUM pPEKOMEHIALIMK YYUTHIBAIOTCS BCE
Hay4yHble UM KJIMHMYECKHUE NAaHHbIE, a TaKXKe pe3yJbTaThbl
HUCClIeNOBaHUM, MOCTYIMHbIE HAa MOMEHT COCTaBJICHUS
PEKOMEHIALINIA.

IIpouecc paspadbotku pexkomenmanuii EOK Bximio-
YyaeT He TOJIbKO aHadu3 M OO0beAMHEHHUE ITOCISIHUX
J0Ka3aTeJIbHBIX JAHHBIX MO OIPEAEIEHHON TeMaTUKe,
HO TakXXe co3gaHue 00pa3oBaTebHBIX PECYPCOB U MPO-
rpaMM II0 BHeApeHUIo pekoMeHmauuii. C 3Toi IeIbio
ObUIM CO3JdaHbl KapMaHHasl BepCUs pPEKOMEHIAlLN,
KpaTKasl mpe3eHTalusi, OpOILIIOPhl ¢ OCHOBHBIMU TE3M-
caMHu, KapTOUKU C KpaTKoit mH(opMauuei IS mpen-
cTaBUTEJIe Opyrux crenuaibHOCTEeH, a TakXke 3JeK-
TPOHHAas BepCUsl peKOMEHIALMM IJISI MYJbTUMEINNHBIX
MPWIOXKEHUN (ISt cMapT(GOHOB M IPYTUX YCTPOMCTB).
OmgHako 3TH BepCUM PEKOMEHIALIMU SIBJISTIOTCSI COKpa-
IIEHHBIMU, ¥ TP HEOOXOIUMOCTHU CJIeAYET 00palaThCs
K TIOJTHOM BEPCUM PEKOMEHIAILIMNA, KOTOpasi pa3MelleHa
B CBOOOITHOM IOCTyIe Ha odummaabHOM caiite OO1me-
ctBa. HaumonanbHBle accommanmuu-napTHepsl EOK
MOTYT PaclipoCTPaHsITh, IEPEBOAUTDL U BHEAPSTH B MpaK-
THKY BCe PEKOMEHIAIMM, ONMyOiamMKoBaHHBIE OOIIeCT-
BOM. bosbiioe 3HaueHUMEe MMEIOT IPOTPaMMBI II0 BHE-
IPEHUI0 PEKOMEHJAlM B KIMHUYECKYIO TPAKTUKY,
MOCKOJIbLKY COOJIIoJeHNE YyKa3aHHBIX aJrOPUTMOB
U TIPUHIIUIIOB MOJIOXUTEIbHO CKAa3bIBACTCSI HA MCXOME
JICYCHUS.

JI1s1 OLIEeHKM CTENEeHU CJAeHOBaHUSI PEKOMEHAALIMSIM
Ha IIPaKTUKe HEOOXOAUMBI 0030PhI U PETUCTPhI, KOTOPHIS
MO3BOJISIT 00ECTEYUTh OOPATHYIO CBSI3b MEXAY KIMHUYE-
CKMMU MCCIEAOBAHUSIMU U TIpOLecCaMU COCTaBJICHUS
peKOMEHIaul, paclpoCcTpaHEeHUEM M BHEApPEHUEM HUX
B KIIMHUYECKYIO TTPAKTUKY.

B cBoeli mpakTU4ecKO# AesITeIbHOCTU CIICIIUAINC-
TaM B 00J1aCTH 3paBOOXpPaHEHUS CleayeT o0paliaTbes
K pexomeHmanusM EOK kak K BcrmomoraTelbHO
nHGOpMaMKM JIST pelleHUs KIWHUYECKUX 3ajad,
a Takxe JJIsI OompeAesieHUsI W pealu3alluy CTpaTerui
npodUIAKTUKNA, AUATHOCTUKU M JIeUEeHUS KOHKPET-
Horo 3aboneBaHmsa. OpHako pekomeHmanun EOK
HU B KOeli Mepe He OTMEHSIOT JMYHYI OTBETCTBEH-
HOCTh CIIELIMAJIMCTOB MO NPUHSITUIO TOYHBIX U HajIe-
XalllMX pelleHUid ¢ y4eToM XapakTepa 3abojieBaHUs
Yy KaXJOTO KOHKPETHOTO MallMeHTa U MOcJie KOHCYJIb-
TallUU C CAMUM TTALIUEHTOM U e€TO OJIU3KUMMU, €CIIU ITO
ejiecoodpa3Ho M HeobOxoaumo. Takxke m000# Bpau
HeceT OTBETCTBEHHOCTb 3a IIPOBEPKY TpeOoBaHUM
¥ HOPMATUBHBIX JOKYMEHTOB 10 JIEKAPCTBEHHBIM Mpe-
naparaMm U MEIUIIMHCKUM U3IeIUSIM B MOMEHT UX IIPU-
MEHEHMUS.

2. BeepeHue

Hacrosmuit 1oOKyMeHT mpeacTaBiisieT coboil 0OHOB-
JieHHyo EBporneiickyto Bepcuio Pexomenaauuii AMepu-
KaHCKOM Kojuerun KapamosioroB (AKK)/AmepukaH-
ckoii koyerum KapamosoroB (ACC)/EBpomeiickoro
obmectsa kapauonoros (EOK) 2006r 1o jeuyeHuIo mamu-
C€HTOB C XeJyIOYKOBBIMH aputMussMu (2KA) m mpodu-
JIAKTUKE BHe3aIHoit cepaeuHoit cmeptr (BCC) [1].

B cBere HemaBHO ONyOJIMKOBAHHOTO KOHCEHCYCA
no yedeHNo KA OT BeoyIIMX MEXOYHapOTHEIX CO00-
IIECTB IO JICUCHUIO HapylleHuil put™Ma [2, 3], Komurer
mo coctapieHnio pekoMmeHmannit EOK pemmn ymeanTthb
OCHOBHOC BHMMAaHHE B HACTOSIINX PEKOMEHIAIIMSIX
Bompocam npenoTparicHus BCC. Hacrosiee o0HOBIIC-
HUE KpaiiHe CBOEBPEMEHHO, YUWTHIBAs HOBEIC TaHHBIC
O C€CTCCTBEHHOM TEUYCHHWHU 3a00JIeBaHMII, IPUBOISIINX
K BCC, a Takxe 3aBepllIcHME MACIITAOHBIX MCCIICHOBA-
HUIA, KOTOPBIE M3MEHST MOIXOAbI K MEAUKAMEHTO3HOMY
W XAPYPTUICCKOMY JICUCHHMIO CEepICIHON HETOCTaTOU-
HoctH (CH).

2.1. CTpykTypa pekomeHzauumn

Hacrosammit mOKyMEHT COOCPXKUT pa3aeibl, TTOCBSI-
IIeHHBIC ONpeaeicHHBIM TeMaM. [Ipemmaraemyio cxemy
OLICHKHM PHCKa M CTPATeTUH JICUCHUSI CJICIYeT agallTHPO-
BaTh IJIsI KaXXIOTO KOHKPETHOTO IAIEeHTa C YICTOM
COITYTCTBYIOIIMX 3a00JIeBaHN, OXKMIACMOM IIPOIOJIKI-
TEJBHOCTH XXNU3HHU, N3MEHCHUS Ka4eCTBa XXNU3HU U APY-
rux (paKTOpPOB.

IIpu moaroroBke oOHOBIeHHON Bepcuu Komwuter
MIPOaHAIM3NUPOBAJl CaMble ITOCICOHNE PEKOMEHOALINU
110 KaXXIOMY M3 pacCMaTPUBAEMBbIX BOIIPOCOB U M3MECHILT
KJ1acc M(MJI) YPOBEHB TOKA3aTeIBHOCTH C YIETOM HOBBIX
PE3YIIBTATOB PAaHIOMU3UPOBAHHBIX MCCICIOBAHMIA, METa-
aHAJIM30B WJIN KIMHNYCCKUX TaHHBIX. CTpyKTypa 1 (op-
MYJIUPOBKH OOHOBJICHHOW BepCHU OBUIM IIPUBCIACHBI
B COOTBETCTBHE C IIPEABIAYIIEH Bepcueil peKOMEHIALIMA.
OmHaKoO B HEKOTOPHIX CIIydastx (DOpMYJIMPOBKHU B TEKCTE
peKOMEHIAIM OBUIM M3MEHEHBI, YTOOBI cHEIaTh WX
0oJree TOYHBIMU W TIOHATHBIMH YATATEIIO.

B cocTtaB KoMHUTETa SKCIIEPTOB BXOAYUIM BPadM M IPY-
Tre MeIUITMHCKIE PAOOTHUKH, SIBIISIIOIIMECST CTICITHAIIVIC-
tamu B ooactt BCC n ee mpoduinakKTUKKY, MTHTEPBEHII-
OHHOI 3JIEKTPODU3NOIIOTUN, JICUICHUS CIIOKHBIX KA,
nmemudeckoit 6onesnu cepaua (MbC), CH u xapauo-
MUOIIATHIA, TIEAUATPUN 1 IETCKOI apUTMOJIOTHH, HHCTPY-
MEHTaJIbHBIX METOIOB JICUCHUSI, YXO/Ia 32 KApANOJIOTHIEC-
KUMH OOJBHBIMH, TCHETUKH CEPIEUYHO-COCYIMCTHIX
3a6oseBanuit (CC3) m CeCTPUHCKOTO Iea.

PexomeHmanum OBITM  YTBEPXKICHBI €TMHOTIACHO
Bcemu wieHamu Komurera. PelieH3upoBaHUEM pEKOMEH-
Tl 3aHUMAJIICh 74 crienmanncTa. I1o uroraM TiaTelrb-
HOTO 0030pa JIUTepaTyphl JOKYMEHT OBLT momoyHeH 810
ccoikamMu. PexomeHpmaumy 1o mpodmiraktuke BCC,
KOTOpBIC OBIIN B3SITHI 32 OCHOBY ITPH COCTaBJICHUH HACTO-
SIIIIETO JOKYMEHTa, TiepedrciicHBl B Web Tabmutre 1 [3-13].
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Tabnuua 3

OnpepaeneHns 4acTo UCMOJIb3yeMbIX TEPMUHOB

TepmuH Onpepenexune

BHesanHas CMepPTb

Hel'lpe,D,Bl/l,ELeHHOe cmMmepTenibHoe COGbITI/Ie, He CBA3aHHOe C TpaBMOﬁ 1 BO3HMKaloLLEee B TedeHne 14

Ccbinku®
1

C MOMEHTa NosBNEHUS CUMNTOMOB Y NPAKTU4eCKM 340P0BOrro YesnoBeka.
Ecnun cmepTb HacTynuna B OTCYTCTBME O4EBUALIEB, K MPAKTUYECKM 300POBLIM MOXHO OTHECTU NINL,
C XopoLwurm caMO4yBCTBMEM U OTCYTCTBMEM Xanob B TeyeHne NpeaLecTBYOWMX 24 4,

CvHAPOM BHE3amnHoW HeOBLSCHUMO CMepTH
(CBHC) 1 BHe3anHas HeobbsicHMas cmepTb (BHC)
y netei oo 1 roga

BHesanHas ceppeyHas cmepTb (BCC)

BHe3anHasi cMepTb 6e3 BUAVIMOM NPUYMHBI y B3POCTILIX U AETell B Bo3pacTe <1 roga B cnyae,
KOrAa ayToncus He NPOBOAMNACh.

TepMnH NPUMEHAETCS B CREAYIOLLMX CYyHasnX:
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1,14, 15

« Ecnu BpoxaeHHoe nnm npuobpeTeHHoe noTeHumanbHo datanbHoe 3abonesaHne cepaLa 6biio
[MarHOCTUPOBAHO MPY XN3HW Unn

* Ha ayToncuu BbisiBNeHa natonorusi CepaeyHo-CoCyAUCTOoN CUCTEMBI, CNOCOGHAS NOTEHLMANLHO
ObITb MPUYUHO CMEPTY KA

* Ecnu oueBuaHbIE 3KCTPaKapaManbHbIe MPUYMHBI CMEPTY MO AAHHBIM ayTONCUN HE BbISIBNIEHDI,
1 HapYLLEHWE PUTMA CYXMUT HauGOoNee BEPOSITHON NPUYUHON.

CvHApoM BHe3anHoi apuTmMmyeckoii cMepTu (BAC)
1 CYHOPOM BHE3arnHow CMepTu y aeTeit

[laHHbIX 2yTOMCUN 1 TOKCUKOJIOTMHECKOrO UCCIEA0BaHNS HEAOCTATOYHO A1 YCTAHOBIEHUS
MPYYMHBI CMepTU, cepaue 6e3 CTPYKTYPHO NaTonorMm Npy MakpoCKOMUYECKOM 1 MMCTONIOMMYECKOM
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MCCNeaoBaHn, B TO BPEMS Kak BHECEPAEYHbIE NPUYMHBI CMEPTW UCKIIOYEHDI Y B3POCbIX U fETEN.

MpepoTBpalleHHas 0CTaHOBKa cepaua

BHe3anHas ocTaHOBKa cepaLa B Te4eHne 14 0T MOMEHTA BO3HUKHOBEHUS CMMTOMOB, KOTOPYIO

YAANnoCh NPeAOTBPATUTL C NMOMOLLbIO YCNEWHbIX PEaHUMALMOHHBIX MEPOMPUATII (K MpUMepy,

nedbvbpunnaumm).
Vpmonatuyeckas ®X

[narHoctnpyeTcs, ecnm npu KIMHAYECKOM o6cnefoBaHUM NaLMeHTa, nepexwusLuero ann3on, DX,

17,18

HE BbISIBNIEHO HUKAKMX OTKIIOHEHWIA.

MepBuyHas npopunaktnka BCC

Tepanus, HanpasneHHas Ha CHUXeHne pucka BCC y nuLl, MeloLLyX BEPOSITHOCTb €€ PasBuTus,

HO Np¥ OTCYTCTBUM B aHAMHE3€E 3Nn1304a OCTAHOBKM CEPALIA MU XN3HEYrPOXAIOLLMX apUTMUIA.

BropuyHas npodunaktvika BCC

Tepanus, HanpasfeHHas Ha CHUXeHVe pucka BCC y nauneHToB, nepexuBLLIMX OCTAHOBKY Cepaua

1

NI MeLLNX XU3HeyrpoxaroLime aputMumn.

npumeqauue: - CCblJIKK, NOAAEPXNBAOLLME YPOBEHb A0KA3aTe/IbHOCTU.

Cokpauienusi: BAC — BHe3anHas aputmuyeckas cMepTb, BCC — BHe3anHas cepaeyHas cMeptb, BHC — BHesanHast HeobbsicHumas cmepTtb, ®X — dubpunnaums

XKeNyo04KOB.

3. Onpenenenus, aNUAEMUOIOrus U BOSMOXHbIE
nepcnekTuebl No npodunaktuke BCC

B Tabmuue 3 mpuwBOISTCS OMNpeneieHUus TOHSTUIA
BCC, npenoTrBpaliieHHas OCTAHOBKaA cep/lia, INOIaTH-
yeckas pubpwuisums xenynoukon (DPXK) u apyrux tep-
MUHOB, CBA3aHHBIX ¢ TTpodunakTrkoit BCC.

3.1. Anuaemuonorus BCC

3a mocnennue 20 yeT, Ha (hOHEe aKTUBHOTO BHEIpE-
Hus Mep no npodmiraktuke n nedyeHuio UBC u CH,
B Pa3BUTHIX CTpaHax cMepTHOCTh 0T CC3 yMeHbIIMIACH
[19]. Ho HecMOTpst Ha 3TH ONTHUMMCTUYHBIC TaHHEIC,
exxeromHo ot CC3 Bo BceM MUpe morudaior 17 Mumimo-
HOB 4eJIOBeK, M3 Hux 25% craHossarcs xeprBamu BCC
[20]. Puck BCC BbIllle y MY:XYMH U YBEIUUMBACTCS
C BO3pacTOM B CBSI3U C OOJIbIIIEN pacIPOCTPAaHEHHOCTBIO
MNBC cpenu moxwisix momeii [21]. Yucmo caygaes BCC
BappupyeT ot 1,40 nHa 100000 nacenenust B rog (95%
npoBeputeabHblil nHTepBan (M) 0,95, 1,98) y keHIunH
10 6,68 Ha 100000 uyenoBek B rox (95% AU 6,24, 7,14)
y myxumnH [21]. Yucao cirygaes BCC cpemn MOJIOIBIX
nokoJieHnit cocrasisieT 0,46-3,7 Ha 100000 HaceneHus
B rom [22, 23], urto TpaHCGhOPMUPYETCSI IIPUMEPHO

B 1100-9000 cmepteit B EBpome u 800-6200 cmepteit
B CIIA xaxnwiit rox [24].

3.1.1. Mpuuunbl BCC B pa3Hbix BO3PACTHbIX rpynnax

VY mereif ¥ B3POCIBIX MAIIMCHTOB Pa3INYalOTCs OCHOB-
Hele TTpmanHBI pa3Butusg BCC. Tak, B MoIomoM Bo3pacTe
MpeodIagaeT MaToIOTHsI MOHHBIX KaHAJIOB, KapIHOMUOIIA-
i (Web 1abm. 2) [21, 25-48], MHOKapOUTE U Pa3IAIHbIC
WHTOKCUKAIIMM, B TOM 4YHCIIe HapKoTmdecKue [49],
B TO BpeMsI KaK B 00JIee CTapIieM BO3pacTe Ha IIepBOE MECTO
cpemy ripmaH BCC BBIXOIST AereHepaTHBHEIC 3a00J1eBa-
aust (MBC, xmamanasre mopoku 1 CH). B o6enx Bo3pact-
HBIX TpyIIax ycTaHosaeHue mpuanabl BCC npencrassier
oIpene/icHHBIC TPYIHOCTH. Tak, B IOXIMIIOM BO3pacTe BO3-
MOXHO couYeTaHMe HeCcKONbKnX xpoHmdyeckmx CC3,
¥ He BCeTIa MOXXHO OIIPEICINTh, KAaKOe 13 HUX B OOJIBIICH
crereHu crrocodctBoBaso pazsutio BCC. B Monogom Bo3-
pacre mpmumHa BCC MoXeT ocTaBaThCS HESICHON Iaxke
TIOCITe TIPOBEICHYS ayTOIICHH, ITOCKOJIBKY HEKOTOPEIE 3a00-
JIeBaHMSI, HAIpUMep, HACJCICTBCHHbIC KaHAJTOIATUN WM
JIEKaQpCTBECHHBIC apUTMHM, HE CBA3aHBI C KaKUMH-JIHOO
CTPYKTYPHBIMA W3MCHCHUSIMHU, W TIPM 3TOM YacTO SIBJISI-
fotcst ipranHO BCC B 3TOM BO3pacTHOIM TpyIIIe.
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3.2. MNaTtonoroaHaToMu4yecKkoe uccnenoBaHue
1 MONEeKynapHbIA aHanu3 y xxepts BCC

Moka3aHusa Kk ayroncuun
1 MOJIEKYNSIPHOMY uccnefoBaHuio y xxepts BCC

Knacc® YposeHb® Ccbinkm®
| C 17

PekomeHpauum

AyTOncus pekoMeHgoBaHa ans
YCTaHOBNEHWS NPUYMH BHE3AMNHON CMEPTH
1 BbIicHeHus akToB, sBnseTcs nm BCC
CNeiCTBUEM HAPYLLEHWIA puTMa Unu
[OPYrux MexaHu3moB (K npuMepy, paspbls
aHeBpK3Mbl a0PThl).

Hesasncrmo oT cpokos

NPOBEAEHNs ayToncuu Hapsay

C MaTosI0roaHaToOMU4YECKUM UCCNef0BaHNEM
peKkoMeHO0BaHO BbIMOIHEHUE CTAHAAPTHOIO
rMCTONOTNYECKOr0 UCCNELOBAHNS CEPALA,
BKJII04s MCCefoBaHNe MeyeHbIX 610K0B
nonepeyHbIX CPe30B MMoKapaa 06owmx
XeNyA04KOB, 061aAa0LLMX [OCTATOYHO
PEenpe3eHTaTMBHOCTbIO.

MocmepTHOE nccnefoBaHne 06pasLoB |
KPOBY U APYrux GUONOTNYECKMX XNAKOCTER

Ang nposeneHns TOKCUKOOTrMYEeCcKomn

1 MONEKYNSPHO 3KCNepTU3bl

PEKOMEHI0BaHO BO BCEX Crlyyasix
HeobbsicHmoi BCC.

17, 50,
51

[oCMepTHbIV FreHETUYECKUIA aHann3 ans lla

BO3MOXHOWN MAEHTUOUKALMN FEHOB,
NOTEHLMaNbHO aCCOLMMPOBAHHbBIX

C pa3BUTMEM BPOXAEHHO NaTonorum
cepaua, cneayet paccMatpuBaTh Y BCex
xeptB BCC, 15 KOTOPbIX BEPOSITHO Hanuuve
KaHanonaTuin uan KapamoMmonaTumi.

MpuMeyanme: * — KNace PEKOMEHAALMY, * — YPOBEHb [JOKA3ATENLHOCTH,  — CChl-
K11, NOAAEPXVBAIOLLME YPOBEHb AOKA3ATENBHOCTY.
Cokpauenne: BCC — BHe3anHas cepaeyHas CMepTb.

BrisBieHne IpUIMHBI BHE3aITHOM CMEPTH TO3BOJISICT
OJIM3KUM IOTHOIIIETO XOTSI OBl YaCTUIHO OCO3HATH U IIPH-
HATH CIIyYMBIIICeCS HECUaCThe, a TAKKE Y3HATh, CYIIECT-
BYeT JIM PUCK BHE3AITHOM CMEpPTH IS OPYTMX UWICHOB
cembu. [1o 3T0M MpUYMHE BCeM XXKepTBaM HEOObSICHIMOM
BHE3AITHON CMEPTHU CJICAYeT BBITIOJIHSITH ayTOIICUIO IIJIST
YTOYHEHMS AWArHo3a ITOCMEPTHO, YTOOBI MCKIIOYUTH
KapIUaJlbHyI0 TATOJOTHIO. B OOJBIIMHCTBE ClIyJacB
MIPUYNHOM BHe3aITHOM cMepTH saBiisieTcs MBC, ocobenno
y nun ctapire 40 jget. Ho mpu 3TOM He ciemyeT 3a0bIBaTh
¥ O IPYTUX IpUIMHAX, BKIIIOYasI TeHETUICCKIE Te(EKTHI,
KOTOPBIC COIIPOBOXIAIOTCA HAPYIICHHUEM CTPYKTYPHI
Mmuokapaa (Pasmen 7) mim ero 3J1eKTprIecKoi QyHKIINN
(Pasmen 8). Ecnu maTtoiormst mMeeT HacIeICTBEHHBIM
XapakTep, CYIICCTBYET PUCK 3a00JieBaHUS W BHE3aITHOU
CMEPTU IOPYTUX YJICHOB CEMBM, IO3TOMY TaK BaxKHO
BOBpPEMSI yCTAHOBUTD TWATHO3 U IIPUHSTH COOTBETCTBYIO-
L€ MEPBHIL.

K coxanenuro, maxe ¢ y4eTOM Pe3yJbTaTOB IaTOJIO-
TOaHATOMHWYECKOTO MCCICAOBAaHUS HEKOTOPOE KOJIMYe-
CTBO BHe3amHbIX cMepreit (o1 2% no 54%) [48] ocrarotcst
HeoObsacHUMBIMA (Web Tab:1. 2); TakKre IMUPOKHE KOJe-

O0aHMSI 3HAYCHMWIT MOTYT OBITH CBSI3aHBI C Pa3IMINSIMU
B IIPOTOKOJIAX BCKPHITUSI B PA3HBIX JICYCOHBIX YIPEKIC-
HusX. [ma pa3paOoTKy eOWHBIX CTAaHIApTOB ITaTOJIOTO-
AHATOMWYECKOTO MCCJICHOBAHMS OBUIM CO3IOAaHBI PEKO-
MCHIALUK, OIPEACIISIONINEe IPOTOKO MCCICIOBAHMS
cepaila M THUCTOJOTUYSCKOTO MCCICHOBAHMSI, a TaKKe
TOKCUKOJIOTMYECKOT0 U MOJIeKYJIsipHOro aHanusza [17,
50]. IIpaBUITEHO BEITIOJTHEHHOE TATOJIOTOAHATOMITYECKOE
WCCIeAOBaHUE IOJDKHO IaTh OTBETHI Ha CIICAYIOIINE
TIOCTaBJICHHBIC BOIPOCHL: (1) SBISICTCS M TIPUYMHOM
CcMepTH 3aboJieBaHMe cepana; (2) xapakTep 3a001eBaHUs
cepmma (ecmu mMeercs); (3) ObUIa M CMEPTh CBSI3aHa
C HapyImIeHUSIMH pUTMa; (4) eCTh I TIPU3HAKKW HaCJIeI-
CTBEHHOTO XapakTepa 3a0oJieBaHHUS cepalla U TpeOy-
eTCS JIN 00CJIeMOBaHNE POACTBEHHUKOB MOTHOIIETO; (5)
€CTb JIN TIPU3HAKN TOKCUIECKOTO IMOPaXKECHUS MU YIIO-
TpeOJIeHNsI HAPKOTUKOB, JIMOO APYrve IPUYNHBI HEECTe-
CTBEHHOM CMEPTH.

CraHgapTHOE THCTOJIOTMIECKOE HMCCIICHOBAaHME TKa-
HEl cepalia JOJKHO BBIMOJNHSATHCS Ha MEUYEHBIX OJIOKAxX
MHOKap/a, B3SITOTO M3 TUITMYHBIX JIOKATU3ALNIA Ha ITOTIC-
PEUYHBIX cpe3axX 000UX XEIYIOYKOB. MBI peKOMEHIyeM
OTIPABJIATh THUCTOJIOTMIECKIE OOpasIlbl B CIICIIMAT3H-
pOBaHHEIC LIEHTPHI, 00JIAMAFOIIE JOCTATOYHBIM OITBITOM
MOIOOHBIX MccaenoBanmii. [lepen 3aKimoueHrEM cepiia
B bopManmH clieayeT MPOM3BECTH €ro MaKpPOCKOIIMIC-
CKOe WCCIIeqoBaHMe, BKIIIOYas TIOIEPEUHBIN pa3pes
OT BEepXYIIIKH, W B3SITh TKAHU, KPOBb U IPYTHE OMOJIOTH-
YeCKHE XUIKOCTU ST TOKCUKOJIOTMIECKOTO M MOJICKY-
JIIPHOTO aHaim3a. Takke peKOMEHAYeTCs B3SITh OMOJIO-
ruueckue odpasiipl s mocaenyoueit akcrpakuuu JHK
C LIEJIbI0 TTIOCMEPTHOM MOJIEKYJISIPHOU aKcnepTussl [17].
I[MocMepTHAsT MONEKYIApHAsT OUATHOCTHKA SIBIISICTCS
BaXXHBIM JOTIOJTHEHNEM K OOBIIHOMY ITaTOJIOTOAHATOMM -
YeCKOMY HMCCIIeTOBAHUIO, TaK KaK ITO3BOJISICT TIOCMEPTHO
YCTaHOBUTh ITHATHO3 KaHAJIOMIATUM, KOTOPBIC SIBIISIOTCS
npuurHOM 15-25% BHE3aIHBIX apUTMUYECKUX CMEPTeit
(BAC) [17]. Bbnaromapss ImOCMEPTHOMY OIIpEIeICHUIO
mrarHo3a y Xepts BCC wim BAC, cTaHOBHTCS BO3MOX-
HBIM CBOCBPEMEHHOE OOCJICIOBAaHME W TeHETHUCCKUIA
CKPUHUHT WX POACTBEHHUKOB. COTJACHO ITOCICTHUM
KOHCEHCYCHBIM ITOKYMEHTaM IO JMArHOCTUKE M Jiede-
HUIO HACJICACTBEHHBIX apUTMUIA, ITOCMEPTHBIN MOJICKY-
JISIPHBIA M(MIM) TeHeTUIEeCKUI aHaInu3 CJICAyeT BBIMIOII-
HATh BceM XepTtBaM BCC 11py momo3peHNH Ha KaHAJo-
naTuio. MBI TaKKe MOMICPXKMBAEM 3Ty TOYKY 3PCHHS
¥ COBETYeM 3aMHTEPECOBAHHBIM UUTATEISIM 0OJjiee ITOMI-
pOOHO O3HAKOMUTLCS C ITOCICTHUMM KOHCEHCYCHBIMU
TOKYMEHTaMH I10 3Toi TeMe [14, 52].

3.3. Onpepenexune pucka BCC

Ipenckazanme BeposTHocTH pa3Butusg BCC sapistercsa
BCYHBIM HEpPa3peIlMMBIM BOIIPOCOM apUTMOJIOTHU.
[MombITKM HANTH HameXHBIC MPOTHOCTUYECKIE MapKephl
st BCC manm Tom9oK MHOTOYMCIICHHBIM UCCIICTOBAHUSIM
B cdepe apUTMOJIOTMU B TOCHeIHUe aecaTmnetus [53].
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Ceiiyac M3BECTHO, YTO HEOOBSICHUMBIN SIM301 BHE3aIl-
HOW CMEpPTHU SIBJISIETCSI PE3YJIBTATOM CTEUEHUS KpaitHe
HEOJIAarOIIPUATHBIX OOCTOSITENILCTB — B3aMMOIENCTBUS
ySI3BUMOIO CyOcTpaTa (TeHeTHMYeCKMe WIKM IPUOOpETEH-
HbIE M3MEHEHMS DJIEKTPUYECKUX WA MEXaHNYECKUX
CBOIMCTB MHOKapaa) ¢ MHOXKECTBEHHBIMH ITPEXOISIIINMU
(hakTOpamMu, KOTOpbIE BMECTE 3aIYCKAIOT IIPOLIECCHI, IIPU-
BOIsILME K CMEPTEIbHOMY Mcxomy. B aToM pasnese mpu-
BOIATCS HEMHOTOYMCIEHHBIE CXEMBI CTpaTU(UKALIMN
pucka BCC y 3mopoBbix jmir, namueHToB ¢ MBC 1 mamm-
€HTOB C KaHAJIOMATUSIMU 1 KapIUOMUOITATUSIMMU.

3.3.1. Jluua 6e3 n3eecTHbiX 3a0oneBaHuii cepgua

[Toutn B IMOJIOBMHE CJIydaeB OCTAHOBKA Cepilla Ipo-
WCXOOWUT y JIMII 0¢3 M3BECTHBIX 3a00JIeBaHWiI cepara,
OIHAKO OOJIBIMMHCTBO M3 HUX IIPX 3TOM MMEeT Hemua-
raoctupoBaHHy0 UBC [54]. [TosTomy Hanboree apdek-
TUBHBIM criocoboM TmpenorBpamenuss BCC B oOmieit
TIONYJISIIUU SIBJISICTCSI OIICHKA WHINBUIYAJIbHOTO PHCKa
pazButust MBC mo cymecTBYIOIINM IIKAJaM C TOCIIEY-
IOIIIM KOHTpOJIEM (paKTOpOB pHCKa, TAKUX KaK YPOBEHB
00IIIeTO XOJIeCTEpHMHA B CHIBOPOTKE, YPOBEHD TIIFOKO3HI,
apTepuaIbHOe JaBlIcHNE, KYpeHHe M MHIEKC MAacCH Tejia
[55]. I1o maHHBIM pa3IUYHBLIX aBTOPOB, CHUXKEHME 3200-
neBaemoctit MBC u mpyroii cepaeaHo-COCYIUCTOM ImaTo-
JIOTUHA TIPUBOIMT K YMEHBINCHMIO BeposiTHOCTH BCC
oty Ha 40% [56].

Pan uccrnenoBareneii [57-61] mosaraer, 4To CyLIECT-
BYeT TeHeTH4YeCKasl IIPEAPACTIONIOKECHHOCTD K BHE3aITHOM
cmepru. Tak, Jouven X, et al. omHMMU U3 MEPBBIX IIPO-
BEJIM OIICHKY IPOTHOCTMYECKOIO 3HAYCHUS CEMEHOTO
aHaMHe3a BHE3aITHOM cMepTH. B wmcciiemoBaHmuU, OITy-
6mkoBaHHOM B 19991 [57], aBTOPHI ITOKA3a/IM, 9TO IIPU
HaJIMINU ONHOTO CJIy4asl BHE3aITHON CMEpTH B CEMBE
otHocutenbHEI prck (OP) BCC cocrapiser 1,89, a mpu
IIBYX CITydasiX BHe3aITHol cMepTh B cembe OP Bo3pacTaeT
1o 9,44 (p=0,01). B To xe Bpems Friedlander, et al. [58]
B paMKaxX (paMHHTEMCKOTO HWCCJICOOBAaHUS ITOKA3aJIH,
YTO IIpU HAINM4MU ceMeitHoro anamHe3a BCC BeposT-
HOCTb BHE3aIlHOI cMepTu BospacTaer Ha 50% (OP 1,46
[95% AW 1,23, 1,72]). B 2006r Dekker, et al. [59] mipome-
MOHCTPHUPOBAJIM, YTO CEMEWHBIA aHAMHE3 BHE3AITHOM
CMEpTH 3HAYMTEIHLHO Yallle BCTpEYacTCsl Y JIMII, PeaHM-
MHpoBaHHBIX TTociae P2K, yeM B KOHTPOJIBHOI TpYIIIIe
(otHomenue mancos (OL) 2,72 [95% AU 1,84, 4,03]).
CXOICTBO 3THX pe3Yy/IbTaTOB BIIEUATISIET M 3acCTaBiISICT
3aAyMaThCs O TEHETWYECKON IIpeapacIoIOXEeHHOCTH
K BHE3aITHOM CMEpPTH, KOTOpas MOXKET CYIIeCTBOBATH
Iaxke B OTCYTCTBHE MCHACICBCKOTO HAaCJIeIOBaHUSI.
B cBs31 ¢ 9THIM HEOOXOIUMBI MOJIEKYJISIPHEIC HCCIICI0BA-
HUSI, KOTOpble Mo3Boiuau Obl oOHapyxuth JIHK-Map-
kepbl BCC mist 00111eit oIy sy,

Cpenu BcexX WCCIeOOBAaHWN OITHOHYKJICOTHIHBIX
MOJIMMOP(PU3MOB, OIPEHACISIOMMNX IIPEIPACIIOIOKCH-
HocTh K BCC, 3acIyXnBaoT BHUMAaHUS PE3yIBTaThI IBYX
IMOJTHOTCHOMHBIX HCCIICAOBAHMUIA: TOJJIAHICKOTO MCCIIe-

noBaHust AGNES [61], B KOTOpoM CpaBHMBAIK HalE€H-
TOB C BIIEPBEIC BO3HUKIITNM MHMapKToM Muokapaa (M)
B coueTanny ¢ @K 1 mammeHToB ¢ BIIepBbIe BOZHUKIIINM
1M 6¢e3 ®XK. [ToaHoreHOMHasI 3HAYMMOCTh OBLJIA yCTa-
HOBJIEHA UISI COWHCTBEHHOTO OTHOHYKJICOTUIHOTO
nojaumopdu3sma B 1okyce 21g21 ¢ OP 1,78 (95% AU 1,47,
2,13; p=3,36x10'10). DTOT pacpoCcTpaHeHHBIN OMHOHYK-
JICOTUAHBINA TIouMOpdU3M (47% OT YacTOTHI aJljIesIn)
HaXOIMTCS Ha MEXTCHHOM YJacTKe; OJIIKe BCeTo K HeMy
pacrioioxxeH reH CXADR (Ha paccrostHUM ~98 K0), KOTO-
pPBIl KOAWPYET BUPYCHBIM pELENTOpP, YYACTBYIOLIWM
B ITaTOTeHEe3e BUPYCHOTO MUoKapauTa. Bo Bropom mcciie-
JOBaHUM [62], KOTOpPOE IIPOBOAMIOCH Ha OOIBILIOM MaTe-
puaje, OTMEUEH CWJIBHBI CHUTHAJI OT JIoKyca 2q24.2,
coIepIKalllero TpW reHa ¢ HeM3BECTHOM (PYHKIIHEH, 9KC-
mpeccus KOTOPHIX XapaKTepHa Wi cepaua. Ilpwm Hamm-
YHUH IPUCYTCTBUS JaHHOTO JIoKyca puck BCC Bo3pacTaeT
a0 1,92 (95% AW 1,57, 2,34). OgHako B 3Toii pabote
HE yIAJIOCh BOCIIPOM3BECTH PE3YJIBTAThI MCCICHOBAHMS
AGNES, 4T0 MOXeT OBITh CBSI3aHO C OrpPaHUYEHUSIMU
B IW3aliHe WM pa3Mepe BEIOOPKHU MOCIIETHETo. Pe3yib-
TaThl BTUX WCCICHOBAaHMI IIOKA IIPEXKICBPEMEHHO
WCIIOJIb30BaTh B KJIMHWYECKON TIpaKTHKE, HO, TeM
He MeHee, TCHeTWYSCKNMEe TaHHBIE MOTYT OKa3aThCs
MOJIe3HH! IS oleHKM prcka BCC B MojiomoM Bo3pacre.
C nosiBIIeHEeM HOBBIX TEXHOJIOTHIA, KOTOPBIC TTO3BOJISIIOT
OBICTPO M 0€3 OCOOBIX 3aTPAT BBIIIOJHATH TCHOTHITIPOBA-
HIE, B CKOPOM BpeMeHU OyIeT HaKOIUICH CYIIICCTBEHHBIN
00BeM MaHHBIX UISI OYCHb OOJBIINMX ITOITYJISIIINI, YTO
CO3JaCT MOCTAaTOYHYIO CTATUCTHMYCCKYI0 MOIIHOCTD,
HEOOXOIMMYIO IIJIST TAKUX MCCIICTOBAHUIA.

3.3.2. NaumenTbl c UBC

Yxe OoJiee MBYX JAECSATUICTUIN TTOVCKHU MCCIEeNoBaTe-
Jieil BO BCEM MUPE HAIMpPaBJIeHBI HA BBISIBJICHUE “TIPEANK-
TopoB” BCC mpu MBC. Bruto mpeaioXeHo HeCKOJIBKO
HEWHBA3WBHBIX MapkepoB pucka BCC mpu wumemun
MMOKapna, B TOM YKCJIe OTBET MPU MPOTPAMMUPYEMOit
crumyasimun XerynodkoB (ITCXK), mmo3mame moOTeHIM-
aJel, BApUabeTbHOCTh CEPACYHOTO pUTMaA, Oapopediex-
TOPHYIO YyBCTBUTENbHOCTD, nucnepcnio QT mnHTEepBana,
anpTepHaumio 3youa T u TypOYJIEeHTHOCTh CEpAESYHOTO
putma. OmHako, HECMOTpPS Ha MHOTooOeIalIre
pe3ysIbTaThl TIEPBBIX MCCIEAOBAHUM, HU ONWH W3 BTUX
TMPOTHOCTUYECKIMX MapKEePOB HE 0KA3aJICsT TIOJIE3HBIM ISt
KIMHUYECKOM TPaKTUKU. EMMHCTBEHHBIM MPEANKTOPOM,
JUTSI KOTOPOTO TIOATBEPXIEHA CTOWKAsi CBSI3b C PUCKOM
BHe3armHo# cmeptu Ha hoHe UM u nucdyHKImm 1eBoro
xenynouka (JIK), ssastercst pakums Beiopoca JIK (OB
JIX) [63, 64]. Hecmortps Ha To, uto OB JIK He sBiseTcs
TOYHBIM M XOPOIIIO BOCIPOU3BOAUMBIM KIMHUIECKUM
mapaMeTpoM, OHa UCTIOJIb3YETCsI JIJIST OTIPEICIICHUST TIOKa-
3aHUI K UMITIAHTAIIMY KapAroBepTepa-nedudprnisiTopa
B KauecTBe TepBuYHON Tpodunaktuku BCC, 3auactyio
BMecTe ¢ GYHKIIMOHATBHBEIM KitaccoM 1o NYHA. Cpenn
JPYTUX HOBBIX TapaMeTPOB, KOTOpPHIE MOTYT OBITh
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IMOJIe3HBI 1T olleHKN prucka BCC, ciemyer OTMETUTH
OMOXMMUYECKUE MapKepbl, TaKWe KaK HaTpuiypeThue-
ckuii mentua B tTuma m N-KOHILIEBOM HaTpuilypeTuue-
ckuii miportentua B Tuma, KoTopbie B IpeaBapuUTeIbHBIX
HCCJIEIOBAHMSIX ITOKA3aIM XOPOIILKe Pe3yJIbTaThl [65, 66].

3.3.3. NMauumeHTbl C HacNepCTBEHHbIMU aPUTMOreHHbIMU
3a0oneBaHUaAMM

Janmeko He UIST BceX KaHAJOIATU M KapaNOMHUOIIa-
THI pa3paboTaHbI CXeMBI CTPAaTH(MUKAIINN PUCKA: K TIPH-
Mepy, TPOIOKUTEIBHOCTh CKOppeKTupoBaHHOTO QT
nHTepBaia (QTc) sBiusgeTcs HamexXXHBIM MapKepOM pPHCKa
CEepICYHBIX COOBITUI TIpU CHHIPOME VIJIMHEHHOIO
untepsaia QT (LQTS) [67], Torna Kak HajIu4Kre TUIEP-
TpOodUHU TIEPETOPOIKH ITO3BOJISICT IIPOTHO3UPOBATDH UCXO
nmpu runeprpodumyeckoit kapauomuonatum (IKMIT)
[68]. ITpu mpyrux 3aboneBanusx, Bkiaodas Cbp u cuH-
npoM ykopodeHHoro mHTepBajga QT (SQTS), kpurepun
cTpatTu(pUKAIIM pPHCKAa HESICHBI, YTO IIPEACTABIISICT
CIIOXXHOCTH TIPH OIIpeAe/ICHUN ITOKa3aHUi K ITpoduiIak-
THYECKOM WMMIUIAHTAIIUM KapAuoBepTepa-aeduopuiuis-
Topa. Ha ceromHsimHmii meHb cTpaTUdUKAOUsS pPHCKa
Ha OCHOBE TEHETHMYECKOTO aHaM3a BO3MOXHA TOJBKO
IIIsT HEKOTOPBIX 3a0oneBanuit, Takux kak LQTS u nuna-
tanmoHHasa Kapauomuoratus (JIKMIT) ¢ myranmeit reHa
mamuna A/C [69-71].

3.4. MNMpepoTtBpaiwieHme BCC B oTaebHbIX rpynnax
3.4.1. CkpuHuHroeoe o6cnepoBaHue B o0Leit nonynaumm,
HanpaBNieHHOe Ha BbisiBNIeHne ¢pakTopoB pucka BCC

B ximmHMYECKO# TpaKTUKE BCETHa JOJKHA IIPHUCYT-
CTBOBaTh HACTOPOXKCHHOCTH B IJIaHE 3JICKTPOKAPINOTpa-
duueckux (OKI) m sxokapanorpadmdecknx (DxoKI)
IIPM3HAKOB HACJICACTBEHHEBIX apUTMOTCHHBIX 3a00JieBa-
HUI, KOTOPBIC TTO3BOJISIIOT CBOEBPEMEHHO BBISIBUTD JIHII
¢ BeicokuM puckoM BCC. OgHako 10 CUX TTOp HET eay-
HOTO MHEHHS O TOM, CTOUT JIU IPOBOAUTH MAaCCOBBHIU
cKkpyuHUHT Ha ¢axktopsl pucka BCC. B Uramuu u Smo-
HUHU BBeAcHBI crucTeMbl DKI'-CKprHMHTA C 1IeTbI0 BBISIB-
JICHUSI JIAII C HAaCJIEACTBEHHBIMH apUTMOTCHHBIMU 3200-
JICBaHWSIMHM, HEe WMCIOIINX B JAHHBIA MOMEHT KaKOi-
Jmbo cuMmnTomatuku [72-74]. B Espome um CIIA
00s13aTCIPHBIM SIBIIIETCSI CKPUHUHTOBOE OO0CJIeIOBaHIE
CIIOPTCMEHOB TIepell COPEeBHOBAHUSIMHU, COTJIACHO TPebo-
BaHMAM MeXIyHapOOHOTO OJMMIITMICKOTO KOMUTETa
[75-77], xoTs mocnenHee ucciaenoBanue B M3pane rmoka-
3aJI0 OTCYTCTBUE M3MeHeHnit B yactote BCC y mpodec-
CHOHAJBHBIX CITIOPTCMEHOB II0C/IC BBEACHUSI CKPUTHIHTO-
Boro obcnenoBanus [78].

Takke HET OTHO3HAYHBIX TAHHBIX, KOTOPHIC ITOATBEP-
KIaau OBl TT0JIb3Y MAaCCOBOTO CKPMHUHTA B OOIIEH MOIy-
nguun. B cBoeit pabote Narain, et al. [79] nmpoBenau omHO-
MOMEHTHOe cruiomrHoe obcnenoBanue 12000 3m10poBBIX
JmIl B Bo3pacTe oT 14 mo 35 met. CKpUHMHT, CTOMMOCTD
KOTOPOTO B IIepecUeTe Ha OMHOTO YeJI0BeKa cocTaBuia 35
(GYHTOB CTEPJIIMHIOB, BKIIIOYAJl 3aIlOJHEHUE CIICHHMATh-

Horo orpocHuKa, DKI B 12-TH OTBeIeHUSIX M KOHCYIIb-
Tanuio Kapauosora. [1py BEISIBICHUN KaKNX-JTHOO U3Me-
HEHMI YIJaCTHUKY CKPMHUHTA B TOT € ACHb BBIITOTHSIIN
TpaHcTOpakaabHyI0 OxoKI mim oTmpaBisuin Ha paciiu-
peHHOe oOciemoBaHue. XOTSI B pe3ylbraTe CKpUHWHTA
OBLITO BBISIBICHO BCETO HECKOJIBKO ITAIIMEHTOB C HACTICI-
CTBEHHBIMHM KaHAJIOMATHSMM WM KapANOMHUOIIATUSIMU
(4 m3 12000), aBTOpPBI CUMTAIOT, YTO TaKasi CTOMMOCTH
BBISIBJICHUS JIUI C TOBBIIIEHHBIM prickoM BCC moxer
OBITh IIpHiEMJICMa IS IIPOBEICHUS MAacCOBOTO CKpH-
HUHTA.

be3 comueHust, skoHomuyeckast 3(PEeKTUBHOCTh
nonynsnuoHHOTo DKI'-cKprmHMHTa BO MHOTOM 3aBUCHT
OT CTOMMOCTH BBISIBJICHHMSI OMHOTO OOJIBHOTO YeIOBEKa.
B Wranum, rme TakKoW CKPWMHWHT BBHITIOJNHSCTCS YK€
Ha TIPOTSKEHMM 35 JIeT B pa3HOM 00beMe B 3aBUCHMOCTH
OT PETMOHAIBLHOM OpraHM3alliK CHCTEM 3IpaBOOXpaHe-
HUsI, 3TOT IT0KA3aTeJIb 10 CUX ITop He ompenesieH. [1o maH-
aeM Kaltman, et al. [80] B CIIIA cToMMOCTh CKpUHHWHTA
cropTcMeHoB Kosebirercs ot 300 MITH 10 2 MIIpA, AoJIIa-
POB B TOfI.

B 1menmoM, Ha CeTOmHSIIHWUI IeHb PEKOMEHIAIIUK
KacaTeJbHO MOMYJISIIMOHHOTO CKPMHWHTA OTCYTCTBYIOT,
TIOCKOJIBKY BCe eIlle He M3YJYEeHBI ITOCIeICTBYUSI CKPUHIH-
TOBBIX CTpaTeTHii, KOTOPBIe UMEIOT HEKOTOPHIN (BCe elre
HE YCTAaHOBJICHHBIM) IIPOILCHT JIOKHOIOJIOXHUTECIHHBIX
¥ JIOXHOOTPHUIIATSIBHBIX PE3yJIbTaToB. B CBSI3M ¢ 3THM
HEOOXOIMMBI JOTOJHUTEIbHBIC KOJIMYCCTBCHHBIC ITaH-
HBIEe TI0 dKOHOMMYecKoil adpdektuBHOCTM DKI-CKpHM-
HUHTA B Pa3HbIX MOMYJISIUAX U IJIT PA3HBIX CUCTEM 3pa-
BooxpaHeHMsI. OTHAKO, C HAIICH TOYKW 3pSHUSI, CYIIIECT-
BYIOIIME PEKOMEHOAIIMM TI0 CKPUHHWHTY CIIOPTCMEHOB
mepen COpeBHOBAHUSIMU OOOCHOBAHBI, YIUTHIBas Oolee
BBICOKMI PHCK HapyIICHHI pUTMa W YXYOIICHUS CTPYK-
TYPHBIX WJIM TeHETMIECKNX 3a00JI¢BaHUI Y JINII, TIOABEP-
KEHHBIX WHTEHCHUBHBIM (pU3MIecKMM Harpy3kam [81,
82]. B EBporre cymecTByeT eIMHOE MHEHIE O HEOOXOIM-
MOCTH KJIMHWYECKOTO OO0C/IeIOBAaHUS, OICHKH JTMIHOTO
W ceMeitHoro aHamHesa M BeImomHeHUsT DKI B 12-Tn
OTBeACHUSIX B 31O nomysanuu (Pazmen 12.7).

3.4.2. CKpVIHUHI POACTBEHHUKOB XXEPTB BHE3AMHOW CMepTH
[IpuMepHO B TIOJIOBMHE CIy4aeB Y POACTBEHHUKOB
xkepTB BAC ycTaHaBIMBAIOT OTWATHO3 HACJICICTBECHHBIX
ApPUTMOTEHHBIX 3a00J1eBaHMi [83], B 4aCTHOCTH KaHAaJIO-
natuii (Hanpumep, cuaapoM bpyramga (Chp) mim kaTexo-
JIaMUHeprudecKas IoamMopdHas KeTyIouKoBas TaxXu-
kapmusa (KITXKT)), cemeliHoif THUIIEPXOJIECTCPUHEMHIM,
a MHOTIA W TPYOTHO OWArHOCTUpPYeMBIe (hOPMBI Kapamo-
muonatum (ocooeHHo 'KMII u aputmMoreHHasi Kapano-
vmomnatust [12XK (AKITX)). I[TosTomy B cirydastx HEBO3-
MOXHOCTH TIpOBEICHUSI IIaTOJIOTOAHATOMMUYIECKOTO
WCClIenoBaHUs (HAIIpUMEpP, TIPU CHHIPOME BHE3aITHOM
HeoobsacHnMoit cmeptu (CBHC) i BHC y nmereit), n/
WIN KOIJa IIaTOJIOTOAaHATOMHYECKOE WCCIIeTOBaHUE
HE BBISIBIISICT CTPYKTYPHBIX aHOMAJIAI M pe3YJIbTaThl TOK-
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KNNMHWYECKME PEKOMEHZALNN

Ta6bnuua 4

0OGcnepoBaHue poacTBeHHMKOB xepTe CBHC unu BAC

MeTon, Deictens”

C6op aHamHe3a 1 06y OCMOTP + C60p aHamHe3a XW3H

+ C6op cemeitHoro aHamHe3a no 3aboneBaHusM cepaLia 1 Cy4asim BHE3arnHo cMepTu

9Kl

+ MicxopHas SKI B 12-Tn 0TBEAEHMSIX CO CTaHAAPTHLIMU 1 BLICOKMMW FPYAHLIMY OTBEAEHUAMUN

+ CyTO4HBIVi amBynaTopHbIA MOHUTOPUHT KT

+ CTpecc-TecT
+ CurHan-ycpeaHeHHas 9KI (CY-3KT)

+ TecT ¢ npoBoKaLuei aiimanmHom/dnekanHuaoM (npu nofo3peHny Ha Cbp)

Buayanusauus
[eHeTn4eckoe TeCTUpOBaHne

« [iByxmepHas 9xoKI™ n(unm) MPT (c koHTpacToM 1 6e3 Hero)
+ HanpaBneHHOe MONEKynspHOe TECTUPOBAHNE U FTEHETUYECKOE KOHCY/IbTVPOBAHME NPU MOLO3PEHUM HA KOHKPETHOE

3a6011eBaHMe Ha OCHOBAHUM KIIMHUYECKMX [LaHHbIX
+ KoHcynbTaums B cneumanMaMpoBaHHOM LIEHTPE, CNELMANM3NPYIOLLEMCS HA TEHETUYECKOI AMarHOCTVKE apuTMuiA

npumeuauue: - npuBeeHHbIE pekoMeHaauum CoCTaB/ieHbl Ha OCHOBaHMN MHEHUSA 3KCNEepPTOB, HO HE A0Ka3aTesIbHbIX AaHHbIX.

Cokpauwenus: MPT — marHUTHO-pe3oHaHcHas Tomorpacdus, Cbp — cuHapom bpyraaa, CY-3KI — curHan-ycpenHerHas 9KI, KIM — anekTpokapaporpamma, IxoKlr —

3xokapavorpadus.

CHKOJIOTMYECKOIO aHajni3a B HOpMe (HampuMmep, IIpU
BAC wmm cuaapome BHe3armHo cmepTu y aeteit (CBC)),
OMIKaNIINM POACTBEHHUKAM COOOIIAIOT O CYIIECTBYIO-
IIeM 1T HUX PUCKe BHE3AITHON CMEPTH U HEOOXOIUMO-
¢t obOcienoBaHus y Kapamoiiora. CeMeitHBIM aHaAMHE3
CBHC B MoJI010M BO3pacTe MJIN HACJIeACTBEHHBIX 3200-
JIEBaHMWI cepilia SIBISICTCS HEOIIPOBEPXXUMBIM TOBOIOM
B ITOJIB3Y 00CIICIOBAHMS BCEX YJICHOB CEMBH.
CKpUHUHTOBOE OOCeqOBaHUE OMIKANIINX pPOI-
CTBEHHUKOB XEPTB BHE3AITHOI CMEPTH TO3BOJISICT BBISI-
BUTH JIMII B 30HEC PHCKA, HA3HAYNTH COOTBETCTBYIOIILC
JIeYCHUE U TeM CaMbIM IIPEIOTBPATUTD IPYTHE BHE3AITHEIC
CMepTH B 5TO cembe [14, 84]. B HacTog1Iee BpeMsT CKpU-
HMHT [IPOXOIST TOJbKO 40% poacTBEHHUKOB [85], oTuacTu
BBUIY OTCYTCTBMSI IOCTAaTOYHON WHQPACTPYKTYPHI IS
IIPOBEICHMS TAKOTO 00CIICIOBAHMSI, HO TaKKe M3-3a TICH-
XOJIOTUIECKOM peakIny C Pa3BUTHEM TPEBOTU U TOPS,
CBSI3aHHBIX C JIMYHBIM OITBITOM ITePEXUBAHNS HApYIICHUIA
pUTMAa ¢ YIpO30M I XW3HHW WIM C TOTepeil OJM3KOro
YeJIoBeKa, CTPaIaBIIIeTo HACICACTBCHHBIM 3a00JIeBaHEM
cepaua [86, 87]. CormacHoO MOCAETHUM PEKOMEHIALMSIM,
KOHTAaKT ¢ TaKMMU TMAlMEHTAMUA U WX POICTBCHHUKAMU
OJDKEH TIPOMCXOAUTh C YIETOM HX TICHXOCOIMATBHBIX
IMOTPEOHOCTE M C MCIIOIB30BAHNEM MEXINCIIUIUIIHAD-
Horo monxoma [14, 84, 88], addekTMBHOCTL KOTOPOTO
OblIa TTOKa3aHa B psje myoaukanmii [89, 90].
IIpenmoxeHo HECKOIBKO pPa3HBIX IIPOTOKOJIOB IIST
CKpUHUHTA POICTBEHHMKOB XEPTB BHE3aITHOM CMEpTHU
[14, 91]. B ocHOBe BCceX 3THX IIPOTOKOJIOB JICKUT ITOIIA-
TOBBIIl TOOXOM, KOTIA B IIEPBYIO OYEPEdb HMCIIOIB3YIOT
HanMeHee TOPOTOCTOSIIIINE METOOBI 00CIIeIOBAaHNS, Taf0-
IMre MaKCUMaJbHBIM O0OBEeM IIeHHOW WH(OOpPMAIINH,
IIOCJIe Yero Ha OCHOBAaHWHU ITOJIYYCHHBIX PE3YIbTaTOB
A C y4eTOM JAaHHBIX CEMEMHOTO aHaMHe3a IIepeXOmsT
K IOITOJTHUTEbHOMY obcienoBanuio [91]. Ecim B xome
00C/Iem0BaHMs BEIIBISIOTCS CTPYKTYPHBIC WIIM 3JICKTPH-
YeCKHWe N3MCHEHUSI, CBUACTEIbCTBYIOIINE B ITOJIb3Y KOH-

KPETHOTO IMarHo3a, CJACOyIOT CTAaHIApTHOMY IIPOTOKOITY
o0cenoBaHUS IS TIOATBEPXICHUS IIPearoaracMoi
TaTOJIOTHM.

[lepBEIM IIaroM B MHOCTaHOBKE IOCMEPTHOTO OHa-
THO3a, 10 Hayajia 00CIIeAOBAaHMS POICTBEHHUKOB ITOTM0-
IIIeTo, SBJISETCS TIIATCIBHEINA cOOp aHaMHe3a. Y MOJIO-
IBIX JINIL B TIEPBYIO OYePeIb CAeIyeT NCKITIOYNTD Kapauo-
MHUOIIATUM W KaHajomaThu. PekoMeHmyeTcsT oIlleHKa
MPEIIICCTBOBABIINX CEPACYHBIX CHUMIITOMOB (B TOM
4yrciie 0OMOPOKY WY 3MU30bI CYA0POT) W THIATEIbHOE
N3y4eHNe 00CTOSITEILCTB CMEPTH, a TAaKXKe COOp M aHAJIN3
MPYKN3HEHHBIX KapANOJIOTHICCKUX 3aKITIOUCHUNA. Y JINIT
crapiie 40 JIeT B IepBYIO O4Yepeab NCKITIOYAIOT (haKTOPHI
pucka MBC (HampuMmep, aKTUBHOE WJIM IIACCUBHOE Kype-
HUE, OUCITUTIONPOTEHMHEMUsS, apTepHalbHas TUIICPTCH-
3Usl WIM caxapHbiii nuaber). HeobGxomumo cocTaBUTH
POIOCTIOBHYIO ITOTHOIIETO B TPEX ITOKOJICHUSIX, B KOTO-
poil MOJKHBI OBITH OTpaXkKeHBI BCE CIIydaW BHE3aITHOM
CMEpPTH M POACTBEHHUKH C CEPACYHBIMU 3a00JIeBAHUSIMU
[14]. Cnemyer mo BO3MOXHOCTH IIOJYYUTh apXUBHEIC
MEIUIIMHCKIE KapThl M(MJIN) Pe3yabTaThl MaTOJIOrOaHa-
TOMHMYECKOTO MCCIIeI0BaHUs. B mTepByio odepensb OleHM -
BatoT pucK BCC y poacTBeHHUKOB ¢ TIpU3HaKaMU 3a00-
JIeBaHWI1 cepilla, TAKUMU KaK OOMOPOKM, yJalleHHOE
cepaliedrueHre wiv 60Ju 3a TpyaruHOM.

B TaGmuue 4 mpencTaBlieH aJTOPUTM OOCIEeIOBaHUS
OMIKANIIINX POACTBEHHUKOB XKEPTB BHE3AITHON CMEPTH.
Ecm B cembe otcyrcTByioT ciaydam CC3, ciemyer
MIPOBECTH CKPWHUHTOBOE OOCIeHOBAHME MAaJICHBKUX
nereit xotd 0bI ¢ moMmoiibio DKI u DxoKT.

[MocKONMbKY IS MHOTMX HACJICACTBEHHBIX apUTMO-
TCHHBIX 3a00JIeBaHMI XapaKTepHa 3aBHCUMOCTDH IICHE-
TPaHTHOCTH OT BO3pacTa W HEITOIHasI 9KCIIPECCHsI, He00-
XOOWMO ITOCTAaBUTh HA YUET W PETYISIPHO OOCJICIOBaTh
MOJIOMIBIX JIMII, HAXOASIINXCSI B TPYIITIe pHCKa. B3pociprx
YJICHOB CEMbHM, HE MMEIOIMNX KaKNX-JIMOO CHMIITOMOB,
MOXHO CHSITB C y4eTa, €CJIM TOJIbKO HE pa3BUBACTCSI CHM-
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IITOMATHKAa WIN He TOSBIISIOTCS HOBBIC TaHHEBIC CeMeii-
HOTO aHAMHe3a.

Ilpu TMOmo3peHN Ha HACICACTBEHHOE apUTMOTICHHOE
3a00/ieBaHME JIyYLIMM MCTOYHMKOM WH@oOpMaluu OymyT
o6pasubl JIHK, B3gThie y XepTBbl M HampaBlIeHHbIE
Ha TIOCMEPTHBIM MOJICKYIISIPHBIN aHa/3. B ciydae mmooxku-
TEJIbHOTO pe3y/ibTaTa pOACTBEHHMKAM MpeajiaraioT MpouTr
HECKOJIBKO 3TAITOB TeHETMIECKOTO CKpMHMHTA. B TipenBapu-
TeBHOI Oecele ¢ POINCTBEHHMKAMM CJICAYET OTOBOPHTH
W TaKON BapWaHT, KaK “TIpaBO Ha HEOCBEIOMJICHHOCTH”
1 BO3MOXKHOCTh OTKA3aThCsl OT TEHETMUYECKOTO CKPUHIHTA.

IIpu oTcyTcTBUM OMOJOrMYECKUX OOpas3lioB XKEPTBbI
MOKHO PacCMOTPETH IIPOBEACHNIE MOJICKYISIPHOTO CKPH-
HUHTA OJIIDKANIITNX POICTBEHHNUKOB, €CIIN €CTh ITOI03pe-
HHUE Ha TIPUCYTCTBUE HACICIYeMOTO 3a00JIeBaHUS B 3TOU
cembe. TeM He MeHee, HE PEKOMEHIYCTCSI BBITIOTHSTH
TeHETUYECKWIT CKPUHUHT 110 OOJIBIION ITaHEIM TeHOB
y ponctBeHHNKOB XepTB BHC n BAC, ecnm 1ipu miepBo-
HavaJIbHOM O0CIIENOBAHMU HE OBUIM BBHISIBICHBI KJIMHIM-
YeCcKHe MPU3HAKA KOHKPETHOTO 3200 IeBaHMS. DTO TaKKe
npuMeHnMo K ciaydagsM CBCJI, korma mocMepTHHIU
MOJICKYJISIPHBIN aHAJIN3 PEXKe BBISIBIISICT ITATOJIOTHUIO MOH-
HBIX KaHaJioB ITo cpaBHeHMI0o ¢ BAC, u 06ojee yacToit
MIPUYMHON BHE3aITHOM CMEPTH OyOyT CIIOpagndccKUe
TeHEeTUYECKIE OOJIE3HM.

3.4.3. CKPpVMHUHT NauyeHTOB NPU HaJINYUm
NOATBEPXXAEHHOro AuarHo3a unu noao3peHus
Ha Xenypo4ykoBbie HapyweHus putma (XKHP)
3.4.3.1. OueHKa KNMHNYECKOM KapTWHbI 1 aHamHe3a
VYyaleHHoe cepaledreHne, peaodMOpOYHOE COCTOS -
HUe U OOMOPOKM — TpU Hambojee BaKHbIX CUMMTOMA,
KOTOpbI€ TPeOYIOT TIIATeJIbHOTO cOOpa aHaMHe3a U, BO3-
MOXHO, TOMOJHUTEIbHOTO 00CIeI0BaHus IJIs1 UCKIII0UE-
Hus KA. YuallleHHOe cep/lieOreHNe TIpY XKeJTyaI0uKOBO
taxukapaun (KT) o0OBIYHO HaYMHACTCS BHE3AITHO
U TaK XK€ BHE3AIHO IPEKPALIAETCA U MOXET COIPOBOX-
JIAThCST TIPEIOOMOPOYHBIM COCTOSTHMEM M(MJIM) 0OMOpPO-
koM. Ciydan BHE3aITHOTO KOJIIAIICa ¢ IOTepeid CO3HAHMS
0e3 KaKuX-1100 MpeaBECTHUKOB MOTYT ObITh MTPU3HAKOM
opamnaputMum 1 2KA. OGMOpPOKM BO BpeMsI MHTEHCUB-
HbIX (PU3NYECKUX HATPY30K, B TTOJIOKEHUU CUIISI WIIM JiexKa
Ha CIIMHE MOTYT CBUAETEJIbCTBOBATh O KapAUaJbHOM MaTo-
JIOTWM, TOTJa KakK B APYTUX CUTYAIUSIX MOXHO OyMaTh
0 Ba3zoBarajJibHOM OOMOPOKE WJIM OPTOCTaTUYECKOI TMIO-
teH3nu [92]. IIpr 3TOM MOTYT IIPHCYTCTBOBAaTb CHUM-
MTOMBI, CBSI3aHHBIE C BEYILEH CTPYKTYPHOM MaTOJ0TUER
cepaua, Takie Kak HepUSITHbIE OLIYLIEHUS 3a TPYAUHOM,
OJIbIILIKA WY ObICTpasl yTOMJISIEMOCTD, TpeOYIOIIMe JOTO-
HUTEIbHOTO HucciaeaoBaHus. Ilpu momo3peHun Ha 2KA
y TalueHTa HeoOXoauMO cobpaTh MOAPOOHBLIN aHaAMHE3
o crydasx BCC B ceMbe 1 MCTIOB30BAHUN JIEKAPCTBEH-
HBIX TIpeTIapaToB, BKIIOYas nX 103bl. CeMeHbIi aHaMHE3
BCC sgBmsgeTcss CHUIBHBIM HE3aBUCUMBIM (DaKTOPOM,
MOBBIIAOIIMM pucK pasButust KA m BCC [57, 58].
OO0t OCMOTpP B TAKMX CIyYasX PEIKO ITO3BOJIIECT Cpa3y

TIOCTAaBUTh TMATHO3, HO MOXET B HEKOTOPBIX CIIy4Yasix JaTh
HEeHHY0 HH(POPMAIIHIO.

3.4.3.2. HenmHBaa3uBHble TECTbI U MHBA3VBHLIE METOAbI
nccnenoBaHus

HeunHBa3uBHbIe MeTOAbI UCCNEA0BAHUS AN NALMEHTOB
C npeanonaraemMbiMu unu gokasaHHbimu XXHP

PekomeHgauum Knacc® Yposenb’ Ccbinku®

9KT B 12-T1 OTBEAEHUSAX B NOKOE

BoinonHeHne 3KI nokos B 12 oTBEAeHMSX |
PEKOMEH/I0BaHO BCEM MaLMEHTam npu
NpOXoxaeHUn 06cnenoBaHns Ha npeameTt
BbIsiBEHNs XA,

MonutopuposaHue Kl

AMBYnaTopHOe MOHUTOPMPOBaHNE | 93
9K nokasaHo C Lienblo BbISIBNIEHMS

1 IMArHOCTUKUN HapyLLEHWI puTMa.

PekoMeHA0BaHO BbINONHEHWE

ambynaTtopHOro MoHuTopupoBaHms KT

B 12 OTBEAEHMAX A OLLEHKM 3MEHEHNI

nHtepsana QT unm cermenTa ST.

Pervictpatopsl HapyLLeHni putMa cepaua | 94
PeKOMeH/10BaHbl K MPUMEHEHWIO Npu

HaM4MM PEAKNX CUMMTOMOB 15 OLIEHKU

1X CBA3U C NPEXOOALLMMMN aPUTMUYECKUMMU

COBbITUAMM.

MMnnaHTupyemble netnesble perucrtpatopsl | 95
COObITWIA PEKOMEH,0BaHbI, ECAI CUMMTOMBI

(K NpMepy, CUHKONAbHbBIE COCTOAHMS)
BO3HWVKAIOT PEAKO 1 MPEANONOXMTENBHO
aCcCcoLMMPOBaHbI C apUTMUAMK, Koraa

3Ta B3aMMOCBSI3b He MOXeT ObiTb
NOATBEPXAEHA TPAANLIMOHHBIMU
[IMarHOCTUYECKNMU METOAAMMU.

CY-3KI" ncnonb3yercs Ans ynyueHms |
avarHoctvkm AKMI MX y nauyeHTos

C AMarHocTMpoBaHHbiMy XHP nnmn

MMEIOLLMX BBICOKUI PUCK Pa3BUTUS
XusHeyrpoxatoLmx XA.

96, 97

HarpysouHoe TecTupoBaHue

Harpy30o4Hbiii CTpecc-TeCT pekoMeHA0BaH | 98
B3POCAbIM NauneHTam ¢ XHP, nmeowmm

CPenHIoo UK BbICOKYIO BEPOoSTHOCTbL VIBC,

1cxons U3 BO3pacTa uav CUMNTOMOB,

C LLeNbl0 MPOBOKALMMN ULLEMUYECKUX

n3MeHeHnin nnm XA.

Harpy3o4Hblii CTPECC-TECT PEKOMEHA0BAH | 99
[ YTO4HEHVs AMarHo3a v nporHo3a npu

Hanumnn XA, MHOYLMPOBaHHbIX GU3NYECKON

Harpy3Koii, v NoA03PEHUN Ha AAaHHYIO

natonoruio, Bkntoyas KMXT.

BbInoNHEHWE Harpy304HOro CTpecc-TecTa lla
cnenyeT paccMaTpmBaTh 4151 OLEHKU

3P HEKTUBHOCTU MEAVMKAMEHTO3HOM

Tepanuu unm katetepHoi abnaumm

Y NALUMEHTOB C AMArHOCTUPOBaHHBbIMU XA,

VNHAYLMPOBAHHBIMU GU3NHECKOI Harpy3Koi.
MeTopabl BU3yanusauum

OxoKI™ ans oueHkm GyHKumm JDK | 100, 101
1 BbISIBIEHNS CTPYKTYPHON Natonorum

cepaua pekoMeHA0BaHa BCEM NauMeHTam

C npeanonaraemMbIMuy Um fokadaHHsIMy XXHP.
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AxoKI™ onst oueHkn dyHKumm JIK n X 100
1 BbISIBNEHWS CTPYKTYPHOI NaTonorum

cepaua nokasaHa nauueHTam,

MMEIOLLMM BbICOKMIA PUCK Pa3BUTUS

Tskenbix XA unmn BCC, k npumepy, npu

Hanuyam KM, TKMM nan AKMI DK,

nocne nepeHeceHHoro octporo M,

a Takke POACTBEHHVKAM NaLVeHTOB

C HacneLACTBEHHbIMU 3a60NEBAHUAMY,

accoummpoBaHHbIMUM ¢ pyuckoM BCC.

Harpy3o4Hoe TecTMpoBaHve B CO4ETAHNM | 102
C MeToAMKaMu BU3yanu3aumm (Harpy3oyHas
ctpecc- OxoKI™ unu oueHka nepdysuu,
08HOPOTOHHAs amuccroHHas KT)
PEeKOMeHyeTCsa NS BbiBIEHUS

HEMOW nwemMun y naumneHTos ¢ XXHP

1 MPOMEXYTO4HO BeposiTHOCTLIO VIBC,
Y4MTbIBAs BO3PACT, CUMMTOMbI, @ TaKxXe

B C/ly4asix 3aTPyLHEHHOW MHTEpNpeTauum
OKT-kapTuHbl (Ha HOHe NpueMa AMrokcuHa,
runeptpodun JIK, ncxonHon nenpeccuu
cermeHTa ST >1 MM B nokoe, CUHAPOMa
WPW navn BIIHIT).

®dapmakonornyeckmii CTpecc-TecT |
B COYETaHUM C METOAVKAaMM BU3yann3aLmm
PEKOMEHA0BAH A5l BhISIBEHNS

HeMOol uwemun y naupeHTos ¢ XXHP

1 MPOMEXYTO4HOW BEPOSITHOCTbLIO UBC,
y4MTbIBast BO3PACT ¥ CUMMTOMBI,

npwv HaNM4YMM GU3NYECKUX OrPaHNYEHNI

K BbIMOSIHEHWIO HArPy304YHOro TECTUPOBAHMUS.

103

MPT cepaua vnu KT cnenyet lla
paccmatpuBaTh B Ka4ecTse

[OVarHoCTUYECKOro MeToAa y NauyeHTOB

¢ XA, ecnu 9xoKI He No3BoONSET TOUHO

oueHnTb dyHKUmIo JDK 1 MK n / nnn

CTPYKTYPHbIE U3MEHEHUSI.

Mpumeyanme: * — knacc pekoMeHaaLii, b YPOBEHb 10KA3aTENLHOCTH, * — CCbi-
K, NOAAEPXVBAIOLLYE YPOBEHb AOKA3ATENBHOCTU.

Cokpauenusi: AKIDK — apuTMoreHHast kKapavomuonaTus npasoro Xenyaouka,
BJIHMI — 6nokapa neBoit HOXkM nyyka Mmca, BCC — BHe3anHas cepaeyHas
cmepTb, MBC — nwemmnyeckas 6one3Hb cepaua, XA — Xenynoykosas aputMus,
XHP — xenyno4kosble HapylleHus putMa, KT — komnbloTepHas Tomorpadus,
KIMKT — kaTexonamuHepruyeckas noanMopdHas XenyaoykoBas Taxvmkapams,
JK — nesobiii xenypodek, MPT — MarHUTHO-pe3oHaHCHas Tomorpadus, MK —
npasblii xenynoyek, CY OKIN — curnan-ycpenHeHHas 9KI, 9K — anektpokapavo-
rpamma, 9IxoKI — axokapauorpadusi, SPECT — oaHOMOTOHHAs SMUCCUOHHAs
komnbtoTepHas Tomorpadus, WPW-cunapom — Bonbda-lMapkuHcoHa-Yaiira.

HeunHBa3uBHble MeTOAbI UCCNIeA0BaHUS OIS NALMEHTOB
C npeanonaraemMbiMy Wan gokasaHHbimu XXHP

PekomeHpauum Knacc® Ypm;em,h Ccbinku’

KopoHapHas anrnorpadus

KAl cnepyet paccmatpuBathb kak lla 104
[MArHOCTUYECKUI MeTop, Anst

NOATBEPXAEHNS NN UCKIIOYEHNS!

HanM4Msa reMoAVHaMMNYECKN 3HAYUMBbIX

CTEHO30B KOPOHAPHbBIX apTepuin

Y NALMEHTOB C XW3HeyrpoxatoLmmm XA

v nepexvlunx BCC, koTopble umetot

CPenHIOo MAV BbICOKYIO BeposiTHOCTL VIBC,

yynTbiBas BO3PACT U CUMNTOMBI.

floll|

9®W y naumenTos ¢ UBC nocne |
nepeHeceHHoro nHdapkTa Mruokapaa
PEKOMEH/0BAHO C ANarHoCTUHECKOM

LLeTbIO MPY HANIMYUK NPeanonaraeMblx
cumnTomoB XT, Bkntouas cepaLebuerne,
MPECUHKOMNabHbLIE COCTOSIHIS 1 CUHKONE.

105

9®dW y naumeHToB ¢ CMHKONaNbHBIMU | 106

COCTOSHMSIMW PEKOMEHA,0BaHO Npu
NoLI03pEHNM Ha Bpaam/TaxuapuTMmm,
Y4UTLIBas CUMNTOMbI (K TPUMEPY,
yyatieHHoe cepauebreHmne) um
pe3ynbTaTsl HEWHBA3UBHBIX METOL0B
[LMarHOCTUKM, 0COBEHHO MPU HAAMYNUK
CTPYKTYPHOI Natofnorum cepaua.

ODU MoXeT 6bITb MPOBEAEHO C LieSbio llb 107

anbdepeHumanbHoM AnarHoCTUKK

mexay AKMIM MX n pobpokayecTBeHHO
Taxukapavei u3 BeIxoAHOro TpakTa MX vm
CapKona030M.

v b
Hpumeqauue: e KNacc pekoMeHaaunn, — ypoBeHb 10Ka3aTesibHOCTH, ‘— CCbl1-
Kn, nogaepXxvearoLline yposeHb 0Ka3aTe/lbHOCTU.

Cokpauienusa: AKMI MX — aputmoreHHas kapamommonatusi NpaBoro Xenynouy-
ka, UBC — unwemnyeckas 6onestb cepaua, BTMK — BbIXOAHON TpakT npaBoro
xenynouka, BCC — BHesanHas cepaedHas cMepTb, XXA — XenyaoykoBble apuT-
mun, XXT — xenynoukoBas Taxmkapams, KA — KopoHapHas aHrnorpadus, 9O —
ANeKTPOPU3N0NOrMHECKOEe NCCNELOBAHNE.

CranmaptHag DKI B 12-TH OTBEIEHUSIX MOXKET CITO-
COOCTBOBaTh BBISIBJICHMIO TPW3HAKOB HACJIEACTBEHHBIX
3aboneBannit, cBs13aHHBIX ¢ 2KA 1 BCC, Takux Kak KaHa-
mormatnu (LQTS u SQTS, Cbp, KITKT) n kaparmomuo-
natuu (AKITXK u 'KMIT). Ha cTpykTypHYy10 NaTOJIOTHUIO
cepana ykas3eiBaoT Takue DKI-mpu3Hakm, Kak 0JloKajga
nmydyka Iuca, atpuoBeHTpuKyiIsipHas (AB) 6iokana,
TUIIepTpous KeIymodka u 3yoerr Q, XapaKTepHBIN I
MNBC wm mHOUIBTPAaTUBHON KapAMOMUONATAN. DIIEK-
TPOJIMTHEIC HAapyIIeHUS 1 3(GEKTH Pa3INIHBIX JIeKap-
CTBEHHBIX IIPEIIapaToOB MOIYT IPUBECTH K HApYIICHUIO
pernonsipu3auny U(WIN) YIIUHEeHIIO KoMIniekca QRS.

H7s1 BBISIBICHUSI OCCCUMIITOMHOM WIIEMUH Y B3POC-
JbIX TanmeHToB ¢ KA yare Bcero BeHTIONMHAIOT DKI
¢ HArpy3Koii. B omHOM 13 uccieaoBaHuii IpuMepHo y 4%
B3POCIIBIX JIMIL CPETHEr0 Bo3pacTa 0e3 KaKo-T1bo CHM-
NTOMATUKI Ha (hOHE HATPy3KU ITOSBIISIACh HEYCTONIM-
Bast KT (HYXKT), kotopass He Obl1a CBsI3aHA C TOBHI-
IIEHHBIM PUCKOM cMepTesibHOoro mcxomga [108]. TecTsr
¢ Harpy3Koil ocodbeHHO 3(hGEKTUBHEI IS THATHOCTUKI
HapyIICHWI PUTMA, CBSI3aHHBIX C alpeHEePTrUICCKOMN CTH-
MyJsiudeit, B ToM uucie mMoHomopdHoit KT u monu-
mopdnoit KT, nanpumep KITXKT, a Takxke mist oueHKH
OTBeTa Ha JiedeHHMe. TeCThl ¢ Harpy3Kol y HalleHTOB
C YrpoXaoIIMMH Xu3HU KA MOTYT COIIPOBOXKIATHCS
TSDKEJIONW apuTMMeEN, TpeOylollleli KapauoBEepCUU, BHY-
TPUBEHHOTO (B/B) BBEICHUS IIPeIapaToB MM peaHMMa-
LIMM, HO BCE XK€ SIBJISIIOTCS 11eJIeCO00pa3HbIMU, TOCKOIbKY
BBISIBJICHME HapyIICHWII PUTMa M OILICHKA PUCKa B IaH-
HOM CJIyJae IIPOMCXOAUT B KOHTPOJMPYEMBIX YCIOBHSIX.
OmHako Takoe OOCIeHOBaHWE MOJDKHO IIPOBOIUTCS

19



Poccuiickuin kapayonoruyeckuin xypHan N2 7 (135) | 2016

C TIOATOTOBJICHHBIM OOOPYIOBaHWEM IS peaHMMAIINU
¥ B IPUCYTCTBUU KBATU(UIIMPOBAHHOIO IIEpCOHAIA.

ITocTOSHHBIM WJIM NEPUOIUYECKUM amMOyIaTOPHbIN
MoHUTOPHHT DKI TakKe IMoMoraeT CBsI3aTh HAOIIOIAi0-
IIHecsT CUMITOMBI C HapylieHHSIMH puTMa. OH TakkKe
MOXET BBISIBUTh OCCCMMITOMHEIC 3IU30IbI HIICMHUU
MHOKapaa. XOJITepOBCKOS MOHUTOPHUPOBAHUE B TCUCHUE
24 9 uu 48 4 TToKa3aHo B TeX CIydasx, KOTma SIU30Ibl
ApUTMHUN TPOMCXOmIT (MM WX HaJW4YWe IIpearojiara-
eTcs) 1o KpaltHeit Mepe, OOvH pa3 B AeHb. [l perucrpa-
LI CIIOPATNICCKUX SIMU30I0B aPUTMHUH OOJIBIIIE TTOIXO0-
IST CTAaHOAPTHBIE PETHUCTPATOPHl COOBITUM, KOTOpPBIC
MOTYT 3allMCHIBaTh HAPYIICHHWS pUTMa B TCUCHUC M-
TEIPHOTO BpeMeHHW. WIMIIIaHTUpyeMbie ITOOKOXKHBIC
YCTpOICTBa, KOTOPHIC ITOCTOSSHHO MOHUTOPHUPYIOT Cep-
IEYHBIA PUTM U PETUCTPUPYIOT COOBITHS 3a TIEPHUOI Bpe-
MCHH, W3MEpSIEeMBbIii TOOAMU, MOTYT OCYIIECTBIISITH
3aITICh BO BpeMsI OOAPCTBOBAHUS ITAIICHTA WJIM aBTOMa-
THYECKM B COOTBETCTBHHU C 3apaHee YCTaHOBJICHHBIMU
kputepusiMu. OHU [TAaOT IHEHHYIO WH(GOPMAIUIO IS
IWATHOCTHKM CEPhe3HBIX TAXHAPUTMUMN 1 OpamruapuTMUA
y MAaIlMeHTOB C YTPOXAOIIMMHN CUMITOMAMU, TaKMMU
Kak o6Mopoku. CyIIecTBYIOT TaK:Ke HOBBIC “HMHBEKIIM-
OHHBIC” TIETJIEBBIC PETUCTPATOPHI, KOTOPBIE HE TPEOYIOT
CTaHIAPTHOM XUPYPTUUECKON MMITIAHTAIIHN.

C nomortreio CY-OKI ymaercs yayqimmTh COOTHOIIIE-
HHUE CUTHAJI-IIIyM IJIsT TToBepxHOCcTHOM DKI' Takum obpa-
30M, YTO CTAaHOBSITCS BUIHBI HM3KOAMIUIMTYIHBIC CHUT-
HaJIbl (MUKPOBOJIBTAX) B KOoHIIe KoMmImiekca QRS, koto-
pBIe cIlle Ha3bIBAIOT “TO3OTHMMHU ITOTCHIIMAIaMK .
[Mo3gHMe MOTEeHITNAIBI YKa3bIBAIOT Ha 00JIACTH M3MEHEH-
HOTO MHMOKapIa ¢ 3aMeIJICHHBIM ITPOBEACHUEM — BO3-
MOXHBIM cyocTpaT misg KT mo mexaHu3My pe-3HTpH.
Hcnonw3osanne CY-OKI moie3Ho ¢ 1ebio auddepeH-
UaJIbHON JTWAaTHOCTUKHM CTPYKTYPHBIX ITaTOJIOTHIA
cepaua, Takux kak AKITXK, y nanmenToB ¢ KA.

M3 nHCTpYMEHTAIBHBIX METOIOB TMATHOCTUKY Jalle
Bcero ucmonb3yioT OxoKI, koTopasg 1o CcpaBHEHHIO
C MarHUTHO-pe30HaHCHOI ToMorpadueit (MPT) 1 Kom-
meioTepHOl ToMorpadueit (KT) cepaiia SBisgeTcss MecHee
IOPOrOCTOSINEH, OOCTYTHOW M MO3BOJSIET C BBICOKON
TOYHOCTBIO TUATHOCTHPOBATh 3a00JIEBaHMSI MHOKapia,
KJIaITaHOB Ceplla WJIM BPOXICHHBIC ITOPOKU Cepalla
(BIIC), cBszannble ¢ KA u BCC [109]. Kpome Toro,
y OOJIBIIMHCTBA ITAIIIEHTOB OHA ITO3BOJISICT OIICHUTH
cucronnyeckyro pyHkuuio JIZK 1 permoHaibHOE IBUXKE-
HUe cepaeuHoit cteHku. ITo sToit mprumne DxoKI cie-
IyeT BEITIOJIHSTHL BCEM MalMEHTaM Npu Hammanu 2KA
W TIOOO3PEHWM Ha CTPYKTYPHYIO IIATOJOTHIO CEprma,
a TaKKe y MallMEHTOB ¢ BEICOKMM PHCKOM pa3BUTHS KA
mm BCC, nanpumep npu JKMIT, TKMII i npaBo-
XKeJTyIOYKOBOM KapANOMHUOIIATHH, a TAKXKe Y TTAIlNEeHTOB,
TIePEXKUBIITNX OCTPBIN UM, WK y poaCTBEHHUKOB TAIIM-
€HTOB C HACJICACTBEHHBIMU 3a00JIeBAHUSIMU C BHICOKIM
prickoM BCC. HekoTopbIM mmaneHTaMm mmokasaHa OxoKI
C JIKapCTBeHHOU WM (U3NIECKOU HATrpy3Koi (“cTpec-

Dx0”), B TOM 4HMCJIe TAlMEHTaM, ¥ KOTOPhIX 2KA MoXeT
OBITh CIIPOBOIIMPOBAaHA WIIMEMMEI, a TaKKe TeM, KTO
HE TIEPCHOCHUT (DM3NIECKNEe HATPY3KM WM UMEET M3ME-
Henug DKI B mokoe, 4To orpaHUYMBaeT TOYHOCTh DKI
IUIST OTIpEACIICHUS NIITEMUH.

IIporpecc B obmactu MPT-uccinegoBanuii cepaua
chenal BO3MOXHON OICHKY CTPYKTYPBI W (DYHKIINHU
COKpaImaromerocss Muokapaa. IIpekpacHoe KadecTBO
N300paXeHUM, MOyYaeMBIX C ITOMOIIBIO COBPEMEHHBIX
METOIOB, MO3BOJIACT TOYHO OIPEACINTb 00BEMBI KaMep
cepmma, Maccy JIZK n oeHUTh ero (pyHKIIUIO. DTO 0CO-
OeHHO lLiIeHHO B ciydae nmomo3peHusi Ha AKITXK, koraa
MPT 1103BOJISIET TOYHO OILIEHUTH pa3Mep IIPaBOTO XKeoy-
mouka (I12K), ero (pyHKIIMIO U peTMOHAIBHOE IBIDKCHIE
CepIEeYHON CTCHKMU.

Ha KT npencrapisieTcsi BO3BMOXHBIM TOYHO paccyu-
tath 00beM JIK, @B 1 Maccy JIZK, ipu 3TOM pe3yabTaThl
oynyT cpaBHUMBI ¢ MPT. K Tomy ke KT no3BossieT noy-
YUTh ITOCETMEHTHBIC M300paxkeHMSI KOPOHAPHBIX apTe-
puit (KA), Mo KOTOpbIM MOXXHO OLIEHUTb BbIPaXKEHHOCTD
nx KanbiHo3a. [Ipoenenne KT cepaira mokazaHo JIUIIb
HEKOTOPHIM ITalleHTaM, Yy KoTophix OxoKI He 1mo3BO-
JISIET OIICHUTH CepACYHBIC CTPYKTYPHI, a BBIIIOJHEHHUE
MPT HeBO3MOXHO MO TEM WU MHBIM IIpUYMHAM. AHO-
MaJIbHOE OTXOXAeHNe KA MOXHO OIIEHHTBH C TTOMOIIBIO
KT wau gpyrux MeTooB BU3yaIU3alluu.

HekoTopeIM TTamieHTaM ITOKa3aHa OXHO(OTOHHAS
smuccronHas KT (O®BOKT) mmokapma ¢ JeKapCTBEH-
HOI mim GU3NIECKOI Harpy3Koil, B TOM YUCJIC ITallieH-
TaM, Y KOTOpBIX 2KA MOXeT OBITh CIIPOBOIIMPOBAaHA HIIIC-
MHEH, a TaKkKe TeM, KTO He IIepeHOCUT (PU3NUECKHUE
Harpy3ku win uMeer maMmeHeHuss DKI B 1mokoe, 4To
orpaHmumBaeT TouyHOCTh DKI I ompeneneHUs WIIe-
mun. TouHoe ompeneneaue @B JIK Bo3MOXHO Takke
C MOMOILbIO PAAVOHYKIUIHOW aHTMorpadguu ¢ Kapamo-
CHMHXpOHM3aINeH (pamrMon30TOITHAS BEHTPHUKYJIOTpa-
(ust), 9TO0 0OCOOEHHO IEHHO IS MAIMEHTOB, Y KOTOPHIX
ATOT ITIOKa3aTellb HE YHOACTCS OIPEHeIUTh BO BpeMSI
OxoKT.

Koponapuas anruorpadpust (KAI') mmeer BaxxHOE
MUATHOCTHYECKOE 3HAYCHME U II03BOJISICT IOATBEPINTH
WIN UCKIIIOUYNTH 3HAUNMYIO0 00CTpyKIuio KA y mamnmen-
TOB ¢ yrpoxatommmu KA u y aut, nepexkupmmx BCC.

Anekrpodusnosorndeckoe ucciaemosanue (DDU)
¢ IICX wucmonsayercs mist oneHkn nHAyKimn KT, Kap-
THPOBAHUS TMOTCHIIMAIBHON 00JIACTH aballiy, OLICHKU
puckoB noBTOopHBIX snu30a0B KT mim BCC, a Takke
IUIST BBISIBJICHMSI TIPWYMH TTOTEPU CO3HAHMSI, BO3MOXHO
CBSI3aHHBIX C HAPYIICHUSIMU PUTMA, U IJIST OTIPEICICHMS
MOKa3aHUU K MPUMEHEHUIO UMITIAHTHIPYEMOTO Kapano-
Beprepa-nepudpmmistopa (MKJ/). O6beM 1IeHHOI aua-
THOCTMYECKOU MH(pOpMaLIMY, MOJYYeHHOH C MOMOIIbIO
DOU, cymecTBEHHO BapbUpyeT B 3aBUCUMOCTH OT THIIA
M TSKECTH OCHOBHOIO 3a00JIcBaHUS Cepilla, HAIMIMS
WM OTCYTCTBHS crtoHTaHHOM 2K T, IprHNMAaeMBbIX JIeKap-
CTBEHHBIX IIPeTapaToB, IIPOTOKOJIA CTUMYJISILIINHI 1 00JIa-
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Kimnnyeckas KapTuHa M aHaMHe3 3200J1eBaHUs

» KiimHuka CTCHOKapauu WU OJbIIIKa

» CewmeitHblit aHamHe3 BCC (B Bo3pacte <40 yieT) uiu panHue ciydau CC3 y poCTBEHHUKOB
* 3adukcupoBaHHbIit Ha DKI amu301 TaXuKapauu

v v

OCTpaﬂ HeMusa MHOKapaa

THE TPAH3UTOPHbIE IPUYHHBI
Apy ’ P r (MUMnST, UM6nST)

* IIpueM MeITMKaMEHTOB
* DJIEKTPOJIMTHBIN TucbamaHC
* TpaBMbI IrPyIHOM KJIETKU

* BDKT

* OxoKT

+ Hcropusa 3a60aeBanus
U ceMeiHbIi anamHe3 *

~

@mpmM JIMATHOCTHYECKOTO MONCKA
y xkeptB BCC
* BoInonHeHne ayTOIICUU U aHaJIU3
PE3yJIBTaTOB COBMECTHO CO CIIELIHAIMCTAMA

naroMopdooramu

3aroToBKa 00pa3oB KPOBH M TKaHEH
ModnexynsipHast 3KcIiepTH3a 1ocJie ayTolcuu
KoHcynbrupoBaHue U Mmoamaepkka 4IeHOB CeMbU
PexomeHnaumu no o6cie10BaHNIO POJCTBEHHUKOB
MalMeHTa Ha TIpeIMeT KaparoJIornIecKoii

Okerpennas KA K TIATOJIOTHH U OLIeHKH pucka BCC j
W PEBACKYJISIPU3ALIAS v ¢ v
Koppexuusi 00paTumbix Hnaﬁ?;ﬁ{:e:a CTPYKTYPHYIO  ITonospenne R e
N , BPOK/ICHHbIE HA HACJIEJICTBEHHBIE naronorun CCC
NPHYMH HAPYLIEHUi pUTMA F— B OeRarnAlCED I J——
npopunakruka BCC (crabubhas MBC, 3a001eBaHus
(MATI®, BB, CapKOMI03, KIallaHHbIE MM KAPAMOMHONATHIO
4 CTaTUHBI, nopoku aoptel, JKMIT)
66(: 1el0BaHNE, \ AHTUTPOMOOLIUTApHEIE A T

HanpaBJeHHOe Tpenaparsr) |

Zac B(l;lilBJ'leHl/le NaToJIOrUK IoBropnas onetka @H]’Heﬁmee . TR
®B JIK uepes IOBAHNE MAINEHTOB, K IPUMEPY CJIeIYIolIie BAPUAHTDI:

* OKI 6-10 » Crpecc-Tecrt, 48 ¥ MoHUTOpHpoBaHue DKI

* OxoKI'/MPT n(-)cn:;ills/? b * Paccmotpets Borpoc o npoBenennn KAT

» OueHKa aHaMHe3a
* JIpyruie MeToIbl
VCCTIEIOBAHNS

PaccmoTpeTh BO3MOXKHOCTD
UK]I B KauecTBe
BTOPUYHOI NPOPHIAKTHKI

OUEeHNTD, NOJHOCTBIO JIH
yCTpPaHeHbI 00paTHMBbIE

« HanpaBuTb nauueHTa B CrieLMaIu3MpOBaHHbIN LIEHTP 1151 OLleHKH pucka BCC,
BBITIOJIHEHUS KaTeTepHOI abaaluy, KOppeKLY MeIMKaMEHTO3HO! Teparmii
u umitanTauu MK/

* MenukaMeHTO3HbIE MPOOBI, TEKTPODHU3NOTOTUYECKOE UCCIEI0BaHUE

* MPT cepaua, KT, 6uorncus Mmuokapna

\CY—SKF, ypecnnineBonHas DxoKI, B 3aBucuMocTu ot npenronaraeMoit HaTOHO@

NPUYMHBI HAPYLIEHUI pUTMA

* Ouenka prcka BC

Puc. 1. [ImarHoctyeckuii anroput™ y naumeHToB ¢ ycToiumeoii XT nan OX.
Mpumeyanne: °
Hes, °
onpeaeneHHo kapavanbHoN NaTonoruu.

!

« JleueHre OCHOBHOM
KapauajabHOM IMaToJIOTuK
(K MpUMepy, MPOTE3UPOBAHKE
KJIallaHOB Cep/la,
MeIUKaMEeHTO3Has Teparus)

C

|

Crneuuduyeckas Tepanusi,

I Paccmotperts apyrue
C;el—IeTI/I'{ec:Koe TECTUPOBaHUE R T
KPUHUHT YWICHOB CEMbU KT/DK

* Ouenka pucka BCC

— Hannyue B aHamHe3e G0oneit 3a rpyavHONA, OABILLKY W APYFUX CUMMTOMOB, CBSI3aHHbIX C ONpefeNeHHON KapavanbHO NaTonorveit U CeMeliHbIi aHam-
— L,enecoobpasHOCTb AanbHEWLWNX AMAarHoCTUYECKUX METOA0B ByAET ONpeaensiTLCs B 3aBUCMMOCTM OT Pe3yNbTaToB NEPBUYHOro 06CNef0BaHUS U BEPOSITHOCTW

Cokpaluenus: 66 — 6eta-6nokatopsl, IKMIM — aunataunonHas kapavomvonatvisi, MAM® — MHrubnTopsl aHrMoTeH3nHNpeBspaLdaioLlero depmenTa, BCC — BHesanHas
cepaeyHas cmepTb, XT — xenynoykosas Taxvkapous, UBC — uiwemnyeckas 6onesmb cepaua, KA — nMmnnaHtupyemblil kapayoseptep-aedpubpunnsatop, AMnST —
MHbapKT Murokapaa ¢ nogbemom cermenta ST, UM6nST — nHbapkT mmnokapaa 6e3 nogbema cermenta ST, KAl — kopoHapHasi aHruorpadus, KT — komnbtoTepHas
Tomorpadus, MPT — marHuTHo-pe3oHaHcHast Tomorpadus, B JIK — dpakums Beibpoca neBoro xenyaouka, ®X — bdunbpunnsums xenynoukos IKI — anektpokapamno-

rpamma, IxoKIm — axokapaumorpadus.

ctu ctumyiasaiuuu. Haubonblasgs 4yactoTa MHAYKLIUMU
M1 BOCIIPOM3BOAMMOCTh METOIAa OTMEUCHA Y IMalleHTOB,
nepeHecmnx UM. DTOT JOKYMEHT COAEPKUAT PEKOMEH-
Januy 1o nposeaeHuo DPU y oTHeIbHBIX TPYIIIT TTaI-
€HTOB.

IIpu oGcnemoBanuu mauueHTOB ¢ 2KA B OOJBIIMH-
CTBE JIEUEOHBIX YYPEXIEHUN HCIOJb3YIOT MPOTOKOJ

C HaHECEHMEM BOCBEMH CTHMYJIOB B OOJIACTH BEPXYIIKHU
IK npu minHe nukia ot 600 mc mo 400 Mc ¢ AByKpart-
HBIM TIPEBBHIIIICHUEM IUACTOJIMICCKOTO TOpora M IIpo-
IOJDKUTENIBHOCTRIO cTUMysa 0,5-2 Mc, mpuyeM H3Ha-
YaJIbHO HAHOCST OT 1 10 3 XKeTyIOoYKOBBIX 9KCTPACTHMY-
JIOB. DTOT TeCT MOXHO ITOBTOPUTH Ha (poHe MHGBY3UMN
n3omnporepeHoya [110]. IIpexmeBpeMeHHOCTb 3KCTpa-
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CTHMYJIOB YBEJIMUIMBAIOT, TIOKA He OyIeT JOCTUTHYTA ped-
pakTepHOCTh MM uHayKuusl croilkoii KT. ITockonbky
IIpU TIPEXICBPEMEHHON XEJyIOYKOBON CTUMYJISIINU
C 0YCHBh KOPOTKMM MHTEPBAJIOM CICIICHMS 00Jiee BEpO-
atHa mHIykKmusg ®XK, a He MoHOMOpdhHON XT, mpu
00C/IeI0OBaHNH TALIMCHTOB, Y KOTOPHIX ITOJIOXUTEITHHOM
KOHEYHOU TOYKON MOXKET OBbITh TOJbKO CTOMKAasi MOHO-
MopdHast KT, 11e1ecoodpa3HO OrpaHUIUTD TIPEKIEBPE-
MEHHOCTh 3KCTPACTUMYJIOB O MIHUMAJILHOTO 3HAYCHMST
180 mc. Haunsbni npotokon DPU MOXHO ITOBTOPUTH
B o6sactu BerxogHoro otrena [12K nom Ha JIK.

Taxke DPU MOKHO UCITOIB30BATh IJIST TIOATBEPKIC-
HUS apUTMIYIECKOTO TeHe3a 0OMOPOKOB, M OHO JOJIKHO
OBITh BKJIFOYCHO B aJITOPUTM 00CIICIOBAHMS TAKMUX TIAIIM-
eHToB. Hambomnee mHbopmatuBHO DPU y maumeHTOB
¢ UBC u muchyuxmueii JIK. C momomnisio DPU ynaeTcst
3apeTUCTPUPOBATh WJIN CIIPOBOIIMPOBATh OpaguapUTMUN
wm AB-Onokany, Korga Opyrue MeTOAbl OTUATHOCTUKH
HE IIO3BOJISTIOT IIOJYYUTH OOCTATOYHON WH(MOpPMAIIMH.
JwnarHocTraeckast "HOOPMATUBHOCTh OTJIMYACTCS B pa3-
HBIX TpynIax nauueHToB [111] u 06bIYHO TOBOJBHO MaJja
IIPY OTCYTCTBUHU CTPYKTYPHOM IATOJIOTUH CePAIIa U M3ME-
Henmii Ha DKI. Y manumeHToB ¢ XpOHMYECKOM 610Kamoit
myuka Iica, oOMopokamu u cHukeHHoir DB (<45%)
DOU nossonser unayuuposaTh KT B 42% ciyuaes. Tem
He MeHee, Ha (oHe MMmerolelicss 0aokaapl mydka Iiica
W TIpA HAJTMYUW CUHKOITAJIBHBIX cocTosTHIT DMU gacTo
JTaeT JIOXKHO-OTPUIIATeIbHbIC pe3yabTarThl [112]. VY mamu-
€HTOB ¢ HopMaibHOU dyHKuMelR JIK 1 6e3 cTpyKTypHOU
mmarojoruu cepana DPU MoxXeT CIIpOBOIIMPOBATH HECTIC-
IUPUICCKYIO TaXHAPUTMHUIO.

IMons3a DPU mig onpeneneHns IMPoOrHo3a 1 BEIOOpa
JICYCHUS y TTAIIMEHTOB ¢ KapIMOMUOIIATUSIMU W HACJICI-
CTBEHHBIMHM TICPBUYHBIMM HapYIICHUSIMH pHUTMa O0OCY-
xmaetcs B Pasnemax 7 u 8. B nemnom, nposenenne DOU
nenecoodpasHo mpu AKITXK [113, 114] u AKMIT [115],
HO He TI03BOJISIET ONpeAe/INTh cTeneHb pucka rpu 'KMII
(xnacc 111) [116]. B cayuae kaHanonatuit DPU He moka-
3aHo mipu LQTS [117], KITXKT [14] n ipu SQTS [118,
119], torma kak mpu Cbp muarHocTWdeckasl IIEHHOCTH
DOU eme He ycTaHOoBIIeHaA [120].

OOMOPOKM SBIISIIOTCS HEOIATOTIPUSITHEIM ITIPU3HAKOM
y MaIlMeHTOB CO CTPYKTYPHOI MaTOJIOTHEH cepliia, 0Co-
O6eHHO Tipu BbIpaxkeHHoOU aucdyHkumu JIK. Hanuuue
y manuenTa HecToiikoit KT 1Mo JaHHBIM XOJITEPOBCKOTO
MOHUTOPHPOBAaHMS, 0OMOPOKOB 1 CTPYKTYPHOM ITATOJIO-
TUU Cepalia ¢ OOJBIION HOJIeH BEpOSITHOCTH YKA3BIBAIOT
Ha npucytctBue uHnyuupyemoii XKT. Ilpu couetanuu
CHHKOITAJIEHBIX COCTOSTHMI, 3a00JIeBaHUSI CEpaIia U CHH-
XKeHHO PB oTMewaeTcsT BBRICOKAs YacTOTa MOBTOPHBIX
SIM30I0B ApUTMUN U CMEPTEIbHBIX cirydaeB [121], maxe
korma DDPU paer oTpuuarenbHBIC pe3yasraThl. DOU
1IeJIeCOO0Pa3HO BBITIONHSATh Y ITAIMEHTOB C OUCGHYHK-
uueir JIK mocne nepenecenHoro UM (®PB <40%),
HO JaHHOE MCCIIeAOBAaHNE HE SIBJIICTCS YYBCTBUTCIILHBIM
METOIOM JIJISI TAIIEHTOB ¢ HEMIIIEMIIEeCKOM KapIMOMMO-

natueit. [Ipm 3toM mHIyKIUA moaumopdHoi KT mmm
@K, 0cOOEHHO ITpH arpeCCUBHOMN CTUMYJISILINU, HE SIBJISI-
eTcd cneunduuabiM MapkepoM. IIpu MBC o6beM LieH-
HOM IMarHoCTMYecKoi mHdopmanmun Bo BpeMs DDU
MoxeT gocturath 50%.

Ha pucyHke 1 npuBOOWTCSI BO3MOXHBIM aJIrOpUTM
00clIeqoBaHNs ITAIIMEHTOB, BBDKMBIINX ITOCJIE IIPEIOT-
BpallleHHOM OCTAaHOBKM cepAala. AJTOPUTM OEUCTBUM
B CJIydae OCTAaHOBKU CepAlla MpH Pa3IdIHBIX 3a00JIeBa-
HUsIX omnrcaH B Pasmemax 5-12. B Web tabiune 3 mpuso-
IATCS HOMEHKIatypa Imo 2KA, KOTOpbIe OOCYKIAIOTCS
B HacTosieM nokymeHTe [122]. B Web ta6mmiie 4 mepe-
YHUCIICHbl IMATHOCTUYCCKNE METOHBI, KOTOpHIE IT03BO-
JISTIOT BEISIBUTH CIIeIN(UIECKIEC TTPU3HAKN KOHKPETHBIX
3a00JIeBaHUIA.

4. Mopxopbl K neyeHuio XKHP
4.1. JleueHne OCHOBHOIro 3aboneBaHus cepaua

BaxHeHImmMM ycIOBHEM YCHEITHOTO JedeHmMsT KA
u npenorspaiieHns BCC aBnsercst adheKTuBHOE Jieue-
HIE OCHOBHOTO 3a00JIeBaHUS CepAlla M COMYTCTBYIOIINX
3aboseBanmii. CiaemyeT n30eraTh 0OOCTPEHUS M JCKOM-
TIeHCAIUN 3TUX 3aboneBanmii. CiemyeT TaKsKe KOHTPOJIH -
pPOBaTh COIYTCTBYIOIIME 3a00JIEBAaHMSI, KOTOPBIE CO3IAI0OT
TPUTTEPHI WJIN CIIOCOOCTBYIOT (POPMUPOBAHUIO CyOCTpaTa
IUISI BOBHUKHOBEeHUS ycToiumBoii 2KA. ITomxoms! K jiede-
HUIO 3a00J7€BaHUl Cepala CYIIECTBEHHO W3MEHWIUCH
nocjae MpoBeneHUs] (pyHAAMEHTAJIbHBIX HCCAEAOBaHUI
MO0 TIIPOTUBOAPUTMHYCCKMM TipemapataM u MKII.
ITockonbky B OjukaiiieM OyaylieM aHaJOTMYHBIX
WCCJICIOBAaHWIT HE IUIAHUPYETCS, 3aKIIOUCHUS OPUTH-
HaJIbHBIX UCCIICHOBAaHUI CIICAyeT afalTUPOBATh IS COB-
PEMEHHOM KIIMHUYECKOW MPAKTUKMU.

Tem He MeHee, JIeueHIE OCHOBHOTO CEpACYHOTO 3a00-
JICBAaHUS MOJKHO IIPOM3BOOUTBECA B COOTBETCTBUU
C TIOCICOTHUMM PEKOMCHIAIUSIMHI (COOTBETCTBYIOIIME
pekomeHmanuu ESC mocTymHB IO cChUIKe http://wWww.
escardio.org/Guidelines-&-Education/Clinical-Practice-
Guidelines/listing).

4.2. MepukameHTo3Hoe nevyeHue XXHP
u npodunaktuka BCC
4.2.1. O6wue nopgxoabl K Tepanuu

ITpu BEIGOpe MeToma neueHust KA u mpegoTBpaiie-
auss BCC yuyuThIBaloT xapakTep HapyImIeHHWS PUTMa,
HaJIMIMe COITYTCTBYIOIINX 3a00JIeBaHMNI, KOTOPHIC MOTYT
CITOCOOCTBOBATh PAa3BUTHUIO APUTMUM U(WIH) YTSKEISATh
ee TeUeHNE, CBSI3aHHBIA ¢ apUTMHUEH PUCK M COOTHOIIIE-
HUE TI0JIb3a-pUCK caMoil Tepanuu. JIedeHUWe apUTMUU
TIOCJTe TIOATBEPKICHMS JUArHO3a BKITIOYAET OTMEHY IIPO-
apUTMOTeHHBIX TpenapaToB (Pasmen 12.5) n HazHaueHME
COOTBETCTBYIOIICH IIPOTUBOAPUTMUYECKON TepaItnm,
WCITOJTb30BaHNE UMILIAHTHPYEMBIX YCTPOMCTB, TIPOBEIC-
HUe absalMy U XMPYPruyeckoro BMmelareabcTBa. KoH-
KpEeTHBIC PEKOMEHIAIINN 110 MEANKAMEHTO3HOMY JieUe-
HUIO IIPY Pa3IMYHBIX BAPHAHTAX MATOJIOTHH IIPUBOISTCS
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B TEKCTE U B TAOIMIIAX CJICeayromux pa3acjioB HACTOALICTO
JOKYMCHTa.

4.2.2. MpoTuBoapuTtMuyeckue npenaparbl

I[lo maHHBIM paHZOMHU3NPOBAHHBIX KIMHUYECKUX
WCCIICIOBAaHN, M3BECTHBIC B HACTOSIIEE BPEeMSI aHTH-
apUTMHUYECKIE TIPEIIapaThl, 3a UCKIIOUeHUEM OeTa-0110-
katopoB (bb), He nmokazanu cBow 3(GEHEKTUBHOCTD
B KaueCTBE TepaIuy MePBOI TMHUH Y TTAIIMEHTOB C XKM13-
HeyrpoxaomuMu KA wminm B mpodmraktuke BCC.
Hexkotopbie mccmenoBaHMsI MOKA3add TTOJIOXKUTCITbHEBIC
pe3yabTaThl IJIsS aMHOIapoHa, OJHAKO 3TH HaHHBIC
He MMOATBEPAWINCH B IPYTUX UccaemoBaHmsIx [123, 124].
B memoM, mpoTBOApUTMHUYECKIE TIPEITapaThl IIPU OIIpe-
JIEJICHHBIX OOCTOSITEJIbCTBAX MOTYT ObIThb 3(P(PEKTUBHBI
B Ka4eCTBE MOITOJTHUTEIBHON TepaIrmy s IMallieHTOB,
CKJIOHHBIX K HapylleHusM putMma. IIpoTmBoapuT™Mmue-
CKHMe TIpemapaThl CIIEAyeT MCIIOIb30BaTh C OCTOPOXKHO-
CTBIO, MOMHSI 00 UX MOOOYHBIX 3(pdekTax. B HacTosIeM
pasmerie o0CyxXImaeTcsT MeOUKaMeHTO3Hoe JiedeHne KA,
HarpaBiieHHOe Ha rmpodumnakTuky KT (Tab:m. 5).

Kaxmerit mpemapaT MOXeT BBEI3BIBATh HeXKeIaTeIbHbIC
SIBJICHUSI, B TOM YWCJIE TIPOApUTMUKM. MHOTHE 3aperu-
CTpUPOBAHHBIC TIpeIapaThl IS JICICHHUS CEPACUHBIX
W IPYTHX 3a00JIeBaHUIT MOTYT MHIYLIMPOBATH CUHYCOBYIO
Opanukapauio U AB-0jo0Kaay, HEKOTOPBIX HapyllaroT
mmpoBeneHNe 1o cucTeMe Iuca-IlypkuHbe M TIPOBOIIM-
pytoT AB-6iokany unu 6yokany nmydka Iuca, Torga Kak
IpYyTUe YIUIMHSIOT PEIOIIpu3anio XelrymodkoB n QT
nHTepBajl. TakmM 00pa3oM, IPOTUBOAPUTMHUIECKIE TIPE-
MmapaTel TakKXKe MOTYT YXYAIIATh TEUYCHHE YTPOKAIOIINX
KT, npuueM ¢ 60JbIIeii BEPOSITHOCTHIO, YeM HEKOTOPHIS
HecepaeyHbIe IIpernapaTsl, KOTOPhIe TAKKE MOTYT YIUIH-
HaTh QT MHTEpBaI WX 3aMEIJIATh BHYTPIDKEIIYIOIKOBOE
nposeaeHue [125, 126].

BaxxHO ITOMHUTB, YTO IPOTHBOAPUTMHUICCKIE IIpeTIa-
pathl 1A kiacca (Halpumep, XMHUINH, TU30ITMPAMII),
KOTOpEBIE OJIOKUPYIOT HATPUEBBIN TOK, TAKXKE OJIOKMPYIOT
OBICTPBIII KOMIIOHEHT KaJIMEBOIO TOKa 3alep:KaHHOTO
BBINIPSIMJICHUS, B PE3YJIBTaTe Yer0 BO3MOXKHO YIUTMHEHUE
QT wunTepBana. UMeHHO ITO3TOMY OITACHO MCIIOJIB30BaTh
TaKue Tpernaparhbl y NalMeHTOB, YXKe MOoJyJaloluX Mpe-
mapaTbl, KOTOpBIe YIIMHAIOT mHTepBal QT, a Takke
y manmueHToB ¢ HacaeactBeHHBIM LQTS. Opnako
B ITOCTICIHEE BPeMsI COOOIIIAIOCH, UTO HEKOTOPEIE OJ10Ka-
TOPBHI HATPHEBOTO TOKA (TJIABHBIM 00pPa30oM MEKCHJICTHH
n3 kacca 1B u ¢aexkanaun u3 kinacca I1C) B 3HAUNTEIb-
HOM CTCIIEHU MOJABIISIOT KaK IMMMKOBBIIT HATPUEBHIN TOK,
TaK ¥ ITO3THUI KOMIIOHEHT HaTPHUEBOTrO ToKa. biaromapst
9TOMY TaKWe IIpernaparsl MOTYT IIPOBOLIMPOBATH YKOPO-
yenne nHTepBaa QT y manmuenTos ¢ LQTS 3 tuma, npu-
YUHOI KOTOPOTO SIBJISTIOTCSI MYTaIlH, CIIOCOOCTBYIOIIIE
YCUJICHUIO TIO3MHETO HaTpueBoro Toka [127]. CrnemoBa-
TEJIbHO, 3TH MpemnapaThl MOXHO MCIIOJIB30BaTh IIJIST YKO-
pouennst uaTepBaia QT y mammenroB ¢ LQTS 3 Tuma
(Pazmen 8.1). 1o cux mop HEM3BECTHO, CITOCOOCTBYIOT JIN

9TH IIpenaparsl yKopodeHmio mHTepBaga QT B ciydae
yomuHeHns QT Ha (poHe preMa JeKapCTBEHHBIX IIpeTia-
paToOB WM TIPU APYTUX TeHeTHIecKnX BapuaHTax LQTS.

B HemaBHEM HEMEILIKOM HMCCICHOBAHMU C MCIOJB30-
BaHMEM METOIA aKTMBHOTO 3MUACMUOJIOTHICCKOTO Hal-
30pa mpuMepHas Jactora ymwmmHeHus QT Ha doHe mpu-
eMa JICKapCTBEHHBIX IIPEIapaToB C IMOCICAYIOMNM pa3-
BUTHMEM JABYHampaBieHHOU BepeTeHooOpa3Hoi KT
(IBXKT) coctaBuia 3,2 cirydast Ha 1 MJIH 4eJIOBEK B TOI
[128]. Ecimm BosHmkaeT momo3peHue, yto KA MOXKeT
OBITH BEI3BaHA IIPUEMOM IIPOTUBOAPUTMIYECKHUX TIpeITa-
paToB, HEOOXOIMMO OTMEHUTD IIPEITAPATHI C BO3MOXHEBIM
TIPOAPUTMOTCHHBIM IeHCTBHMEM M HAOIONATh 32 COCTOSI-
HUeM TanneHTa ¢ KoutpoaeM DKI.

B cBere pesympraTtoB mcciemoBanuss CAST [129],
KOTOPOE ITOKA3aJI0 POCT CMEPTHOCTH 1 YACTOTHI HECMEP-
TebHOM ocTtaHoBKU cepaua (7,7%) cpeau mocTUHOapPKT-
HBIX MMAIIMCHTOB, ITOJIYJaBIINX SHKAWHUA WIH (rexam-
HUJI, 10 CPaBHEHMIO ¢ Ipymmnoii miare6o (3,0%), npume-
HeHHe OJIOKaTOpoB HaTpHUeBBIX KaHanoB IC Kiacca
B HACTOAINMN MOMEHT IIPOTHBOITOKA3aHO ITalleHTaM,
nepeHeciniM UM. MM Takke MpOTUBOMOKA3aHbl U Ipy-
rue TpoTuBoapuTMmMYeckme Ipemaparel IC Kiacca,
TIOCKOJIBKY OHHM XOTS M HE IPOBOLUPYIOT YBEIMUCHMUS
YHCIIa CMEPTENBHBIX CIyJYacB, HO IIPHM HCIOJB30BaHUN
IUIST CHIDKCHUSI 9aCTOTBHI apUTMUM B MOCTHH(MAPKTHOM
COCTOSTHUM OHM HE YMEHBINAIOT CMEPTHOCTh (CCBUIKHU
Ha UCTOYHUKU U 00CyXIeHUe puBoauTcs B Pazaene 5).

HacmencrBernsie nepsuanbic aput™Mun (LQTS, SQTS,
Cbp) n KapmroOMHONaTHN HE BXOISAT B CIIMCOK 3apery-
CTPMPOBAHHBIX TOKA3aHWI TSI JAHHBIX IIpEITapaToB.

4.2.2.1. beta-6nokatopel

MexaHu3M MOpoTHUBOapuUTMHUYecKoro neiicteusi bb
BKJTIOUAaeT KOHKYPECHTHYIO OJIoKamy OeTa-ampeHOpeler-
TOPOB, YYAaCTBYIOIIMX B CHUMITATUYCCKUX TPUITECPHBIX
MeXaHHM3MaX, 3aMeJICHIe CHMHYCOBOTO PUTMAa U BO3MOX-
HOE MOJaBJICHNE M30BITOYHOTO BEIOpOCA KaJIbIIMS Yepes
KaHaJIBI PeIeNTOpa PUAaHOIWHA.

bb addeKTMBHO MOAABISIOT 3KTOMUYECKUE KETy-
MOYKOBBIC COKpAIICHUS M apUTMHUU, a TAKKe CHIDKAIOT
puck BCC npu pas3nuuHbIXx 3a0ojieBaHUS cepila, Kak
npu Hayman CH, tak 1 B ee orcyTcTBUe. OHM SIBIISTIOTCST
3 GEKTUBHBIMY U B 11€7I0M 0€30IaCHBIMUI IIPOTHBOAPHUT-
MHUYECKUMHM TIperapaTaMi, KOTOPbIe MOXHO HCIOJIB30-
BaTh B KauecTBe 0a30BOM aHTHAPUTMUYCCKON TepaITnu.
OpmHako He TaK JaBHO, IO JAaHHBIM PETHCTPa, BKITIOYAB-
mero 34661 nanuenta ¢ UM ¢ mombemom (MMnST) wim
6e3 mmompema cermeHTa ST (MMO6OmnST), ObUIO ycTaHOB-
JICHO, 4TO y IIaIIMEHTOB C ABYMS M Ooiiee (haKTopaMu
pHCKa pa3BUTHS KapAMOTCHHOTO IIOKa (K IIPUMEPY, BO3-
pact crapmre 70 JIeT, 9acTOTa CepAeYHBIX COKpaIlCHMIA
6oiee 110 B MUHYTY, CUCTOJIMIECKOE apTepHUAaIbHOE JaB-
smeHne MeHee 120 MM PT.CT.) BEepOSITHOCTh BOZHUKHOBE-
HUS II0Ka WA CMEPTEIFHOTO MCX0Ia 3HAYUTEIFHO BO3-
pactaet Ha ¢oHe npuema bb (MM6nST: OII 1,23 (95%
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Tabnuua 5

MpoTuBoapuTMUYECKUe npenaparbl, 0400peHHbIe aAng nevyeHuns XXA B 6onbluMHCTBE cTpaH EBponbl

MNpoTtuBoaputmMmnyeckue [o3a ana
npenaparsl (Knacc)

(mr/cyt)*
AmuopapoH (lll) 200-400

Berta-appeHobnokatopsl (I)  PasnuyHble

103bl
[nsonvpamug, (1A) 250-750
®dnekanHug, (IC) 200-400
MekcunetuH (1B) 450-900
lMpokanHamug, (1A) 1000-4000
MponadeHoH (IC) 450-900

YacTbie unu cepbesHbie

npuema BHYTpb  HeXenaresnbHble 3pdeKTbl

DunbPO3 nerkmx, rmnoTUPeos

1 TUNepTMpeons, HeliponaTum,
OT/IOXEHUSI B POrOBHLE,
OTOYYBCTBUTENLHOCTD,
M3MEHEHVE OKPaCKM KOXM,
renaToToKCUYHOCTb, CUHYCOBast
Opaavikapams, yaamHeHue
cermenTa QT, peako ABXT.

BpoHxocnasm, runoTeH3us,
CUHycOoBas Gpaaykapaus,
AB-6n0kaga, NoBbILLEHHas
YTOMJISEMOCTb, Aernpeccus,
HapyLLUEHWs NonoBoi cdhepsl.

OTpuuaTenbHblil UHOTPOMHBbIN
addexT, yanmHeHne QRS,
AB-6n0kaga, npoapuTMms
(TpeneTaHve npeacepaui,
moHomopdHas XT,

penkve cnyyaun OBXT),
AHTUXONMHEPrMYeckme apdekTbl.

OTpuLaTeNbHBbIA UHOTPOMHBIN
adexT, paclumpeHue QRS,
AB-6n0kafa, CUHycoBas
6paavikapans, NPoapuTMus
(TpeneTanue npeacepani,
MoHomop®dHas XT, peakve
cnyyaun [1IBXT), Bbicokas
CMepPTHOCTb nocne M.

Tpemop, ansapTpus,
rONOBOKPYXEHWE, HapYLLEHNS
OYHKUMY XEeNya04YHO-KULLEYHOTO
TPaKTa, rMnoTeH3uns, CUHycoBas
6pagvkapomns

Chbinb, MWanrus, BaCKysuT,
TMNOTEH3MS], BONYaHKa,
arpaHynouuTos, 6paavkapans,
yonvHeHve nHtepeana QT, ABXT.

OTpuruaTENbHbIA HOTPOMHBIN
3 deKT, HapyLeHns GyHKLMKN
Xeny04HO-KULLIEYHOrO TPakTa,
yoJiMHeHue nnitepeana QT,
AB-6n0Kafia, CUHycoBas
6paavkapans, NpoapuTMms
(TpeneTaHve npeacepani,
moHomopdHas XT, peokve
cnyyan ABXT).

Moka3anusa

XT, X

X3, XT,

LQTS

XT, X3

X9, XT

XT, LQTS3

XT

X3, XT

MpoTuBONOKa3aHUsi CO CTOPOHbI CepPALA U Mepbl
npeaoCcTOPOXHOCTH

3abonesaHrs 1 COMYTCTBYIOLLAS TEpanusi, CONpPsiXeHHas
C yanuHeHnem nHtepeana QT; HacneacTBeHHbI LQTS;
CUHycoBas Bpaankapavs (3a UCKI0HEHNEM ClyYaeB
OCTaHOBKU CepLa); NOpaxeHre CMHYCOBOTO y3na

(3a MCKNIOYEHNEM NALWEHTOB C KAPAVOCTUMYNSTOPOM);
TsXenble HapyLenns AB-nposeaexns

(3a nckNYeHNeM NaUMeHTOB C KAPANOCTUMYNSTOPOM);
[fekomneHcmpoBaHHas CH unu kapauomuonatms.

Taxenasi cuHycoBasi Gpaavkapans U nopaxeHne
CWHYCOBOTO y3/a (3a UCK/IOYEHNEM CIly4aeB OCTAHOBKM
cepaua); Hapylenns AB-npoBeaerus (3a UCKNIo4EHneM
NaLUNEHTOB C KapAVOCTUMYNSTOPOM); OCTPbIV NEPUOA,
WM (n36eratb npu 6pagvkapamm, runoteHsum n JK
HEAO0CTAaTO4HOCTH); AeKOMNeHcMpoBaHHas CH;
cTeHokapaus MpuHumeTana.

Tsxenoe nopaxeHne CUHYCOBOTO y3na

(32 nckNYeHnemM cnyyaeB OCTAHOBKM CEPALA);
TsxXenble HapyLenns AB-nposeaeHns (3a UCKNoHYeHneM
NaUMEeHTOB C KAPANOCTUMYNSTOPOM); TAXENbIE
HapyLUEHNS BHYTPVXENTYA04KOBOrO NPOBEAEHNS; paHee
nepexeceHHbll IM; UBC; CH; cHikeHne @B JIX;
rUNoTeH3ws.

JMCOYHKLMS CUHYCOBOTO Y3Na (3a UCKIII0YEHNEM
cy4aes 0CTaHOBKM cepaua); Prl/Tpenetanue (npu
OTCYTCTBUM COMYTCTBYIOLLE TEpanuu npenapaTtamu,
6nokvpylowmmMy AB-npoBeAeHne); TAXENbIE HapyLLEHMS
AB-npoBeeHns (3a UCKITIOYEHNEM NALMEHTOB

C KapAMOCTUMYNSTOPOM); PaHEE NePEHECEHHDIV

WM; UBC; CH; cHuxerne ®B JTX; nopaxeHue
KnanaHa(os) cepfLa ¢ HapyLLeHVeM reMoauHaMIKK;
Cbp; HacneacTBeHHbIi LQTS (kpome LQTS3);
CONyTCTBYIOLLAS Tepanus npenapatamu, yAJMHAOLWMMA
nHTepBsan QT.

JMCOyHKLMS CUHYCOBOTO Y3Na (3a MCKIIOYEHNEM
C/ly4aeB OCTaHOBKYM CEPALA); TAXENbIE HAapyLLEeHNs
AB-npoBeaeHus (3a UCKIIOYEHWEM MaLMEHTOB

C kapamocTUMynaTopom); Tsxkenast CH; cHikerne

OB JTX; HacneacTeeHHbIi LQTS (kpome LQTS3);
conyTcTBYIOLLAs Tepanus npenapartamu, YA MHSIOWUMI
nHTepsan QT.

Tsaxenoe nopaxeHne CMHYCOBOrO y3na (3a
MCKIOYEHNEM Cy4aeB OCTAHOBKM CEPALA); TKENbIE
HapyLweHna AB-nposeneHus (3a NCKTI0YeHeM
NaLMEHTOB C KAPANOCTUMYISITOPOM); BbIPQXEHHbIE
HapyLLEHNs BHYTPUXeNya04KOBOro NPOBEAEHs; paHee
nepexeceHHbl IM; UBC; CH; cHinkeHne @B JIX;
rnoTeH3mns; cuHapom bpyrana.

Taxenasi cvHycoBasi Gpaavkapans U nopaxeHve
CMHYCOBOrO y3a (3a UCK/IOYEHNEM Cly4aeB
ocTaHoBKU cepaua); dr/TpeneTanue (npu
OTCYTCTBUM COMYTCTBYIOLLEN Tepanuu npenapaTtamu,
6nokvipylowmmMu AB-npoBeaeHne); TsXenble
HapyLeHns AB-npoeeaeHns (3a NCKNIOYEHNEM
NauMeHTOB C KAPANOCTUMYISTOPOM); TSXENbIE
HapyLLEHNS BHYTPVXENYA04KOBOrO NPOBEAEHNS;
paHee nepeHeceHHblin IM; MBC; CH; cHuxeHne ®B
JIK; nopaxeHue knanaHa(oB) cepaua ¢ HapyLweHmem
remonuHamukuy; CBp; HacnencTeeHHbIn LQTS (kpome
LQTS3); conytcTBylowas Tepanus npenapaTtamu,
YAAVHSOWMMKY nHTepBan QT.
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XVUHNAWH 600-1600 TowHoTa, Avapes, HapyLueHms
C/yxa 1 3peHusi, CMyTaHHOCTb
CO3HaHUsl, TMMOTEH3MS,
TpoMbouuTONeHws,
reMonuTuyeckas aHeMus,
aHadwunakcus, yoamHeHne QRS

1 QT, IBXT.

PanonasuH (IB) 750-2000 [onoBOKpYXeHWE, TOLWHOTA,

3anop, rmnoTeH3Ns!, HapyLLEHNS
DYHKLMM KENYA0YHO-KMLLEYHOrO

TpakTa, ronoBHas 60/b, Chifb,
CUHycOoBas Gpaaykapavs,
yonmHeHve nutepsana QT.

Cotanon (Il 160-320 AHanornyHo BB, IBXT.

Bepanamun (1V) 120-480 OTpuLaTeNnbHbIn MHOTPOMHBIN
3¢ dekT (0cobEHHO NpK
CHuxeHHo OB J1X), cbinb,
HapyLLeHWs GYHKLMM
XENyA04HO-KULLEYHOr0 TpakTa,

rmnoTeH3ns, cuHycosas

6paaukapaus, AB-6nokaaa, XT.

Ta6nuua 5. MpogonxeHue

XT, ®X, cuHapom
YKOPOYEHHOr0
uHtepsana QT, Cbp

Tsxenoe nopaxeHne CUHYCOBOrO y3na (3a
UCKIIOYEHNEM Cry4aeB OCTAHOBKM CEPALA); TAXENbIE
HapyLueHusi AB-npoBeaeHns (3a NCKNtoYeHnem
NaLVEeHTOB C KapAVNOCTUMYIITOPOM); TAXENble
HapYLLUEHWS BHYTPUXENYL0YKOBOrO NPOBEAEHNS; paHee
nepeHeceHHblt IM; UBC; CH; cHikenne OB JIX;
runoTeH3wns; HacneacTeeHHbIM LQTS; conyTcTayiowas
Tepanus npenaparamu, yaauHsowmm uHtepsan QT.

LQTS3’ Tsaxenas cuHycoBasi Gpaavkapans U nopaxeHve
CWHYCOBOrO y3na; Taxenas CH; HacneaCcTBEHHbIN
CUHIPOM yanuHeHHoro uHtepsana QT (kpome LQTS3);
CconyTCTBYIOLAsi Tepanusi npenapaTamu, YAJMHSIOWUMA

nHTepsan QT.

XT, (AKMX)® Tsxenas cuHycoBasi Gpaavkapans U nopaxeHne
CUHYCOBOrO Y3na (3a UCK/I0YEHNEM Cly4aeB OCTAaHOBKM
cepaua); Tskenble Hapylienns AB-npoBeaerus (3a
MCKIOYEHNEM MALMIEHTOB C KAPANOCTUMYISTOPOM);
Taxenas CH; cteHokapavs MpuHumeTana;
HacnencTBeHHbIi LQTS; conyTcTByiowWas Tepanvs
npenapatamu, yaavHsoWmMn nitepean QT.
JeBoxenynoukoBas
dacumkynspras
Taxukapaus

Tsxenas cuHycosas 6paankapavs U nopaxeHve
CWHYCOBOTO y3na (3a UCK/IOYEHNEM Clly4aeB OCTAHOBKN
cepaua); Taxenble HapyleHns AB-nposeaeHns

(3a MCKNIOYEHNEM NALWMEHTOB C KAPAVOCTUMYNSTOPOM);
ocTpbiii nepuoa M (n3beratb npu 6paavikapamm,
runoteHaun n JIX HegocTatouHocTu); CH;
3HauMTenbHOE cHuxeHne OB JIX; Tpenetanue nnm G,
CBSI3aHHbIE C HANMYMEM AOMONHUTENbHBIX MPOBOASILLMX
nytei (Hanpumep, WPW-cuHapom).

b - -
Mpumeuanue: * — 8 TaBnuLEe ykasaHbl B3POCHblE 1036l MPENapaTos, = — PaHONa3uH 0l0BPeH TOMbKO 1S Ie4eHNs XDOHMYECKON CTaBunbHON CTeHokapamn. B cnyyae
Opyrvx 3a6onesaHnii MoryT noTpeBoBaTLCs APYrue [03LI Npenapata, - — coTanon nokasaH ans nevenns AKMXK, ofHako ero npuMeHeHue npu AaHHOM 3a60seBaHnm

BbI3blBaeT CMOpbI.

CokpaueHusi: AB — aTproBeHTpukynspHbliid, AKX — aputMoreHHas kapavomuonaTusi npasoro xenyaouka, ABXT — AByHanpaBneHHas BepeTeHoobpasHas xeny-
[fo4KoBas Taxukapams, XA — xenynoukosas aputMus, XX — xenyaoukosas akcTpacuctona, UBC — nwemmyeckas 6oneaHs cepaua, M — uxdapkT muokapaa, JK —
NeBbIN Xenyaoyek/nesoxenynoykosesliil, Cbp — cuHagpom bpyraga, CH — cepaeyHas HegoctatouHocTb, DB JIXK — dpakums BbiGpoca n1eBoro xenynouka, PX — eounbpun-
nsums xenyaoukos, Pr — dubpunnaumns npeacepamnin, LATS3 — cuHapom yanvHeHHoro uitepsana QT 3-i Tun, WPW-cuHapoM — cuiapom Bonbda-lMapkuHcoHa-YaiiTa.

AU 1,08, 1,40), p=0,0016; UMnST: OLL 1,30 (95% AU
1,03, 1,63), P=0,025) [130].
Tem He meHee, bb saBAsSI0OTCA MEepBoOii IMHMENH Tepa-

nuu 1ipu 2ZKHP 1 npuMeHsSIIoTCes ¢ 1eabio TpouIaKTUKI
BCC.

4.2.2.2. AMnogapoH

AMMoIapoH 06J1amaeT MM POKUM CIIEKTPOM ICUCTBUS,
BKJTIOUAs OJIOKamy METOJISIPU3YIOIINX HAaTPHEBEIX TOKOB
1 KaJIMEBBIX KaHAJIOB, KOTOPEIE TIPOBOIST PEITOISIPU3YIO-
e TOKW; TAKOE BO3ACHCTBYE IIPUBOIUT K ITOOABICHUIIO
wiv 1nojHomy npekpaiieHuto 2KHP 3a cuer BausiHus
Ha MEXaHN3MBbI aBTOMaTUH W pe-3HTPH.

HccnenoBanne SCD-HeFT He mpoaeMoHCTpHPOBaIo
MPEUMYIIECTBA MO BbIKMBAEMOCTU TIPU JICUEHUU aMUO-
ITApOHOM II0 CpaBHEHUIO ¢ IUIare6o y marueHToB ¢ OB
JI2K <35% [64]. Tem He MeHee, B OTJIMYME OT OJIOKATOPOB
HaTpUeBBIX KaHaioB [131], mpuMeHeHMe aMMOJapOHa
HE CONIPOBOXIACTCS TMOBBIIICHNEM CMEPTHOCTH CpPEIn
nauueHToB ¢ CH [132].

Merta-aHanm3, BKIIOYABIIWI 8522 mamumeHTa, Iepe-
Hecimix MMM wim ctpapatommx cucrognmdeckoii CH,
KOTOpBIC OBUIM paHIOMH3MPOBAaHBI Ha IIPUEM aMUOIA-
pOHa WX TUIale0o, IToKa3al, 9To IIPH JICUCHUN aMHoIa-
poHoM Ha Kaxmyto 1000 ImanmueHTOB yIajaoch IIpeaoTBpa-
TATHh 5 CMepTeil OT OOIIMX MPUYUH, 24 CMEPTH OT Cep-
JEYHO-COCYAMCThIX MPUYMH U 26 BHE3AIHBIX CMepTeit
[133]. AbcomoTHOE cHIKeHME prcKa Ha 1,5% m1s obmein
CMEPTHOCTH II0 CPaBHEHMIO C IUIAc00 He OBIIIO CTaTH-
CTHYCCKH JOCTOBEPHEIM.

[Ipy mmTenpHOM HPUMEHCHMU aMUOIapOHa MOTYT
BO3HUKHYTH CJIOXKHBIC JIEKAPCTBEHHBIC B3aNMOICHCTBUS
W MHOXECTBO BHECEPIECYHBIX MOOOYHEIX 3(PdeKTOB
C TIOpaXXeHHEM IIMUTOBHIHON XeJie3bl, KOXU W, B psiie
CITyJaeB, JIETKUX U TIEYeHH. B CBS3M ¢ 9THM y IMAIlUeHTOB,
MOJIyJalOIINX aMHOTAPOH, CJICAYyeT PEeryIsIpHO KOHT-
pOMPOBaTh (PYHKIUIO JIETKUX, TIEYCHN W ITUTOBUIHON
xene3bl. Kak TIpaBmio, 4eM HOJIBIIE JIeYCHHE U 4YeM
BBIIIC 032 aMHUOJApOHAa, TeM OOJbIIe BEPOSITHOCTH
OTMEHBI IIpeTIapaTa 1o IpUInHe HexXelaTeIbHBIX 3P deK-
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T0B. Tak, B OJHOM M3 PaHIOMU3MPOBAHHBIX MCCIIEI0BA-
Huit okoiio 10% maiyeHToB IpeKpaTUIA IIPUeM aMuoIa-
pOHa, B cpaBHEeHUM ¢ Tutane6o [133].

4.2.2.3. Cotanon/d-cotanon

Cortairon, npeacTaBsIoNInil co00il cMeCh N30MEpOB,
0JIOKUpYeT OBICTPHIE KOMIIOHEHT BBIIIPSIMIISIONIETO
KaJmeBOro Toka, objamaeT cBoiictBamu bb u addex-
tuBHO noaasisieT 2ZKHP. [Tpuem cotanona 6e3omacex mist
mareraToB ¢ MBC [134, 135], He UMEIOIINX COITYTCTBY-
foweit CH. Tak, B uccienoBaHuu ¢ yyactueM 146 manu-
eHTOB ¢ yctoiunBoit KA u MKJI cotanon cyiiecTBeHHO
YMEHBIIIAJI YaCTOTY IMOBTOPHBIX 3IM3040B CTOMKOM KT
MO CPaBHEHUIO C KOHTPOJBHOW TPYyINOW, B KOTOPOU
MMAIIMEeHTHI HEe TOIYYaId IIPOTUBOAPUTMUICCKUX TIperia-
paToB; HO TIPU 3TOM JIEUCHHE COTAJIOJIOM HE CITOCOOCTBO-
BaJIO YJIY4YILIEHUIO BELKMBaeMocTH [136].

HccrmenoBanne ¢ d-m30MepoM cOTajoia, YUCTBIM
0JIOKATOPOM OBICTPOTO KOMITOHEHTAa BBIIPSIMIISIONIETO
KaJIMeBOTro TOKa, BKIodaio 3121 mamuenTa ¢ guchyHK-
uueit JIZK nocne nnepeHeceHHoro UM u ObU10 JOCPOUYHO
MpeKpalieHo B CBSI3M C TIOBBIMICHHUEM CMEPTHOCTHU
B uccremyemont rpymme (OP 1,6595% AW 1,15, 2,36,
P=0,006), 4TO MOXeET OBITh CBSI3aHO C BOZHUKHOBEHHUEM
XKEJTYIOYKOBBIX IIPOAPUTMUI, XOTsS OBLIO 3a(pUKCHPO-
BaHO HecKoJibKo ciaydaeB JABXKT [137]. B c¢Bsa3u ¢ atum
COTaJIONl CYUTAETCS BO3MOXKHBIM HCIIOJIB30BaTh y TaKMX
naueHToB Toabko npu Hamuuuu WMKJI. [MpumeHeHue
COTaJIojIa B aHTUAPUTMHUIECKUX J03aX TPEOYeT TIIATCIb-
Horo mMoHuTopupoBaHus DKI, 0coOOGeHHO y MallMEHTOB
C HM3KMM WHACKCOM MAaCCHI Tejla WUIM HapyIIeHHOM
¢yHKIIMEN TToveK.

4.2.2.4. KomGuHupoBaHHaga Tepanus

B Hacrosiee BpeMs HETOCTaTOUHO TaHHBIX 00 3 deK-
THUBHOCTH 1 0€3011aCHOCTH KOMOMHMUPOBAHHOM ITPOTUBO-
ApUTMHUYECKON Tepalmd, WM NPUMCHEHHE ITOTOOHBIX
PEXMMOB CJICAYeT pacCMaTPpUBATh TOJIBKO IJIST TeX IaIi-
€HTOB, Y KOTODBIX APYrMe METOIbl JIEYEHUS] apUTMUU
(B TOM 4YmMCJie COYETaHHWE OTHOTO IIPOTUBOAPUTMUUC-
CKOTO TIpernapara ¢ IpyTuMU JeKapCTBEHHBIMU IIperapa-
TaMH, COYeTaHME aMHUOZapOHa M KaTeTepHOM abJIaIvin)
O0Ka3aJnuch Oe3yCIeITHBIMUA. ECTh ONBIT IIPOBEICHMUS
KOMOMHUPOBAHHOU Tepanmuy 0J0KaTopaMHM HaTPHUEBHIX
KaHaJIOB U OJIOKATOpaMU KaJIMEBBIX KaHAJIOB (HaIIpuMep,
MEKCWICTHH B COUCTAHMHU C COTAJIOJIOM WM aMHOIApOH
B COYECTAaHMU C (PIeKauHUIOM/TIpoITladdeHOHOM) IIpHU
yacTblx anu3onax KT, yaie Bcero y nmauueHtoB ¢ MKII.
Komb6unupoBanHas tepanusi bb u amrogapoHoM yMeHb-
1aeT KoiaudecTBo cpabareiBaHuii MK m HaHeceHust
IIIOKOB; OMHAKO I1000uHbIe 3((PEeKThl TaKOl Tepanuu
MOTYT TOTpeOOBaTh OTMEHBI IperapaToB Y 3HAYNTCIIb-
Horo ywncna maumeHToB [138]. OnmcaHo mpuMeHeHUe
KOMOMHAIIMM paHOJIA3WHA C APYTUMHU IPOTHBOAPUTMH-
YeCKUMU TIpenapaTamu it momasieHus X1, pedpak-
TepHOU K OOBIMHONM Tepammu [139]. B Takux ciaygasx

HEOOXOIMM TIIAaTeJbHBIN KoHTpoibk DKI m dyHKIMI
cepina, 4yrobbl CBOEBPEMEHHO BBISIBUTH YXYAIIEHUE
dysxkumm JIK n(unnd) mpusHaKM IIPOAPUTMHIECKOTO
JIEVCTBUS.

4.2.3. BeneHnue naumeHToB ¢ UK[,

Muorue mauuentol ¢ MKJI monyyator Bb ¢ 1enbio
YMCHBIIIEHNST 000CHOBAaHHBIX M HEOOOCHOBAHHBIX cpada-
TBRIBaHUM ycTpoiicTBa. [Ipm MOBTOPSIIOMIMXCS pa3psmax
MK]I ¢ HaHeceHreM IIOKOB CIIEAYET PaCCMOTPETh ITEPEXOT
Ha MPUEM COTaJloja C LENbI0 MOAABICHUS MPeacepaHbIX
u KA [140]. OmHako TalmMeHTaM C TSDKeIOW AMCOYHK-
e JIZK HazHauaTh coTtanon He pekoMeHayercs. Hepe-
IKO y TaKMX MaIEHTOB CTpamacT (YHKIHS IT0YEK,
W B 9TOM cCllydae MCIIOJIb30BaHNE KOMOMHALIMM aMMOIa-
poHa 1 Bb 6oiee a¢pdekTBHO U peanouTuTebHO [138].

B Hacrosimee BpeMs HET OOKa3aTelbCTB TOTO, UTO
TIPOTUBOAPUTMUYECKHE IIPEeIapaThl YMEHBIIAIOT PUCK
BAC y maumeHTOoB ¢ yXe pa3BUBIIMMUCS KN3HEYTPOKa-
IOIMMM HapyIICHUSIMHA pUTMa. TeM He MeHee, eCTh TaH-
HBIE, 9YTO aMHOJAPOH YMEHBIIIAeT YaCTOTY BO3ZHUKHOBE-
HUSI TIOMOOHBIX ApUTMHUI Yy MAlMECHTOB, IEPEHECIITNX
WM, a raxxe nipn Haymaun CH [123, 124, 133], w nipen-
ToJjlaraeTcs, 9TO IIpelrapaT B HEKOTOPOU CTETIEHU CHM-
JKaeT BEPOSITHOCTh ITOBTOPHBIX CEPhe3HBIX ATTN3010B KA.
Ho ymeHbIIeHIE 9rcia apUTMHYECKIX CMEPTEi, ITOXOXKeE,
HE CIIOCOOCTBYeT CHHXCHUIO OOIIeifi CMEepTHOCTH,
a KOJMYECTBO HEXEIATCNbHBIX SBJICHHI IIPU JICUCHUU
aMMOJApPOHOM CTaBHUT IIOA COMHEHHE €r0 IOJb3y. Tem
He MeHee, Y manreHToB ¢ MKJI Tepanmst ammrogapoHOM,
ocobeHHO B couyetaHuu ¢ bb, cymecTtBeHHO yMeHBIIaeT
JacTOTy cpabaTeIBaHUil ycTpoiicTsa [138].

VY nauuenroB ¢ MK/, nMerommx mapokcu3MaabHYO
WIN MEPCUCTUPYIOLTYIO (POpMBI GUOPUIUISALIAM TIpEeacep-
nuii (PIT) ¢ BEICOKOIT YacTOTOM CepaeIHBIX COKpPAIICHUMA
¥ HEMOTHUBHPOBaHHBIMU cpabatseiBanmsiMu MKJI ¢ HaHe-
CEHHMEM IITOKOB, OY€HB BaxKeH KOHTPOJIb OBICTPOTO XKeIIy-
IOYKOBOTO OTBETa Ha TIPEACEepAHYI0 TaXWapUTMMUIO.
B Takmx cirygassx Bo3MOXHO IIpUMEHEHIE KOMOWHAIINI
bb n(nnm) HeaAUruaAPONUMPUANHOBOTO OJIOKATOpa Kajb-
IMEBBIX KaHAJI0B. EciM MOMOOHBIM ITOAXOH OKaXKeTCs
Hed(hGEKTUBHEIM, ITAllMEHTY MOXHO pPEKOMEHIOBATH
mpreM aMruomapoHa. B HEKOTOpBIX Ciydasx mpu Head-
(beKTUBHOCTN MEIMKAMEHTO3HOM TepaIlny WK abJIaliy
®I1 MOxXeT MOTPeOOBATHCS TOITOTHMUTEIFHOS BMeIla-
TEJILCTBO — abianusa AB-coennHeHus.

4.2.4. AneKTponuThbl

BoccraHoBieHNEe KOHIEHTpallMd Kajiusg B KPOBU
10 HOPMAJIBHOTO YPOBHSI MOXET OJIarOIPHSATHO ITOBJIM-
SITh Ha CcBoMcCTBa cybcTpaTta 2KA. BBeneHue Maruusi oco-
6eHHO 3¢ dekTuBHO B ciydae JIBXKT.

HapymeHnus »1eKTpoJMTHOro ©OajaHca HepemaKo
HabOmomaoTcsa y nauueHToB ¢ CH, ocobeHHO Ha ¢hoHe
JICYCHNST BEICOKMMM J03aMU KaJliii-cOeperalommnx Iny-
petukoB. HenaBHee nccnenoBanue, Bkiodasiiee 38 689
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MaLueHTOB ¢ ocTphiM MM mokasajo, 4To IpU JOCTHXKE-
HUY KOHLIEHTpaIuy Kaaus 3,5-4,5 MMOJIb/JI pHCK pa3BH-
st @K, ocTaHOBKM cepAlla WM CMEPTH 3HAUYUTETHHO
cHmKaetcs [141].

4.2.5. ipyrue nekapcTBEHHbIE Npenaparbl

MM u HemmreMmdecKasi KapIUOMHOTIATUsI COIIPOBO-
XKIAIOTCS HEOIaroNpUSITHBIM PEeMOACIMPOBAHNEM MHUO-
Kapaa XKeIyOOYKOB. ODTH CTPYKTYPHBIC HN3MEHCHHUS
Hapsiay ¢ HapylieHneM paboThl MOHHBIX KaHAJIOB ITOBBI-
IIA0T BepOSTHOCTH pa3BuTus KA. Hekoropsle jekap-
CTBEHHBIC IIperapaTsl, B TOM YKCJIE MHTUOUTOPHI aHTHO-
TeH3UHIIpeBpamamoinero depmenta (MAIID), Gioka-
TOpHI petiennTopa anrnoteH3nHa 11 (BPA) 1 aHTaroHNCTHI
MHWHEpaJTOKOPTUKOUIHBIX penentopoB (AMKP), octa-
HaBJIMBAIOT 0OpAaTHOE PEMOICIMPOBAHNE W YMEHBIIAIOT
gactoty BCC [142, 143]. KpoMme TOro, aHTHKOATYJISTHTBI
n(WIM) aHTUTPOMOOLMTAPHEIC MperapaThl YMEHBIIAIOT
YacTOTy TPOMOOTHYCCKUX OKKIIo3Mii KA y mammeHTOB
BbICOKOTO pucka [144]. Ilo mociaenHUM IaHHBIM, CTa-
THHBI TaKKe CITOCOOCTBYIOT CHIDKCHUTO YaCTOTH BO3HUK-
HOBCHMSI XKU3HEYrpoxammmx KA y IMareHTOB TPYIIILI
BBICOKOTO pucKa [145].

4.3. JleueHne ¢ npuMeHeHneM UMNJIaHTUPYyeMbIX
yCTpOMCTB
4.3.1. UKA,

HMK]I npuMeHsI0TCSI B KIMHUYECKON TPaKTUKE YXkKe
>30 net. M3navanbHo moctaHoBka MK]I TpeboBaia mpo-
BEIEHUS OTKPBITOIO XUPYPruuye€CKOro BMEIIATebCTBa
MyTEM TOPAKOTOMUM C 3MUKaApAWAIbHBIM PaCMOJIOXe-
HUEM D3JIeKTpoaoB. B Hamm mgHM mogoOHBIA CIIOCOO
WMIUIAHTAllUM WHOTIA MCIOJIb3YETCSI, HO OOJILIIMHCTBY
MalMEHTOB MPOBOASIT TPAHCBEHO3HYIO YCTAHOBKY dJIEK-
TPOJOB B TIpaBble KaMepbl cepala s CTUMYJISLIMU
(omHOKaMepHOU WJIM IBYXKaMEpPHOM, CO CTUMYJISIIHCH
OIHOTO WJIM ABYX XEJIYI0UYKOB) U 1eHUOPUILISLIUN, KOTO-
pasg  OCYIIECTBIISIETCSI TOCPEICTBOM CIMPaJbHOTO
SJIeKTpofa(oB) B IIOJOCTH IIPABBEIX OTIEJIOB Cepara
n(mwm) xKopiryca MKJI. OcHOBHBIE KIIMHUIECKIE MCCIIE-
noBanusg MK]I mpoBoguauch ¢ MpuMEHEHUEM TpaHCBE-
HO3HBIX YCTPOMCTB. MIcToOpudecku nepBbie 1ehuOpUIs-
TOPHl WMIUIAHTUPOBAIUCH JUMaM, IepexuBmmm DO2K
WINM OCTAHOBKY cepana. JlaabHeilne ucciaeaoBaHuUs
ITOKAa3aJIM TI0JIB3Y OT MCIOJIB30BaHMUs AeDUOPIILIITOPOB
y MalUMEHTOB C BBICOKUM PHUCKOM BHE3AITHOW CMEPTH.
ITpoBenenue MKJII-Tepanuu mo3BOJsIET MPEAOTBPAaTUTh
BHE3AITHYI0O CMEpTb W NPOIJIUTh XWU3Hb MNalUEHTaM,
HaXOISIIIMMCS B TPYIIIIe BRICOKOTO prckKa mo BAC, mpu
OTCYTCTBUM OPYrux 3a00jieBaHUii, KOTOpble OrpaHUYn-
BalOT OXHWJAEMYI0 MPOIOJKUTENIbHOCTh KU3HU MEHeEE,
yeM 10 1-2 ser [146]. JonarocpodHbie MCCIESOBAHMS
nokasamm >ddexkTuBHocTh UK/ [147] M OMBEHTPUKY-
JISIPHBIX 3JIEKTPOKAPINOCTUMYJIATOPOB ¢ (bYHKIIHEH Kap-
JIMOBEepCUU-AePUOpLISILIUKM (CepaevyHas: peCUHXPOHM-
supytomas tepanus (CPT)-MK) [148] mpu cpemHei

MIPOHOJCKUTEILHOCTH HAOIMIOACHUS 8 JIeT U 7 JIET, COOT-
BETCTBCHHO.

Tem He MeHee, IpHUMeHEHUE IeUOPUIIATOPOB
MOXET OBITh COIIPSTKEHO C OCIIOKHEHUSIMH, B TOM YHCIIC
HealIeKBaTHBIMH CpabaThIBAHUSMU IIPHOOPOB C HAHECEe-
HUEM IIOKOB, KOTOpPEIE OCOOCHHO YacTO HAOIIOMAIOTCS
y mereii [ 149]. B mociaenaem ncciaenopannu MK/ n CPT-
WK]JI, BkmouaBirem 6ojyee 3000 manmeHTOB, OLIEHWBA-
JIach KyMYJISITUBHASI 94acTOTa HeXeJIaTeIbHBIX SIBIICHUM
B TeueHue 12 et HabmoneHus, rae 20% (95% AU 18, 22)
COCTaBMJIM HealmeKBaTHEIC CpabaTHIBAaHUSI YCTPOMCTBA,
6% (95% OU 5,8) — uHMpEKUMOHHbBIE OCIOXHEHUS,
u17% (95% AU 14, 21) — HapyleHUsI CO CTOPOHBI DJIeK-
Tpoaos [150].

HecmoTps Ha perinaMeHTHpOBaHHEIC ITOKa3aHUS
K npumeHenuio MKJI y mauueHToB, nepeHecmmx UM
¥ UMEIOIIMX CHIDKeHHYI0 @B, B 110163y KOTOPBIX CBUIC-
TEJIBCTBYeT OOJIBIION 00BEM HOKa3aTeNIbHBIX TAaHHBIX,
B HEKOTOPHIX CTpaHaX CYIIECTBYET SIBHBIM pa3pbIB MEXKIY
opHUIINATEHBIME PEKOMEHIAIIMSIMA W KIMHUIECKOU
npaktukoii. lllupokoe nmpumenenne MKJI orpanmueHo
BBU]y BBICOKOI 6a30BOIi CTOMMOCTH YCTPOMCTBA.

4.3.1.1. Bropuunas npodunaktuka BCC n XT
UKJ B kauecTBe BTOPUYHOI npodunakTuku BCC n XT

Ccbinku®
151-154

Knacc®
|

Ypoaeub"
A

PekomeHpauum

WmnnanTtaumna VK, pekomerayetcs
nauneHTam ¢ JOKyMeHTMpPoBaHHoN OX
WAV reMoamHamuyeckm 3Haqnmon XT npu
OTCYTCTBUM 06PATUMbIX MPUYNH aPUTMUK,
(3a ncknoueHem nepebix 48 4 OT Havana
M), HaxogawmMmcs Ha AAnTeNbHON
ONTUMANbLHON MeANKAMEHTO3HON
Tepanun 1 MEIOLLIM OXMOAEMYIO
NPOLOMXMTENBHOCTb XU3HN C XOPOLIUM
@YHKUMOHaNbHLIM cTaTycom >1 roga.

WmnnanTaumio K cnepyet lla
paccmatpuBaTh y NauneHToB

C peunamBmpytowymMm yecTonumsbiMm XT

(3a ncknoyeHem nepebix 48 4 OT Havana

M), Haxooawmxcs Ha AnUTeNbHON
ONTUMaNbHON MeANKAMEHTO3HOMN

Tepanuu, UMeIoLLMX HopmasbHyo OB JDK

1 0XUAAEeMYyI0 MPOAOMKUTENBHOCTb XU3HN

C XOPOLWMM GYHKLMOHANBHBIM CTaTyCOM
>1ropa.

p3k

Y naupeHToB ¢ OX/XT v umeiowpmmmcs Ilb 155, 156
nokasaHuamu k MKJ-tepanum MoxXHo

paccmatpuBaTh Ha3Ha4YeHe aM1MoLapoHa,

ecnu umnnarTaums UK, HeBo3moxHa,

MMEIOTCS MPOTUBOMOKA3aHUst B CBS3W

C COMYTCTBYIOLLLE NATONOrMER nnu

B C/ly4ae 0TKasa nauueHTa.

MpuMeyanme: * — KNacc pekoMeHaaLv, - YPOBEHb [10KA3aTENbHOCTH, © — CCbiN-
KM, NOAAEPXMBAIOLLME YPOBEHb A0KA3aTENBHOCTU.

Cokpawyenus: [pAk — rpynna 9KCNepToB, y4aCTBOBABLUMX B MOATOTOBKE AaH-
HbIX pekomeHpauuii, K[, — vmnnaHTvpyemblii kapamoBepTep-aebubpunnstop,
®B JIX — ¢pakums Beibpoca neBoro xenymouka, UM — mHbapkT muokapaa,
BCC — BHe3anHas cepreyHas cmepTb, OX — dubpunnaums xenynoukos, XT —
XEeNyL0YKOBas Taxmkapams.

27



Poccuiickuin kapayonoruyeckuin xypHan N2 7 (135) | 2016

B uccnenoBanmsax AVID [153], CIDS [151] u CASH
[152] na manmeHTax, mepeHeCIInX OCTAHOBKY cepiia Win
XKu3Heyrpoxatomue KA (HecTtaOWIbHAS reMOOMHAMUKA
Ha (ore KA wim CMHKONAIBHBIE COCTOSHUSI BO BPeMsI
XT), cpapauBamuch mmomgxomsl MKJI-Tepanmmy u reucHme
IIPOTUBOAPUTMUIECKIMI TIperapaTaMy, IJIaBHEIM oOpa-
30M aMHOAApOHOM. Pe3yIbraThl Bcex TpeX MCCIeIOBaHUIA
OBLTM CXOIHEI, XOTSI TOJBKO B OMTHOM MCCIICIOBAHNI OTME-
YaJloCh CTAaTHCTUYECKU JIOCTOBEPHOE CHIDKCHUE OOIIEeH
CMEPTHOCTH; Torma Kak B ucciegoBanusx AVID n CASH
HMK]I-Tepanusi cnoco6CcTBOBaa yMEHbBIIIEHUIO apUTMUYE-
CKOIT cMepTHOCTH. MeTa-aHalIN3 TOJYICHHBIX JTaHHBIX
mmoka3zaj, uro MKJI-Teparmst accormmnpoBanach ¢ yMEHb-
LIEHUEM CMEPTHOCTU OT apUTMUYECKUX ITpuunH Ha 50%
(95% OU: 0,37-0,67, P=0,0001), B TO BpeMsi KaK YPOBEHb
CHIXEHHUsI 00LIei cMepTHOCTU cocTaBuit 28% (95% A U:
0,60-0,87, P=0,006) (Web tab:x. 5) [154]. B ucciegoBanuu
AVID 05110 moKa3aHo, 4TO nob3a oT npuMmeHeHuss MKJI
HabJomaeTcs IJIaBHBIM 00pa3oM y manueHToB ¢ @B JIK
ot 20% no 34% [153]. JJaHHblit BUI TEpPaMU JOCTATOYHO
SKOHOMMYECKH OIIPaBIAH C ITO3UIIAI COOTHOIICHHS CTOM -
MOCTB/3()(EeKTUBHOCTD M B TEUCHUE TTOCICTHIX HECKOIb-
kux jietT nmimiantanmst MK/ paccmaTpuBaeTcsl B KauecTBe
cpeacTBa BropuuHoit mpodunaktiky BCC. B HacTogiee
BpeMsI OTCYTCTBYIOT TaHHBIE, KOTOPHIC MOTJIM OBI CTIIOCO0-
CTBOBAaTh BHECCHUIO 3HAYMMEBIX N3MEHEHUI B CYIIIECTBYIO-
e peKOMEHIALIVMN.

4.3.2. NMopkoxHbii UK

UmnnaHtaumusa nogkoxdoro UKL,

Ccbinku®
157, 158

Yponzemab
C

Knacc®

lla

PekomeHpauum

MprIMEeHeHVEe NOAKOXHbIX
nedunbpunnaTopos cnenyet
paccmaTpuBaTh B Ka4ecTBe
anbTePHATVBLI UMNIAHTMPYEMbIM
TPaHCBEHO3HO YCTPOICTBAM Y NALMEHTOB
¢ nokasanuamu k UKA-tepanuu,

Npw OTCYTCTBUM HEOOXOAUMOCTH
aHTNOPaAMKAPLUTNYECKOA CTUMYASLNN,
CepaeyHO PECUHXPOHU3ALMMN 1IN
AHTUTAXMKAPAWUTUYECKON CTUMYISILIMN.

MMnnaHTaums noakoXHoro IIb
nedunbpunnstopa MoXeT

paccmaTtpmBaTtbCs Kak anbTepHaTyBa
TpaHcBeHo3HbIM VIK[-cuctemam B cnyyvae
3aTPYAHEHWI C BEHO3HBIM JOCTYNOM,

nocne akcTpakuum UK Bcnenctave
VHOULMPOBAHWS UAW Y MONOLbIX

NaLMEHTOB C HEOBXOAMMOCTbIO

nnavnTensHon UK -Tepanuu.

Mp3k

v b
MpumeyaHme: ° — KNACC PeKOMEHAALMI, - — YPOBEHb [I0KA3aTeNbHOCTH, © — CCbiN-
KU, NOAEPXMBAIOLLME YPOBEHb [10Ka3aTeNIbHOCTU.

CokpaweHusi: [pIk — rpynna 3KCnepToB, Y4aCTBOBABLUMX B NOArOTOBKE AaHHbIX
pekomeHgaumnii, UKL — umnnaHTipyemblii kapamoBepTep-aedubpunnsatop.

YauThIBast CIOKHOCTHU C JOCTYIIOM K ITpaBBIM KaMme-
paM cepama 4epe3 BEHO3HYIO CUCTEMY M JacThIe IIpO-
0J1eMBI C TPAHCBEHO3HBIMU 3JICKTPOIaMHU, OBLIIN pa3pa-

0oTaHbl MOAKOXHBIC Ae(GUOPMIIISITOPEI C CHUCTEMOM
3JIEKTPOIOB, KOTOPHIC UMIJIAHTUPYIOTCSI C MCITOJIh30Ba-
HUEM TOJIBKO MTOAKOXHOIO I0CTYIa, BHE IPYIHOM MOJI0-
ctu. CucremMa BKJIIOYAaeT TPU KOMIIOHEHTA: KOPITYC
MUK/, mucranbHBI BJIEKTpOn A AeUOPUIISIIUA
W TIPOKCHMAJBHBIN 3JIEKTPOH, PACIOJIOXECHHBIN IIpH-
MEpHO B 8 CM OT KOHYMKA IIPOBOIa. MeXIy KOHUMKOM
poBOda W IIPOKCUMAIBHBEIM 3JICKTPOIOM HAXOIUTCS
CIIMPATBHBIN 2JIEKTPON WIS OePUOPMIIISIINUA OTHOCH-
TeJIbHO KopIryca AcpuoOpmnissTopa. DIEKTPOI pacIioja-
raloT TaKuM O00pa3oM, YTOOBI AMCTalibHAsl 4acTh IpPO-
BOJAa HaxoAuJach y JIEBOTO Kpasi TPyAUMHBI, a caMo
YCTPOMCTBO pa3MeIaloOT B MSTOM MEeXpeOepHOM MpoMe-
XKYTKE MEXIY JIEBOU TEepeIHe U CpeaHEN MOAMBIIICY -
HoIt muHuel. TouHyI0 KOH(MUTYPAIINIO 3JIeKTPOIOB IS
IETEKIINY MOXKHO OIIPEIEINTh C ITOMOIIBIO IIPOTrpaMMa-
Topa. DHeprus paspsama AeduOpUIIIATOpa COCTaBISCT
B 6onbIMHCTBe caydaeB 80 JIx [159].

Ony6IMKOBaHHHBIE HAaHHBIC CBHUIETEIBCTBYIOT 00
5 HEKTUBHOCTU NPUMEHEHUST TTOAKOXHBIX AeduoOpmiI-
JISTOPOB C IENbI0 MPOGIIAKTAKY BHE3AITHON CMEpPTH.
OmHakKo CBEOECHUI O HOJTOCPOYHOM MEPEHOCHMOCTH
¥ 6e30MaCHOCTH TepallMi B HACTOSIIEee BpeMsT HeIOCTa-
TOYHO. B omHOM M3 Hamboee KPYITHBIX MCCICAOBAHUIA
¢ ygactueM 330 mamumeHTOB, Tme B 304 ciaydasx ObLIA
YCIICITHO WMIUIAHTAPOBaHBI TOmKoxXHBIe MK/, 1pm
TOBTOPHBIX IIPOTPAMMHUPOBAHUSIX YCTPOMCTB B TCUCHHUE
11 MecsiieB HaOMOAEHMSI, HE OBIJIO OTMEUYEHO Hapylle-
HU# B paboTe 3JIEKTPOAOB WU OCIOXKHEHUM, CBI3aHHbBIX
¢ ux uMmruiantauueit [157]. Bce mHayuMpoBaHHbIE 3MU-
300B OBUTA YCIIEITHO KYIHMpPOBaHBI, W3 119 smm3omos
CIIOHTAHHBIX KEIYIOYKOBBIX TaxumaputMuii (2KTA),
3a(puKCHpOBaHHBIX ¥ 21 manrenTa, B 118 cirydasx amm3on
OBLT KyITHPOBaH amIiapaToM, B TO BpeMs Kak 1 amm3on
CITOHTAaHHO Pa3peIlIICS BO BpeMS 3apsIKH YCTPOMCTBA.
HeobocHoBaHHbBIE cpabaThHIBaHUs ObUIN 3a(pUKCUPOBAHBI
y 13% mnaiueHToB, IIaBHBIM 00pa30M B CBSI3U C HaIXKe-
JIyIOYKOBOU TaxukapAaueil Wiv U30bITOYHOU HeTeKLUENn
T-BosHBI, YTO TaKXKe HaOII0JAIOCh y 0o0Jiee MOJIOJABIX
narueHToB [ 160]. HepaBHO ObLIM Oy0IMKOBAHEI PE3YJib-
TaThl aHaJIM3a MaHHBIX PETHCTpa, BKIIOYaBIIETO 472
nalueHTa, riue 3a 18 MecsieB HabmoaeHUs ObITO 3apUK-
cupoBaHo 317 cmoHTaHHBIX 3MN30100B KA y 85 manueH-
ToB. B 169 ciyvasix (53%) 6but0 ipoBeneHo JedeHue KT
wm @K, 1 TOIBKO OMWH MALIMEHT YMEpP OT PeIUIUBHUPY-
fomeit MK u TsKeno 6pagukapnuu [161]. Miccnenoa-
HUS ¢ IpuMeHeHneM TToaKoxXHBIX MKJI TepedyncieHbI
B Web tabuie 6 [157-165].

IMonkoxHblit KaparoBepTep-aePUOPUILISITOP He MO -
XOIWT MaIleHTaM, KOTOPEIM TpeOyeTcsl aHTHOpaguKap-
IYecKasl CTUMYJISIIINS, 32 WCKIIOUCHUEM TEX CITyJacB,
KOIJa 5Ta CTUMYJISIIINS HeOOXOAMMAa TOJIBKO B ITOCTIIO-
KOBOM TIEpHOIe cpa3y IToce HaHeceHUs pas3psga (IIom-
KOXHBIC YCTPOMCTBA MOTYT IPOU3BOAUTH CTUMYJISIIUIO
B mepBbiec 30 CeKyHHI mociie HaHeceHUs Imoka). Kpome
TOTO, TAHHBIN BUA Tepallii HEIIPUMEHUM Y MAIlMeHTOB,

28



KNNMHWYECKME PEKOMEHZALNN

HYXXIAIOIINXCS B TOCTOSTHHOM Kapauroctumyisimun, CPT,
a TaKXKe JIMIAM C TaXHApUTMUSIMU, KOTOPBIM UIST KYITH-
pOBaHUS MIPUCTYIIA MOXET ITOHATOONTHCA aHTUTaXUKap-
qutudeckas ctuMysauus. [TogkoxHoe ycTpoicTBO 0co-
OEHHO ymOOHO TIpM TPYAHOCTSIX BEHO3HOrO MOCTYIIA,
Y MOJIONBIX ITaIlMEHTOB, KOTOPBIM IIPEICTOMT IOJITasI
KW3Hb C IPUMEHCHNEM Pas3IMYHBIX YCTPOICTB, a TaKXKe
y TALIMEHTOB C BEICOKMM PHCKOM OaKkTepreMun (HamIpu-
Mep, IpW Haauuum TpaHcBeHo3Horo MKJI wim cpasy
mocie ero ymajicHus). B memxom, momkoxuble MK]]
MOXHO WCIIOJIB30BaTh IJI MEePBUYHOM ITPOPMIAKTUKI
BCC, omHako Ha CeTOTHSIITHUI IeHb HET JOJITOCPOIHBIX
MIPOCIIEKTUBHBIX MCCICAOBAaHWI ¢ OOJBIION BBEIOOPKOM
TaKuX MaleHTOB, U JJIUTEIbHbIE 3(PMEKTHI MPUMEHEHUS
noakoxHbix MKJI eiie He oncaHbl. B oToebHBIX UCCTIC-
JIOBAaHUSIX OTMEYAJIOCh ITOBBINICHNE YaCTOTHI HealeKBaT-
HBIX CpadaTBIBAaHMI YCTPOICTBA M OCIOXHEHMH, TPeOyI0-
KX TTOBTOpHOro BMemarenaberBa [160]. He mo xonma
SICHO, C YeM OBUIM CBSI3aHBI 3TU PE3YJIbTAaThl: C HEIOCTa-
TOYHOU MHOOPMUPOBAHHOCTBIO MJIM C HAIMYKMEM (haKTO-
POB, TTOBHIIIAIOIINX PUCK HEOOOCHOBAHHBIX CpabaThIBa-
Huit UKJI B oTnenbHbIX rpynmnax nauueHToB. HemaBHO
OBLUIH OITyOJTMKOBAaHEI pe3y/IbTaThl MeTa-aHaIN3a, BKITIO-
yapiiero 852 mamueHTa, IJe He OBLIO 3apUKCHUPOBAHO
HapyIIeHWi paboThI 3JICKTPOIOB M 3aMeHa KapIHOBEp-
Tepa-neuopuIsITOpa TMOTpedOBadach TOJBKO TpeM
MMaIeHTaM B CBSI3M C HEOOXOOVWMOCTBIO CTUMYJISIINU
I12K, B TO BpeMsl Kak HeaaekBaTHasl CTUMYJISILMST ObLia
OTMeUYeHa MeHee 4eM Yy 5% TallMeHTOB B IOCJIeTHEH
HaOpaHHOU KBapTwin [166]. B HacTOSIINIT MOMEHT ITPO-
IOJDKAIOTCSI  IIPOCIIEKTUBHBIC pPaHIOMHU3MPOBAHHBIC
HCCIICIOBAHNSI, B KOTOPHIX CpaBHUBaeTCS 3(PPeKTUB-
HOCTh M YacTOTa OCJIOXKHEHUS ISl mogkoxHoro MKJI
u ctangaptHoro MKJI [158].

4.3.3. Hocumbiii kapauoeepTep-aedudpunnatop (HK)
MpumeHenune HKA,

Knacc® VYpoeenn® Ccbinku’®
IIb C 167, 168

PekomeHpauum

Mcnonb3osanune HK, moxet
paccMmaTpuBaTbCs y B3POC/IbIX NALMEHTOB
CO CHUXEHHOIN CUCTONNHECKON DYHKLMEN
JIXK, y koTopbIx coxpaHsieTcs puck BAC

Ha NPOTSXEHWM OrPaHNYeHHOro Neproaa
BPEMEHU, HO MPW 3TOM OHU HE SBNISKOTCS
KaHgmaaTamy Ha UMMNIaHTaumio

VK[ B DaHHBIVi MOMEHT (K MpuMepy,

B kayecTBe bridge- Tepanuun nepeg,
TpaHCnIaHTauve cepaua, Kak BpeMeHHbI
METO/, Nle4eHns nepes, TPaHCBEHO3HOMN
vmnnanTaumen UK, npy nepunaptanbHOn
KapaMoMmMonaTim, 0CTPOM MUoKapanTe

1 HApYLLEHWAX PUTMa B PaHHEM
nocTUHGAPKTHOM Nepuoae).

MpumeyaHme: ° — Knacc pekoMeraaLui, b YPOBEHb 10Ka3aTensHOCTH,  — CCblf-
K1, NOAAEPXMBAIOLLME YPOBEHb J0KA3ATENbHOCTY.

Cokpauwenus: BAC — BHe3anHas aputmuyeckas cMepTb, JDK — neBbiid xenyno-
yek, K, — nmnnaHtpyemblii kapamosepTtep-aedubpunnstop. HKI — Hocumblit
KapaviosepTep-aepubpunnaTop.

Wcnonn3oBanue BHemHux HKJI ¢ snexrpogamu,
KOTOpPBIE 3aKPEIUITIOTCA Ha Tejle MallMeHTa, M0Ka3ajlo
CBOI0 3(p(DEKTUBHOCTD B IUIAHE PACIIO3HABAHUS M JICUC-
HUS KU3HEYTPOXKAIOIINX apuTMHUiL, TakuxX Kak KT u @K
[168]. B HacTosiiiee BpeMsI [IOKa OTCYTCTBYIOT IIPOCIIEK-
THUBHBIC PAaHIOMU3MPOBAHHBIC WMCCJICIOBAHUSI, HO OIIy-
OJIMKOBAaHO JTOBOJIBHO MHOTO OTHEIBHBIX KIMHUYECKHX
CITy4aeB, a TaKKe CeprM HAOMIOMCHUN U TaHHBIC PETHC-
TpOB (KaK MHUILIMUPOBAHHBIX KOMITAHUSIMA — IIPOU3BO-
IUTEIISIMU, TaK ¥ HE3aBUCHUMBIX), KOTOPEIE CBHUICTEIIb-
CcTBYIOT 00 ycnemHoM npumeHeHun HKJI y oTHocu-
TEJIbHO HEOOJBIION KOTOPTH MAIMEHTOB, MMECIOIINX
PUCK Pa3BUTHS ITOTCHIINAIBHO XM3HEYTPOKarOIIX 2KA.
B cBoeii pabote Chung, et al. [169] nHa6monaau 80 smu-
3o10B ycroitunBoii KT wim @K'y 59 u3 3569 nartmeHTOB
(1,7%) ¢ HK]JI. IlepBoe cpabaTbiBaHME YCTPOICTBa
C HaHeceHMeM paspsiga Obuto ycreinHbiM B 100% ciy-
yaeB y manueHToB ¢ KT mmu @K, compoBoxmaromm-
MHUCS TIOTepeil co3HaHUsA, U B 99% citydasix MpH JTIIOOBIX
Bupax KT wim @2K. B manpreiimem Epstein, et al. [170]
MIPOIEeMOHCTPpUPOBAIN 3(POEKTUBHOCTh ITOIKOXKHBIX
UK y 133 uz 8453 mamuenTos (1,6%) ¢ HaHeceHUEM
309 000CHOBaHHBIX IIIOKOB, B TO BpeMs Kak 91% Obumm
peanumMmupoBaHbl Tociie KA. Takum oOpaszoM, oue-
BugHo, uyto HKJI MOXeT cmacTw XKM3HU ITaIlleHTOB
W3 TPYHOIIBl BEICOKOTO PHCKA, OOHAKO €ro 3¢(PeKTUB-
HOCTbB 0 KOHIIA He TIOATBEpKAeHA. Y TAllMEHTOB C TPaH-
sutopHbIM yxynmeHreM @B JIZK HK/I MoxxHO MCTIONb-
30BaTh 10 BoccTaHoBieHUs yHkuuu JIZK, Hanmpumep,
nocie UM, mipm IepuIapTajibHOIl KapIMOMMOIIATHM,
TMocjae MHOKapIWTa WJIM HEKOTOPHIX BMEIIATEIbCTB,
B TOM YHCIIE PEBACKYISIpM3allUM MHUOKAapaa, KOTOpPBIC
COMPOBOXIAIOTCS BpeMeHHOU nucdyHkumeit JI2K [171].
Taxxe Bo3moxxHO BpemeHHoe mpuMeHeHne HKJI ¢ mipo-
(brmaKTUYECKOM LETBI0 Y ITAIIMEHTOB C BHICOKUM PHCKOM
WIN aHaMHE30M KHW3Heyrpoxarommx KA, mmbo Kak
MPOMEXYTOUHBIM 3Tal AJs MalMeHTOB, OXUIAAMOLIUX
TpaHCIIaHTaLMIo cepaua [172].

4.3.4. ledpmubGpunngaTopbl B MeCTax 00LLECTBEHHOrO A0CTyna

Ucnonb3oBaHue pedpudpunnaTtopos
B 06LeCTBEHHbIX MecTax

Knacc® VYpoeenb’ Ccbinku’®
| B 173,174

PekomeHpauum

PekomeHpayeTtcs pasmelleHne
nednbpunnaTopos Ans 06LLEeCTBEHHOTO
1CMONb30BaHUs B MECTaX, rAe MOXET
6bITb 06eCneYeHo HaNexXallee XxpaHeHue,
a TaKkKe CyLLECTBYeT BEPOSITHOCTb
pa3BuUTUS Clly4aeB OCTAHOBKYM CepaLa npu
Pa3NnNYHbIX 06CTOATENLCTBAX (B LuKonax,
Ha CNOPTUBHbLIX CTAANOHAX U KPYMHbIX
CTaHUMSIX, B KA3MHO 1 T.4.). Kpome Toro mx
cnefyeT pasmellatb B noesaax, Ha 6opty
KPYW3HbIX NaiHEPOB, CAMONETOB U T. 4.,

TO €CTb TaMm, FAe HeT APYroil BO3MOXHOCTU
OCYLLECTBATL Aepnbpunnsaumio

B OKCTPEHHbIX CUTYyaunsx.
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CnepnyeT pekomeHf0BaThb 06y4YeHne IIb p3k

6a30BbIM HaBblkaM PEAHNMALMOHHBIX
MeponpuUsTUIA s YIEHOB CEMbM
naumeHTOB C BbICOkMM prckom BCC.

v b
MpuMeyaHme: * — Knacc pekOMeRaLMii, - — YPOBEHb AOKA3aTENLHOCTH, © — CCbil-
KU, NOAEPXMBAIOLLME YPOBEHD [10KA3aTENbHOCTU.

CokpauieHue: [pOxk — rpynna aKCnepToB, Y4aCTBOBABLLMX B MOArOTOBKE AAHHbIX
pekoMeHZauui.

B OopIIMHCTBE clTydaeB OCTAaHOBKA CepIla IIPOMCXO-
JIIUT BHE CTeH JieueOHoro yupexaeHus [175]. Ilpu akc-
TpeHHON HePUOPWMUIAIINM HAMHOIO BEIIIEC IITAHCHI
Ha BOCCTaHOBJICHIE HOPMAJBHOTO pUTMa U CTAOMIBLHOTO
CepIeYHOTO BBIOpOCaA, YeM IIPU OTCPOUCHHOI neropumi-
sy, CepaedHo-JIeToYHas peaHNMaIvsl BHE JICIeOHBIX
yupexkaeHun HaMmHoro oosiee 3(pdeKTuBHA B COUeTaHUU
C OKCTpeHHOU aedubpwsanueir, yem 0e3 Hee [173].
B macrosmee BpeMs 1ebHOPpMIIIITOPH 9aCTO YCTaHABIIN -
BalOT B MeCTaX OOIIETO MOJIb30BaHMUsI, OCOOCHHO B YCJIO-
BUSIX HAIPSDKEHHON 00CTAHOBKU M OOJBIIOTO CKOILIC-
HUS Hapoma, TIIe MOIYT IIOTCHIIMAJbHO HaXOTUTHCS
JIFOIM, CIIOCOOHBIC OKa3aTh TAKyIO ITOMOING (HAIpUMeED,
B ad®pOIIOpTaxX, Ha CIIOPTUBHBEIX CTaIMOHAX, B KAa3WHO),
JIaxe MPU OTCYTCTBUM Y HUX HaBHIKOB CEpACIHO-JICTOU-
Ho¥ peannManuu [174]. O4eHb 9acTO OCTAHOBKA ceplia
BHE JieueOHOro yupexaeHus npoucxoaut aoma (~70%),
Jaxe B MOJIOAOM BoapacTe [176], HO B 3TUX cCly4asix
YeJI0BEK Yallle BCETO HAXOMUTCS JOMa OINH, U OCTAHOBKY
cepIma HEBO3MOXHO IIPEHOTBPATUTh C TIOMOIIBIO
nomaiHero nedudpuiastopa [177].

YcTtaHOBKa aBTOMaTMYECKUX HapyXXHBIX Aepuodpuii-
JISTOPOB B MeCTaX OOIIETO ITOJIb30BaHMS, IIIe B CIyJac
OCTaHOBKM Ceplia pSiAOM € YeJOBEKOM HaXOISTCS Ipy-
Tue JIIOOU, CIIOCOOCTBOBAJIa YMEHBIIICHHUIO TTOKa3aTesIei
cMmepTtHOCTH [178]. PaspaboTtaHbl crieliajibHBIE MPOTO-
KOJIBI TI0 0a30BOM M pacHIMpEHHONM peaHMMAIMU, OITy-
O6mKoBaHHBIE EBpOITEICKMM COBETOM II0 pecaHMMAIINU
(ERC) m MexnmyHapomHOii KOMHUCCHEN TIO0 CepaedHO-
JICTOYHOIT peaHMMAallMM UM HEOTIOKHOM ITOMOINM IIPH
CC3 [179], B KOTOPBIX YUTCHBI pa3TUYHbIC KIMHIICCKIE
clieHapu¥. DTH MPOTOKOJIBI COMEpKaT YeTKIE MHCTPYK-
UM, U MBI PEKOMEHIYeM O3HAKOMMTBLCSA C MCXOIHBIMU
JTOKYMEHTaMH JIJIS TTOIyIeHUSI 6oJiee IToapoOoHOoM MHDOP-
MaIy. DTUM PEKOMEHIALIMSIM IIPHCBOCH YPOBEHB JOKAa-
3aTenbHOCTH C, OMHAKO B MX OCHOBY JICTJIM TaHHBIC pa3-
JIMYHBIX MCCICIOBAHUA M MHEHMS 3KCIIEPTOB, YPOBEHB
JIOKa3aTeJIbHOCTU KOTOPBIX BapbupyeT oT A 1o B mm C.

4.4. HeotnoxHasi nomoLb npu yctonumsbix XXHP

Kapauosepcus unu pepundpunnauus
M HEOTNOXHasA Tepanus ycTon4unebix KA

Ccbinku®
180

Knacc®
|

PekomeHgauumn Ypon;eubb

HeoTnoxHas kapanosepcust C
PEKOMEHI0BaHa NaLMEeHTaM C YCTONYMUBO

XT v HecTabunbHO reMoANHAMMKON.

Y nauyeHToB ¢ ycToinunsoi XT 6e3 b

HapyLIEHWA reMOANHAMUKM 1 MPK
OTCYTCTBUM CTPYKTYPHOI NaTonorum
cepaua (HanpyMep Npy nanonaTn4eckon
XT n3 BbixogHoro otaena MX) moxet
6bITb PEKOMEHZI0BAHO B/B Ha3HA4YEHME
dnekanHMaa unn TpaanLMOHHbIX BB,
BEpanamunia uam ammoaapoHxa.

< b
Mpumeyanue: - KfliaCcC pekoMeHgaunn, — ypoBeHb I0Ka3aTesibHOCTH, — CCbln-
KW, nogaep>XxveatoLiye yposeHb [0Ka3aTe/IbHOCTU.

Cokpalenusa: 66 — Geta-6nokatop, B/B — BHYTPUBEHHOe BBeneHue, XT —
Xenynoukosas Taxvkapams, MK — npasblii xenynoyek.

Haubonee wacTto ocTaHOBKa cepala IIPOMCXOIUT
Ha pone OXK wnu XKT, OpaguapuT™Muii, aCUCTOINA VN
3JIEKTPOMEXaHNICCKOM IUCCOMALNHT (OTCYTCTBUE MeXa-
HUYECKO aKTUBHOCTU CEpALA ITPU HAJTMYUU DJIEKTPUYE-
ckoit). [1pn 2KTA BBIKMBaeMOCTH JIyUIIIe TI0 CPABHECHHIO
¢ acucronueii. B 2010r MexayHapoTHBIN COTJIACUTEIb-
HeIit KomuteT 1o peannMaruu (ILCOR) yrBepami peko-
MEHOAIINM, COCTaBJICHHBIC IO MTOTaM MEXIYHapOmXHOM
koHbepernun B Hamnace (mrt. Texac, CIIIA) B 2010r
BBt co3maH yHMBepCcaIbHBIM aJTOPUTM OKa3aHUS HEOT-
JIOXKHOM TIOMOIIIN B CJIy9ae OCTAaHOBKU cepama (puc. 2).

o cux mop HeT eAMHOTO0 MHEHHS O TOM, CJICOYeT JIN
BBIIIOJTHSTE CEPACYHO-JICTOYHYIO PEaHUMAILIMIO IIepen
nedudpumsauueit. Ecau octaHoBKa cepalia Ipou3olia
3a TIpeleslaMH JICYeOHOTO YUPEeXKICHMS, CTOUT HEMeI-
JICHHO TIPUCTYIINTh K CEPACYHO-JIETOYHON peaHMMAIINN
C TIpOBEICHMEM HEIPSIMOTO Maccaxa cepAlia IO TOTO
MOMECHTA, TIOKa He TOSIBUTCSI BO3MOXKHOCTh BBIIIOJIHUTH
nedudpumasauuo. Ecim ocraHoBKa cepAalia mpou3olnia
B JIcYeOHOM YUpEKICHUM, HEOOXOIMMO Cpa3y BHITION-
HUTD AeOUOPWLISIINIO, IIOCKOJIBKY B 9TOM CIIydae BBIIIIE
BEPOSITHOCTh TOTO, YTO MPUIMHOM OCTAaHOBKU Cepilla
on1a croiikast 2KTA. Ilpu aToM nepuOpUISLIO HAYM-
HAIOT C MAaKCUMAJIBHOI SHeprun pas3psiaa. s JedeOHbIX
YIpEXICHUN CaMBbIM YIOOHBIM BapHMaHTOM SIBJISTFOTCSI
ToJlyaBTOMaTHIeCKue Ie(puOpMUISTOPEL. Y MHallMEHTOB
¢ UK]JI snmexTpomHble HaKIagku AeduOprmigTopa pas-
MeIIAaIoOT Ha TPYIHOM KJIETKe He OJIIKe 8 CM K TeHepaTopy
HK]I. B/B BBemeHre aMrogapoHa IoBsIIaeT 3(pOeKTrB-
HOCTbH IeUOpMIIAINY W(MIHU) IIPeIoTBpaIacT ITOBTOP-
aele smm3oanl KT mm DX B octphix ciaydasx. bomiee
CJIOXXHbBIE MEPBI peaHUMalU, TTOMUMO 3JEKTPUIECKOTO
BozaeiicTBus s npekpaiieHus: 2KTA, moagpoOHO omnu-
canbl B pekomeHpanusax ILCOR ot 2010r [181].

IMTauumenTam ¢ ycroiiunBbiMU KT Ha3HAYaIOT JieueHUE
B 3aBHCHMOCTH OT BBIPAXCHHOCTH CHUMIITOMATHKA
¥ IIEPEHOCUMOCTH apuTMUM. [lammmeHTaM ¢ MOHOMOpP(-
Hoit KT 1 HecTaOMIBbHOI TeMOIMHAMMUKON (CUHKOIATb-
Has XKT) rmokazaHa KapauoBepcHsI IPSIMBIM TOKOM. [1pu
TUIIOTEH3NN M COXpAaHCHHOM CO3HAHUM IIepel Kapauo-
Bepcueid HEOOXOOUMO BHITIOJIHHUTH CENAIUI0 ITAIMEHTA.
B ciygae mMMpOKOKOMIUIEKCHOM TaXWKapOWHM CO CTa-
OMJILHOM TEeMONMHAMUKON 3JICKTpUIecKas KapIhoBep-
CHSI SIBJISICTCSI METOIOM BBIOOpa. Y MAllMEHTOB Oe3 TIpH-
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KNNMHWYECKME PEKOMEHZALNN

OtcyTcTBHE CO3HAHUS
OTcyTcTBHE ABIXAHUS WM IMU30IHIECKHE BIOXH

BbI3BaTh peaHUMANMOHHYIO OpUraxy

Hauvars CJIP
He nenate nepepbsiBOB BO BpeMsi HEMPSIMOTO Maccaxka cepiia
O6ecnieunTs xopolee kauectso CJIP

v

\ 4
A

OueHuTb pUTM

ITopnaercs nedpudpuLIAIIA |‘ = | He nonnaercs nepuOpuLismun
@K /KT 6e3 mynnca I - 'l DM/I/acucTomus

2 Jlono/IHATe bHbIE PeaAHUMALMOHHbIE
MeponpusTHS

{ IlepsbIii pa3psan ’
Be3 npepbiBaHus HENPSMOTO MACCAXKA Cepaa
¢ * WMHTy6a1us npu HEOOXOAMMOCTH
« [IponomkeHure HEMPSIMOTO Maccaxa
Hewmennenno Tocje MHTYOalun Hemennenno
B0300HOBHUTH CJIP » KamnHorpadust mpu He06X0AMMOCTH B0300HOBHUTH CJIP
» ObecnieynThb B/B WU B/K IOCTYI
* BBecTu Bazorpeccopbl
¥ IPOTUBOAPUTMHUYECKUE TTPEenapaThl
TpU HEOOXOIUMOCTH
* YcTpaHUTh 00paTUMBbIC TTPUYMHBL

l

MOHHUTOPHHT ¥ MOIEPKUBAIOIIAS TEPANHS MOCTE
NPeI0TBPAILEHHO OCTAHOBKH CepP/Ia

[To HeoOxOmUMOCTH:

* OKITI B 12-T1 OTBeACHUAX

* [lepdysust/penepdysus

* OKCHUTeHALUsT M BEHTHISILIMS

» KoHTpoub TeMIiepatyphbl TejIa

* YcrpaHeHKe 00paTUMBbIX TPUYMH U303

Puc. 2. YHuBepcanbHbIil anroputMm AeiCTBriA NPy 0CTaHOBKE CepAaua

Mpumeuanue: BocnponsseaeHo n3 pekomenaaunii ILCOR ¢ paspelerns Accoumnauum [181].

Cokpauwenusi: CJ/TIP — cepaeyHo-neroyHas peaHumaums, KN — anekTpokapamorpaMma, B/B — BHYTPUBEHHO, B/K — BHYTPUKOCTHO, AM/[, — anekTpomexaHuyeckas
nuccoupmaums, X — dpubpunnaums xenynoukos, XT — XenynoykoBas Taxmkapams.

3HakoB Tsekenor CH win ocrporo UM moxHo paccmo-  4.5. UHTEpBEHUUOHHbIE MeTObl JIeYeHUs
TpeTh B/B BBEICHME IIpOKavHaMMIa wWin (uekamauma. 4.5.1. KatetepHas aGnauus

VY mamuentoB ¢ CH unm momo3peHMeM Ha MIIEMUIO
MOXHO pPacCMOTpeTh B/B BBeIcHHME ammomapoHa. B/B
BBEIEHUE JMIO0KAaWHA AAeT JIMIIb YMEPEHHBbIN 3(PdekT

KaretepHas abnauus
B JIe4eHUUN YyCTONYNBON MOHOMOpPHOM XKT

npu moHoMmopdHoit XKT. BceM mamueHTaMm co CTOMKOM PexoMeHaaummn Knacc® Yposeub’ Ccbinku®
KT u ctabunbHOI reMOIMHAMUKON CJIEAYET BBIMIOJIHATh  HeotnoxHas kaTeTepHas abnaums I B 183
AKI B 12-TH OTBEIEHUSIX. pekoMeH/10BaHa nauueHTam ¢ cybctpar-

B/B BBeneHMe BepanaMmia Wi BB mokasaHo mamp- — @CCOUMMPOBAHHON HenpepeiBHoit XT wim

. . 31EKTPUYECKMM LLUITOPMOM.
CHTaM C (baCLII/IKyHHpHOI/I JICBOXKCIIYAOYKOBOM TaxmKap-

nueit (JIXKT) (nmpu Hammuunm Ha DK mpusHakoB 6110-

i’ nauueHTam ¢ MBC 1 noBTOPHbLIMK
Kajbl 1ipaBoii HOXKM myuka [uca (BITHIIT) u OTKIOHE-  eonuokparhimm cpabarsisanusamm MK
HUS 2JICKTPUUICCKOM OCH cepara BiaeBo) [182]. BC/IEACTBYE YCTOMMMBOI XKT.

KateTepHas abnauys pekomeHoBaHa | B 184-186
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CnepflyeT paccMOTPETb BO3MOXHOCTb 184-186

BbINOJIHEHWS KaTETEPHON abnauum
nocne nepeoro anun3ona yctonunson XT
y nauvieHToB ¢ BC v K[,

v b
MpuMeyaHme: * — Knacc pekOMeRaLMii, - — YPOBEHb AOKA3aTENbHOCTH, © — CCbifl-
KU, NOAEPXMBAIOLLME YPOBEHD [10KA3aTENbHOCTU.

Cokpawenus: XT — xenynoukosas Taxvkapaus, UBC — uwemmyeckas 60ne3Hb
cepaua, K[ — umnnaHtupyemblil kapaosepTep-aedubpunistop.

4.5.1.1. MaumneHTbl CO CTPYKTYPHbIMU 3a60N1EBaHNSAMM CEPALA
(cybcTpaT-accouMmMpoBaHHble Taxmkapamm)

KarerepHass abnauusi uMeeT OOJbIIOE 3HAYECHUE
B nedeHny KT mwm @K Ha poHe pyOIIOBEIX M3MEHECHUI
MuoKapaa. [1o maHHBIM IBYX ITPOCIIEKTUBHBIX PAHIOMM-
3MPOBAHHBIX MHOTOIICHTPOBBIX MCCIICIOBAHMI Ha TIAIM-
entax ¢ UBC, karerepHas aonauus ripu KT ymeHbIaeT
BEPOSTHOCTB IOCIeAyIomMX uMITyaIbcoB ot MKJI 1 mmpe-
nmoTBpanaeT mopropHble armm3oas! KT [187, 188]. Kate-
TepHas abjlalus 4YacTO MNPUMEHSICTCS UIST YCTPaHCHMS
HerpepeiBHOM KT wmWiIM  3IEKTPUUECKOTO IITOpMaA
(roBropubie 3mm3onbl XKT/MXK ¢ gacTeiMm ameKBat-
HeIMH wuMnyiabcamMu oT WMKJ/) m o1 yMeHBIICHHUS
YacTOThl WM TIPEeIOTBpAllleHUs] MOBTOPHBIX 3MU3010B
croiikoit KT [183, 184, 187, 188].

UK -teparmusa scddextuBHo yerpanseT KT y mamu-
€HTOB C WIIEMUYCCKON M HEUIIEeMUICCKON KapaIOMMIO-
IMaTheit, HO He MOXET IPEeIOTBPATUTh TOBTOPHBIX 3TTHU30-
nmoB apuTMun. CoracHO JaHHBIM MCCIICTOBaHWI, YaCThIC
cpabateBannsa MK/ ¢ HaHeceHNEM IITOKOB COTIPSIKEHBI
C BBICOKOIM CMEPTHOCTBIO M YXYAIICHUEM KadeCcTBa XXKU3HU
[189, 190]. Jleuenne BB B codeTaHmMM ¢ aMHOTAPOHOM
yMeHblaeT ynciao cpabareiBaHuiit UK, HO moOGouHbIe
3¢ ¢eKTH MTOTCHIIMAIBHO MOTYT ITOTPeOOBAaTH OTMEHBI
npemnapatoB [156]. Kak npaBuio, cyocrparom KT sBisi-
eTcs pyorroBast TKaHb [191]. Llenbro KaTeTepHOIT abIalny
B IaHHOM CJIydae SIBJISICTCS IIepellieeK C MeIICHHBIM
MpoBelicHNEM (KpUTHYeCKas TOUKa) B Kpyre pe-3HTPU
XKT. Kpyr pe-3HTpU MOXeT 3aHUMaTb HECKOJIbKO CAaHTU-
METpPOB C BOBJICUCHHMEM BHIOKApaa, MHOKapla W JIIH-
Kapaa ¥ UMETh CJIOKHYIO TPEeXMEpPHYIO CTPYKTypy [192,
193]. Cybctpar-accounupoBanHas KT B THITMIHBIX CITy-
Yyasgx SIBJIICTCS MOHOMOP(HOI, M y OZHOTO ITallMeHTa
MOTYT OBITh MHIYIINPOBAHBI HECKOJIBKO TUIIOB MOP(HOJIO-
run XKT. Mopdomorusg QRS 3aBUCUT OT TOYKM BBIXOAA,
IIe BOJTHEI pe-3HTPH YXOOT OT 30HBI PyOIIa 1 ICIIOJISIPH -
3YIOT MHOKApI KEIYOOYKOB. AHAIN3 MOBEPXHOCTHOMU
OKI ¢ snm3omamu knHUYecku 3Haynmonl KT mMoxer
OBITH TTOJIE3HBIM BO BpeMsI KapTUPOBAHUS 1 BBITIOJTHCHUS
IIpolIeAypHI abnamuu. B cirydae HemIeMmIecKoM Kapamo-
muonatuy Mopgoiorust QRS mo3BoisieT BEISIBUTD HAIIM-
€HTOB, KOTOPBIM C OOJIBIIIEH JOJIeH BEPOSITHOCTH TIOTPE-
OyeTcs snmKapauanabHas admamus [194-197]. BemoinHe-
Hue MPT cepaua mnepen mnpouenypoil abiauuu
obecrreuyrBacT HEWHBA3WBHYIO OIICHKY apUTMOTICHHOTO
cyocrparta y manueHToB ¢ UM B anamue3se [198] u'y matm-
eHToB ¢ anmKkapauanbHoit KT [199].

O momumopdHoit KT roBopsIT IIpY MOCTOSTHHO MEHSI-
formeiicss Mopdoornu QRS, wacTo B coueTaHNM ¢ OCTPOIA
WIIeMueit Muokapma, IPUOOpEeTeHHBIMM WJIM HaCHe.-
CTBEHHBIMM KaHAJIOIIATUSIMM WJIN XKEJIyIOIKOBOM THUTICP-
Tpodueil. ¥ 4acTH TaKMX MAlEHTOB, HE OTBEYAIOIINX
Ha MeOWKaMEHTO3HYyl0 Tepanuio, noaumopdHas KT
¢ TpurrepoM B cucteMe IlypKumHbBe MOXKET OBITh yCTpa-
HeHa ¢ TTOMOIIbIo KaTeTepHoit abiamuu [200, 201].

HeunBasmBHOE WccaeqoBaHWE CTPYKTYPHI Ceparia,
HauboJiee MpeanouYTUTEIbHO BeiloJHeHHOe MPT, MoxeT
OBITH MCITOJTb30BAHO IS INTAHUPOBAHMS M BEICHUS IIPO-
nemypsl aomanum ipu 2KT [198]. KaptupoBanue u abia-
s MOTYT BBIIIOJHATBHCS BO BpeMsl IIPOMOJIKAIOIICHCS
XT (akTmBaumoHHOE KapThpoBaHue). CmcreMa Tpex-
MEPHOTI'O 3JIEKTPOAHATOMMYECKOIO KapTHUPOBAHUS
TO3BOJISIET JIOKAJIM30BaTh ITATOJIOTUYECKHUE pPYOIIOBBIC
M3MEHEHUsI MAOKapaa M BBIIIOJTHUTH KaTeTepHYIO abJja-
OUI0 Ha CHHYCOBOM puTMe (abjammst cyocrtpaTa) O6e3
nHayKunn 2KT, KoTopast MOXeT COIPOBOXAATHCS HAPY-
IIEHUSIMUA TeMoAMHaMuKHU. Y nauueHToB ¢ KT u HecTa-
OMJILHOM TeMOIMHAMUKOM MOXKHO MCIIOJIB30BaTh HEKOH-
TakKTHYI0O cHcTeMy KaptupoBaHusi. CylmecTByeT
HECKOJIBKO TEXHHWK, B TOM 4YHCJIC TOYCUHAs abJallms
B 00JIaCTM BBIXOHA BO30OYXKICHMS M3 Kpyra pe-3HTPHU
(mekaHammpoBaHMe pyOIOBOl TKaHM), HaHECEHHE
JIMHEWHBIX MIOpakeHUI WIN abIallnis B 30HE ITaTOJIOTHYC-
CKOIf aKTMBHOCTM MMOKAapia C IIeJIbI0 TOMOTCHU3ALNU
pyb6iia [202-205]. KaptupoBanue u a6mamust 2KT 13 srmm-
KapAauaJbHOTO JOCTyIla HamOoJiee JacTO BBITIOHSIIOTCS
naumenTaM ¢ JIKMIT [206] vuin AKTTXK [207]. IMToTeHIm-
aJIbHBIC OCJIOXHEHMS TIpOLIeayphl — IIoBpexaeHne KA
WIN clTydaifHasl IyHKIIUS PACIIOOXEHHBIX PSIOM Opra-
HOB, TTapaJInd JIeBOro nradparMajbHOTO HEpBa M Cephe3-
HOE KPOBOTEUYEHMUE C MOCJIEAYIOLIECH TAMIIOHAL0M CEPALIA.

IMaumenTs! ¢ moctuHdapkTHeiMU KT mmeroT Oolee
OJIATOTIPUSITHBIN ITPOTHO3 IIOCJIC BEITIOJHEHUS KaTeTep-
HOI1 abIaIliy 110 CPaBHEHUIO C HAPYIICHUSIMHI PUTMA IIPU
KapAnOMHONATUAX HenmeMmdeckoro reHesa [208]. Poib
npouenypel B JiedeHnM ycroiumBoit KT olieHmBamach
B paMKaX IISITA TPOCIIEKTUBHBIX MHOTOIEHTPOBEIX
ncciemoBanuii [184-188]. [louTn y MOJIOBUHEI ITAIIACH-
TOB ObUIM OTMEYEHbI 0JIarONpUSATHBIE UCXOHI (T.€. OTCYT-
cTBUE KInHuYecKux peunauBoB KT B nepuon Habmoae-
HUSI), IIPY 3TOM KaTeTepHas adjaims Oblia 0ojee a3 dek-
THBHA, YeM IIPOTHBOAPUTMHUUCCKHE TIPEIIapaThl.

VYenex karerepHoit abmauyu 2KT B KaxknmoM KOHKPET-
HOM cJiydae 3aBHCHUT OT pa3MepoOB MOCTHH(APKTHOIO
py0Il1a, KOTOPBIM MOXHO OILIEHUTD IIPU aHAJIN3¢ 00JI1acTei
HU3KOAMIUIUTYIHBIX CUTHAJIOB B XOJIE 3JICKTPOAHATOMM-
yeckoro KaptupoBaHusa [209]. Taxke mcxom oIlepalnu
3aBHCHUT OT YPOBHS 1 MMOATOTOBKHU IieHTpa [210] 1 ombiTa
kKoMaHael. ClemyeT OTMETHTh, YTO B JIMTEpaType Bce
MyOJIMKAITUY 110 JAHHOM TeMaTHKe TTPUHAIICKAT CIICIIH -
aJIM3UPOBAHHEBIM LICHTPaM.

OcHoxKHEHUS KaTeTepHOI abjaluu y ITallMeHTOB
¢ KT v 3a605ieBaHUSIMU CEP/ILIA MOTYT BKJIIOYaTh UHCYJIBT,
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MTOBPEXICHNE KIIAITAaHOB Cepra, TaMIIOHAMy Cepalla WiIn
pasButue AB-6siokanbl. JleTaabHOCTb, CBSI3aHHAS C OIle-
pauueii, Haxoautcst B mpeaenax ot 0% no 3% u Hauboiee
4acTo 0o0yc/IOBJ€HA HaauuueM HeKOHTpoaupyeMoit KT
B CJIydae HEyCITeIIHo# mpouenypsl [183-185, 187, 211].
KarterepHnas abmanusi cuuTaeTcsi OOIIECTIPU3HAHHOMN
METOIMKOI MIJI yCTpaHEeHUs pa3InIHbBIX cyocTpaTtoB 2K T,
OTHAKO B HACTOSIIEE BPeMsI HETOCTATOYHO JaHHBIX IIPO-
CIIEKTUBHBIX PaHIOMM3UPOBAHHBIX UCCICIOBAHUIA, TTOI-
TBEPKOAIOIINX YMEHBIICHNE CMEPTHOCTH ITOCJIEC BBITION -
HEHUS OIlepallii Y TaHHOM TPYIIIIHI TAIICHTOB.

4.5.1.2. MauneHTbl 6€3 CTPYKTYPHOW NaTonornm cepaua

KT y nauneHTOB 6€3 CTPYKTYpPHOM MaTOJIOTUM ceplia
Hamboyiee 4YacTo HaOMoJaeTcss W3 30HBI BBIXOIHOTO
tpakTa (BT) I2K mwmm JI2K. Ha moBepxHOcTHOI DKI B 12
OTBEIEHUSIX PETUCTPUPYETCST MOPGOJIOTUST KETYyA0UKO-
BBIX KOMIUIEKCOB ITO TUITY OJIOKAIBI JICBOM HOXKM ITydKa
Tuca (BJIHIIT) Bo Bpems taxukapauu u3 BT TTXK,
B TO BpeMs Kak Iipu Taxukapauu u3 BT JIK nabmoga-
JOTCSI MI3MEHEHUSI KEIYTOYKOBBIX KOMILICKCOB ITO THITY
BITHIII' ¢ oTkiIoOHEHMEM »3JIEKTPUYECKOl OCU cepiala
BJICBO. Y HAHHON TPYIIILI MAIIMEHTOB KaTeTepHasT abia-
s IBISIETCS BBICOKOO(M(MEKTUBHOIM, B TO BpeMs Kak
puck BCC 00bpIvHO HU3KUIA. J10CTaATOYHO peaKo BCTpeua-
erca nanonarndeckas JIXKT ¢ BoBieueHneM JUCTaIBLHOMN
yactu cuctembl Ilypkunbe. KaretepHas abianus B 60J1b-
IIIHCTBE CJIyYaeB ITO3BOJISICT IOJHOCTBIO M3JICYUTD 3200~
JIEBAaHUE W PEIKO COMPOBOXIACTCS OCITOXHEHUSIMU.

4.5.2. Xupypruyeckoe ne4yeHme aputmmui

Xupypruyeckas abnauus XT

PekomeHpaumm Knacc® !!ponaemah Cebinku’

Xvipypruyeckas abnauus nog, | B 212-215
KOHTPONEM NPefonepaLmMoHHOro

1 VHTPaonepaLnoHHOro

3NeKTPOPU3NONOrNYECKOro KapPTUPOBAHNS

B YCNOBUWSIX OMbITHOrO LEHTpa

pekomeHayeTcs naumeHtam ¢ XT,

pedpakTepHOi K aHTUAPUTMNYECKON

MeIMKaMEHTO3HOW Tepanuu, nocne

HeaddeKTMBHOI KaTeTepHol abnaumm,

BbIMO/HAEMOW OMbITHLIM CNELMANINCTOM.

MoxeT paccmaTpuBaTbCst BO3MOXHOCTb lib 216, 217
Xvpypruyeckoii abnauym Bo BpeMst

KapAMOXUPYPruyeckmx onepaumin

(KOPOHAPHOE LLIYHTMPOBAHUE 1N

BMeLLaTeNbCTBA Ha KnanaHax

CepaLa) y NaumeHToB C KIMHUYECKN

[okyMeHTupoBaHHoW XT nnn ®X nocne

HeaddEKTUBHOM KaTeTepHo abnauum.
< b
MNMpumeyaHme: * — KNACC PEKOMEHALMI, - — YPOBEHb 0KA3aTENLHOCTH, © — CCbiN-
KW, NOAAEPXMBAIOLLME YPOBEHb [OKA3ATENBHOCTY.

Cokpauwenusi: XT — xenynoukosas Taxukapaus, ®X — dubpunnaums xeny-
[IO4KOB.

B smoxy mmpoxoro mprMeHeHHUsI KaTeTepHOI abJa-
WY y MMaIAeHTOB ¢ HApPYIICHUSIMUA PUTMa, XUPyprude-

ckue aeyeHue KT BoinosiHsieTcs Bce pexe. [lepBoe onu-
CaHHWe OIepalny ¢ yoajieHreM aHeBpu3Mbl JIK mosBu-
Jock 6osee 50 et Hazanm. Boipimme aHeBpM3MBI 4acTo
CONIPOBOXIAIOTCA pa3BUTHEM HapyUIeHWH pHUTMa,
¥ PE3EKIMsI aHEBPU3MEI C YICTOM JaHHBIX KAPTUPOBAHMUS
HE TOJBKO CIOCOOCTBYeT yiaydiueHuro ¢dpyHkuuu JI2K,
HO U T103BOoJIsIeT n36aBUTHCS OT 2KA. CybsHIOKApINATh-
Hasl pe3eK1us ¢ 1eiblo ycrpaHeHus 2KHP Obuia BriepBbie
ormcaHa Josephson, et al. [218]. OmHako 3Ta mponemypa
CONPOBOXIATach OOJBIIMM YUCIOM OCIIOXHCHUU
M BBICOKMMM ITOKazaTenssmMu cMmepTHocTH (10%) u mos-
TOMY BBITIOJHSUIACH TOJBKO B CHEIHMATA3MPOBAHHBIX
HeHTpax [212-214, 216-219]. Tem He MeHee, BMELIATEb-
CTBO XapaKTEepM30BaJIOCh XOPOIIMMHU OTHAJICHHBIMU
pesynpraTamMu. I1o JaHABIM pa3IMYHBIX aBTOPOB, ITOCTIEC
CyOTOTaJIbHOI 3HAOKAPAIKTOMUM M Kpuoabnamuu KT
peluauB aputMuu HaGmogaercs y 10-20% nanueHTOB,
B OCHOBHOM B TIepBbIe 90 THEH 1Mociie BRIIIOJTHEHHS BME-
marenabeTBa [213]. [MosToMy manmeHTaM ¢ MHIYIPYe-
moit KT mocne omepanum mnokazaHa ycraHoBka MK
B paHHeM Tiepuoze [213, 215, 220, 221]. OcHOBHEBIE
TMIPUHIUITEL XUPYPTUUECKOUM aOjalliyd JICTIM B OCHOBY
METOOWK KaTeTepHOM abjallny, BKIIIOYass OTHOCHTEIBHO
HOBYIO TeXHUKY OTTpaHMICHUS cyocTparta [222].

Xupyprudeckasi aoOmanms OOJKHA BBIITOJTHSITHCS
TOJIBKO B CHCHMAIM3NPOBAHHBIX IICHTpPax ¢ 00s3aTeilb-
HBEIM  3JeKTPOPHU3NOIOTHIECCKUM KapTHPOBaAaHUEM
IO W TIOCJe Ollepalliid. BEITTOTHEHME XWPYPTHYECKOU
abjaMyu B YCIIOBUSIX CIIEIIHAIM3UPOBAHHOIO IIEHTpa
MOXET OBITh IIeJIeCOO0pa3HO IS TTAIIMEHTOB ¢ pedpak-
TepHOI KT, He OTBeYAIOIINX HA TCPAITUIO ITPOTUBOAPUT-
MHWYCCKUMHU TIperapaTaMu, W(WIM) IIPH HEYCITeITHOU
KaTeTepHOM abjalli, OCOOCHHO IIpW HAJIWIUM aHEB-
pusmbl JIK niociie UM 1 npu HeOOXOAUMOCTU peBACKy-
mspuzanmu [216-219].

4.6. NcuxocoumanbHbie acneKTbl NPUMMEHEHUS

nKa

Mcuxonornyeckne acnekTbl BeAeHUs NaLMeHToB
nocne umnnautauun KO,

c

b
PekomeHpauum Knacc’® YpoBeHb Ccbinku
OueHka NCMXO0NorM4eckoro crartyca | C 223-225
1 KOPPEKLMA SBNEeHW aucTpecca
PEKOMEHLYeTCs y NaLyEHTOB C MOBTOPHLIMMW
Heob0CHOBaHHbIMI cpabaTbiBaHusMM UK,
Co Bcemu naumeHTaMn pekoMeHa0BaHO | C 226, 227

[10 UMMNaHTaLMKn 1 No Mepe
nporpeccrpoBaHus 3ab6oneBaHms
NpOBOAUTL 06CYXAEHNE BO3MOXHOIO
BnnaHus UK[-Tepanum Ha Ka4ecTBO XN3HW.

< b
Mpumeyanme: * — knacc peKOMeHaaLMi, - — yPOBEHb I0Ka3aTeNLHOCTH, © — Cobin-
Ku1, NoAAEPX1BAIOLLVE YPOBEHb AOKA3aTENbHOCTY.
Cokpatyenue: VK, — umnnaHTupyemblil kapanosepTep-aedubpunnstop.

B pPAAC KOHTPOJIMPYCMbIX WCCIECIOBAHUN IIpOOCMOH-
CTPUPOBAHO YJIYUYLICHUEC oo OTCYTCTBMEC OTpPHULATCI/Ib-
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HOl IWHAMWKM KadecTBa XW3HU y MALIMEHTOB IIOCIIC
nmimanTtanun MK mo cpaBHEHHIO ¢ TPYITIION KOHTPOJIS
[223, 224]. Tem He MeHee, MAIMEHTHI TTOCJIE BMEIIIATE b~
CTBa YaCTO UCIIBITHIBAIOT TpeBory (8-63%) u menpeccuio
(5-41%), oObluHbIE It OOJIBHBIX C YCTpOMcTBOM [228]
1 OoJiee BEIpaXKCHHBIC B clTydac HeOOOCHOBAHHBIX cpaba-
TBHIBaHUI aIlllapaTa W/WIN MOBTOPHBIX IIOKOB (KOJIMYe-
CTBO cBbIIIE 5) [223-225, 229]. B peanbHOI KIMHWYEC-
CKOM MPaKTHKE PEIKO YIeIsIeTcs] BHUMAaHNUE MOTOOHBIM
ImpobiieMaM, ¥ IMAIlMeHTHI He MTOyYaloT TOJDKHOM IICHXO0-
Jiornyeckoit momomy [230, 231]. BaxkHO He TOJBKO orpe-
IEJUTh W YCTPAaHWUTh HPUIMHY YaCTBIX CpaOaTHIBAHUIMA
yCTpoOIicTBa, HO ¥ TTOMOYD MAIIMEHTY CIIPABUTHCS C TICH-
XOJIOTMYECKMM HanpstkeHreMm [229]. CremeHb Takoro
HAIIPSDKEHUST MOXKET OBITH pa3HOM, BIUIOTH IO TSKEIIBIX
dopM B BUAE ITOCTTPAaBMATHMYECKOIO CTPECCOBOTO pac-
cTpoiicTBa [232, 233], cBI3aHHOTO ¢ HaHECEHWEM Tepa-
nuu UK]I u TpeBoroii nepen MMILIaHTalMel yCTpoiicTBa
[234]. [TaumeHTHI, TIepeHecIIe HegaBHee cpabaThIBaHIE
ammapaTa B CBSI3M C TaXHapUTMUEH, MOTYT MCITBITHIBATD

Heomnoxnas KAI' u moHas
PEBACKYJIAPU3ALHUSA NPH HEOOXOTUMOCTH

Tepanusa Bb
(K IpuMepy, 5 MT METOITPOJIOJ B/B)

|
v v

Petmnusupyromast KT/DXK
Wiy yactasi HeycroitamBast 2KT

Kapnuosepcusi/nepudpruisimst
CaepxyacTast CTUMYJISIIIHST
Awmmonapon 300 mMr B/B
JInmoxanH

PaccMoTpeTh HE0OXOIUMOCTh
ajbHEeNIIEN peBacKyIsIpu3aluu
(ouenka dyHkiunm JIK,
TIOBTOPHAsi KOpOHapoaHTuorpabusi)
OrnpeenTh 11e1eco00pa3HOCTh
BBelleHMsI 3yieKTpoinToB K+ u Mg 2+

PaccMoTpeTh BO3MOXHOCTh
BBITOJTHEHUsI KATETEPHOI
abyalMy U/ WIM celaliiu

U TPAHCTIOPTUPOBKA
B CIIEIMATU3UPOBAHHBIN LIEHTD

TMauueHt
cTabuiieH

Puc. 3. [IMarHocTyeckuin anroputM y NaumeHToB ¢ ycToiumebiMm XA Ha doHe
OKC.

CokpaweHusi: Bb — 6eTa-6nokatopel, B/B — BHYTPMBEHHO, XA — Xenyao4koBas
aputMus, XT — XenyaoukoBas Taxmkapams, K — kanuin, KAl — kopoHapHas aHru-
orpadus, JIK — neBbiii Xenyaoyek, Mgb — marHuit, OKC — oCTpblii KOPOHAPHbIiA
cuHapoM, X — dubpunnsumus xenyno4kos.

CTpax meped TOBTOPHBIM HaHeceHUWeM Teparuu [235].
Y manmeHTOB C MCXOTHO BBICOKHMM YPOBHEM TpPEBOTHU
IIO OIlepalliy BBIIIE BEPOSITHOCTh MOSIBIICHUSI TICHXOJIO-
TUYECKUX ITIPOOJIEM IIOCNIe MMIUIAHTALIMA YCTPOMCTBA,
B TOM 4YHCJIE 3JIOKaYeCTBEHHOM nernpeccun [236, 237].
[MosToMy JledyeHMEe TaKMX IMAIIMEHTOB IOJKHO 00s3a-
TEJIbHO BKJIIOYATh OIICHKY M KOMILUICKCHYIO TEpaITrio
TMICUXOJIOTUYECKUX HapyuieHuil. Bece mauueHTsl ¢ MK,
0COOCHHO HAXONAIIHMECS B COCTOSIHUM CTpecca, HyXKma-
I0TCS B MPodeCCHOHATLHON MOMIepXKe M amaIlTalliiy
K XW3HM C WMIUIAaHTUPOBAHHBIM YCTPONCTBOM, YTO
B KOHEYHOM CUETe OYIEeT CITOCOOCTBOBATH YIIYUIICHUIO
pe3yinbraToB JieueHus [238].

VYcranoBka MKJI MoXeT OTpULATENbHO MOBIMSITH
Ha MHOTHME AacCIIeKTBl XM3HU TaIllieHTa, B TOM YHCIIC
Ha CITOCOOHOCTH K BOXIEHHUIO aBroMoOmis [239, 240],
OTHOIIIEHUS ¢ TapTHEPOM [241, 242], kadecTBO cHa [226],
BOCIIPUATHE COOCTBEHHOTO Tejia (0OCOOCHHO Y MOJIOMBIX
XKeHIMH) [227] u yJ9acTue B CIIOPTUBHBEIX UTpax (0co-
OCHHO y IeTel 1 IoapocTKoB) [243]. IToMoIIbp MeIUITH-
CKHX paOOTHHMKOB ITO3BOJISICT IIPEOMOJICTh 3TU TPYIHO-
CTH, OMHAKO HEOOXOINMBI JOITOTHUTEIBHBIC UCCIICIOBa-
HUSI, Pe3yJIbTaThl KOTOPHIX IO3BOJIAT YIYYIIUTh KAa4eCTBO
MEIUITMHCKOM ITOMOIIN W pa3pab0TaTh HOBBIC ITOIXOIBI
K Tepanum [233].

5. Jleyenune XXHP n npodpunaktuka BCC
y nauuenToB ¢ UBC
5.1. OcTtpbiit KOpoHapHbI cuHgpom (OKC)
5.1.1. XHP, accoumnnpoBaHHbie ¢ OKC

HecMoTpss Ha gocToBepHOE CHUXCHHE pPHCKaA
HeObJIarompusITHOTO ncxonaa y nanueHToB ¢ MBC mytem
BHIIIOJTHEHUSI CBOCBPEMEHHOW peBaCKyJISIpU3alUU
W ONTUMH3AINKA NPOPMIAKTUKUA (MOIMGUKAILIUS
obpa3a XM3HU, OTKa3 OT KypeHWs, Tepalus CTaTh-
"Hamu), OKC u HapylmleHUS pHTMa B OTIOAJICHHOM
TepuoIe Imocie nepeHeceHHoro MMM ocTaroTcs yacToit
npuunHoit BCC (Pazmenm 3.1). Bo MHOTMX ciydasx
BCC nmpu OKC HacTymaeT Ha JOTOCIIMTAJIbHOM 3Talle,
YTO CBUICTEIHCTBYET O BaXXHOCTU IIPOBEACHUS CKPU-
HUHTA C b0 BEISIBICHMS IMAIIMEHTOB TPYIIIIHI BBICO-
koro pucka. Yacrora KA npun OKC Ha rocnmuTaaibHOM
3Talle B MOCJIECIHNC NCCITUICTUS] CHU3UIIACh, TJIABHBIM
00pa3oM 3a CUeT paHHE! M aKTUBHOM peBacKyIsIpu3a-
UM ¥ CBOCBPEMEHHOM afeKBaTHOM (hapMaKOTepaInu.
Tem He meHee, y 6% nmauunentoB ¢ OKC B nepsbie 48
YacoOB ¢ MOMCHTA MOSIBJICHHS CUMIITOMOB Pa3BUBAIOTCS
XT unm @K, garie BceTo 10 MM BO BpeMsI perepdy-
3Un. YcTpaHeHu1o KA B 3TOM cUTyalluM CMOCOOCTBYIOT
ObIcTpast U mojiHasl peBackyaspusanusi KA, Hedhapma-
KOJIOTUYECKHE BMeIaTeIbcTBa (KapanoBepcust, aedu-
OpMLIALINS, CTHUMYJISIIUS W KaTeTepHas aObiaius)
W MeINMKAaMEHTO3HasI Teparus (IpOTUBOAPUTMUUYCCKIE
W ApyTUe nperaparsbl).

AJTOpUTM 00CIIeIOBAHMS ITAIIMCHTOB C YCTOMUNBBIMU
XA npn OKC mipuBomuTcs Ha pUCYHKE 3.
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5.1.2. CnocoGbl Npo¢nNakTUKN U HEOTJIOXKHAsA NOMOLLb
npu BCC Ha ¢poHe OKC: gorocnutanbHbii 3Tan

Mpodunaktuka BCC npu OKC: gorocnutanbHbiii 3Tan

Knacc® YposeHn’ Ccbinku®
A 244

PekomeHpauum
[ins BCex NaumMeHToB ¢ 60nsMu 3a rpyanHoi |
PEKOMEHOYETCS COKpaLLaTb BPEMS MeXay
NOSIBIEHEM CUMMTOMOB W NEPBbIM

KOHTaKTOM C BPQYOM M OT NEPBOro KOHTAKTa

C BPauoMm 10 penepdysun.

PekomeHz0BaHO 06y4eHMe BCex Y1eHOB 178
6puranbl HEOTONOXHON MOMOLLM OCHOBaM
nmnarHocTtvkn OKC (c ucnonb3oBaHvem
pernctpatopos SKI" 1 TenemeTpum npu
HeobxoaMmMocTH) 1 6a30BbIM HaBbIKaM
NpoBeLEeHNS CepAEYHO-NEr04HO
peaHumaumv u pedubpunnaumm npu
OCTaHOBKE Cepaua, a Takxe obecneyeHne
COOTBETCTBYIOLLIM 060PYA0BAHNEM.
PekomenpoBaHo okasaxvie 179
6a30B0ii 1 CNeLMannapoBaHHON
peaHVMaToNor14eckomn NoOMoLLM

N0 anropuTMy COrNacHO MPOTOKOAY
Esponeiickoro SkcneptHoro CoseTta
no peaHMmaummn nan HaumoHansHon/
MexayHaponHo pynnbl SKCnepTo..
B nocrpeaH1maumoHHoM nepuoae 245, 246
PEKOMEHAOBAHO Jie4eHE B KPYMHbIX
CNeLyanm3avpOBaHHbIX LIEHTPax, NOTEHLMAIbHO
MIMEIOLLMX BO3MOXHOCTb BbIMOSHEHMS!
nepBuyHoro YKB, anekTpodusnonorniecknx
npoLeayp, MMNIaHTaLum yCTporicTs
MeXaH14eCKO NOAAEPXKKM,
KapAVOXPYPrUHECKVIX 1 COCYANCTbIX
BMELLIATENLCTB, @ TakKe NPYMEHEHNS
METOAMKMN TEPANEBTUYECKON MUNOTEPMI.
CnepyeT paccmaTpuBaTth BO3MOXHOCTb 245
GOPMUPOBAHNS CETW PErvoHaNbHbIX

LIEHTPOB MO 0Ka3aHMIO MOMOLLM NaLMeHTam

C OCTaHOBKOW CepALA C LiebIo YNyuLeHuns

K/IMHUYECKOro Nexopa.

<« b
MpumeyaHme: ° — KI1ACC PeKOMEHIALMI, - — YPOBEHb I0KA3ATENLHOCTH, © — CObiN-
KM, NOAAEPXMBAIOLLME YPOBEHb A0KA3ATENEHOCTU.

Cokpauwienus: OKC — ocTpblit kopoHapHblid cuHapom, IKI — anekTpokapamo-
rpamma, YKB — 4peckoxHOe KOPOHapHOE BMELLIATENbCTBO.

TocrmrampHass cMepTHOCTE 0T MUMNST cymiecTBeHHO
YMEHBIIWIACH O1arofapsi MOSIBIICHUIO COBPEMEHHBIX METO-
JOB penepdy3un, OMHAKO OOIAsi CMEPTHOCTh B PaHHEM
Tepronie BCE eIe ocTaeTcsl BhICOKOW. Hawmbomee uyacto
cMepTh 1pu octpoM UM HacTymaeT B mepBble Yachl OT Havajia
CHUMIITOMOB Y HOCHT XapakTep BHE3aITHOW CMEPTH.

5.1.3. CnocoGbl Npo¢nNakTUKN U HEOTJIOXKHAsA NOMOLLb
npu BCC Ha ¢poHe OKC: rocnutanbHbiii 3Tan

MpodunakTtuka n nevedme BCC npu OKC:
rocnuTanbHblil 3Tan. Noka3aHus K peBackynsapusauum

Knacc® YpoeeHs’ Ccbinku’®
| A 247-249

PekomeHpauum

Maumnentam ¢ MMnST nokasaHa HEOTIOXHAs
pesackynspmsaums.

BrinonHeHue pesackynsipusaumm muokapaa | 13, 250
pekomeH0BaHo nauueHTam ¢ UM6nST nnan

HeCcTabuNbHON CTEHOKApAMel COornacHo

Pekomenpaupam EOK no auarHocTuke

1 neyvenmio UM6nST.

KAI" c BO3MOXHOI nocneaytoLLei 13, 250
aHrMonnacTykow B Te4EHUE NepBbIX 2

4acoB rocnuTann3aunm pekoMeHaoBaHa

naumeHTam BbiCOkoro pucka ¢ MIMnST, B Tom

yucne ¢ XuaHeyrpoxarowpmmm XXKA.

PanHss pesackynspu3auys B NOIHOM 251, 252
06beme PEKOMEHI0BaHA C LIENbIO

NIEYEHNs NLeMUK M1okapaa, Kotopas

MOXeT HabnoAaTbCs Y NauyeHToB

¢ peumnaysupytowmmmn XT nan @X.

PaHHee OTKpbITVE MHDAPKT-CBA3AHHOM 253
apTepun pekoOMeHAyeTCs C Lenbio

nievyeHns obpaTMbIx HapyLLeHuin AB

NpOBeEHNs ULLIEMWUYECKOTO reHeaa,

0co6eHHo AB 6nokapbl Ha GpoHe VIM HikHeit

nokanuaauuu, Aaxe B Cy4ae NO3AHEro

o6patueHus (>12 yacos).

MNaupeHToB B 6ecco3HaTeNlbHOM | 251, 252
COCTOSIHAW, NEPEXUBLLNX BHEFOCNTANBHYIO

OCTaHOBKY cepAua 1 UMeoLLnX

Ha nocTpeaHumaumoHHor KM npuaHaku

MMnST Heo6xoaAMMO AOCTaBNATh HANPSMYIO

B PEHTreHOMNEPALVIOHHYIO A5 BbINOHEHUS

KAT.

CnepyeT pacCcMOTPETb BO3MOXHOCTb
“NPOMEXYTO4YHO OCTAHOBKW” B OTAENEHUN
VHTEHCVBHOW Tepanuu ans NaLMeHToB

B 6€CCO3HATEIbHOM COCTOSIHUM,
nepexmnBLLINX BHErOCNNTASIbHYO
0CTaHOBKY CEPALA, HO HE MEIOLLINX

Ha NocTpeaHnMaLmoHHon IKI

npusHakos MIMnST, ¢ uenbio

UCKIOYEHUST HEKOPOHAPHBIX MPUYMH
[IaHHOrO COCTOSIHUSA. py OTCYTCTBUM
06BEKTHBHBIX HEKOPOHAPHBIX MPUYKH
cneflyeT paccmaTpuBaTth NpoBeaeHue

KAT kak MOXxHO B 60/1€€ paHH1e CPOKM

(<2 vyacoB), 0CO6EHHO Y rEMOAMHAMUYECKM
HECTaOMIbHbIX NaLMEHTOB.

lla 251,252

CnepnyeTt pacCMOTPETb BO3MOXHOCTb lla 254
MMMaHTaLmMM BCNOMOraTesbHbIX YCTPONCTB

N8 MexaHudeckor noaaepxkm JDK nnm

NOAK/IOYEHNS 3KCTPAKOPNOPaNbHbIX

cucTeM 06eCneyeHs KM3HEAEATENbHOCTH/

9KMO y naumeHTOoB C HeCTabWbHO

reMOAMHaMUKOW 1 PELMANBUPYIOLLMI

XT nnm @X HecMOTpPS Ha ONTUMANbHYIO

Tepanuio.

B cneuunan3npoBaHHbIX LiEHTpax IIb 255, 256
MOXET paccMaTpuBaThCs NPOBeaeHNe

peBackynspv3auum ¢ obecneyeHnem

MEXaHN4eCKON NOAAEPXKN

KpPOBOOOPALLEHNS Y NALWEHTOB

C pedpakTepPHOI OCTAHOBKOWN CEPAEYHOM

[AeATeNIbHOCTU.

Mpumeuanme: * — Knacc pekoMeHaaLu, - YPOBEHb [10Ka3aTENbHOCTH, © — CCbiN-
Ku, NOAOEPXMBAIOLLME YPOBEHb AOKA3ATENLHOCTU.

CokpauwieHusa: AB — atpuoBeHTpukynspHbli, EOK — EBponeiickoe o6wwecTBo
Kapauonoros, XT — xenynoukoBas Taxukapaus, MM6nST — nHbapkT Muokapaa
6e3 nogbema cermenTa ST, UMnST — uHdapKT Mrokapaa ¢ NoAbEMOM CerMeHTa
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ST, JK — nesbiit xenynodek, KAl — kopoHapHas aHruorpadus, OKC — ocTpbiit
KOPOHaPHbIi cuHapom, ®X — dubpunnaums xenynodkos, K — anekTpokapamo-
rpamma, 9KMO — akcTpakoprnopasnbHasi MeM6paHHast OKCUreHaumsl.

Mpodunaktuka n neyesme BCC npu OKC:
rocnuTanbHblii 3Tan. flepudpunnauus/kapamoeepcus;/
MepauKaMeHTO3Has Tepanusi/kaTeTepHas abnauus

Knacc® YposeHb® Ccbinkm®
B 257

PekomeHgauumn
Mpu peunamsmpyoLei nonumopdHon XT |
pekoMeHZ0BaHO NneyeHne bb.

Jinsi neveHust nonumopdHoi XT | 258
PEKOMEHI0BaHO B/B BBEAEHME

amMmoaapoHa.

HeotnoxHas anektpuyeckas | 180
KapanoBepcus nnm fedubpunnaumus
pekoMeHA0BaHa NauyieHTam ¢ YCTOM4MBOA

XT nnm ®X.

HeotnoxHas KA ¢ BO3MOXHOMN |
nocnenyoLLei pesackynapusasmen
pekomeHJ0BaHa nauveHTam

¢ peumnaysupyioLein XT nnn GX B cnyyasx,
KOrfia Henb3s UCKTI0YNTb HANINYME ULLIEMNN
Muokapaa.

251, 252

Maumentam ¢ peumamnsmpyoein XT nan | 179

DX pekoMeHa0BaHa KOPPEKLMS HAPYLLIEHUI

3NIeKTPOSUTHOro Hanaxca.

130,
257,
259, 260

MepopanbHbiii npuem BB cnepyet lla
paccmatpuBaTh B Nepuog, rocnmtannsaumm

V panee oINTenbHO 41 BCeX NauMeHToB

¢ OKC npw oTcyTCTBUM

NPOTVBONOKa3aHWA.

[poBeneHVe pagmoyacToOTHON KaTeTepHO lla 261-267
abnauuu B CreLmanm3MpoBaHHbIX OMbITHbIX

LieHTpax C nocneaytoLLen UMnnaHTaumen

VK[ cnenyet paccmatpusaTth y NauyeHToB

¢ peumnavsupytoLleit XT, @X nnn

31EKTPUYECKIM LUTOPMOM, KOTOPbIE

COXPAHSIOTCA, HECMOTPSA HA YCMELLHYI0

MOJIHYIO peBacKynapusaumio n onTUMasbHy0

MEOVKaMEHTO3HYIO Tepanuto.

B cnyyae yacTbix peunansos XT, HecmoTtps  lla
Ha aHTUaPUTMNYECKYIO MEeVKAMEHTO3HYIO
Tepanuio, NPy HEBO3MOXHOCTN
BbINONHEHWS KaTeTepHoii abnauuv cnepyet
paccmaTpuBaTh NPOBEAEHNE CBEPXHACTON
CTUMYNSILMY C MOMOLLBIO TPAHCBEHO3HOTO
anekTpoaa.

B/B BBEAEHME NMAOKAMHA C LENbIO Ilb 268
KynMpOBaHus peumamsmpyoLen XT

nnun OX MoxeT BblTb PEKOMEHI0BAHO

nauveHTam npy OTCYTCTBUM OTBETA

Ha BB vnun amnogapoH, nav npu

HEenepeHoCHMOCTN NOCNEAHErO.
MpodwunakTnyeckas Tepanus Apyrumm
aHTraputTMukamm (kpome bb)

He peKoMeHayeTCs.

269, 270

Mpumeyanme: ° — Knacc pekoMeHaaLui, - YPOBEHb [10KA3aTeNLHOGTH, © — GCbiN-
KU, NofAepXM1BaIOLLME YPOBEHb A0KA3aTENBHOCTY.

CokpaweHnusi: 66 — 6eta-6nokatop, VK, — umnnaHTupyemslii kapayosepTtep-
nedpubpunnatop, XA — xenynodkosas aputmus, XT — xenynoykosas Taxvkap-
s, KAl — kopoHapHasi aHrnorpadus, OKC — ocTpblii KOPOHaPHbIA CUHAPOM,
DX — drbpunnaums Xenynoukos.

Mpodunakrtuka n neyeHme BCC
npu OKC: rocnutanbHbIiA 3Tan.
Kapauoctumynsaums/mmnnanTtaums
KapauoBepTepa-gedubpunngTopa

Ccbinku®
271

Knacc® YposeHb”
C

PekomeHpauumu

BpemeHHas TpaHcBeHO3Has |
KapaMOCTUMYNALMS PeKOMeHL0BaHa
nauueHTam ¢ CUMMTOMHO CYHYCOBOW
6pagukapaveit, coxpaHstoLLeincs

HECMOTPS Ha NPUeM MeMKaMEHTOB

C MOSIOXMTESIbHBIM MHOTPOMHBIM

DencTBMEM.

BpemeHHas TpaHcBEHO3Has | 271
KapaMOCTUMYNALMS PEKOMEHL0BaHA

naumeHTam ¢ cumntomMHoin AB 6nokanoi

BbICOKOW CTENeHu Npu OTCYTCTBUM

CTabunbHOro 3amMeLLaloLLEero puTMa.

HeotnoxHas KA pekomeHzoBaHa 271
nauueHTam ¢ CUMNTOMHo AB 610kaaoit
BbICOKOW CTENEHU, KOTOPbLIM He Bbina
nposefeHa penepdysus.

[oBTOPHOE NPOrpaMmMmMpPOBaHNE paHee | 272
uMnnaHTMposarHHoro MK/, pekomeroBaHoO

naumeHTam ¢ HEOAHOKPATHLIMM

HeoB0CHOBaHHbIMY cpabaTbiBaHUSIMM

annapara.

[oBTOPHOE NPOrpaMmmpoBaHne lla 272
paHee nmnnaHtuposaHHoro UK,
MOXET paccMaTpMBaTLCS C Liebio
npeaynpexneHns Heo6oCHOBaHHOIO
HaHeceHus pa3psaaos.
WmnnanTtaumna UK, unmn BpeMeHHoe Ilb 170, 273
npvmeHeHwve HapyxHoro HKZ, moxeT

NPVUMEHSTLCS B NOCTUHDAPKTHOM

nepuoge (<40 gHel) y orpaHuyHeHHoN

rpynnbl NauMeHToB (HenosnHas

peBaCKynﬂpmaaLLmnd, npeaLwecTByoLLas

nmncdyHkums JIK, passutue aputMuin

B CPOK >48 4 0T Hayana cumntomos OKC,

Hanuyne nonmmopdHoi XT nunm OX).
MmnnanTtaums KA ons nepsryHoi 1] 274,275
npodunaktukm BCC 06b4HO

HE PEKOMEH/YETCS B TEYEHWNE NEPBbIX

40 pHeri nocne UM.

Mpumeuatue: * — KNacc pekoMeHaLMA, * — YPOBEHb AOKA3ATENLHOCTH, ° — CCbifl-
KV, NOAAEPKVBAIOLLME YPOBEHb OKA3ATENLHOCTH,  — NOZ HEMONHOM PEBACKYISPHU-
3aLuelt NOHYMAIOT HEYCMELLHYI0 PEBACKYNSPU3ALIWI0 MH(APKT-CBA3AHHON apTepun
WM HanuuMe nopaxeHuin B WHGAPKT-HEACCOLMMPOBAHHLIX apTepusiX, KOTOpble
He 6binn PeBaCKYNAPU30BaHbI.

Cokpaluenuns: AB — atproBeHTpukynsipHelii, BCC — BHes3anHas cepaevHas
cmepTb, XT — xenynoykoBas Taxvkapaus, UKL — vmnnaHTypyembii kapamo-
BepTep-aedubpunnatop, KA — kopoHapHasi aHruorpadwus, OKC — ocTpsblit
KOPOHapHbIi cuHapom, HKI, — Hocumblii kapavosepTep-aedubpunnstop, ©B
JIK — dpakums Beibpoca neBoro xenynoyka, ®X — obubpunnaums xenyno4ukos.

IMTogpobHass mHpopmannsa no auarHoctuke OKC,
NUMnST nu UM6onST u nedeHnio 3Tnx 3a00J1eBaHUM ITPU-
Bomsarcsa B pekoMmeHmanugx ESC mo nmeuenmio OKC
¢ mombeMoM | Oe3 mombeMa cermenTta ST [13, 250, 271].
B aTOM pazmeie MbI 00CyKIaeM poiib perepdy3un (VTN )
peBackyjspusaluu B npoduiaktuke u jgedeHun KT
n OK y marmmenTosB ¢ OKC.
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KNNMHWYECKME PEKOMEHZALNN

Bnaromaps TOBBIIIIEHUIO OCBEIOMJIEHHOCTHA Hacelie-
Hug o MexaHn3Max BCC 1 MeToax ee TIpeoTBpalieHus,
B HACTOSIIIIEE BPEeMsI B JICUCOHBIC YIPEXKICHNUS ITOCTYIIaeT
Bce OOJIBIIIE MALMEHTOB, ITIEPEKMBIINX OCTAHOBKY Cepalla
W peaHNMUPOBAHHBIX BHE CTCH JICUCOHOTO YIPEKICHMSI.
Ecim ucxomHasg wiu noctpeanmMaunonHasgs DKI mmeer
MIpU3HAKU moabeMa cerMeHTa ST, HeoOxommma 3KCTpeH-
Hasl aHTHOorpadusl M PEBaCKyJIsIpU3alvs, KakK U BCeM
mareaTaM ¢ UMnST [251]. OgHako maxe IIpH OTCYT-
CTBUH IToabeMa cerMeHTa ST BITOJTHE BO3MOXHO HaJTUUKe
OKKJTIO3MY M TpoMbo3a mHpapKT-cBg3aHHO KA, uTo
oTMmeuaeTcss B 25-85% caydaeB [251, 252]. YuwurtheiBas
BBICOKYIO BEPOSITHOCTh OKKIIO3MM KA Kak IpWInHBI
BCC Ha morocrnuTaabHOM 3Talle M BO3MOXXHbBIE CIIOXHO-
ctu nHTepnpetanun DKI, ciemyeT paccMOTpeTh BHITION-
HeHue KAI BceM malMeHTaM, MEePEeXUBIIUM OCTAHOBKY
cepala BHE CTCH JICUeOHOTO YUPEXICHMSI, cpas3y IOCIe
MOCTYIUICHWSI B TIPMEMHBIM IIOKOM WM OTHCICHUE
WHTEHCUBHOM Tepanuy UIT UCKITIOUEHUS HecepIeuHbIX
MMPUYMH OCTAaHOBKM cepaua [276].

B cnyyae penmauBUpOBaHUS YCTOMYMBON W(WMJIN)
remoguHammdecku 3HaunMoii KT wmm ®2XK Ha ¢oHe
OKC OpIcTpas W yCIIeITHAs PeBaCKYJISIpU3alldsl MMEET
KJII0YeBOE 3HAYCHUE IS TTPOGMIIAKTHKY TTOCICIYIOIINX
ApUTMUI U JOJKHA BBITTOJTHATHCS Oe3 TTpoMeieHus [13,
250, 271].

5.1.3.1. XXA Ha dpoHe OKC

OcTpas umemMust SBISICTCI NPUINHOU 3JICKTpHUIC-
CKO#l HeCTaOWJIBHOCTH M IIPOBOLIMPYET BO3ZHMKHOBE-
nue KA npu OKC [266]. s yMeHbIIeHUS BEPOSITHO-
ctu KT/®XK npu OKC pekoMmeHmyeTcs Ha3zHAUYCHUE
BB B pannem nepuone [257, 269]. B HEKOTOPBIX CIIy-
YJasx IIOMOraeT KOMIICHCAINSI THITOMAarHUEeMUH 1 TUTIO-
Kammemun. CTaTUHBI YMEHBINAIOT CMEPTHOCTh Cpedu
6onbpHBIX MBC, TiTaBHBIM 00pa3oM 3a cUeT IpeaoTBpa-
IIEeHNS ITOBTOPHBIX KOPOHAPHBIX COOBITUI, U SIBIISI-

IOTCSl 4aCThIO CTAHAAPTHOIO JIEYEHMsI TaKUX IallMeH-
TOB [250, 271].

5.1.3.2. MprMeHeHne aHTMapUTMUYECKMX MPEenapaToB
B ycnosusix OKC — obLume nonoxeHus

DieKkTpudecKass KapauoBepcHs WM AcHUOpHIIIs-
LS SBASIOTCSI METOIAaMU BbIOOpA JJ1s1 OBICTPOrO yCTpa-
Henmsa KA mipu OKC [1, 271]. PekomeHmyeTcsl paHHEe
BBeAcHUe BB, 110 BO3MOXHOCTH B/B, 9YTO CIIOCOOCTBYET
MIPEeIOTBPAIICHUIO ITOBTOPHEIX 3ITM30I0B apUTMUMN [257,
269, 271]. HaznauyeHue aMuogapoHa cjeayeT paccMmar-
puBaTh TOJILKO B ciyyae 4dacTbix amnu3onoB KT wiu
®2XK, KoTOpBIC HE yIaeTCsI KOHTPOJIUPOBATH C ITOMOIIBIO
aIeKBaTHOM DIIEKTPUMICCKON KapAMOBEPCUN WIN dedu-
opunngauyuu [1, 271]. Tlpm TOBTOPHBIX >IHU301aX
croiikoit KT mau @K y mammueHToB, HE OTBEYAIOIINX
Ha Tepanuio bb uau ammomapoHoM, a TakxXe Ipu
HaJW4YUU TIPOTUBOIIOKA3aHUN K aMUOJApOHY MOXKHO
paccMoOTpeTh B/B BBeNeHHMEe IHIOKamHa. B ciayuae

nmoBTOpHBIX 3mu3000B KT ummm @K, 3ammyckaembIx
KeJyIOYKOBEIMU 3KcTpacucTonmamMu (2KD) U3 9acTUIHO
MOBPEXICHHOM CUCTeMBI [1ypKuHBe, ClIeayeT paccMOT-
peTh KaTeTEPHYIO abIalliio, KOTopast JacT OYeHb XOpO-
muii apdexr [261-265] (Pazgen 6.3.2).

5.1.3.3. Taktuka BegeHus naupeHTos ¢ OKC npu oTCyTCTBMM
XHP

C uenbio mpoduiakTuky KA peKOMeHIyeTCsI Ha3Ha-
yath bb [257, 271]. ITonp3a mpodUIaKTUYECKOTO TIPH-
MEHEHMSI MPOTUBOAPUTMUYECKUX MPEINapaToB HE JOKa-
3aHa; TaKas Teparus MOXeT ObITh CONpPSIKEHA C pUCKaMu
JUIS TIALIMEHTA U IIOTOMY He peKoMmeHmyeTcs [257, 269].

5.1.3.4. X3

XB® m HYXT gacto oTmMedyaroTcsl y NalMeHTOB
¢ OKC, ocobeHHO BO BpeMsI IIEPBUIHOTO KOPOHAPHOTO
BMemarenbcTBa Ipu UMnST (Tak Ha3bIBaeMEbIe perep-
¢y3noHHBIe apuTMuM). OHI peIKoO MPUBOMIT K Hapy-
IIeHWIO TEMOOIWHAMUKH U HE TPEOYIOT criequ(prIecKoit
Tepanuu. JJIMTEIbHO COXpaHSIOIIAsICSI 1 YacTast Key-
IOYKOBasl SKTONUSI MOXET CBHUICTEIBCTBOBATH O HEOO-
XOOIMMOCTH NabHEHIe peBacKylasIpu3alny (HaIpu-
Mep, TOBTOPHOM aHTHOTpadum/IpecKOXKHOT0 KOpPO-
HapHOro BMemarenbcTBa) [250, 271]. Ecimm HYXT
COIIPOBOXIAETCS HapyIICHWEM TeMOIMHAMWKHU, CJIC-
IyeT pacCMOTpPeTh Ha3HAUYCHHE aMHomapoHa (B H03€
300 mr B/B cTpyiiHo) [1, 271].

5.1.3.5. Yctoitumeas XT n ©X

IToBTopHag croitkast KT, ocobeHHO TTOTMMOP(HHOTO
xapakTepa, win mmoBropHass ®P2K MoryT OBITH IIpHU3HA-
KOM HEIIOJIHOW penepdy3nn WIN PeHUIUBUPYIOMICI
UIIeMnH. B TaK1X CiIyJasix ciiemyeT pacCMOTPETh BBITION -
HeHne sKkcTtpeHHOM KATI [250, 271]. Ilpu moBTOpHOI
nomumopdHoit KT ¢ mepexogom B MK MoxkeT OBITH
apdextuBHa Tepanusa Bb. YMeHbIIeHNIO Ynciia 3130~
noB KT wim @XK Takke criocoOCTBYeT TiryboKast cema-
mus. i OBICTPOTO ITOHABICHMS TeMOIWMHAMUYECKU
3HAYMMBIX 2KA MOXHO MCIIOIb30BaTh aMuomapoH (150-
300 mr B/B crpyitHO). [IpuMeHeHNE APYIUX IIPOTHBO-
apuTMHIYecKux mmpemnapatoB npu OKC (HampuMep, Ipo-
KanHaMuz, IporadeHoH, aimanumH, GIeKanHuI)
He pekoMeHmoBaHo [1, 269, 271].

5.1.3.6. KatetepHas abnauusa peumamBupyoLLEein yCcTonuneoim XT,
noBTOpHOW OX 1 anekTpryeckoro wropma

Ecmu KT nnu @K coxpaHsSioTcss, HECMOTPS Ha ITOJI-
HYI0 peBaCKy/IsIpU3aliIo U ONTUMAJIbHYI0 MEIUKAMEH-
TO3HYIO Tepamnuio, CIeAyeT PacCMOTPETh BBIMOJIHEHUE
paauoyacToTHON KaTeTepHoul abnamuu. IloBTOpHBIE
snm3onbl MK moryr 3amyckatbess KD M3 4acTUIHO
MOBPEXAEHHBIX BOJOKOH I[lypKMHbE WM XKeETyd0uyKO-
BOT'O MMOKap/ja, MOBPEXIEHHOTIO B pe3yjbTaTe UIIEMUN
n(unn) perepdysun. IlpakTmyecknm BO BCEX CIIydasx
yaaeTcs BO3IeMCcTBOBATh Ha CyOCTpaT CO CTOPOHBI 3HI0-
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kapga. TouyHoe KapTWpoOBaHWE U YCIICITHAS a0JIaIlvs
tpurrepoB KT m @K, a Takke MUOKapAUaIbHOTO Cy0-
crpara KT unu @K gaBiasgeTcs CI0XHON U TPYIOEMKOM
3amadeit. [ToaToMy ciemyer paccMOTPETh BO3MOXHOCTD
paHHETO HaIIpaBJICHUS MTAIlMCHTOB C TIOBTOPHOU YCTO -
ynBoii KT u peummuBupytomeit @K B crienmnann3upo-
BaHHBIE LIEHTPHI IJI BBITTOJIHEHW abmaumu [261-265].

5.1.3.7. OxcTpakopnopanbHble MOAAEPXUBAIOLLME YCTPONCTBA

B otrmenbHBIX ciydasix npu peuuauBupytomnein 2KT
i P2K, KoTopble He MOANAIOTCS JICUCHUIO ¢ TIOMOIIBIO
MEPEYMCICHHBIX BbIILIE METOAOB, MOXET MOTPeOOBATHCS
WMIJIAHTalUsl YCTPOMCTB MEXaHUYECKOW TMOAIEPKKU
JIK wunu skcTpakopriopajibHas TOJAEpXKKa >XKU3HEIes -
TeIPHOCTH I CTAaOWIM3allMM TeMOAWHAMUKHU. BDTO
TaKXe TMO3BOJUT CO3IaThb HOIMOJHUTEIbHOE OKHO IS
KOPOHAPHBIX BMEIIATEIbCTB Ha (DOHE KapIMOTCHHOIO
IIIOKa B CBSI3UW ¢ MOBTOpHBIMHU 3rm3ogamMu KT i XK.
VYerpoiictBa MexaHnnuyeckoi nomaepkku JI2K mo3Bonsiior
CTaOWIM3NPOBATh TEMOIMHAMHUKY, ONHAKO IIPM 3TOM
coxpaHsgeTcd BbICOKMiT puck Bo3pata KT wmmm DX,
a MHBA3MBHOE JIEUEHUE COIPSIKEHO C ONpeAceHHbIMU
CITOKHOCTSIMU [254].

5.1.3.8. bpaaukapamu n 6nokaabl cepaua

Bpamukapons u 6710Kama ceparia MOTYT pa3BUBATHCS
mpu OKC 1 gaBistoTCs IPUYUHON BBICOKOI TOCITUTATb-
Holt JetaibHOCTU. AB-6J0Kajga yaille BCero HacTymaer
B pe3yibrare IIPOKCHMAaJIbHOM OKKIIO3MM IipaBoii KA
WX TOMMHAHTHOM ormbaroieii aprepuu. beictpast Kopo-
HapHasi PeBacKyJIIpU3allds OOBIYHO ITO3BOJISICT BOCCTA-
HOBUTL AB-mpoBenenne [253]. Ecnm Opammkapaus
COITPOBOXIACTCS TSDKEIBIMUA HApYIICHUSIMM TeMOOWHA-
MUKHM (OOBIYHO MpHU TSKEIOW WM TMOJHOU OyioKaae
cepalia B OTCYTCTBUE CTAOMILHOTO Y3JIOBOTO 3aMEIIaro-
IIeT0 PUTMA) WJIM COXPAaHSETCS II0CIe KOPOHApHOM
peBaCKyJISIpU3allii, MOXKET IOTPeOOBAaThCS BpeMEHHAsI
CTUMYJISILIMSL KETYIOYKOB C TPAHCBEHO3HOM MMILIaHTa-
mueil cTuMynmpytomiero siekrpoma B 12K [271]. Ilpu
MIepCUCTUPYIONIEeH OpamnKapauW WM OJoKame cepilla
MOXKET ITOTPeOOBATHCSI TOCTOSTHHAS CTUMYJISIINS, KOTO-
pasi BBIIIOJTHSICTCSI B COOTBETCTBUHM C COBPEMEHHBIMU
pekoMmeHgamysgmu [10].

5.1.4. MporHocTuyeckoe 3HayeHme ®X B paHHem nepuoge
OKC

Bbruto mokazano, uro passurne ®XK B paHHUE CPOKH
(rrepBoIe 48 yacoB oT MoMeHTa Hadaja cuMnToMoB OKC)
aCCOLIMUPYETCS C YBEIMYCHHEM TOCIIMTAIBLHOU JICTaIhb-
HOCTH B 5 pa3 [277] u BepOSTHO XapaKTEePU3YCTCST TIOBBI-
IICHWEM YPOBHS CMEPTHOCTH B OTHAJICHHOM IICPHUOIEC.
OmHako He Bce CIIydau IMO3IHEH JIETaTbHOCTH SIBIISTIOTCS
BHE3aITHBIMU, TIO3TOMY peEIIeHHE O HEOOXOTUMOCTHU
HUK]I-Tepanmmu OOJDKHO IIPUHUMATHCS C YIETOM OO~
HUTEJBHBIX (haKTopoB prcka kKpome Hammuusa KT n XK
Ha ¢pone OKC [278, 279].

5.2. OcTtpbivi nepuog UM
5.2.1. Ctpatudukauusa pucka BCC

CrpaTtudukaums pucka BCC B paHHUE CPOKu
(nepsbie 10 gHewn) or momeHTa UM

c

PexkomeHnpauum Knacc® Yposem.b Ccbuikun
MCX MoxeT 6bITb MCNONb30BaHA B PAHHEM Iib B 280-282
NOCTUHDAPKTHOM NEeproAe Y NaLmeHToB

CO cHkeHnem OB JIXK (<40%) ¢ uenbto

OLIEHKM pUCKa BHE3AMHOWM CMepPTU.

HeuHBa3mBHbIE TECTHI (OLEHKA ] B 283, 284

MVKpOanbTepHaumum T-BOSHbI, TECTbI NS
BbISIBNEHUS aBTOHOMHOIN ANCOYHKLMN
nnu CY-3KI) He pekomeHaytoTcs ans
cTpaduKaumm prcka B paHHEM nepuoae
nocne VM.

< b
Mpumeyanme: * — KNacc pekoMeHfaLuii, - — YPOBEHb 10Ka3aTeNbHOCTH, © — CCbil-
Ku, NOLAEPXVMBAIOLLE YPOBEHb [10KA3ATENIBHOCTU.

Cokpauenusi: UM — nHdapkT mrokapza, MCX — nporpammvpyemasi CTuMynsi-
ums xenynoykos, ®B JIK — dpakums Beibpoca nesoro xenynouka, CY-9KI — cur-
Hasl-ycpeaHEeHHast 3N1EeKTPOKapAMorpaMma.

BCC 3aHmMaeT BaxkHOE MECTO B CTPYKTYPE CMEpPTHO-
CTH B TOCTMH(APKTHOM IIEpUOIE M 3a4acTyiO CBsI3aHA
¢ NOBTOpHBIM pa3ButueM M. Tem He MeHee, UMILIaHTa-
st nepuopIIIsiTOpa B paHHEM TIepHOIE TTOCIe TIepeHe-
cernHoro OKC He yimy4IaeT IporHo3, BO3MOXKHO B CBSI3U
C HaM4reM Opyrux (aKTOpoB, MPUBOISAIINX K CMEpPTH
naunenTa [274, 275]. OCHOBHBIMHA MeTOTaM1 IpodIIaK-
THKW BHE3aITHOI CMEPTH B 3TOI TPYIITIC TTALIMEHTOB SIBJISI-
FOTCSI OIITUMAJTbHAS PeBACKYJIIPU3aLINI M MEIMKAMEHTO3-
Has Tepanus (B ToM uucie BB, mBoitHast aHTUTPOMOOIIH-
TapHasl Tepallisl ¥ CTAaTUHBI), TPOGUIAKTHKA W JICUCHHE
CH. UccnenoBanus psima HEMHBAa3WBHBIX MAPKEepOB PHCKa
BHE3aITHOI CMEpPTH B 3TOM IpyIIle MAIlMEHTOB OKA3aJIiCh
HEYCIICITHBIMU, XOTSI HEKOTOPBIC PA0OOTHI TOBOPSIT B ITOJIB3Y
panreit [1CXK y manmenToB, nepeHecmmx UM 1 nMero-
mux cHkeHHyI0 @B JI2K, IMOCKONBKY IIPH OTCYTCTBUU
uHayuupyemoit MoHoMopdHoit KT puck nocienyrorei
BHe3ammHOl cMmeptu OymeT HM3KUM [285]. Heobxommmer
PaHIOMHU3UPOBAHHBIC WCCIICIOBAaHUS, KOTOpPHIE II03BO-
v 661 onpenesmnTh posb [TCXK mna crpatudukammm
pYICKa B paHHEM IIeproIe ITocie octporo M.

5.2.2. Cpokm umnnantaumm UK nocne UM: oueHka
puchyHkumm JDK po 1 nocne BbINMCKM U3 CTaLMOHapa

Cpoku umnnantauuun UKA nocne UM:
oueHka ®B J1XK B nepuopg rocnutanusaumm
1 nocne BbINUCKX U3 CTauMoHapa

PexkomeHpauum Knacc® Yponemab Cebinku’
PanHsia (nepen, BbinMCKON 13 cTaumonapa) | Cc 286-288
oueHka OB JIX pekomeHaoBaHa BCeM

nauueHtam nocne VM.

MosTopHas oueHka PB JIXK yepes 6-12 | Cc 286-288

Hepgenb nocne IM pekomeHgoBaHa

C LieNbIO OMpefeneHns noTeHumansHomn
HeobxoamumocTy uMmnnaxTauum MK ons
NEePBUYHON NPOPUNAKTUKM.
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Mpumeyanme: * — Knacc pekoMeHaaLii, b YPOBEHb 10KA3aTENLHOCTH, * — CCbifI-
Ku, NOAAEPXVBAIOLLYE YPOBEHb A0KA3ATENBHOCTU.

Cokpauenusi: VIK, — umnnaHtupyemblii kapamoseptep-aedubpunnstop, UM —
MHDapkT Muokapaa, B JIK — dpakums BbIGpoca NEBOro xenynouka.

B oTmenbHBIX cUTyalusIx, HaIlpuMep P HETIOJTHOMN
peBacKyJISIpu3allii, IIPEAIICCTBYIOIIEM HapyIIeHUN
®B JIJK 1 BO3HMKHOBEHUM apUTMUI Mo3Xe 48 JacoB
ot Havaya cumntoMoB OKC, MOXHO pacCMOTPEThb paH-
Hio0 (<40 maeit) yctanoBky MK/ mim BpemenHoe (<40
mHell) nmpuMmenenne HKJI. Ilpu aToMm ciemyer yIWUTHI-
BaThb THII KA (MoHOMoOpdHAas, MmoauMopdHas, IIeo-
MmopdHasg KT mwm ®XK), a Takke mmHY nukina KT
(HeyCTOMYMBBIC KOPOTKHE LMKIBI WM HEYCTONYUBEIC
InuHHBIC TUKIBI). Ecimm BemomHseTcsa I[TCXK, mormon-
HUTEJIBHO OIICHNBAIOT MHAYKIIWIO U TUI MHIYIIHPYeMOM
aputmun (MoHOMOpdHas KT, monumopdnas 2KT, OK)
[274, 275].

IMpoBoauth oueHky ®B JIXK cienyer uepes 6-12
Henenab Tocyie mepeHeceHHoro MM y cTaOMIbHBIX
MMAlIMCHTOB W ONTUMU3MPOBAHHBIX B ILIaHE MEIWKa-
MCHTO3HOM TepaInu ¢ LEIbI0 OMPEeACICHUS IMTOTCHIIN-
aJpHBIX MMOKa3aHUI K UMIUIAaHTAIUK Ae(uOpUIIIITOpa
IJIST TICPBUYIHON mNpoGUiIakTUKA. JaHHBIA ITOIXOHd
peKOMEeHI0BaH K IPUMEHEHHUIO Y BCeX IMallMeHToB [271,
286-288].

5.3. CtabunbHaga UBC y naumeHTOB, NepeHecLumnx
MM, npu Hannumm coxpaHHon OB JIXK

CoBpeMeHHBIE TEXHOJIOTUH PEBACKYIISIPU3AINNA
W BTOPUYHON TPOPMIAKTHKU ITO3BOJISIOT COXPAaHUTH
HOpMaJIbHYI0 cucToinuyeckyro GyHkuuo JIK y 607b-
IIMHCTBA TAIIMEHTOB C OCTphIM MM, cBOeBpeMEHHO
0o0paTUBIINXCS 3a MEAUIIMHCKOI moMotnibio. Puck BCC
y TaKWX ITallMEHTOB 3HAYMTECILHO MEHBIIE IT0 CpaBHE-
HUIO ¢ TalleHTaMM, UMCIOIIMMU 3HAUYUTEIIbHOEC CHIKE -
Hue @B JIK, Ho Bce ke abcomnoTHOoe yrcio xepts BCC
npu coxpanHoit ®B JIXK ocrtaeTcs BeICOKMM. B cBsI3u
C 3TUM HEOOXOAMMBI OoJiee COBEpPIICHHBIC CTPATeTHU
omnpeneneHus pucka BCC B rpymiie malmeHTOB Cpe-
HETO pHCKa.

5.3.1. CtpaTtudpukauusa pucka

CrpaTtudukaums pucka nocne nepeHeceHioro UM
Yy NauMeHTOB C NPOSBIEHNSMU CTabMNbHOI CTeHoKapaAuu
u coxpaHeHHoi ®B JIXK

Yposenb" Ccbinku’
C 280-282

Knacc®

lla

PekomeHpgauuu

Crnepnyet paccmatpusath MNCXy nnu,
nepeHeclnx MM v MMEIOLLX COXPAHEHHYIO
cucTonunyeckyto GyHkumio JDK npn
OTCYTCTBUM APYrux 0OBEKTVBHBIX npuynH
CMHKONasbHbIX COCTOSHUIA.

Mpumeyanme: ° — KNacc pekoMeraaLui, b YPOBEHb 10KA3aTeNsHOCTH,  — CCbi-
KW, NOAAEPXMBAIOLLME YPOBEHb [,0KA3ATENbHOCTY.

Cokpauwenus: UM — nHdapkT mrokapaa, JIK — nesblin xenypoyek, MNCX — npo-
rpammupyemasi CTuMynsiums xenynodkos, @B JIK — dpakums Beibpoca nesoro
Xenyanouyka.

BonpmmHCTBO MccIemoBaHNii, B KOTOPBIX OLICHUBAIN
1eJIeco00Pa3HOCTh HEMHBA3WBHBIX CIIOCOOOB CTpaTH(hM-
Kallid pHCKa, IIPOBOMMIINCEH Ha IMalleHTaX C BBIPAKCH-
HbiM cHkeHueM ®B JIK (<40%) win B cMellaHHBIX
rpynnax. Pesyiabsratel mist nauueHtoB ¢ @B JIK >40%
JINOO HEe COOBIIANTUCH, JIMOO MOATPYIIbI TAKMX MallUeH-
TOB OBUIM HACTOJIBKO MAJIbl, YTO HE ITO3BOJISIIN BBIMIOJI-
HUTb JOCTOBEPHBIN aHAIN3 W MHTCPIPETHUPOBATH ITOIY-
YeHHBIC TaHHbBIC. B HacTOSIIMiT MOMEHT HET TOCTAaTOYHO
cnen(UIHBIX U YYBCTBUTEIILHBIX HCMHBA3UBHBIX METO-
OB CTpaTH(UKAIINN pHCKa y MAIIMECHTOB, IePEeHECIINX
MM n nmerormx HopmanpHyo @B JIXK.

HWmerorcst orpaHWYeHHBIC MaHHBIC, ITOJYYCHHBIC
Ha MOATPYMIIaX MAaIlMEHTOB B X0MI¢ KPYITHBIX UCCIIeIOBa-
auiA, uro [1C2K MoXeT MpUMEHSThCS I CTpaThdUKa-
Uy prcka nmocie UM y ImanmeHTOB CO CpeTHNM CHIKE-
aueM OB JIK nnn @B JIK >40% [280-282]. DToT MeTOI
ceifgac OLIEHMBAIOT B paMKax IIPOAOJIKAIOIIETOCST UCCIIe-
moBaHusi PRESERVE-EF 1o crpatudukaumm prcka
y maumeHToB ¢ coxpaHHoit @B JI2K (NCT02124018).

5.3.2. PekomeHpauuu no BeIOOPY ONTUMAasNbHOW CTpaTerum

Moka3aHus K peBacKynsapusauum
nocne nepeHeceHHoro UM y naumeHToB
C NPOSIBNEHUSAMM CTabUIbHOW CTEeHOKapAun
1 coxpaHeHHoi1 ®B JIXK

Knacc® Ypoeehb’ Ccbinkm®
| B 289, 290

PekomeHpauun

KopoHapHas peBackynsipuaums
PEKOMEH[I0BaHa C Liefbi0 YMEHbLUEHNS
pucka BCC y naumeHToB, nepeHeciunx OX,
KOTOpasi BO3HUKIA MOCNE OCTPOI NWEeMUM
Muokapza.

< b
Mpumeuanme: * — KNAcc pekoMeRaaLMi, - — YPOBEHb 10Ka3aTeNbHOCTH, © — CCbiN-
KU1, NOAAEPXMBAIOLLNE YPOBEHD A0KA3ATENLHOCTY.

Cokpawenus: BCC — BHesanHas ceppaeyHas cmeptb, OX — odubpunnaums
XeJyA04KOB.

HenaBHo OblIM OIMYyOJMKOBAaHBI PEKOMEHAALMU IO
KOpOHapHOI peBacKymsipu3aumu [13]. B HuX meranbHO
OIMMCAHBI AJITOPUTMBI BEICHUS ITAIIUEHTOB, 1 MBI PEKO-
MEHIYeM O3HAKOMMTBCSI C STUM ITOKYMEHTOM IJIST TTOJTY-
yeHus 0oJee moapoOHOI MH(pOpMALIUN.

VY nammentos ¢ UBC n KA ocoboe 3HauyeHME MMEET
OlIeHKa 00BbeMa MOopaKeHUsI KOPOHAPHOTO PyciIa M CTe-
MeHN UIIeMUN. XAPyprudeckasl peBacKyIsapu3aiisi CIIo-
COOCTBYET YIYUIICHUIO BBDKMBAEMOCTH U CHIKCHUIO
pucka BCC. TeM He MeHee, UMIUIAHTALINS SITUKAPIHATb-
HbIX 71ekTponoB MK Bo BpeMsT aOpTOKOPOHAPHOTO IITYH-
THPOBAHMS HE COIPOBOXKIACTCSI YMECHBIICHHEM OOIIEH
cmeptHocTu. IIposeaenne UKB crnocobctByeT cyiiec-
TBEHHOMY CHIDKECHUIO KapANOBACKYJISIPHO JIETaTbHOCTH
3a CUeT YMEHBIICHUS KojWdecTBa cMmepreii or MM
¥ YKCJIa BHE3AITHBIX CMEPTEiA.

PeBackynsipuzanusi COMpOBOXIAETCS YBEIUUYCHUEM
®B JIK Gosnee yeM Ha 5-6% y 15-65% ucx0omHO CTaOMUIb-
HBIX ITAIIMCHTOB, B YACTHOCTH C SIBJICHUSIMH UIIIEMUN VTN
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rubepHALIMY MUOKap/Ia 10 JaHHBIM IIPEAOTIe PAIIMOHHOTO
obcemoBanus [291, 292]. YV GonpIIMHCTBA MALIMEHTOB
¢ BeIpaXeHHBIM cHIkeHUeM DB JIK mocime MUMnST
HaOMIOOAIOT 3HAYMMOE VIYYIICHUE CHCTOJINYECKOM
dbyukumnu vepes 3 Mecsaua [286]. Ilocie mpoBedeHuUst
peBacKyJISIpU3alliu clieayeT MoBTOpHO oreHuTh @B JI2K
yepe3 6-12 Hezeb C LEIbI0 OINpeaeaeH s OTEHIMATb-
HBIX MOKa3aHWH K uMmInianTtanuu MK ¢ mebio mepBud-
HOU TTPOMIAKTHKHA.

VY manuenToB, nepexuBmmx BCC, peBacKymspmsa-
USI CHIDKAeT YacTOTY MOBTOPHBIX YIPOXKAIOIINX XKU3HU
apUTMHUN W pUCKA CMEPTH, a TaKKe YAYUIIaeT MCXOMIBI
JICYCHUSI, OCOOCHHO ITPU HAJIMINH UCXOTHBIX TIPU3HAKOB
octpoit umemun. C Opyroit CTOPOHHI, IIPH YCTONIMBOMI
MoHoMmopdHOoI KT y mammeHTOB, mepeHecmmx WM,
3G GEeKTUBHOCTD PEBACKYIIIPU3AIINN OKAa3bIBACTCS HITLKE.
Takske MaJIOBEpPOSITHO, YTO PEeBACKYISIPU3ALINST TIO3BOJIUAT
peaoTBpaTuTh MoBTOpHYI0O BCC y mammeHTOB ¢ 00JIb-
MM ITOCTHH(APKTHBIM pyOIIOM U BEIPaXKEHHBIM CHITKE -
aueM OB JIK.

5.3.3. NpumeHeHne NpoTUBOAPUTMUYECKUX NPENapaToB

MpumeHeHne aHTMapMTMUYECKUX NpenapaToB

PekomeHpaumm Knacc® Yposem.b Ccbinku®
MprMeHeHVe amropapoHa MoXeT Ilb B 293, 294
paccMaTpuBaThCs A1 yMEHbLLEHNS

cumntomoB XA nocne nepeHeceHHoro

MM, ogHako npenapar He BauseT

Ha NeTanbHOCTb.

MpuMeHeHne 610KaTOPOB HATPUEBBIX 1] B 131

KaHanos (knacc IC) ¢ Lenbto NpodpunakTku
BHE3aMHOI CMepTN He PeKOMeHayeTcs

y nauyieHToB ¢ MIBC vnm nocne
nepeHeceHHoro VM.

v b
MpumeyaHme: ° — KNACC PEKOMERIALMI, - — YPOBEHb I0KA3aTENbHOCTH, © — CCbiN-
KU, NOAAEPXMBAIOLLME YPOBEHb 0Ka3aTeNIbHOCTU.

Cokpawenus: NBC — nwemunyeckas 6one3Hb cepaua, MK — umnnaHtupyembiin
KapanosepTep-aedunbpunnatop, MM — nHbapkT myrokapaa.

B03MOXXHOCTH TPOTMBOAPUTMUYECKUX IIPEIIapaToB
B npodmnaktnke BCC mocie UM y malimeHTOB ¢ COXpaH-
Hoit @B moctarouHo orpaHm4cHBL. OCHOBHBIC JTaHHBIC
II0 3TOMY BOIIPOCY OBUIM IIOJIYY€HBI B HCCIICAOBAHUU
CAST [129], cormacHO KOTOpOMY IpUMEHEHME OJI0KaTO-
pOB HaTpHEeBBIX KaHaoB (Tiperapathl Kiacca [IA m IC)
noBbIIaeT cMepTHOCTh ocae MM. Ipemapartsl 11 knacca
(bB) ymenspmaiot cMepTHOCTE TTociie UM cpeny manmeH-
TOB co cHIKeHHOU DB, 1 3TOT MPOTEKTUBHLIN 3P heKT
MOXET TaKXe pacIpoCTPaHSAThCS Ha IallMeHTOB
¢ coxpanHoit ®B JI2K, onHako BIUSIHUAE TaKOM Teparuu
Ha BCC eme He uzygeno. [Ipenapar 111 xmacca ammoma-
poH He yMmeHbmaeT yactoty BCC mocie UM y manmeH-
TOoB ¢ coxpanHoii @B JIK. OgHako ero mpuMeHeHUe
MOKET OBITH IIEJICCOOOPA3HO I OOJETYCHUSI CUMIITO-
MOB M CHIKCHMSI YaCTOTBHI SIU30I0B apUTMUM B 3TOU

rpyTtIre.

B ciyyae apuTMmuii, COIMPOBOXAAIOIINXCS KIMHUYE-
CKOM CUMIITOMATUKOM, HO He YTIPOXAIOIIUX XU3HU
nanuenTta (KO mam koporkass m MemieHHas HCXT),
aMUOJApOH SIBJISIETCS] TIPErapaToM BBIOOPA, IMOCKOJIBKY
MOXeT OKa3blBaTh aHTHMApPUTMUUYECKOE AeUCTBUE Oe3
YXYILIEHUS O0ILIero nporyosa [293, 294].

5.3.4. KatetepHag abnauus

VY 1-2% nauueHTtoB, nepeHeciiuux MM, B oTnaieHHOM
nepuone pazpuBaetcs 2K T, Kak ITpaBmiIo, 4epe3 HeCKOIbKO
qnet. IloBropHast KT xopoumo mnoamaercs JIE€YEHUIO
C TIOMOINBIO KAaTeTepHON abJjalliyd, YTO BBIpaxKaeTcCs
B CYIICCTBEHHOM CHIKCHWU YaCTOTHI PEIIUIUBOB apuT-
vy KT TIpyr BHITTOJTHEHNH MPOLEIYPH B CIICIIMATN3H -
pPOBaHHEBIX LIeHTpaX. JambHelIre ucciaemoBaHus IT03BO-
JIIT ONPENEUTh I0JIb3y MEPBUYHON abIalliy yCTONIM-
Boii MmoHOMOpP(dHOI KT, KoTOpast XOpoI1o IIePEHOCUTCS
naruentamu, npu ®B JIK >40% 6e3 comyTcTByOILEi
nmritantauuu MK/, Ha manHom stane MK/l -tepanus
ToKa3aHa BceM MalnreHTaM, repeHecmuM MM 1 nMero-
muM amu3onbl yerounBoit KT mwmm ®XK mpm oTcyT-
CTBHMU IIPM3HAKOB OCTPOI WINEMHUU, Iaxe IPH YCIOBUU
YCIIELIHOM KaTeTepHoi abaauuu [261-265].

6. TakTMKa BeeHUs NauneHToB ¢ AncdyHkumnen
JDK npu Hanuuun unn otcytcTeum npusHakos CH
ComryrerBytonre KA BBEIABISIOTCS Y OOJBIIMHCTBA
nanureHToB ¢ CH, 11 B 3T0i MOMYJISIIIAK 9acTOTa Pa3BUTHS
BHE3AITHOI CMEPTH TOCTATOYHO BBICOKA [1, 8, 295, 296].
PacnpocTtpaneHHOCTs M TsKecThb KA Bo3pacTamoT
o Mepe IporpeccupoBannst CH, ogHaKo IMpOrHOCTHYC-
ckoe 3HaueHMe KA IIST OLICHKM pUCKa BHE3AITHOU
cMeptd mokKa HesicHO [297-300]. OmpemeneHue pucka
BHe3aItHO#T cMmepTn y maumeHToB ¢ CH mpencrasisier
0COOEHHO CJIOXKHYIO 3a1ady, M1 ¢AUHCTBEHHBIM ITOCTOSTH-
HBIM ¥ HE3aBUCUMBIM (DaKTOpPOM Ha CETOTHSIITHUIA
MOMEHT SIBJIsIeTcs TsKecTh nuchyHkumu JIK 1 @B JI2K.

6.1. NepBuyHaa npodpunaktuka BCC
6.1.1. MeaukameHTO3Haa Tepanus

MpumeHeHne npenapaToB y NnaumMeHToB ¢ auchyHkumen JDK

Ccbinku®
301-304

Knacc® Yposehb®
| A

PekomeHpauuu

PekomeHa0BaHO Ha3HaueHne

ONTUMaNbHON MeaNKAMEHTO3HON

Tepanuu ¢ nprmeHexnem MAM® (npu

1X HEMEePEeHOCMOCTH — capTaHoB), bb

1 AMKP y nauneHToB ¢ XCH co cHuxeHvem
cucTonunyeckon dyHkumm (PB JIK <35-40%)
C Lienblo yMEeHbLUEeHNs 06LLeit CMepTHOCTH

1 pucka BCC.

Mpumeuanme: * — KNacc pekoMeHaaLWi, b YPOBEHb [10Ka3aTeNbHOCTH, © — CCbi-
KU, NOAAEPKMBAIOLLNE YPOBEHb [0KA3ATENBHOCTY.

CokpauwieHua: AMKP — aHTaroHUCT MUHepankopTMKOMAHbIX peuentopos, BB —
6eTa-6nokatop, MAMND — MHIMBUTOPLI AHMMOTEH3MHNPEBPALLAIOLLEro hepmeHTa,
XCH — xpoHunyeckas cepaeyHas HegoctaTtouHocTb, ®B JIK — dpakuys Beibpoca
neBoro xenynoyka, UBC — nwemmnyeckas 6onesb, BCC — BHe3anHas cepaedHas
cMepTb.
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Jleuenne mammeHToB ¢ CH m cmCTOMMYECKOM IHC-
dyukuneit (OB JIXK <35-40%) Bxmouaer MAIID, Bb
1 AMKP, xoTopble CHIXAIOT OOIIYI0 CMEPTHOCTD U CITO-
cooctByior mpodunaktuke BCC [8] (Paznen 5).

HNAII® ymeHbIAIOT OOLIYI0O CMEPTHOCTh Ha 15-25%
1 PEKOMEHIOBAaHBI BCEM MAlIMEHTaM cO CHIKeHHOIT @B
JOK [8, 305]. BB ymenbiialoT cMepTHOCTh Ha ~35%
1 00JamaloT NPOTUBOUIIEMHUYCCKIMU CBOMCTBAMHU,
KOTOpEIC OOYCIIOBIMBAIOT X CHEIN(UISCKOE ITPOTUBO-
apUTMHYECKOe IeHCTBHME, W KpPOME TOTO CHIKAIOT
yacToTy BHe3amHoil cMmepTu [8]. OmHaKo mociemHee
coobieHue Paboueit rpymnmel 1o npuMmeHeHuio bb npu
CH nocraBmito 1o COMHEHME TOT (haKT, YTO ITH IIpeIia-
paThl yayqmaioT Iporao3 y namueHtoB ¢ CH u ®II, gyto
HEOOXOMMMO YYMTHIBaTh IIPWM Ha3HAYCHWU TepaIlnu
nanuentam ¢ CH [306]. st moydeHusI HOBBIX 10Ka3a-
TEeIBHBIX MAHHBIX, 10 3asBJICHUI0 Pabodeli TpyIIIHI,
“B CpPOYHOM MOPSIAKE HEOOXOAMMO MPOBEACHUE UCCENO0-
BaHUIi ¢ ygactreMm mmauueHToB ¢ CH u ®I1” [307].

AMKP camxartot cMepTHOCTE 1 9acTtoTy BCC y manm-
eHToB ¢ CH, koTophle yXe moiy4aror jedeHue HAIID
u bb [143, 308, 309]. B mociemHeM MCCIeIOBaHUH C TIPH-
MeHeHUeM a1utepeHoHa 20% MalMeHTOB MU UMITIaH-
tupoBarHoe ycrporictBo (MK mmu CPT), omHako 1ipe-
mapat ObUT OOMHAKOBO 3(P(MEKTUBEH y BCeX MAIlUCHTOB,
HE3aBUCHMO OT HAJTMYMsI MMITIAaHTUPOBAHHOTO ariapara
[309]. Takoe monoxkutenbHoe Bustane AMKP Ha gacToty
BCC y manmenToB ¢ cucronmueckoit auchynkimeid JIZK
OBLIO TIOATBEPXKICHO B METa-aHAIM3€E MO JaHHBIM IIECTH
uccienoBaHuii, rae Ha ¢goHe neyeHust AMKP ormeuanu
cHrxenue 1rancoB BCC Ha 23% 1o cpaBHEHMIO C KOHT-
posem (OILI 0,77 (95% AU 0,66, 0,89), p=0,001) [310].
Mmuornm manueHToM ¢ CH Bce erie Ha3HadaoOT OUype-
THKW W OUTOKCWH, KOTOpPBIE, OMHAKO, HE YMEHBIIAIOT
OOIIYI0 CMEPTHOCTh WIIM YacTOTy BHE3AITHON CMEpTH.
Jleuenne BPA u uBaGpagnHOM PEKOMEHIOBAHO TOJBKO
IJIST OTHENBHBIX Tpym manreHToB ¢ CH [8]. AMuomapoH
He BIMSICT Ha MCXO[ JiedeHus y manuenToB ¢ CH [132],
W BBHUIY BBICOKOM TOKCHYHOCTH [8] €ro He peKOMEHIy-
€TCSl WCTOJIb30BaTh PYTUHHO Jyisi Bcex OombHbIX CH.
OmHako Ipy HATWYUKY CUMIITOMHEIX 2KTA y manneHToB
¢ CH (B ToM 4mcie mpuW TOBTOPHBIX CpaOAaTHIBAHUSIX
MK nmu mpu HEYCTOMYMBBIX CHMITTOMHBIX 2KA) aMmo-
IapoH SIBJISICTCSI IIpeIrapaToM BBIOOpa IS, TaK Kak
HE YXyOIIaeT UCXOM JICYCHHUS y TaKUX MalmMeHToB [132].
[ pyrue mpoTHBOApUTMHUYECKIE IIperapaThl HE PEKOMEH-
nmoBaHbl it mannreHToB ¢ CH n3 coobpakeHmii 6e3orac-
HocTH [8].

3a mocnegame 10 JeT 3HAYMTEIBHO YBEIUUIMIIOCH
kommaecTBO manmeHToB ¢ CH, KOoTOopble MMEIOT HOp-
ManbpHYI0 i coxpaHHyto ®B JIK [8, 311]. MHorue
METOMBI JICUCHHS, KOTOPHIC TIO3BOJISIOT YIYIIIINTH BBIKH-
BaemocTh Ipr CH co cHIDKeHHOM CUCTOIMIECKOM (PYyHK-
e, He TaK 3(D(GEKTUBHBI Y MAIlMEHTOB C COXPAaHHOM
®B. Hemaio Taknx MallMeHTOB MUMEIOT COMYTCTBYIOIINE
3a00J1cBaHUS C TIOpAXKCHUEM IIPYTUX CHUCTEM OpPTaHOB,

¥ XOTsI BHe3aITHass CMEpPTh B 3TOI TpYIIIie BCTpeUaeTCs
gacto [312], mo cHMX ITOp HET KPYITHBIX HMCCIIeIOBaHUMA
no npuMeHeHnio UK nmu CPT B momoOHBIX cayJasx.
[Toutn Bce paboTHI HA GOJIBIIOM KOJUUYECTBE MAIIEHTOB
¢ CH 3aBepunmich paHblile, 4eM ObITA 3aKOHYCHEI BaXK-
Henmme nccaenosanns mo MK/ -reparmu [63, 64] u CPT
[313, 314] B 20051. ITocme aHaNMM3a Pe3yIbTATOB BHIIIIC-
YKa3aHHBIX WMCCIICIOBAaHUI OBLIN IIEPEeCMOTPEHBI PEKO-
MeHpanuy 1o JedeHnio CH, n Hagamock 6ojiee IMpoKoe
npuMmeHenne MKJ1 n CPT B KiimHM4YecKoOi pakTuke [7,
315].

6.1.2. UKL,

Umnnantaums UKL y naumenToB ¢ aucoyHkumein JIK

PekomeHpauum Knacc® Yponemab Ccbinku®

NKJ-Tepanusa pekoMmeHA0BaHa C LeNbio
CHWXeHus pucka BCC y naumeHToB

¢ KnmHn4eckumu cumntomamm XCH (11-11
DK NYHA) 1 cHuxeHnem ®B JIXK <35%,

Ha poHe ONTUMaIbHON MeAMKAMEHTO3HO
Tepanuu B Te4eHue >3 MecsLEeB, UMEIOLLNX
OXVAAEMYIO MPOAOIIKUTENBHOCTD XN3HN

C XOPOLLMM YHKLIMOHABbHBIM CTaTyCOM
He MeHee 1 roga npu:

+ Nwemuyeckoii aTnonorum (B Cpoku | A 63, 64
He MeHee 6 Heflenb nocne
nepexecenHoro MIM).
+ Heunwwemunyeckowm aTmonormu. | B 64, 316,
317

Mpumeyanme: ° — knacc pekoMeHaaLui, b YPOBEHb [10Ka3aTeNLHOCTH, © — GCbiN-
Ki1, NOAAEPXKMBAIOLLVE YPOBEHD A0KA3ATENLHOCTY.

Cokpauenuns: BCC — BHe3anHas cepaeyHas cmepTb, UK — uMmnnaHtupyemsiin
kapavosepTep-aedubpunnatop, UM — uHdapkT mrokapaa, ®B JIK — dpakums
BbIGpOCa NeBoro xenypouka, XCH — XxpoHuyeckas cepaeyHas HefoCTaTO4HOCTb.

IlepBoie uccnenoBanus o npuMmeHenuo MKJI npu
nucdynkuuu JIZK mpoBoauanch Ha malMeHTax, epeHec-
IINX OCTAHOBKY cepalia (T.e. B KaUYeCTBE BTOPUIHOI ITPO-
(GUIAKTUKH ), WM UMEIOIINX TOIIOJTHUTEIBHEIC 3JIEKTPO-
¢usnonornueckue kKputepuu [1]. Ha mpumepe mByx
KPYITHBIX KIMHWYeCKNX ucciemoBanmii: Sudden Cardiac
Death in HEart Failure Trial (SCD-HeFT) [64]
n Multicenter Automatic Defibrillator Implantation Trial-
II (MADIT-1I) [63, 318] Gbula IPOAEMOHCTPUPOBAaHA
a(ppeKTUBHOCTh TepBUUHON Tpodpmnaktukun BCC
¢ momotsio MKJI-tepanmnu y nanmentoB ¢ XCH u cHu-
xenHoit @B JIXK. B uccinenosannu SCD-HeFT numruian-
taruss WMKJI compoBoXmairack yMEHBIICHHUEM pHCKa
cMeptr Ha 23% (otHomeHue puckoB (HR) 0,77, (95%
AU 0,62-0,96); P=0,007), a Takxe aOCOTIOTHBIM CHUXKE-
HHUEM YPOBHSI JIeTaJIbHOCTU Ha 7% uepe3 5 jeT Haboae-
Hus (¢ 29% no 22%). B rpynme MKJI Takke oTMevanu
CHMXEHME 4YacTOThl BHe3amHoi cmepty Ha 60% [319].
BnmstHue Takoro JiedeHHMSI Ha OOIIYI0 CMEPTHOCTH
He 3aBuceno oT mprunH CH (nmemMmuyeckie Wi HewIIe-
MHUYECKHE), B TO BpeMs KaK MCXOJ pa3InJayiCcs B 3aBUCH-
MOCTH OT pyHKUMOHaJIbHOTO Kiacca mo NYHA: npume-
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Henne WMK]l 6buto oueHb 3G (HEKTUBHO y MALIMEHTOB
¢ ©OK II, HO MpaKTUYEeCKN HE BIMSJIO HA CMEPTHOCTH
cpenn nauveHToB ¢ K II1. B uccnenosanum MADIT-I1
npuMmeHenne MK compoBoXIaaoch YMEHBIICHHEM
obmeir cmeptHocT Ha 31% (OP 0,69 (95% AU 0,51,
0,93), p=0,016). Ilocneayiolnii aHaIU3 PE3yJIETATOB
3TOrO UccaeaoBaHus mokasai, uto 3ddexr MKJI B aToit
MIONYJISIIAM 3aBHCENI OT BpeMeHU [318], m 4TtO camast
OoJbIllasi TIOJTb3a JICYCHUS OTMedajach y ITaIleHTOB
C IaBHO nepeHeceHHbIM M.

Cy1iecTBYIOT JaHHBIC TI0 YMCHBIIICHUIO OOIIEei cMepT-
HOCTH W apUTMHYECKOM CMepTHOCTH y TanmeHToB ¢ CH
n cHikeHHoi ®B (¢ HeMIIeMWYeCKOW STHOJIOTHEH)
Ha pone MK]I-Teparu, XoTsI ToKa3aTeJIbHasI 06a3a 1o Ipy-
MeHeHmio MK y TalieHToB ¢ UIIeMITIeCKOM STHOIOTACH
(tmocie M) HamHOTO 6071bIIe. Tak, 1o JaHHBIM PETUCTpa
DEFibrillator In Non-Ischemic cardiomyopathy Treatment
Evaluation (DEFINITE) [316], B rpynme mauyenToB ¢ MK/
Ha0JI01aJI0Ch YMeHbIlIeH e JleTanbHocT Ha 35% (HR 0,65;
(95% AU 0,40-1,06); P=0,08) u cylleCcTBEHHOE CHIDKEHME
gactotel BCC (OP 0,20 (95% AW 0,06, 0,71), p=0,006).
B nccnenoBanum SCD-HeFT [63] TeHoeHIMIO K CHIDKE-
HMio obieit cmeprHoctu (OP 0,73 (95% A 0,50, 1,07),
p=0,06) oTmMeyau y naiueHToB ¢ Heuiemudeckoit CH 6e3
aHamHe3a MUM. B Tom Xe ucciaemoBaHUM ISl TIALIUEHTOB
C MIIEMUYECKOM 3THOJIOTHEH HAOIIOMAIN TOJIBKO TCHICH-
LIMI0 K YMeHbleHuto obieit cmeptHoctu (OP 0,79 (95%
AN 0,60, 1,04), p=0,05); BeposSITHO, 5TU ABE MOAIPYIIIIbI
OBITM CIIVIITKOM MAJIBI TSI AEMOHCTPALIMK CTaTHCTUICCKI
JIOCTOBEPHBIX pasmuunii [63]. CXomHBIM 00pa3oM B MeTa-
a"aymse Desai, et al. [317], BkmouaBiieM 1854 mammenra
¢ Henmemmyeckoi CH, mpumenenne K] compoBoxaa-
JIOCh 3HAYUTE/IBHBIM YMEHBIIICHUEM OOIIe CMEPTHOCTH
Ha 31% (OP 0,69 (95% AU 0,55, 0,87), p=0,002). B To ke
Bpemst, mmintaHTatmst MK/ He mokazaHa marmeHTaMm ¢ Tep-
vuHabHOI CH (PK IV 1o NYHA) 1 manmeHTaM ¢ oXuaa-
€MOI1 TIPOIOKUTEILHOCTBIO XKU3HU <1 roaa.

B Hacrosimee BpeMsI OTCYTCTBYIOT KOHTPOJIMPYEMBbIC
paamomm3upoBaHHble HcciaenoBanus (PKH), croco6-
HBIE TIPOIEMOHCTHPOBaTh poib MKJI-Tepanmmum y acum-
nroMubiXx marnueHToB (NYHA I®DK) c cucrommueckoit
muchdynkumeit (OB JIXK <35% v 40%), wiu y malmeH-
T0B ¢ XCH u coxpanennoit ®B JIK >40-45%, nosromy
uMiutanTauus MKJI ¢ uenbio nepBUYHOMN MpohUIaKTUKKU
B MOJOOHEIX CIIyJasix He peKOMEHIYeTCs.

6.1.3. MpumeHenune UKA y naumenTor ¢ XCH IV ®K
no NYHA, oxupatowmx TpaHcnnaHTauumio cepgua

WUmnnantaumsa KA y naumenToB ¢ IV @K NYHA,
BHECEHHbIX B JINCT OXUAaHMA TPAHCMJIaHTaLMmM cepaua

Ccbinku®
320, 321

!Iponaem.h
C

Knacc®
lla

PekomeHpauum

CnepyeT paccMatpvBaTh UMNIAHTaLMIO
MK, naumeHTam, oXxuaaioLwmm
TpaHCMNaHTaLmMo cepaua, ¢ Lenbio
NEePBUYHO 1 BTOPWUYHON NPODUNAKTUKN
BCC.

< b
Mpumeyanme: * — KNacc pekoMeHfaLuii, - — YPOBEHb 10Ka3aTeNbHOCTH, © — CCbi-
Ki, NOLAEPXMBAIOLLVE YPOBEHb [10KA3ATENIEHOCTU.

Cokpawenua: WKL — wuMnnaHtTupyemblii KapavoBepTep-aedubpunnatop,
BCC — BHe3anHas cepaeyHas CMepTb.

B HacTos1IICC BpeMsI HET paHIOMHU3NPOBAHHBIX UCCIIC-
JIOBaHUIi, KOTOpbIE TOKa3bIBaK Obl MoJib3y MK y manu-
eHToB ¢ CH ®K IV mo NYHA. Kak mpasmio, K]
HE peKOMEHIOBaH MaIlleHTaM C BBIPaKEHHBIMH CHUMIITO-
MaMH, Y KOTOPBHIX Hed(h(hEeKTMBHA MeTUKAMEHTO3HAS
Teparms ¥ KOTOPbIE He SIBJISTFOTCS TIOAXOMSIIITNMI KaHI-
matamu 11 CPT, uMmImaHTanumM ycTpoiicTB MexXxaHWde-
ckoii oguepxku JIK iy TpaHcmaHTauWu cepana |8,
11]. OgHaKO CUTYaLsI MOXKET OBITh MHOM B CJIydae Tallu-
eHtoB ¢ amOymaropHoiit CH @K IV mo NYHA, oxunaro-
IIUX TpaHCIUIAHTAIIMM cepamna. Takue MallMeHTHl Jalie
BCETO OXMIAIOT TPAaHCIUTAHTALIMI HEe MEeHee ToIa M HaXo-
ISTCS B TPYIIIEe BRICOKOTO PHICKA IO BHE3AITHON CMEpPTH.
PesynbraThl IByX 0O0CEepBAaIlMOHHBIX HWCCICHOBAHMIA,
BKmoyaBmmx nmouty 2000 manmeHToB, OMHO U3 HUX —
tekymee [320] u opyroe, 6oyiee paHHee, B KOTOPOM MaJjo
ncrnonb3oBamchk BB [321], cBUAETENBCTBYIOT 00 yiIyd-
IIEHUM BBEDKMBaeMOCTU Ha poHe nmruianTanuu MK/I.

6.1.4. CeppeyHasi peCMHXPOHU3UPYIOLLLasa Tepanus
6.1.4.1. XpoHuyeckasi CH (XCH) co cHxennem OB JIXK u Il ©K
no NYHA/ambynatopHbim IV K

Ta6nuua A. CPT ¢ uenbio nepeBU4HOI NpodunakTUKu
BHE3amnHou CMepTH y NaLMeHTOB C CUHYCOBbIM PUTMOM,
umetowmx Il PK n ambynaTtopHblii IV PK NYHA

Yposenb"  Ccbinku®
322-326

PekomeHgauum Knacc®

CPT pekoMeH/10BaHa C LieNbio YMEHbLLEHNS
06LLeit CMEPTHOCTU NaLMeHTam

¢ BJHMT, umetoLumm cHuxeHHyto OB

JIXK <385%, HeCMOTpS Ha ONTUMANbHYIO
MeanKaMeHTO3HYIO Tepanuio B Te4eHve

KaK MUHUMYM 3 MECALIEB, 11 OXUAAEMYIO
NPOAOAXNTENBHOCTb XN3HU C XOPOLLIUM
YHKUMOHANBHBIM CTaTyCOM HE MeHee

1 ropa npu:

313, 314,
327-329

313,314

+ OnutensHocTn komnnekca QRS >150 mc.

+ OnutensHocTn kKomnnekca QRS
120-150 mc.

CnenyeT pekOMeH0BaTb UM PACCMOTPETb
BO3MOXHOCTb CPT C LieNblo yMeHbLUEHUS
06LLeit CMEPTHOCTY A1 NauMeHTOB

6e3 BJTHII, umeloLumm cHikeHHyio @B
JIXK <35%, HeCMOTpPS Ha ONTUMAbHYIO
MeanKaMeHTO3HYIO Tepanuio B Te4YeHe

KaK MUHUMYM 3 MECALIEB, 1 OX1AAEMYIO
NPOJOMKNTENLHOCTb XU3HN C XOPOLLINM
YHKUMOHANbHBIM CTaTyCOM HE MeHee

1 ropa npu:

323-326

B
B

lla
lib

313,314
313,314

+ OnutensHocTn komnnekca QRS >150 mc.
+ OnutensHocTu komnnekca QRS 120-150 mc.

< b
Mpumeyanme: * — KNacc PekoMeHfaLMI, = — YPOBEHb 10Ka3aTeNbHOCTH, © — CCbil-
Ku, MOLAEPXVMBAIOLLVE YPOBEHb [0KA3ATENIbHOCTU.
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Cokpauwienusi: CPT — ceppaeyHast pecvHxpoHusvpylowas Tepanus, BJIHAT —
6nokaaa neBovi HoXkK nyyka Mca, OB JIK — dpakums Bbibpoca N1eBoro Xenynoy-
Ka, PK — dyHKUMOHaNbHBIN Knacc.

Ta6nuua B. CPT ¢ uenbio nepBrYHO NPodUNaKkTukm
BHe3amnHoi CMepTu y NauMeHTOoB C nocTosiHHoi PI1,
umetowmx Il @K n ambynatopHbiii IV OK NYHA

Ccbinku®
330, 331

)Iponaem;h
B

Knacc®

lla

PekomeHpauum

CPT cnenyet paccmatpvBaTth C LEMbIO
CHMXeEHUS 0bLLeit CMepTHOCTH

y nauyeHToB ¢ XCH v wupokum QRS
KomnaekcoM >120 ms v CHUXEHHOM

DB JTX <35%, nmetoLux Il PK/
ambynatopHbiii IV @K NYHA B TedeHre
KaK MUHUMYM NOCNeAHVX 3 MecsiLeB,
HECMOTPS Ha ONTUMASbHYIO
MeIMKaMEHTO3HYI0 Tepanuio,

N OXNIAEMYIO MPOLOIKNTENBHOCTb XU3HN
C XOPOLWUM (DYHKLMOHANbHBIM CTaTyCOM
He meHee 1 ropa. Mo BO3MOXHOCTM foNns
BUBEHTPVKYASIPHOM CTUMYNALMM [LOMKHA
coctaenstb 100%.

BobinonHexue abnauumn AB coefMHeHns lla
cnenyeT paccmaTpveath B Ciy4ae
HEMoHON BUBEHTPUKYNSPHON

cTumynaumn.

332, 333

Mpumeuanme: * — Knacc pekoMeHaaLii, b YPOBEHb 10KA3aTENLHOCTH, * — CCbifI-
K, NOAAEPXVBAIOLLYE YPOBEHb A0KA3ATENBHOCTU.

CokpaueHusi: AB — aTtpuBeHTpuUKkynsipHelii, CPT — cepaeyHasi peCUHXPOHW-
supytowas Tepanusi, XCH — xpoHuyeckas cepaedHas HepocTaToyHoCTb, PK —
dyHKUMOHanbHbIN knace, OB JIK — dpakums Bbibpoca NeBoro xenynouka.

V ManmeHTOB ¢ CHMHYCOBBEIM PUTMOM PEeKOMEHOAIINHI
OIIPENCIISIIOTCS. B COOTBETCTBUU ¢ MOpPGOJIOoTHEH (HAIH-
yueM uian orcyrctBueM BJIHIII) um mmmTeabHOCTBIO
QRS-kommnexca (120-150 mc wiu >150 mc) (Tabn. A)
[10]. Jnsa maumenToB ¢ DI1 pekoMeHmallMKU TpeACTaB-
JIeHHBI B Tabmie B.

HBa kpyrmabIXx PK1 — COMPANION [313] m CARE-
HF [314] — Ha maumeHTax ¢ ymMepeHHOM 1 Tsokeaoit CH
(®K III-1V) u cuHycoBEIM pUTMOM TToKazanu, uto CPT
YMCHBIIIACT YKCJIO OCJIOXHEHWI M CMEPTHOCTh B 3TOU
TTOTYJISIITNH.

B nccnepoBanmu COMPANION mpuHUManm ydac-
e nauueHTs ¢ CH, cHmkerHOM @B 1 IImMTeIbHOCTHIO
QRS >120 mc. 1o cpaBHEHUIO ¢ MAITMEHTAMH, ITOJTyIaB-
MMM TOJIBKO ONTUMAJIBHYI0 MEIUKAMEHTO3HYIO Tepa-
o, B rpymie nanueHTtoB ¢ CPT-I1 (¢ dyaKIIMEH cTH-
MYJISIIAM) OTMeYajlach TEHACHINS K YMCHBIICHHIO
obweit cmepraoctu (OP 0,76 (95% AU 0,58, 1,01),
p=0,059), a B rpyme nannenToB ¢ CPT-]1 (¢ dyHKImMKIA
neduopuuIsiTopa) HabM0IaI0Ch CHIDKeHNe pricka BCC
Ha 36% (OP 0,64 (95% 11 0,48, 0,86), p=0,003).

B wnccnepgoBanun CARE-HF moporoBeiM Kpute-
pueM yBesmueHUsT QRS takke 06110 3HaYeHUEe 120 Mc,
HO TIpu 3ToM y marimeHToB ¢ QRS 120-149 Mc ncmonb-
30BaJIM TOTIOJTHUTEIbHBIC TOKA3aTEIN TNCCUHXPOHUM.
Hcnons3oBanme CPT-II cmmocoOCcTBOBaiO yMEHBIIIE-

HUIO 001ei cmepTtHOCcTH Ha 36% (OP 0,64 (95% AU
0,48, 0,85), p=0,002) [64]. Ilocneayoiiuii aHaaIu3
pPe3yaBTaTOB (CPETHSIS TIPOIOIKUTSILHOCTh HAOIIOmEe-
aus 37 mecaues) niusg CPT-I1 moaTBepani CHIKCHUE
JacTOTHl BHe3amHou cmeptr Ha 46% (OP 0,54 (95%
AN 0,35, 0,84); p=0,005) u obwieit cmepTHOCTH Ha 40%
Ha MoMeHT oueHku (OP 0,60 (95% AU 0,47, 0,77),
p<0,001) [335].

UccnemoBanugs COMPANION n CARE-HF mnpen-
CTaBWJIM BECKHE IOKA3aTeJIbCTBA B ITOJIB3Y IMPUMEHCHMUS
CPT y nammentoB ¢ CH u camxennoit ®B ¢ ymepeH-
HBIMU 1 TSDKEIBIMUA CUMITTOMAaMM W yITUHEHHBIM QRS,
ocobeHHo npu mopdosioruu BJIHIIT. Psn npyrux uccie-
IOBaHWI, PETHCTPOB W METa-aHAJIM30B OBLIM ITOCBSI-
meHs! orleHke oTBeTta Ha CPT B 3aBUcUMOCTH OT MOphO-
noruu QRS. B 6onpmmHCcTBe cirydaeB Mopdoorust QRS
¢ npu3Hakamu BJIHIII' accouumpoBanachk ¢ Jydiiei
3 GEeKTUBHOCTHIO Tepanuy. B 3ToM pasmesie mpuBOIUTCS
0030p KITIOUEBBIX MCCIICIOBAHMI, PETUCTPOB 1 METa-aHa-
JIN30B.

Hannsle peructpa Medicare ICD [326] ¢ ygactuem
14946 malMeHTOB CBUIETEILCTBOBAIA O HEd(P(HEKTUB-
Hoctu CPT-/1 mpu Haymmuum BITHIIT, uyTo moarBepxmano
YBEeIMYECHUE CMEPTHOCTH dYepe3 3 roma HaOIIOmCHUS
cpenu nauueHToB ¢ BITHIIT nmo cpaBHeHMIO ¢ MaleH-
tamu ¢ BJIHTIT (OP 1,37 (95% AU 1,26, 1,49), p<0,001).
B uccinenosann REVERSE [336] yacTtoTa JOCTHXKEHUS
KOMOMHUPOBAHHOM KJIMHUYECKO KOHEUHOW TOYKY 3Ha-
YUMo CHUXanach y mammeHroB ¢ BJIHIIT (OII 0,53,
p<0,0032), Torma Kak mamdeHTaM ¢ Opyroi Mopcoio-
TUel IeueHre He IpUHOCHIIO0 Toib3k (0111 0,74, p=0,21).
B wuccnemoBanun MADIT-CRT [322] oTMedanoch
YMEHBIIICHNE YaCTOTHI JOCTHKCHMS IIEPBUYHOI KOHEU-
HOM TOUKM Cpeau IauueHToB ¢ mpu3Hakamu BJIHIIT
(OP 0,47, p<0,001), aTro HEe OBUIO XapaKTEPHO IJIST IPYTO
mopdonoruu QRS (OP 1,24, p=0,257). UHTEpECHO, YTO
BeposiTHOCTD pa3BuTus KT, @K 1 cmepT cyliecTBEHHO
yMeHblIlIaach ToJibKo y nmauueHtoB ¢ BJIHIII. HenaBHo
OBUTM OITYOJIMKOBAHBI TaHHBIC JOJTOCPOTHOTO HAOIOIC-
Hus B ucciaegoBannu MADIT-CRT [148], cormacHo
KOTOPEIM TOCJe 7 JIeT YIy4IlleHWe BBLKMBACMOCTHU
Ha ¢oHe CPT-JI oTMeueHO TOJBKO IS MAIEHTOB
¢ BJIHIIT (OP 0,59 (95% AW 0,43, 0,80), p<0,001),
Torma Kak mipu apyroit Mopdomorun QRS CPT-/I
He JaBaia Takoro 3¢ @ekTa 1, BO3MOXHO, aCCOIIUMPOBaA-
J1ach ¢ yxyameHueM mnporuosa (OP 1,57 (95% AU 1,03,
2,39), p=0,04). AHamm3 pe3yabTaTOB HWCCICIOBAHUS
RAFT c ygerom mopdomornm QRS takke moka3zaj, 4to
CPT naubonee scdbdexrnsraa mpu BJIHIIT, wem mipu apy-
roit Mmopdomorun QRS [323]. aTepeceH TOT GakT, 4TO
y mareHToB ¢ Mopdonorueit QRS, otmranoit ot BJIHIIT,
U aautenbHocThio QRS >160 Mc orMevanu ymepeHHOE
CHIDKEHME 9aCTOTHI TOCTIDKEHUS TIEPBUYHON KOHCYHOMU
touku (OP 0,52 (95% AN 0,29, 0,96), p=0,033). OgHako
BOIIPOC TPeOYyeT MalbHEWINEro M3YYeHMS. YKa3aHHBIC
HaOJIOIeHNS TIOATBEPXKIAIOT PE3YJIBTaThl MeTa-aHal3a
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Cleland, et al. [334], B KOTOpBI1 BOIIUIM JaHHbBIE MCCIIEI0-
pannit CARE-HF, MIRACLE, REVERSE, MIRACLE
ICD u RAFT. Hecmotps Ha sBHy10 110163y CPT y mamm-
enToB ¢ BJIHIII mo maHHBIM 0gHO(GAKTOPHOIO aHAIN3a,
pe3yabTaThl MHOTOIIapaMETPUUYECKOTO aHajanu3a CBUIC-
TEJILCTBYIOT, YTO TOJBKO IMTEIBbHOCTE QRS mo3Bosser
IIPOTHO3MPOBATh OTBET Ha Tepaluio. MeTa-aHalIn3 K-
Hudeckux uccienosanuii CPT, BeimonmHenHslit Nery, et
al. [324] w BxmouaBmuit 485 mammentoB c¢ BITHIIT,
He 1oKas3aJi Kakoii-n16o monb3sl CPT (OP 2,04 (95% AU
1,32, 3,15), p=0,001). K coxaneHmio, B 3TOM MeTa-aHa-
JIM3e He YIUTHIBAIN IIUTETbHOCTE QRS.

Sipahi, et al. [325] omyOnmKoBaim MeTa-aHanu3 33
KIMHUYICCKUX MCCIICIOBAHMI, B KOTOPOM OIICHWIN BIIH-
aare Mmopdonorun QRS Ha ncxonsl CPT, omHaKO, TOJTBKO
B 4 u3 33 ucciaemoBannit (COMPANION, CARE-HE
MADIT-CRT u RAFT) yuntsiBaim Mopdoioruio QRS.
ITpu ourerke 3ddpekra CPT Ha 0O6IIyIO YacTOTY HeXela-
TEJIbHBIX KIMHUYECKNX sIBJICHMNI cpenu 3349 malmeHTOB
¢ BJIHIIT Obuto OoTMEYeHO CHMKEHME pucka Ha 36%
Ha one CPT (OP 0,64 (95% AN 0,52, 0,77), p<0,00001).
YV nanmeHToB ¢ MHO MopdoJiorreit momooHoro agdexkra
He Habmomaau (OP 0,97 (95% AU 0,82, 1,15), p=0,75)
[325]. UHTepecHO, UTO TIpM aHAJIN3€e JAaHHBIX UCCIIEI0Ba-
Huli, He BKMoyapmmx nauveHTtoB ¢ MK/, (CARE-HF
n COMPANION) monb3a CPT Opl1a moKa3aHa TOJBKO
11st mareraToB ¢ BJTHIIT (p<0,000001).

B HemaBHeM MeTa-aHaiM3e 1O AaHHBIM 1ectu PKHU
(COMPANION, CARE-HE MADIT-CRT, MIRACLE,
RAFT u REVERSE) [337] ¢ 001ueit BbioopKoii 6914 mariu-
eHTOoB (M3 HuX 1683 mamuenrta ¢ Mopdoiorueit QRS,
ommyHo ot BJIHIII) CPT He cmocobcTBOBala YMEHB-
IIEHWIO CMEPTHOCTH W(WIM) YaCTOTHI TOCIHUTAIM3AINIA
o noBoay CH y mammenToB ¢ Mopdosorueit QRS, otmimg-
Hoit ot BJIHIIT (OP 1,09 (95% AU 0,85, 1,39)) [337].

YauTEIBas Bce BRIIIIECKA3aHHOE, MBI HE MOXKEM C YBe-
pPEHHOCTBIO TOBOpUTh O Tojb3e CPT y maumeHTOB
¢ mmpoxkuM QRS ¢ mopdonorneit, ormmanHoit or BJIHIIT.
HecmoTpst HA TOT (pakT, YTO OOJIBIIMHCTBY IMAallMEHTOB
B EBpome mposomarca mmmnantamuu CPT-I [314],
HaIllM peKoMeHaauun obodmalor manHeie mo CPT tepa-
ITNU B IICJIOM.

MmMeroTcs HEKOTOphIe pa3HOIIACHS MEXIY CYIIECTBY-
omuMu  gokymeHTamMu  (pekomeHmanun ACC/AHA
W COINIACOBAaHHOE 3aKIIOUCHHE IT0 KapIUOCTUMYJISIIAN
EHRA/ESC) o xnaccy pekomeHmamuii mist CPT y matm-
enroB ¢ QRS ot 120 mc mo 150 Mc. ITo pe3yabrataMm MeTa-
agamm3a Sipahi, et al. [328], CPT cymecTBeHHO YMEHB-
IIaeT OOINYyI0 CMEPTHOCTh M YACTOTy TOCIUTATM3AINIA
cpenn manmenToB ¢ QRS >150 mc (OP 0,60 (95% AU 0,53,
0,67), p<0,001), HO 3TO He XapaKTepHO IS IALIMEHTOB
¢ QRS 120-150 mc (OP 0,95 (95% AN 0,82, 1,10), p=0,49).
OmHako ecTb COMHEHUSI B METOIOJIOTHN 1 TOCTOBEPHOCTH
aHaimM3a B MccienoBaHuy [338], B CBI3M C 4eM 3aKJTioue-
Hue 00 acpdexkTuBHOCTH CPT Tombko y manmeHToB ¢ QRS
>150 Mc ciemyeT cuuTaTh IIpenBapuTeIbHBIM [338]. Yera-

HOBJIeHO, uTo mMInIaHTanyss CPT He mokaszaHa IalMeH-
taMm ¢ CH 1 QRS <120 mc [339].

Y manuenToB ¢ ®IT CPT ucmonb3yeTcs IIpU CYIIeCT-
BeHHOM ymeHblIeHnn ®B JIK, omHako mcciemoBaHUS
HE J0Ka3ajld CHIDKCHUS CMEPTHOCTH WJIM 9acTOTHI BHE-
3aITHOM cMepTH Ha ¢doHe Takoit Tepanum [8, 340]. Tak,
B uccienoBanun RAFT y 229 uz 1798 nanmenTos (13%)
ncxomHoO otMedanach PI1 wim TpemneTaHue TIpeaCcCepanii,
u nociie nmimantanun CPT adhdekT ObIT MEeHee BhIpa-
XKEH, 4YeM y MalMeHTOB C CHHYCOBBIM pUTMOM [327].
Ycrrex CPT y matmmenToB ¢ PI1 rimaBHEIM 00pa3oM 3aBH-
CUT OT CTCIIeHW OWBEHTPUKYJISIPHON CTUMYJISIINH,
HO Yy MHOTHUX ITaIlEHTOB XOPOIIeH PECUHXPOHU3AINU
BO3MOXKHO JOCTHUYB TOJBKO ITOCJIE TIPOBEACHMS abIalny
AB-coennnenns [10].

Llerecoobpa3HOCTh TAaHHOM OTIePAIIN BCE CIIE BHI3HI-
BaeT CIOpPBI, HO IIO IIOCIHCOHWM NaHHBIM OTHAJICHHAS
BeEKMBaeMocTh y nanueHToB ¢ DI mocre CPT n abma-
unu AB-y31a cpaBHMMa ¢ TaKOBOWl IJis ITaIlMEHTOB
C CMHYCOBBIM pUTMOM [333]. YunThiBas BeIIIIeCKa3aHHOE,
nokaszanus K CPT umerorcs y nanmmenToB ¢ CH, mepcu-
ctupytomeit ®I1 u ®B JIXK <35%, npu ycnosuu uto (1)
TaKAM ITaIleHTaM TPeOyeTcs KeIyIOYKOBas CTUMYIISI-
nust win cobmoneHsl apyrue Kpurepun CPT, u (2) mocite
CPT c abmanueit AB-y3ma wim Ha (hoHE MEIUKAMEHTO3-
HOT0 KOHTpPOJIs1 puTtMa gocturaercs 100%-Hast cTUMYJIsI-
s KeJTyT0oYKoB (Kitacc 2A, ypoBeHb B).

6.1.4.2. XCH co cHmxeHvem @B JIX v nerkumm cumntoMamu
(I dK no NYHA)

Ta6nuua C. CPT® c uenbio
nepBUYHO NPOPUNAKTUKN BHE3ANHOW CMEPTH
y nauueHToB ¢ cuHycoBbiM puTMoM u XCH Il @K NYHA

Cebunku’
148, 322,
323, 325,
327,329

b
Knacc
|

YpoBeHb'
A

PekomeHpauuu

WmnnanTtauus CPT-/], pekomeHgoBaHa

C LLeNbl0 YMeHbLUEeHNs 06LLel
CMepPTHOCTM naupeHTam ¢ BJTHMT

1 wupokum QRS komnnekcom >130 mc,
MMeEIOLLMM CHKEHHYI0 PB JIK <30%

B TEYEHNE Kak MUHUMYM nocnenHux 3
MECSILIEB, HECMOTPS Ha OMTUMAbHYIO
MeaMKkaMeHTO3HYIO Tepanmio,

1 0X1OAEMYI0 MPOLOMKUTENBHOCTb XU3HN
C XOPOLUMM bYHKLIMOHAbHBIM CTaTyCOM
He MeHee 1 ropa.

IIb 148, 327-

329, 334

B03MOXHOCTb MMMNaHTaLmm

CPT-[ ¢ uenbio ymeHbLUeHNs

yncna rocnuTanmu3aumii B CBSI3n

¢ nekomneHcaumwein XCH cnepyet
paccMaTtpuBath y NauMeHToB

¢ wupokum QRS komnnekcom >150

MC, HE3aBWCKMO OT ero Mopcdonoruu,
MMeloLLMX CHIKeHHYI0 DB JTXK <35%%
B TEYEHME KaK MUHUMYM NMOCNEaHUX 3
MECSILIEB, HECMOTPS Ha OMTUMAbHYIO
MeaMKaMeHTO3HYIO Tepanuio,

1 OXMIAEMYIO NPOLOKUTENBHOCTb XNU3HU
C XOPOLIMM bYHKLMOHAbHBIM CTaTyCOM
He MeHee 1 ropa.
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KNNMHWYECKME PEKOMEHZALNN

Mpumedanme: ° — 3T PEKOMEHAAUMM KACAIOTCH WCKoUMTENnsHO CPT-A,
NOCKOJIbKY 1CCief0BaHns addekra PECMHXPOHN3NPYIOLLIEN Tepanui y NauneHTos
Il ©K NYHA npoBoaunmce ¢ CPT-/, ® _ xnacc pekomeHaauui, - YPOBEHb A0Ka3a-
TenbHOCTH, ¢ — CebinkM, NoAAepPXVBaIOLLME YPOBEHb 10KA3ATENbHOCTU.

CokpaweHnusi: CPT-[l — cepaeyHasi peCUHXPOHMU3MPYIOLLAs Tepanus C UMNiaH-
Taumeinn pecoubpunnatopa, XCH — xpoHuyeckas cepaeyHas HemoCTaTO4YHOCTb,
BJTHMI — 6nokafa neeoii Hoxkm nyyka Mica, ®B JIK — dpakuus BeiGpoca nesoro
Xenynoyka.

JlaHHble peKoOMeHOAlIMU OTHOCATCS Toiabko K CPT
¢ UMITIaHTaue meuopmuIsiTopa, Tak KakK B KIIMHIIC-
CKHX WCCIICTOBAHUSIX OICHUBAJIOCH BIMSHUE PECUHXPO-
Hm3annn y nanueHToB ¢ XCH II @K NYHA TompKo
Ha TmpuMepe mMIniaHTanum ycrpoiicte CPT-/I. B mByx
PKM ¢ oOwieit BbIGOpKOi 3618 manueHTOB, MMEBIIMX
CH nerkoii crerneHn, CpaBHUBAJIN ONTUMAIBHYIO MEIV-
KaMEHTO3HYyI0 Teparmio B couetanun ¢ UKJl m omrm-
MaJIbHYI0O MEIWKAMEHTO3HYIO Tepalnio B COYETaHWU
¢ CPT-1 [327, 329].

B wuccinemoBanuu MADIT-CRT [329] npunsian
ygacte 1820 malMeHTOB C JIETKOW CHUMITOMATUKOM
(®K I i I mo NYHA) u ®B JIXK <30% ¢ ipomokm-
TenbHOCTBhI0O QRS >130 mc. ITo mepBoHaYaIbHBIM JaH-
HBIM CHIDKCHHE II0 TIEPBUYHON KOHEYHOM TOYKE —
00I1asi CMEPTHOCTh WJIM YacToTa ociioxkHeHmit CH —
cocraBmwio 34% (25,3% mnporuB 17,2% nna WUK]
B cpaBHenuu ¢ CPT-/I; OP 0,66 (95% AU 0,52, 0,84),
p=0,001). IIpu moarocpoyHOM HAOIIOACHUM (CPEIHSS
IIPOIOIKUTEIBHOCTh HabmoaeHus 7 net) [148] okaza-
snock, yto CPT-]I cymecTBeHHO yMEHBIIAeT CMEpT-
Hoctb (OP 0,59 (95% AU 0,43, 0,80), p<0,001) B cpas-
HeHun ¢ MKJI, uyTo ogHaKO OBLIO XapaKTEpHO TOJILKO
st mauueHToB ¢ BJIHIII u He moaTBepxmanoch mist
MmanreHToB ¢ mHOoU Mopdomorueit QRS (p<0,001 mis
B3anMoaeiicTBus) (Tadm. C).

B uccnemoBanum RAFT [327] ydgactBoBamm 1798
MMAIIMeHTOB ¢ JieTKoi 1 cpexHeil crerredpio CH (PK 11
wn 111 mo NYHA), ®B JIXK <30% u QRS >120 mc (win
QRS >200 mc mipu ctumyssumu). [To cpaBHEHMIO € TPYII-
ot UK/, B rpyrme CPT-/1 oTMevanm CHIKEHIE OOIIIei
cMepTHOCTH Ha 25% mist (OP 0,75 (95% AN 0,62, 0,91),
p=0,003), 9TO CBUOCTEILCTBYET O IIEJIECOOOPA3ZHOCTU
npumeHeHnst CPT y nanmenToB ¢ CH n cHikerHoit @B
IIpY HAJTWIUH JIETKOM CUMITTOMATHKH.

6.2. )KO y nauumeHTOB CO CTPYKTYPHOW naronoruei
cepaua/puchyHkument JHK

JleyeHne nauueHToB ¢ pucdyHkumen JIXK n X3

b
PekomeHpauum Knacc® YpoBseHb Cebinku®
Y NauMeHTOoB C 4acToN CMMNTOMHOM X3 nin

HYXT cnepyeT pacCMOTPETb BO3MOXHOCTb:

— HasHayeHus amvrogapoHa. lla 64
— BbInonHexns kateTepHoii abnaumu. lla B 341-343
Mpu Hanuyum aucdyHKumm JIK, lla B 341-343

accoummnpoBaHHoi ¢ X3, cneayet
PaccMOTPETb MPOBEAEHE KaTETEPHOM
abnauym.

< b
Npumeuanme: ° — KNacc pekoMeraaLuii, - — yPOBEHb 10Ka3aTeNbHOCTH, © — CCbin-
KU, NOAAEPKMBAIOLLVE YPOBEHb A0KA3ATENBHOCTY.

CokpauieHus: X3 — xenypoykoBas akcTpacuctonus, JK — nesbiii Xenyaoyek,
HYXT — HeycTourBas xenyno4koBas Taxmkapams.

IIpu wHammunu XKD m npobexkek HYXKT y mum co
CTPYKTYPHOM ITaTOJIOTHEH cepiama MPOUCXOIUT OO~
HUTEJBHOE YBEIIMICHNE BEPOSITHOCTA CMEPTH, TIE Map-
KEepOM OIIACHOTO MOBBIIICHUSI PUCKA SIBJISICTCS TIPEBBI-
LIeHWE YrciIa 9KcTpacucTot >10 B yac Wi IosIBIeHUE
kopoTtkux snuszonoB HYXT [344]. Ecan manmeHTH
nMeT cuMnToMuylo KO mmm smmzonel HY KT, unn
B cTyyae HeTaTMBHOTO BIUSHUS YKa3aHHBIX HAPYIICHUI
pUTMa Ha CHUCTOIMYecKylo (yHKumMio (cHxeHue OB
JIK ¢ ¢dopmupoBaHmeM apuUTMOTeHHOUW KapImo-
MUOITATUH ), CIACAYET PACCMOTPETh BO3MOXKHOCTD Ha3HA-
YeHWsT aMHuoJapoHa WJIM TPOBEACHUS KaTeTepHOM
a0JTanmu.

Bonbioe komnuectBo XKD B TeueHue cytok (>24%)
y manneHToB ¢ nucdynkumeit JIK mmpy Harmaum T10BOJIBHO
KOpPOTKOTro mHTepBana cuerwieHus (<300 Mc) mpearoiro-
KUATEIBHO CIIOCOOCTBYET Pa3BUTHIO apUTMOTCHHOI Kap-
mroMuoriatid [342]. B TomOOHBIX CcTydasix, BRITIOJTHEHUE
KaTeTepHOU abJIallnd MOXKET CITOCOOCTBOBATH YMEHBIIIC-
HUIO 9KCja SKCTPACUCTON M HOPMAIM3aIUN CUCTOIINIC-
ckoit ¢pyakimm JIZK [341].

6.3. Yctoitumeas XT
6.3.1. MeankameHTO3Haga Tepanus

MeaukaMeHTO3HOe NeyeHne naumeHToB
¢ aucdyHkumen JK n yctoiumson
peunpueupyioein MoHomopdHon XT

PekomeHpauum Knacc® Vpoaeubb Ccbinku®

Bcem naumentam ¢ aucdyrkumein JHK | C 8
1 yctonymeoi XT nokadaHa onTuMmsaums
MeavkameHTo3How Tepanun XCH

B COOTBETCTBUM C AENCTBYIOLLMMMN
pekoMeHZaumaMn.

CnepyeT paccmaTtpuBaTh Ha3HavyeHne lla 64
amMroaapoHa y BCeX NaLyeHTOB HE3aBUCUMMO

oT Hanuuus unm otcytetans VKA ¢ uenbio

npodwunakTmku XT.
Mpumeyanme: * — Knacc pekoMeHaaLvi, b YPOBEHb [10KA3aTENLHOCTH, © — CCbiN-
Ku, NOAAEPXMBAIOLLME YPOBEHb A0KA3aTENBHOCTU.
Cokpawyenus: XCH — xpoHuueckasi cepaeyHast He40CTaToqHOCTb, JIK — neBbii
xenypouek, UKL — uMnnaHTupyemblii kapanosepTep-aedudpunnsatop, XT —
XeNnyao4KoBas Taxukapams.

JleueHue nanueHTOB ¢ aucdyHkuuein JIXK u croii-
koit KT mmpu HaIumInu UK OTCYTCTBHU ITpu3HakoB CH
IIPOBOINTCS B COOTBETCTBUU C MOCICTHUMHU PEKOMCH-
narusimu o CH [8]. MenukameHTO3Hast Tepamus
croiikoii KT pmomxkHa OBITH HaIlpaBjieHa Ha MaKCHU-
MaJbHYIO CHMIATHICCKYIO O10Kamy. Tak, B mcciaemoBa-
Hun MADIT-II y nanuentoB ¢ MKJI, monydyaBmmx
MakcuMaibHble n103bl bb, Habaoganu CylecTBEeHHOE
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YMEHBIIICHNE YHCJIa MOBTOPHBIX 3mu3omoB KT wian
®dX, TpeboBaBmMX HaHeceHus Tteparmuu MK]I,
110 CPAaBHEHMIO C MAIIMEHTaMHM, KOTOpPBIE HE IOJIyJIaIn
bb (OP 0,48 (95% M 0,26, 0,89), p=0,02) [8].
B uccnepoanum OPTIC cpaBHMBaIu TpHW CTpaTeTUu
nevyeHus: bb, cotanonom u bb B coueTanuu ¢ amuona-
POHOM C IIeJIbI0 YMEHBIIICHNST KOJIUIEeCTBa cpabaThIBa-
auit UK/ [156]. TTocnemnunii moaxon oka3ajacs Hanbo-
nee 3¢ GEeKTUBHBIM, 3HAYNTEIPHO YMCHbIIAS KOJIMIE-
ctBO paszpsamoB MKJI mo cpaBHEHHMIO ¢ MOHOTepaIMei
Bbb (OP 0,27 (95% AU 0,14, 0,52), p<0,001) u ¢ MOHO-
tepanueit coramonom (OP 0,43 (95% AN 0,22, 0,85),
p=0,02). Tem He MeHee, B TpyMIle COTajoJla U IIPU
KOMOMHUPOBAHHOU Tepanuu amuomapoHoM 1 bb uamie
IIPONCXOIMIIa OTMEHA TIpernaparoB. Tak, 9acTOTa OTMEHBI
HCCJIeAyeMOro Iperapara uyepe3 1 Too oT Havaja jede-
Hus coctaBuia 18,2% nias amuomapona, 23,5% nus
coranoja u 5,3% nns Bb.

B nccnemoBanum SCD-HeFT mammeHTs! ¢ muchyHK-
mueit JIXK u CH II-1IT ®K mo NYHA 6butit pa3nesieHbl
Ha TpHW TPYNIIBL ¢ Ha3HaUYCHWEM CTaHOAPTHON MeImKa-
MeHTo3HOI Teparmmu CH, crammaptHoit Teparmu CH
B COYCTAHUM C aMHOJAPOHOM JIM0OO CTaHOAPTHOI hapma-
KOTepanmiy B COYETAaHMU C MMITIAHTAIIEe OmHOKaMep-
noro K]/ [64]. JobaBneHre aMUOAapOHA HE YBEJIUYM-
BaJI0O CMEPTHOCTH B TPYIIIIe KOMOMHNPOBAHHOI TepaImu
II0 CPaBHEHMIO C TPYIIION, TO¢ MHAIMEHTH TOJy4YaIn
TOJIBKO cTaHmapTHYIO Tepanmio CH.

6.3.2. KatetepHaq abnauus
Mpodunaktuka peunameo XT y naumeHToB
¢ aucdyHkumein JXK u ycroirumsoin XXKT

Ccbinku®
183

Knacc® YposeHb”
| B

PekomeHgauumn

BbiNONHEHWe HEOTNOXHO KaTeTePHOM
abnaumv B CNeLnannavpoBaHHbIX U OMbITHbIX
LieHTpax PeKOMeHA0BaHO NauyieHTam

C HenpepbIBHOM XXT 1nun anekTpryeckum
LUTOPMOM, MPUBOASILLMM K MOBTOPHOMY
HaHeceHwIo WwokoB MK/,

64, 156,
184-186

HasHadeHne ammopapoHa unu karetepHas
abnauus pekoMeHA0BaHbl NaLMeHTam

C NOBTOPHbIMYK Wwokamu UK, Bcneacteme
ycToumnsow XT.

MmnnanTaums UK, pekomengoBaHa
nauveHTam, NoABEPraloLLMCs KaTeTepHOW
abnauuu XT, BHE 3aBNCUMOCTY OT TOrO,
VMEIOTCS NN Y HUX NPSIMblE NMOKa3aHUs

Kk KA-Tepanuu.

Mp3k

lla 64, 184-

186

CnepnyeT paccMOTPETb BO3MOXHOCTb
Ha3HAYeHVst aMMOaPOHA /N BbIMOSHEHMS
KaTeTepHoi abnaumm nocne perncTpaumm
nepBoro anv3oaa yctonymeoin XT

y nauyenToB ¢ VKA.

Mpumeyanme: * — KNacc pekoMerfaLui, - YPOBEHb [10Ka3aTeNbHOCTH, © — CCbiN-
KU1, NOAAePXMBaIoLLME YPOBEHb [0Ka3aTeNbHOCTU.

CokpaleHusi: [pOk — rpynna 3KkCnepToB, y4aCTBOBABLUMX B NOATOTOBKE AAHHbIX
pekomengaumin, XT — xenynoykoBas Taxukapaus, JK — neBbln Xenypouex,
WKL, — ymnnaHTupyemblii kapanoseptep-aedvbpunnsatop.

Y manueHToB, UMEIONINX CTPYKTYPHYIO ITaTOJIOTHIO
cepara, BEITIOJTHEHNE KaTeTepHO# abJalli YCTOMIMBOI
XKT MoxXeT TIpUBECTH K IIOJTHOMY NPEKPAIICHUIO WA
YMEHBIICHUIO YacTOTHl ITOBTOPHBIX 3mu3010B XKT,
B 3aBHCHMOCTH OT CyOCTpaTa apuTMUM.

6.3.2.1. MaumneHTsl ¢ ancdyHkupmein JIK

VYV nmaumeHrtoB ¢ auchynkumein JIZK u croiikoin KT
naTo(U3NOJOTHIECCKUI MEXaHN3M apUTMHU BO MHOTHUX
CIIyJasix 3aKJIIo9acTcsa B (hOPMUPOBAHUM KPyTa pe-3HTPHU
Ha (poHEe pyOLIOBBIX UBMEHEHWI, 1 LIeJIbIO abJIalluK SIBJISI-
eTCA KPUTWICCKUI TIepelIeeK B O0JIACTH 3TOrO Kpyra.
KT y Takux MaluMeHTOB Yallle BCero UMeeT MOHOMOP®-
HBII XapakTep. J1JIsh BEIABICHNUS HApYIICHWI pUTMa TIPO-
Bogutcss DPU, 1onmomHUTEIbHYI0 MHOOPMAIIAIO MOXET
npenoctaBuTh DKI B 12-TH OTBeIeHMUSIX BO BpeMs K-
HI4YecKy 3HaunMoit KT, a mpu ee OTCYTCTBUU Y ITallACH-
toB ¢ MK/ crenyeT onmrpathbcs Ha MapaMeTphl COXpaHeH-
HBIX SMIU30I0B apUTMHUHM B IMaMSATH ycTpoiicTBa. Yarme
BCETO TSI a0JIallM MCITOJIB3YIOTCS OpOIIacMBIe KaTe-
Tephl, KOTOphIe 00ecneunBaioT dojiee 3¢p(HeKTUBHOE BO3-
nelicTBUe.

B HacTosmIee BpeMsI HEeT naeaabHOM CTpaTeruu abja-
muu. He cymectBsyer PKU, B KoTopbix Obl CpaBHU-
BajiM Obl KaTeTEpHYIO abialMio U BO3AEHCTBHE Ha Cy0-
crpat aputMuu y namueHToB ¢ 2KT. Takke HET eIMHOTo
MHEHHS O BEIOOpe KpuTepreB 3(P(PeKTUBHOCTH TIPOIIC-
oypel. be3 coOMHEHMS, ClIeayeT CTPEMHUTBhCS K yCTpaHe-
HUIO BceX KMHMYeckd 3HauuMbix KT, ogHako Oojee
MPEeANOYTUTEIbHOW KOHEYHOU TOYKOU MOXET OBITb
OTCYTCTBUE JIIOOBIX MHAYLMpPYeMbIX 2KT.

B ciygae pa3sBUTHS 3JIEKTPHYECKOTO IITOPMA BBITION-
HEHME KaTeTepHOM abjalliy MOXET CIIOCOOCTBOBATH €TO
MpeKpalieHuio, a TaKKe CHH3UTHh YacTOTy MOBTOPHBIX
SMU30I0B IO CPABHEHMIO ¢ MEAMKAMEHTO3HOM Tepanmeit
[183]. ¥V mammeHTOB ¢ TOCTMHMAPKTHBIMUA 3(PPEKTUB-
HOCTB a0J1aII OOBITHO BHIIIIE, YeM P HEUIIIEMIIECKOM
TeHe3e KapauOMUITaTUU. 1Tk IPOCIEKTUBHEIX MCCIICIO-
BaHWI OBLTH ITOCBSIIICHEI OLICHKE POJIM KaTeTepHOI abjia-
nuu B iedeHun ycroiunBoii KT [184-188]. B MHOTOIIECH-
TpoBOM ucciiegoBanun Multicenter Thermocool Hemo-
CPEICTBCHHBIM YCIIEX IIPOUEAYPHI, II0O KOTOPHIM
MOHMMAJIM KMCYE3HOBEeHHUE 000l mHayuupyemoi KT,
cocrtaBun 49%, a cpenHuii Tokasartesib ¢cBoooasl or KT
yepe3 6 MecsleB HaOmomeHust cocrtaBuin 53% [185].
B muorouentpoBoMm nccinegoBanun Cooled RF adpdek-
TUBHOCTh abmaumu gocturaia 41% [184], B To BpeMs Kak
orcyrcTBHe pelnauBoB 2KA Habmonanoch y 46% naimeH-
toB. B mpocniektuBHOM uccinegoBanuu Euro-VT agdek-
TUBHOCTh cocTaBuiia 81%, a cBo6OAa OT OBTOPHBIX DITH-
30[0B apuTMUU HaOmonanach y 51% mnauuentoB [186].
B nccnenoBanum SMASH-VT oneHuBamm pojib KaTteTep-
HOIM abnauuuy y MNalueHTOB, paHee mepeHecnx MM
n nMmeBIrx cHkeHHyo ®B JIK [187]. BeceM mammeHTam
¢ ®X, XT c¢ HapylmleHUIMM TeMOAWHAMUKM, a TaKXKe
nauMeHTaM ¢ ooMopokamu U uHayuupyemoit KT B xone
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nHBa3uBHOrO0 MU 1ocie mpoueaypsl abiay UMILIaH-
tupoBaiu MKJI. B KoHTpoabHOI TIpymrie naluueHTaM
KaTeTepHas abyalusI He MPOBOAMIACH, M OHHU TOIYJaIn
tonpko MK/I-Tepamuro. B 3ToMm nccienoBaHNT AIIMEHTHI
He TIOJIyJaIn IIPOTHBOAPUTMHUUECKUX TIpernaparoB. Kare-
TEPHYIO abJIAIIMIO BBITTOIHSIINA ITOC/Ie KapTUPOBAHUS Cy0-
cTpaTa TP CHUHYCOBOM pHTME, 0e3 HeOoOXOIMMOCTHU
uHaykuuu KT, 1enplo mpoueaypbl ObLIO BO3AEHCTBUE
Ha TIaTOJIOTUYECKHNE KCIYOOYKOBEIC ITOTCHIIMAJIEL.
B mepuon HaGmomeHMST (CpemHsISI ITPOIOJIKWUTEIIEHOCTD
2316 MecsieB) OTMeYald CYIIECTBEHHOE YMEHBIIIEHUE
yactoThl 3mu3000B KT or 33% B KOHTPOJIbHOI IpyIie
10 12% B rpymne a6nauuy. Takxke CHU3MIACh YACTOTA Cpa-
6areiBanniit UK ¢ 31% no 9%.

B mIpocrieKTMBHOM paHIOMW3UPOBAHHOM HCCIICAOBA-
Hun VTACH cpaBHuBamm s3(ppeKTUBHOCTL KaTeTEPHOM
abmanuyu W cTaHgapTHOW Tepamuu, BKiawuas MK/,
y TMaMeHTOB ¢ nepeHeceHHBIM UM u cHikeHHOU OB
(£50%), nmeroiyx reMmoguHaMudecku HesHaunmbie 2KT
[188]. TlepBUYHOIT KOHEUHOI TOYKOI OBIJIO BpeMS
1o nepsoro peumnua KT i ®K. BerkuBaeMocTh 63
noBTopHOii KT B TeyeHume 24 MecsieB Oblla BBIIIIE
B TPYIINE abJaliy IT0 CPaBHEHMIO ¢ KOHTPOJIBLHOM TPYII-
ot (47% miporus 29%, OP 0,61 (95% AU 0,37, 0,99),
p=0,045). Cpennee yucio cpabateiBanuii MK]I B mepe-
cueTe Ha ONHOTO IAIIMEHTA B TON CHU3WJIOCH B TPYIIIIC
BMelarenbeTpa ¢ 3,419,2 no 0,6+2,1 (p=0,018). B gan-
HOM WCCJICIOBAaHWM BBHITTOJTHEHNE KaTeTepHOI abiammu
HE OKa3bIBaJIO BIMSHUS HA YPOBEHb CMEPTHOCTH.

B menmom, ycmex mporeaypbl B KaxKIOM KOHKPETHOM
cIydae 3aBHUCUT OT pa3MEpoOB ITOCTHMH(APKTHOIO pyoOIIa,
KOTOPBIIf MOKHO OILICHUTH IO 00JIACTSIM HU3KOTO BOJIBTaXA
MPY IIEKTPOAHATOMUYECKOM KapTuposanun [209]. Heo6-
XOIMMBIM YCIIOBHEM SIBIISIETCS BEITIOJIHEHME a0Ialiy Opu-
raJoit OMBITHOTO CITEMAIN3UPOBAHHOTO HieHTpa [210].

6.3.2.2. Pe-3HTpu Taxukapams ¢ LMpKynsuyein BO30yXaeHns
no HOXkaM ny4ka lN'mca

MpodunakTtuka peunameos XT y naumeHToB,
MMeIoLLUX MeXaHU3M pe-3HTPU C LUpKynauuen
BO30YyXAeHus nNo Hoxkam nyyka Mca

Ccbinkn®
345, 346

Ypouemah
Cc

Knacc®
|

PekomeHpauum

KatetepHasi abnauus sBnsieTcs nepeoit
NIHWEN Tepanum NaLMEHTOB, MetoLLx XT
N0 MEXaHU3My Pe-3HTPY C LIMPKYNsiLme
B0O36YXAEHUs MO HOXKaM Myyka Fuca.

<~ b
MpumeyaHue: e KflaCcc pekoMeHaaunn, — ypoBeHb L0Ka3aTe/IbHOCT!, - CCbl1-
K1, noaaepxmnearoLne yposeHb [0Ka3aTesIbHOCTU.

XKT ¢ yyactuem mpoBosiiein cucrembl Iuca umeer
MEeXaHW3M MaKpo pe-3HTPH C BOBJICUCHUEM B ITATOJIOTH-
YeCKHUI KPYT MpaBoii HOXKY ITy4uka [#ca (aHTeporpamHoe
IIpOBeIcHNE) 1 JIEBOI HOXKM ITyuka [irca (peTporpamHoe
nmpoBeneHue). Ha moBepxHocTtHO# DKI B 12 oTBemeHUSIX
HabmogaeTca MOp(OJIOrus KOMILIEKCOB II0 THUIIY

BJIHIII' ¢ oTkjmoHeHUEeM BJIEKTPUYECKONM OCU BIEBO.
YacTo Imogo0HBII THIT TAXUKAPANT aCCOLIMMUPOBAH ¢ Kap-
nnomuonaTusmu [347]. Karerepnast abmanus B objacTu
OIHOM M3 HOXEK ITydka [¥ca OOBIYHO ITO3BOJISIET ITOJI-
HOCTBIO M3JICUNTh 3a00JIeBaHKe, IIPH 3TOM IIpaBas HOXKa
SIBJISIETCST OoJIee YIOOHOM MUIIIEHBIO OJ1aromapst IIpoOCTOMY
IOCTYIIy BO BpeMs abmnaruu [347]. Tak Kak 3Ta mpoienypa
He BIMSIET Ha CTPYKTYPHYIO ITATOJIOTHIO, PEKOMCHIYETCST
onHoBpeMeHHast nmrmianTansg UKJI [347].

6.3.3. UmnnaHTaumsa kapauosepTepa-gebubpunnaropa

WUK]I-Tepanusi y mnauueHToB ¢ ycroiumBoit KT
COMPOBOXAAETCS YBEIMUYEHUEM BbDKMBAEMOCTHU 110 CpaB-
HEHUIO C TIPUMEHEHNEM aHTHUAPUTMUYECUX TpernapaToB.
Ha cerogHsiHMIA J€Hb HET MUCCIEeNOBaHUI, B KOTO-
pBIX OBl cpaBHUBAIU 3(D(OEKTUBHOCTh WMILIAHTAIIAHN
WKJI v uzonupoBaHHOI KaTeTepHOU abiaaluuu y JaHHOMU
KaTeropyuu OOJIbHBIX. YUUTHIBasl HEOOIbIION 00beM TaH-
HbIX U BBICOKYIO YaCTOTy PELMAWBOB apUTMMU TOCTE
KaTeTepHOTO JICUEHUs, BCEM MallueHTaM ¢ TUCHYHKIUEH
JIK (®B <45%) wn ycroituuBoit KT pekomeHIyeTCst
nmrtantauuss UK.

7. Kapanommnonatum

Kapanomuonatum — rpymnma 3abojieBaHUI MHO-
Kapaa, OOLIMM IS KOTOPBIX SIBJISIETCS HapylleHMe
CTPYKTYPHI ¥ (DYHKIMK MHOKApP/a XKeJIyI04KOB, KOTOpOe
HEJIb3$l MOJIHOCThIO OOBSICHUTH HATMYMEM TeMOIMHAMU-
YeCKM 3HaYMMOro mopaxeHnus: KA mim neperpy3ku Muo-
Kapma [348]. Kapouomuomatunm KiIacCUDUIUPYIOT
B COOTBETCTBUM C MOPGOJIOrMYECKUMU U (PYHKLIMOHAIb-
HBIMM IIpU3HAKAMU U Pa3OejsioT Ha Hac/IeACTBEHHBIC
U HeHaC/IeACTBEHHbIE BapuaHThl. [IpakTruecku Bce Kap-
OTUOMMOIIATUM MOTYT COIIPOBOXKIATHCS pa3BUTHEM KA
u yBenndeHuneM pucka BCC, KoTopkblil BApbUPYET B 3aBU-
CHMOCTH OT 3TUOJIOTMU U TSKECTU 3a00JIeBaHUSI.

7.1. AunataynoHHasa KapamommonaTus
7.1.1. OnpeagenexHne, aNUAEMUONOrUa U NPOrHO3

AKMII xapakTepusyeTcsl HalU4WEM YBEJIUYECHUS
nosioctu JIK u cucronuueckoit nuchyHKIIUU B OTCYT-
CTBHE COITYTCTBYIOIINX MATOJIOTMICCKUX COCTOSTHUMN WA
NBC, KkoTopble MOIJIN OBl SIBIATHCS MTPUUNHOM TJI00ab-
HOTO CHIDKCHHUSI COKPATUTEIBHOM CIIOCOOHOCTH MMO-
Kapnaa [348]. HekoTopble reHeTMYeCKUE TeDEKTHI, KOTO-
pble Jiexxat B ocHoBe JIKMII, Takxke MOTyT ITpOBOLIUPO-
BaTh pa3BUTHE CHUCTOJMYCCKON mHCHYHKIUM 0Oe3
nunatauuu JIK nnu ¢dopMmupoBaHue pyoiioB Muokapaa,
KOTOpBIE MOXHO BBISIBUTB TOJIBKO Ipu MPT cepaua.

Cpenu B3pocnoro Hacenenns JJKMII 6omee pacripo-
CTpaHeHa Cpeayd MYXKYWH, OO0Ias 9acToTa BCTPEIACMO-
ctu coctaBisget 1 Ha 2,500 yeoBeK, IIpy 3TOM 3a00JIeBa-
eMocTh Haxogutcd B mipeaenax 7 Ha 100,000 HacenmeHUS
B rox [349]. ¥ mereii 4nCIO BHOBb 3apeTUCTPUPOBAHHBIX
cimydaeB 3a0oneBaHmsI coctaBisier 0,57 Ha 100,000 Hace-
JeHus exerogHo [350].
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[NoTeHIIMATBPHO TATOIOTMIECKIEC TeHETUICCKIE MyTa-
unu BeisiBisores y 20% B3pocabix ¢ JKMIT (B Genkax
capKoMepax W JeCMOCOMAJTBHBIX ITPOTENHAX), B TO BpeMsI
kak y 10-20% poactBeHHUKOB 60/1bHBIX JIKMIT rpu ckpu-
HUHTOBOM OOCJICIOBAaHNM TaKKe TMATHOCTUPYETCS TaHHOE
3aboseBanue [351]. Myraru 6enkoB tamuH A/C (LMNA)
M IECMMHA YacTO BCTpeyaloTCs y MaleHTOB ¢ 3a001eBaHU-
IMH COeAVHUTENbHOM TKaHu [352, 353]. ¥V HeboblIoi
JTOJTY TTAIIIEHTOB BEISIBIISTIOT X-CIICIUICHHOE HacJIeIOBaHIE
3200JIeBaHUsI, KOTOPOE XapaKTepU3yeTCsl MyTallsIMU TeHa
nuctpoduHa. JJKMII Takke MOXeET ObITh CJIEACTBUEM MHO-
VX TIPHOOPETECHHBIX 3a00JICBaHMIA, B TOM YCJIe BOCITAJIM-
TEJIBPHOTO M MH(EKIIMOHHOTO XapakTepa, a TaKKe pa3BU-
BaThCA Ha (pOHE IIprieMa HEKOTOPHIX JICKApPCTBEHHBIX TIpe-
IMapaToB W OCHCTBUSI TOKCHHOB. HeKOTOphle MaIMeHTHI
MMEIOT TEHETUYECKYIO TpenpacionoxeHHocTh K JIKMIT,
KOTOpast B TAKMX CIIyJasX pa3BUBAcTCS MO BO3NCHCTBHEM
BHEITHMX IIPUYMH, BKIIOYasT MHQEKLNM, ITUTOTOKCHYC-
CKUe TIpeTapaThl, aJIKOTOJIb WA O0epeMEHHOCTb.

7.1.2. OcHoOBbI cTpaTUdUKaLMKM pUCKa M NOAXOAbI K Tepanuu

CrtpaTtudukauus pucka u BegeHue naumeHtTos ¢ AKMMN

Knacc® Yposenb’ Ccbinku’
| A 8

PekomeHgauumn

OnTumanbHas MeavMkaMeHTo3Has

Tepanus (Bknoyas MAMN®, 66 n AMKP)
pekomeHaoBaHa BceM nauveHtam ¢ AKMI
C LENbI0 YMEHbLLEHUS PUCKA BHE3AMHOM
cMepTu 1 nporpeccupoBaHus XCH.

BbICTPOE BbIBNIEHNE 1 KOPPEKLINS
apUTMOreHHbIX GakTopoB (K npumepy,
[elCTBME NPOAPUTMUYECKUX
NekapCTBEHHBIX NPenapaTtos,
rUNOKaNMeMns) N CONyTCTBYIOLLMX
3aboneBaHuii (Hanpumep, natonorns
LUMTOBUAHOMN Xenesbl) PEKOMEHA0BAHO
y Bcex naumeHTos ¢ AKMI n XA.

MposeneHne KAl pekomeH0BaHO
cTabunbHbIM NauuerTam ¢ AKMI,
VMEIOLLYIM MPOMEXYTOYHBIA PUCK Pa3BUTUS
MBC, npn BO3HMKHOBEHUM HOBBIX XXHP.

Mmnnantauma VK[ pexomeHpnosaHa 151-154
naumenTam ¢ AKMI n remoamHamuyeckm

3HauMMbIMK XXT/DX, nmetowmm

OXVAAEMYIO NPOAOMIKUTENBHOCTb XN3HN

C XOPOLLMM DYHKLIMOHANBHBIM CTaTyCOM

>1ropa.

64, 313,
316, 317,
354

MmnnanTaums UK, pekomeHgosaHa
nauperTam ¢ AKMI n cuMmnTomHOM
XCH (NYHA II-1ll ©K) co cHuxeHHo OB
JIK <35% HecmoTps Ha oNTUManbHy0
MeIMKaMEHTO3HYIO Tepanuio CBbILLe

3 MeCsILEB, MMEIOLLMM OXUAAEMYO
NPOLONXUTENBHOCTb XU3HU C XOPOLLMM
dYHKUMOHaNbHLIM cTaTycoM >1 roga.
8, 208,
345, 346

BbinonHeHve kateTepHoii abnawym
pekoMeHaoBaHo nauneHtam ¢ AKMI,
nmMeiowym XT no MexaHn3My pe-aHTpu
C LMpKynsumein Bo3byxaeHus

no Hoxkam nyyka 'vca, pedpakrepHyio
K MEeOKaMEHTO3HON Tepanuu.

WmnnanTtaumio K cnepyet lla ral
paccmatpuarth y naumeHToB ¢ AKMIM

1 NOLATBEPXAEHHOM MAaTONOrM4ECKON
myTaumein LMNA npu Hanmyumm KINMHUYECKMX
dakTopoB pMCKad.

HasHayeHve ammogapoHa cneanyet lla 229
paccmarpuvsath y naumentos ¢ VK,

MCMbITHIBAIOLLWX HEOAHOKPATHLIE NMOBTOPHbLIE

paspsiabl, HECMOTPS HA ONTUMAIbHbIE

napameTpbl NPOrpaMM1POBaHUS

YCTPOWCTBA.

MNpoBeneHve kaTeTepHoi abnauum Moxet IIb 355
paccmatpuBatbes y naumeHToB ¢ AKMIM

1 XA, KOTOpbIE HEe ABASIOTCS TUMUYHBIMMN

TaxukapavsiMU Pe-3HTPU C BOBNIEYEHNEM

npoBozsLLel cuctembl Mmca v Nnpy 3ToM

YCTOM4MBbI K MEAVMKAMEHTO3HOW Tepanuu.

MHBasueHoe 3PU ¢ NMCXK moxeT llb 115
paccmaTpuBaThCs C Lesblo cTpaTudukaumm

pucka BCC.

AMVOAAPOH He PEKOMEHAYETCS AN
neyeHns acumnTomHbix HYXKT y nauveHToB
¢ AKMnN.

Mcnonb3oBaHue 610kaToOpOB HATPUEBBIX
KaHasnoB 1 APOHEAPOHA C LieNbIO NIe4eHns
KA He pekomeHZyeTCs y NauneHToB

¢ AKMI.

1l 313, 354

1l 129, 356,

357

MpuMeyanme: * — KNacc pekoMeHaaLWi, b YPOBEHb [10Ka3aTEeNbHOCTH, © — CCbi-
Ku, NOAAEPXMBAIOLLME YPOBEHb [0KA3aTeNbHOCTH, 4 dakTopbl pUcka y nauyeHTos
C nopTBepxaeHHon myTtaumein LMNA: HeycToituvsas XT Bo Bpemsi amBynaTopHoro
MoHuTopupoBaHus IKT, ncxogHoe cHuxeHne OB JIK meHee 45%, MyXckoi non
1 He MUCCEHC-MyTaumn (BCTaBKa, AeneLys, yKOPOUEeHe NN MyTaLmum, BIKSIOLLME
Ha MEXaHW3M CrnancuHra).

Cokpauwienua: 66 — 6erta-6nokatop, BCC — BHe3anHas cepheyHas CMepTb,
OKMM — punaTtaumonHas kapavomuonatvs, XA — XenyaoukoBble apuTMum,
XT — xenypoukoBast Taxukapausi, AN® — MHrMBUTOP aHroTeH3MHNpeBpaLla-
toutero pepmenta, UBC — nwemnyeckas 6onesHb cepaua, VKL, — nmnnaHtmpy-
eMblii kapavosepTep-aedudbpunnsatop, KA — kopoHapHas aHruorpadus, X —
Pubpunnaumsa xenypoukos, ®B JDK — ¢pakuys BbIOpPOCa NEBOr0O XENyA0uKa,
XCH — xpoHuyeckas cepaedHasi HeloCTaTo4HOCTb, APU — anekTpodusmonoru-
yeckoe nccneposanue, LMNA — namun A/C.

B mocnenHme rompl ypoBeHb OOIIEl CMEpPTHOCTH
nauueHToB ¢ JIKMII Bo B3pociioil momnyasiiuy 3Ha4yu-
TeJIBbHO CHU3WICS OJIarogapst IpUMEHEHUIO HOBBIX MM -
KaMEHTO3HBIX CIIOCOOOB JIEUCHUSI C HCIIOIb30BaHMEM
HEHPOTOPMOHAIBHBIX MOOYJISITOPOB M MHCTPYMEHTAJb-
HBIX MeTonoB [358]. ¥ neteit ¢ JIKMII B TeueHME TTEpBOTO
roma XW3HW CMEPTHOCTb OCTaeTCs BBICOKOM, OTHAKO
C BO3pacTOM BO MHOTHX CJIydasiX (GYHKIIUS cepama yiayd-
maeTcsi, JIMOO COCTOSHHME OCTaeTCs KIMHUYECKHW CTa-
OounbHBIM [359]. OCHOBHBIMH IIpMYMHAMHU CEPACYHO-
cocynuctoii cmeptHoctu Tpu JAKMII gpnstiorcst mpo-
rpeccupytomass CH u BCC na ¢done KA wmmm, pexe,
OopammapuTMU. MHOXECTBO HEMHBA3MBHBIX ITOKa3aTe-
JIe pacCMaTPUBAIIMCh B KAYECTBE IPEINKTOPOB BHE3AIl-
HOI CMEpTH, OTHAKO IMOCICTHUI MeTa-aHaIn3 45 nccie-
JIOBaHWI ¢ o01Ieil BEIOOpKOi 6088 malmeHTOB IToKasall,
yTo (PYHKIIMOHAIBHEIE M 3JICKTPOKapAMorpapuuecKue
T0KAa3aTeJ I UMEIOT JIUIIb HEKOTOPHIC OTJIMYHS TS TPYIIIT
BBICOKOTO U cpemHero pucka. Camoe Beicokoe OILI OpL10
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YCTAHOBJICHO TSI CIICAYIOIINX IIPEIUKTOPOB: (pparMeH-
Tamnu Komiuiekca QRS u anprepHammm 3yoma T,
B TO BpeMsI KaK HU OMH 13 BET€TATUBHBIX TECTOB HE MEIT
CYLIECTBEHHOW MNpPOTHOCTHYECKOW 3HauumocTtu [115].
Pons MPT cepalia olieHMBaJIM B paMKaxX MeTa-aHaJu3a
IIEBSITH MCCIICIOBAHIA Ha MallMeHTaX ¢ HEUIIEMMIEeCKOM
Kapaumuomnarueii [360], cOrlacHO KOTOpOMY Hajau4due
00JIacTH 3aMeIJICHHOTO YCUJICHMSI CBSI3aHO C ITOBBIIIIC-
HHEM PHCKa CMEPTU OT JIFOOBIX TIPUYWH, TOCITUTAIN3a-
iy o nosoxy CH m BCC. OmHako IOITOTHHUTEIBHYIO
LIEHHOCTH ITO3IHETO TaIOIMHIEBOTO YCWICHUS B CpaBHE-
HUUA C OPYTMMU IIPOTHOCTUYCCKMMM MapKepaMH eIIe
MIPEACTOUT OMPEICIUTb.

BepositHo, naBasuBHoe DPU ¢ [12KC y manmueHTOB
¢ AKMII Takxke MOXET UMETh 3HAaYC€HUE B OIpeAcIeHUN
nporHo3sa [115].

7.1.2.1. Knununyeckne nccnegosanus B obnactv UKA-tepanun
npv KM

B psine uccnenoBanuii cpaBHuBanu npumeHeHue MKJI
B couetaHun uinu 6e3 CPT ¢ mpueMoM 11a1ie00 1im aMuo-
nmapona y marmenTos ¢ JIKMII [64, 151-154, 313, 316, 317,
354]. BONBIIMHCTBO U3 3TUX UCCIIEAOBAHUIA IPOBOIVIINCH
VXK€ B TO BpeMsI, KOrJa ONTHUMaIbHAsI MEIUKAMEHTO3HAS
tepanus Bkmodana nAIT®, bb u AMKP [358]. TlepBrie
PKHM no npumenenuto MKJI He mmenu mOCTaTOYHOM
MOIITHOCTH IIJIST BBISIBJIICHUS KJIMHUYCCKN 3HAYMMBIX pa3-
JIMYUIA TT0 BEBDKMBAEMOCTH, a B HEKOTOPBIX MCCIICAOBAHMSIX
(marmpumep, ucciaemoBanrie DEFINITE) o6mast cmept-
HOCTB OBUTa HIDKE, YeM MIPEATIoNarajJoch 10 Habopa Ialm-
eHTOB B mccienoBanue. [1pomoKUTeTbHOCTD HAOMIONE-
HUSI B HEKOTOPBIX MCCIICIOBAHMSIX OblIa HEMOCTATOTHOI;
KpOMe TOTO, IO CHX IIOp He YCTAaHOBJICHO, KAKOE 3HAUCHIIC
AMeeT OIlCHKA YMCJIa MOTMBHPOBAHHBIX CpabaThIBAHUIA
UK nns mporHoza. Hu B omHOM ucciemoBaHUM
HE BBITIOTHSUIA CPAaBHUTEIBLHBIN ITPOCTICKTUBHBIN aHAIN3
nob3el MK]I-Tepanuy B OTOCIBHBIX TPYIIIAX MAIlIEHTOB
B 3aBUCUMOCTHU OT 3Trojoruu JKMII.

7.1.2.2. MNepBuryHas npodunakTuka

B deTpIlpex paHIOMU3UPOBAHHBIX WCCICIOBAHMSIX
(CAT [361], AMIOVIRT [354], DEFINITE [316] u SCD-
HeFT [64]) oueHuBanu pesyibratbl npuMmeHeHus: MK/
11t epBraHOM podrtaktuk BCC B oTCyTCTBIE KaKOM-
MO0 WHOU Tepammu. Emme B OmMHOM WCCIIEOOBAaHUH,
COMPANION [313], cpaBHUBAJIUCH CICOYIONINE CTpaTe-
run: UK]I, GMBEHTPpUKYJISIpHAS 2JIEKTPOKAPAUOCTUMYJISI-
VST ¥ Tepallisl aMIOAAPOHOM Y TIAIIMEHTOB C TePMIHAIb-
"ot CH (III wm IV ®K mo NYHA) u mmTeTbHOCTHIO
QRS >120 Mmc. DT MCCIemOBaHNS OTINIAIIVCH 10 IM3AHY:
B uccaenoBannst CAT, AMIOVIRT u DEFINITE Bximo-
YajJii TOJbKO TalMeHTOB ¢ Heulemuuyeckoit TKMII,
torga Kak B ucciegosanuss SCD-HeFT 1 COMPANION
BKJIIOYAJIA TTALIMEHTOB C MIIEMUYECKONM M HEHUIIeMITIe-
ckoit muchynkuuein JIZK. Toibko B wucclenoBaHUU
COMPANION 06bBUTO TIOKa3aHO CTATUCTHUYECKUA HTOCTO-

BepHOC CHIDKCHME ITOKa3aTeslsT BHE3aITHOM CMEPTH IIpU
ucnonb3oBanun MKJl mo cpaBHEHHIO C ONTUMAILHOM
MeIUKaMEHTO3HOM Teparnueii. [TokazaTenp o0mmeit cMepT-
HocTu ObL1 HKKe B rpynre MKI]I 1o cpaBHEHMIO € TpyIl-
MO onTHMabHOM MearKaMeHTo3Hou Tepanuu (HR 0,50
(95% U 0,29, 0,88), p=0,015), ognako B rpymme MK/
OTMEYaJIN TOCTOBEPHO 00JIee BEICOKMIT PUCK HEXKeIaTeIh-
HBIX SIBJICHUI CpeaHei MU TSKEJIOM CTeNeH! I10 000
npuunHe (69% npotus 61% B rpyIine onTUMAILHON MEIN-
KaMeHTo3Ho#1 Teparmu, P=0,03). KoMIuieKcHBIN aHaMM3
PE3yJIBTAaTOB IISITH WMCCIICAOBAaHUN B OOJIACTH IICPBIIHOM
npodmraktuku BCC (obmias Beidopka 1854 marmeHTOB
¢ Hemmemmdyeckoir JKMII) mokasalm cTaTMCTUYCCKU
JIOCTOBEPHOE CHIUXKEeHHE 00Iieii cMepTHOCTU Ha 31% mipu
ucnonb3oBann MKJI mo cpaBHECHHIO C ONTUMAILHOM
MenuKaMmeHnTo3Hoi Tteparueir (OP 0,69 (95% AU 0,55,
0,87), p=0,002) [317]. D1OT 3dhDPeKT coXpaHsIICI U TIPU
WCKIIOUCHUM M3 aHajinu3a pPe3yJIBTaTOB MCCIICHOBAHMS
COMPANION (OP 0,74 (95% AU 0,58, 0,96), p=0,02)
[317]. Pekomenmanum 1mo npuMeHennio MKJI B Hacros-
IIIeM TOKYMEHTEe OCHOBAHBI Ha pe3yJIbraTax 3THX MCCIICIO-
BaHUM.

7.1.2.3. BropuuHasa npodunakTmka

B tpex mccaemoBanusx (AVID [153], CASH [152]
u CIDS [151]; Web Ta6m. 5) oneHuBaim 3¢ (HeKTUBHOCTH
npumeHenuss MKJl ang BTopuyHOU NpodUIaKTUKHU
y MaIlMeHTOB C IMPEIOTBPAICHHO OCTAHOBKON Cepiiia
win aHamHe3oMm cumnTomMHoi KT. B wucciemoBaHuu
CASH maumeHTHI TI0 pe3yJIbTaTaM paHIOMHU3aIiy 0y~
vamu UK wiam omwH U3 TpeX IperapaToB; aMHOIApOH,
METOIIPOJIOJ WM TIportaceHOH, OTHAKO I'pyIIa Ipora-
¢eHOHa OBLIa JOCPOYHO OCTAHOBJICHA B CBSI3U C TOBBI-
IIeHWeM IIOKa3aTeIsI CMEPTHOCTH. B OKOHYATEIBHBIN
aHaJIM3 OBLIM BKIIIOYCHBI JaHHBIC IO TPYIIIIaM aMUOAa-
pOHA M METOIIPOJIoda. B meloM B 3TUX TpeX MCCiaemoBa-
HMSIX TIPUHSIM ydacthe 1963 mamueHTa, U3 KOTOPBIX
ToJIbKO Y 292 (14,8 %) GbliTa HeMIlIeMUYecKasi KApIUOMHO-
naruga. Uccaenosanua AVID u CIDS He nokasanu 3Ha-
YUMOTO CHIKCHUS 00IIIeil CMepTHOCTH TIPH MCIIOJIb30Ba-
Hyun MKJI y manueHToB ¢ HEMIIEeMUUeCKOM KapIuOMUO-
TaTUei; pe3yIbTaThl IJIsSI 3TOM IMOATPYIIIE BUCCIICIOBAHNT
CASH ne coo6mannce. Uccienosanne CASH orinya-
Jnock ot uccnenoBanmii AVID n CIDS eme u teM, 4to
B 9TOM HcclenoBaHun cpenHuit ypoeHb ®B JIK 6bur
HECKOJIBKO BEHIIIIE, U 00JIee TTOJI0BUHBI MAIIMEHTOB NMEJTH
WKJI, uMIIaHTUPOBaHHBIN 3nuKapavaibHo. [locieny-
oI MeTa-aHaJIN3 00beIMHECHHBIX TaHHBIX NCCIICIOBA-
Huit AVID n CIDS 1mokasajt cTaTUCTUYECKH HEAOCTOBEP-
HOE CHIXEHME 00lieil cMepTHOCTH Ha 31% mo cpaBHe-
HUIO ¢ MEINKAMEHTO3HOI Teparmeii [154].

7.1.2.4. CMepTHOCTb OT KOHKPETHbIX MPUYMH

B HecKoNbKUX HCCIeI0BaHUSIX OLEHUBAJIM IPOTHO3
U JiedeHue npu otaeabHbiX Bugax JKMII. HaunGonbimii
00beM HaHHbIX HakorieH npu JJKMII, BbI3BaHHOI MyTa-
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mmsiMu reHa LMNA, Ha 105110 KOTOpBIX ITpuxoautes 5-10%
[71, 352]. s 3a0o1eBaHMit cepalia, CBI3aHHBIX C MyTa-
musamu reHa LMNA, xapakTepHa IIeHeTPaHTHOCTD B 3aBU-
CHMOCTH OT BO3pacTa ¢ paHHIUM Pa3BUTHEM IIPEICEPIHBIX
ApUTMUMA U TIOCICAYIOINMI HAPYIICHUSIMU TTPOBEICHUS
C BBICOKHMM PHCKOM BHE3aITHON CMEpTH, IIPH 3TOM Ija-
taiusg JIZK u cucronnueckast AUCHYHKIMS BbIpaXKeHbI
HE3HAYUTENbHO. MHOTONapaMeTpUIeCKU  aHaJIN3
10 JaHHBIM MHOTOIICHTPOBOTO PETHCTPa, BKIIFOUABIIIETO
269 HocuTeneit myraiuu reHa LMNA, ioKa3a, 4To BbISIB-
nenne HY2KT no naHHbIM aMOyJ1aTOPHOTO MOHUTOPUHTA
OKI, ucxonnoe cHizkenne OB JIK <45%, MyKCKOIi 10
W He MUCCCHC-MYTalluM (BCTAaBKa, HNCIICIIMS, YKOPOUCHHUE
WIA MYTalli¥, BIMSIOMME Ha MEXaHM3M CIUIafiCHHTA)
SIBJISTIOTCSI HE3aBUCUMBIMU (DAKTOpAMM PHCKa 3JI0KAYeCT-
BeHHoI KA [71]. 2KuzHeyrpozkarolye HapyleH!us] puTMa
Pa3BUBAJICH TOJBKO Y MAIIMEHTOB, MMEBIINX, 110 MEHB-
el Mepe, ABa M3 TEPEUMCICHHBIX (DAaKTOPOB pPHUCKa,
W TIpH OOOABIICHMM KaXXIOTO ITOCIIEAYIOIIero (haKTopa
OTMEUAJIOCh ITOBBIIIICHNE KYMYJISITUBHOTO PHCKA.

7.1.2.5. Nleyenune XHP npn AKMIN

IMauuenram ¢ AKMIT u peuuausupytoieit 2KA noka-
3aHa ONTUMAaIbHAsI MEIUKAMEHTO3HAasI TepaIlus, KOTopast
pkimouaeT MAII®, bb u AMKP, B COOTBETCTBUHM C PeKO-
mengaunsamMu EOK o neyennio XCH [8]. ITo Bo3MOXHO-
CTU pEKOMCHAYETCSI YCTpaHEHNE BTOPHMYHBIX ITPOBOLMIPY-
ommx (hakKTopoB (HAIIpUMeEp, ITPOAPUTMOTeHHEIC TIpera-
paThI, TUITOKAJIMEMMST) TUIM COITYTCTBYIOIINX 3a00JIeBaHIIA
(HampuMep, TaTOJIOTHS IMWTOBMIHOM Keile3bl). Y cTa-
OmnbHBIX ManueHToB ¢ JAKMII, nMmeromux cpeaHuii win
Beicokuii prck MBC u BepBele Bo3HuKIIME 2KA ciremyer
paccMoTpeTh BEmonHeHne KATL Y mammeHToB ¢ 9acTEIMU
cpabareiBanusimu MK/ Ha ¢poHE TaxmapuTMuii, HECMOTPSI
Ha ONTUMaJIbHOE IIPOTPaMMHUPOBAHME YCTPOICTBA, CJic-
IIyeT pacCMOTpETh Ha3HaYeHMEe aMroaapoHa [229]. OgHako
He pEeKOMEHAYeTCS Ha3HaJyaTh aMHOIAPOH ISl JICUCHMSI
o6eccumnroMHbix anu3onoB HYXKT. He pekomenayercs
Ha3Ha4YaTh OJIOKATOPHI HATPMEBEIX KAHAJIOB M IPOHEAAPOH
manueHTaM ¢ nuchyHKmueit JIK, yanTeiBas Ux mpoapuT-
MoreHHoe aeiictue [129, 152, 357, 362, 363].

7.1.2.6. Abnaums 30H XT

Cyocrpar KT npu IKMIT otigaetcst GOBIION CITOX-
HOCTbIO, UTO OTpakaeT MOJIMITUOJIOTMYHBIIA XapakTep 3a00-
JieBaHMsl. McciaenoBaHus 10 MPUMEHEHWIO pa3HbIX CTpaTe-
ruit abnaumu npu JJKMIT nokassiBaroT, B JIydlleM Clydae,
yMepeHHYI0 3()(GEKTUBHOCTb METOMIA, KOTOpasl He yiydlla-
€TCsl MPY UCMOJb30BAaHMN 3MUKAPAUAILHOTO 1 SHI0KAPIU-
aJTbHOTO KapTHpoBaHus. B omHOM M3 MocieqHUX UCCea0Ba-
HUIA CPABHUBAIN TPYIIbI U3 63 MALMEHTOB C HEUILIEMIYe-
CKOW KapIroMHUomnaTheil u 164 maimeHToB ¢ NIIeMIYEeCKOM
muchynkimeit JIK [208], mpy 5ToM abmais CUMIITOMHOM
2KT 6bi1a yerientHa TosbKo y 18,3% nalMeHToB ¢ HerIeMy-
yeckoi Kapauomuonarvei. B cBi3uM ¢ 3TMM KarerepHast
abnanys HapyueHui putMa y nairmeHToB ¢ JIKMIT noypkHa

BBITTOJTHATBCS] TOJTBKO TIPY HAIMYMH OIIPEICJICHHOTO MeXa-
HusMa KT (Hanpumep, HUPKYISLIMs BO30YKIACHUS TTO HOX-
KaM yuka [i1ca) 1 TOJIbKO B JIeUeOHBIX YIPESKICHUSIX C JOCTA-
TOYHBIM OITHITOM ITOIOOHBIX ITPOLICIYP.

7.2. lmneptpoduyeckas kKapguomMmmonaTus
7.2.1. OnpepgeneHue, aNMAEMUOJIONUS U NPOrHO3

I'KMII xapakrtepusyercsl yTrojeHueM cteHku JIZK,
KOTOpPOE HEBO3MOXHO OOBSICHUTH TOJIBKO II€PErpy3KOit
JIK [116]. D10 omnpeneneHne B paBHOW CTENEHU IIPUMeE-
HUMO K IE€TSIM M B3POCJIBIM 1 HE OITMCHEIBAET STHUOJIOTHIO
3aboneBaHusl. HeoOxoaumo mMOHMMAaTh, YTO B HACTOSI-
IIeM JTOKYMEHTE BCe PeKOMEHOAIIMH IO MPOMIIAKTHKE
BCC otHocgaTCcS K TallieHTaM 0e3 MeTabOJMYEeCKUX,
VHQOUIBTPATUBHBIX WM APYTUX crieurdurueckux 3adoe-
BaHMI1, KOTOPHEIE TPEOYIOT OCOOBIX ITOIXOHIO0B K JICICHHUIO.

[To pesynbraTaM WCCIETOBAaHWI, IPOBOMXMBIIMXCS
B CeBepnoii AMepuke, EBporie, A3uu u Adpurke, pacipo-
CTpaHEHHOCTb HeoObsicHUMOM Turieprpoduu JIZK cpeau
B3pociyioro HacesneHust cocrasisier or 0,02% mo 0,23%
M BCTpEYaeTcsl OYeHb PeaKo y il miuaame 25 et [116].
ITaTonorusi B OCHOBHOM HacjeayeTcss M0 ayTOCOMHO-
JTOMUHAHTHOMY THITY, XOTSI B OOJIBIITMHCTBE UCCIICIOBAHIIA
OTMeYaeTCsI HeOOJBIION IIepeBec MO 3a00JIeBacMOCTHU
B CTOPOHY MY>KCKOTO I10J1a, B TO BpeMs1 Kak yactota ' KMII
B Pa3HbIX STHUYECKUX IPYIIIAX SIBJISIETCS CXOMHOI [116].

Oo6mIast exeromHast KapIuoBacKyJIsIpHasl JICTATbHOCTh
¥ YPOBEHb CMEPTHOCTH WJIM YacTOTa MOTHBHUPOBAHHBIX
cpabateiBanmit UK Benencreue 2KT /DK cpenm B3poc-
abix nauuentoB ¢ ['KMIT naxomurcst B npenenax 1-2%
u 0,81%, coorBeTcTBeHHO [364, 365]. IpyruMu 4acThIMK
IPUINHAMA B CTPYKTYPE CEPHCUHO-COCYOUCTOM CMEpT-
Hoctu gpisgiorcss CH, Tpombosambommu n AB-6okana.

7.2.2. OcHOBbI cTpaTUdUKaALUKM PUCKa U NOAXOAbI K Tepanum

Mpodunaktuka BCC y naumentoB ¢ FTKMMN

Ccbinku®
366

!Iposem.b
C

Knacc®
|

PekomeHpauuu

MaumnexTam ¢ FKMIM pekomeHaoBaHO
n36eraTb COPEBHOBATENbHbIX BUAOB
cnopTad.

116,
367-372

MmnnanTtaums VK pekomeHnosaHa
naumeHTam, NepexmBLLM OCTaHOBKY
cepaua scneactame XT nnu OX, nnn
MNMEIOLLMM CMOHTaHHbIE YCTOMYMNBbIE

KT, conpoBoxzatoLmecs pa3sutmem
CVHKONAsbHbLIX COCTOSIHUIA UAW YXYALWEHUEM
reMOAMHAMUKI, NMPY YCIIOBUK 0XWOAEMOW
NPOLONXMTENBHOCTU XM3HW >1 rofa.

Mposenenne cTpatudrkaumm prcka

BCC B TeueHue npeactoswmx 5 net

C UCNOoNb30BaHNEM Kanbkynstopa Risk-
SCD pekomeHa0BaHO y nauyeHTos ¢ FKMI
B BO3pacTe >16 net npu oTcyTCTBUM

B aHaMHe3e peaHnumaLmy no NoBoay
XKT/®DX nnu CnoHTaHHbIX YCTONYMBBIX

KT, conpoBOXAAIOLLMXCSH pa3BUTUEM
CUHKONaMbHbIX COCTOSIHWIA UAW YXyALLEHNEM
reMoANHaMUKU.

116, 365
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KNNMHWYECKME PEKOMEHZALNN

PekomeHa0BaHHAs 4acToTa OLEHKM | 116, 365
5-neTHero puvcka passutus BCC

CnefyloLLas: UCXOAHO NPy NepBOM KOHTaKTe

C NauWeHTOoM, 3aTEM C MHTepBaiom 1-2

roaa, Mo Npy HaMYUN N3MEHEHMIA

B K/INHN4ECKOM CTaTyCe.

MmnnanTaumio VK, cnenyet paccmatpmsath  lla 116, 368
Y NALMEHTOB C OLLEHOYHON 5-neTHen

BEPOSTHOCTHLIO pa3euTist BCC >6%

1 0XNOAEMOW NPOLONXKUTENBHOCTBIO XU3HN

>1 roza nocne BCECTOPOHHETO AETaNbHOrO

KIIMHUYEeCKOoro 06cnefoBaHus C y4eTOM

NOTEHLMANLHOrO PUCKA OCNOXHEHUI

npoueaypsl, a Takxe BavsHUS MK, Ha o6pas

XW3HW, COLMANBLHO-3KOHOMUYECKMIA CTaTyC

n ncmuxonormnyeckoe COCTosaHME NauneHTosB.

WmnnaxTaumio MK moxHo paccmatpusatb b
Y OTZENbHbIX NAUNEHTOB C OLLEHOYHOM
5-neTHelt BepOSITHOCTbIO padsuTus BCC >4%
1 <6% 1 0XnAaemow NPOJOIKNTENBHOCTLIO
XM3HM >1 roga nocne BCECTOPOHHErO
[leTanbHoro KinMHu4eckoro obcnenosaqus

C Y4E€TOM MOTEHLWANBLHOIO pUcka
OCJOXHEHWIA NPOLLEAYPbI, @ TAKXE BAUSHUS
VK[, Ha 06pa3 Xu3sHu, coupanbHo-
9KOHOMWYECKMIA CTaTyC U NCKXONOTNYECKoe
COCTOSIHVE NALMEHTOB.

116,
365, 368

MmnnanTaumio K, moxHo paccmatpuatb b
Y OTAENbHBIX NALYEHTOB C OLIEHOYHOM
5-neTHel BEPOSTHOCTLIO Pa3BUTUS

BCC <4% npu Hannyum KAMHNYECKNX
NposiBNEHNiA, 06nafaoLLmx 061a8aoLWmxX
BaXHbIM NPOrHOCTUYECKUM 3HAYEHWEM,
€Cnn, HECMOTPS Ha NOTEHUMaNbHble
OCOXHEHUS NMPOLLeAyPbl, @ TaKXKe BAUSHUE
MK[, Ha 06pas Xun3Hu, coupanbHo-
9KOHOMMYECKUIA CTaTyC M MCUXONOTNYEecKoe
COCTOSsIHME, MPsiIMast BbIr0Aa NauMeHToB
SIBNIIETCS O4EBUIHON.

116,
365, 368

MHBasusHoe 3PU ¢ MNCX He pekomeHayetcs | I 116

ns ctpatudukaumm pucka BCC.

MpuMeyanme: * — KNace PEKOMEHALMYA,  — YPOBEHb JOKA3ATENLHOCTH,  — CChif-
K1, NOAAEPXMBAIOLLME YPOBEHb [OKa3aTeNbHOCTH, ¢ _ cornacHo pekomMeHpaLwmsamM
EBporeiickoro ofLuecTsa KapAavonoros, COpeBHOBaTENbHbIE BUAbI CMIOPTa Onpeae-
NSIOTCS KaK PErynsipHble CUIOBbIE TPEHVPOBKYM Ha IOBUTENBCKOM vnn Npodeccuo-
HaNbHOM YPOBHE 11 y4acTue B 0puLManbHbIX COPEBHOBAHMSX.

Cokpauwenus: 'KMIM — runeptpoduyeckas kapanommonatus, UKL, — nmnnan-
TUPOBaHHbIN kapavoBepTep-aedubpunnatop, BCC — BHe3anHas ceppevHas
cMmepTb, XT — xenynoukosas Taxukapauns, X — Gubpunnaums xenynoukos.

7.2.3. XA Ha ¢oHe FKMI

Bo Bpemst am6ymaropHoro mountopuHra DKI' HY2KT
oTMevaloTcs moutu y 25% mnauuentoB [373, 374]. Pac-
MMPOCTPaHEHHOCTh HApPYIICHUM pUTMa YBEIUYMBACTCS
C BO3pPacTOM M KOPpEIUpPYyeT ¢ TOMIMMHON cTeHku JIK
A HaIndueM II030HEr0 TaTOJWHHEBOTO YCUJICHUS
Ha MPT [375]. HYXT npum amMOyaaTOpHOM MOHHTO-
PHMHTE aCCOLMUPOBAIICH C Bo3pacTarommmM pruckoM BCC
[373]. 3apeructpupoBannble HYXKT B TedyeHme wiu
cpasy mociie (M3NIeCKOW HArpy3KWl, OBUIM PEOKHUMM,
HO MOTJIM OBITh aCCOIMMPOBAHBI C BBICOKMM PHCKOM
BCC [376].

IMosiBienne ycroiumBbix MoHOMOPDHEIX KT (=30 c)
HE XapaKTepHO UISI 3TOI TPYMITEI MAIIMEHTOB, XOTS OHU
MOTYT BCTpeuaTbecs Ipu aHeBpu3Max JIZK ammkanbHOM
JIOKaIM3aluy. Y TAlMeHTOB C IJTATEIbHBIMU SITM300aMKI
HapyIIeHNI pUTMa WX C TOSBICHUEM CUMITOMATHUKU
cnenyeT uckmounth MBC, ecmu mpuCyTCTBYIOT (haKTOPHI
pucka atepockitepo3a KA [377]. Ecau croiikas KT mepe-
HOCHUTCA IUIOXO, CJIEAyeT pacCMOTpeTh ycTaHOBKY MKJI
u Teparmio bb mim amMmmomapoHOM IJIST IIpeaOTBPAICHHS
MOCIIEAYIOMNX 3MU3000B. [lpy HamMYMy IOMO3PCHMUS
Ha HaJImame ogaroBoro mmpoucxoxaeHus KT MoxHO pac-
cMmoTpeTh TpoBeneHne DMU 1 kateTepHOIT abanum.

7.2.4. NMpuHuunel cTpatudUKaLUmn pucka u neyeHme
B3POC/IbIX NALNEHTOB

HznavansHo prick BCC y manmmentoB ¢ 'KMII orre-
HUBAJIM C IIOMOINBIO IPOCTOM IIKAJIbl C HEOONBIINM
YHCIIOM KJIMHNYECKUX ITapaMeTpoB [367, 378, 379]. Brio-
CIICACTBUM OBLIO MPEITIOXKEHO HECKOIBKO JOTOTHUTETb-
HBIX KIMHWYECKUX ITapaMeTpoB, B TOM 4ucie ¢Gpuodpos
muokapaa (mo gaHHeiIM MPT ¢ KOHTpacTHBIM ycujie-
HUeM), aHeBpu3Mbl JIK ammKagpHOM JIOKaIM3ally
W MHOXCCTBEHHBIC MYTallM B TeHe OeJIka capKoMmepa,
KOTOPBIE MOXHO MCIIOJIB30BATh TSI TIPUHSITUS PEIICHUS
0 HeobxomuMmocTu umiutaHTauuu MK/ y manueHTOB
B TPYIIIE CPeIHETO pHCKa, IIPY 3TOM 0a3a J0Ka3aTeTbHBIX
IAHHBIX 10 9TUM ITapaMeTpaM OTHOCUTEIHLHO HEBeJIMKa.
Pexomenmanmmu ESC o TKMIIT coBeTyIoT MCTIONB30BATh
cnennanbHbI KanmpKynsatop (HCM Risk-SCD), xoro-
PHBIiA TTO3BOJISIET OLIEHNUTH S-stetHuit puck BCC [116].

Bce mporHocTrueckme nepeMeHHbBIE, UCTIOb30BAHHEIC
B 3TOI MOIENM, CBS3aHBI C MOBBIIICHHBIM pruckoM BCC,
YTO TIOATBEPXKIACTCS XOTsSI OBl OMHMM OIyOJIMKOBAaHHBIM
MHorommapameTpmdeckuMm adamm3om (http://doc2do.com/
hem/webHCM.html). DTOT KaabKyIsTOp pa3paboTaH CITe-
LIMATIBHO IS MALMEHTOB B Bo3pacTte OT 16 JieT u He Ipej-
Ha3HAYeH IS IPUMEHEHUS Y TIPOGheCCUOHATBHEIX CITOPT-
CMEHOB WY MMAIIEHTOB C META0OIMICCKIMU WTN MHDWITH-
TPaTUBHBIMU 3a00JIeBaHUSIMU (HaIIpruMep, 0oJie3Hs Dadpi)
u cuHApoMaMmu (Hampumep, cuHapoMm Hynan). B aToif
MOJIEJIA He YUUThIBaIOTCS rpaaueHTbl Ha BTJIK mipu ¢pusu-
YeCKMX Harpy3Kax; OHa TakKKe He ObLIa YTBEpXKICHA IJIsST
MMalMeHTOB, IIEPEHECITNX MUOSKTOMUIO WIH CITUPTOBYIO
abJTAIII0 MEXCKETyTOYKOBO TTIePETOPOIKI.

WnsBasznBHoe DPU ¢ I[TCXK He urpaet poim B CTpaTH-
dukaumn pucka BCC nmpu 'KMII 1 He pekoMeHI0BaHO
IJIT PYTMHHOTO TIPMMEHEHUSI y MAMEHTOB ¢ 0OMOpPO-
KaM¥ WJIM CUMITTOMaMu aputMui [116].

B ormimmume ot HemaBHO OITyOJMKOBAaHHBIX PEKOMEH-
npauuii mo '’KMII [116], B HacTOsIILIEM TOKYMEHTE OTCYT-
ctByeT pekomeHmanus 11 Kiracca mrst malMeHToB ¢ OIle-
HOYHBIM puckoM pasButist BCC B teuenue 5 jer <4%,
VIUTHIBasSI HEKOTOPBbIE HETOYHOCTH B ONpPEACICHUU
pHMCKa, B CBA3H C YeM HE0OX0ImMa 0co0ast OCTOPOKHOCTD
MIpY NCKJIFOYCHUM TaKOI KaTeTOPUH ITAIIUEHTOB U3 CITHC-
Ka kanaugatoB Ha MK ]I -Tepamnuio.
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7.2.5. MpuHuuMnel cTpatudUKaLum pucka u neyeHue peten

IMauunenram mitaniie 16 aeT mocie 3IKU304a yrpoxa-
oueid xu3Hu KA pekomeHnyercsd yctaHoBka MK/
(mpu HeoOXOOWMOCTH SMHMKapauaibHo). Ha cerom-
HSALIHWNA JeHb MaJIo JAHHBIX MO MCII0Jb30BaHMUIO KJIM-
HUYECKUX MapKEepoB puCKa IJIS1 TPOBEIECHUS MepBUY-
HOI MPODUIIAKTUKN, OCOOCHHO y OYEeHb MaJCHBKMX
mereit (muamme 8 Jer). IlociaemHme peKOMEHTALIMK
EOK coBeTyioT yYMTHIBaTh TSXKEIYIO THIIEPTPODUIO
JIK (MakcumanbHas ToamuHa cteHKA JIZK >30 MM nnm
KOJIMYECTBO 0ajljIoB IO Z-1Kaje >6), HeOObsICHUMBIE
ooMopoku, smu3zonbl HYKT um ceMmeiiHBII aHaMHe3
BHE3allHOM CMEPTU B KauyeCTBE OCHOBHBIX (PaKTOpPOB
pucka BCC y nereii [116]. Y mereit ¢ aByms uiu Gosee
W3 IIEPEYNCICHHBIX (DAKTOPOB PHCKA CIIEIYyeT PpacCMOT-
petb Bo3MoxHocTb MKJ-tepanuu. Ilpu Hanmuuum
y pebeHKka ogHOro akTopa pucka cjlenyeT TIaTeJIbHO
OLIEHMBATh MOJb3Yy U pucku ycTaHOBKU MKJI B Kaxxmom
KOHKPETHOM ciiyyae. B GOJbIIMHCTBE ClydyaeB JOCTa-
TOYHO MMILIAHTAllMM OJHOKaMepHOTo aeduopuisi-
TOpa, YTO MO3BOJISIET CHU3UTb BEPOSITHOCTh OCJIOXHE-
Huit [116].

7.2.6. NMpodunaktuka BCC
7.2.6.1. MeovkameHTO3Hasa Tepanus 1 Koppekums 0bpasa XnsHu
bonbHbiM 'KMII pekoMeHOyIOT BO3Iep>KaTbCsS OT
YJacTHSI B COPEeBHOBATEIBPHBIX BUIAX CITOPTa ¥ OT MHTCH-
CHBHBIX (DM3NYECKMX Harpy30K, OCOOCHHO IIPY HAIMINU
dakropoB pucka BCC wim mOBBIIEHUS TpagueHTa
Ha BbIxogHOM TpakTe JIZK. [IpumeHeHne mpoTUBOAPUT-
muyeckux mnpenapatoB mis JedeHusi [KMII He usyua-
jock B PKM. AMuonapoH, BEposSITHO, YMEHbBIIAET YaCTOTY
BCC y nmanmenToB ¢ HY KT mpu amOyiaTopHOM MOHHU-
topuHTe DKI, HO BO MHOTHMX HCCICHOBAHMSIX TEPaIIHsI
aMHomapoHOM He OblIa 3P (PeKTUBHON B IUTaHE TPOhU-
nmakTuky BCC [380, 381]. An3zonupamun u Bb nmpumMens-
10TCs nipu Hanmuuuu ooctpykuuu BTJIZK, Ho HeT mokasza-
TEJIBCTB TOTO, YTO OHM cHMXaioT puck BCC [116]. Cos-
pemennble pekoMeHganuu ESC mo I'KMII rosopsr
IIPOTUB BHITIOJHECHUS MHMAKTOMUM WA STAaHOJIOBOU
abnanuu mauveHtam ¢ obctpykuueid BTJIZK B uensx
ymenbieHus pucka BCC [116].

7.2.6.2. mnnaHTaums kapamosepTepa-aedubpunnaropa
Bropuunas mpoduiaakruka. Ha ceromHsIHuUiA TeHb
HET MCCIeI0BaHU OTHOCUTEBbHO rcToab3oBaHust MK
npu I'KMII ¢ uenpio BTOpUYHON NPOPUIAKTUKU,
HO MHOTHE 00CepBallMOHHbBIE KOTOPTHbIE UCCIIEI0BaHUS
W MeTa-aHaau3bl MOKa3bIBaIOT, YTO IIPEIOTBpalllcHHas
octaHoBKa cepaua u croiikasg KT comnmpsiKeHbl C BbICO-
KMM PHUCKOM TIOCJIEAYIOIIUX CMEPTEIbHBIX apUTMUN
[368]. MMeHHO MO3TOMY AaHHOK HEOOJBILOM TIpyIIIe
MalreHTOB peKoMeHayeTcs: ycraHoBka MKJI [116].
IlepBuynasa npodunaktuka. [Tanmentam ¢ KMII
MOKa3aHO CTaHAApTHOE KIMHHUYECKOe oO0ciienoBaHue
B cootBeTcTBUHM ¢ pekomeHmamusamu EOK [116], kotopoe

BKJIIOYAET cOOp 0OI1Iero 1 ceMeiHOro aHaMHe3a, aMOyJia-
TOpHBIE MoHUTOpPUMHT DKI Ha mporskenun 48 u,
TpaHcTopakanbHylo DxoKI (mmu MPT B ciaywae Hemo-
CTAaTOYHBIX pa3MEpOB aKyCTHIECKOTO OKHA) M, IT0 BO3-
MOXHOCTH, IIPOBEIcHNE HATrpy30YHOTO TECTHUPOBAHMSI.
Pemenue o uenecoobpaszHoctu umiuiaHTauuu MKJI
MPUHUMAIOT HAa OCHOBAaHWM OIICHKM S5-JIETHETO pPHCKa
BCC 1o xanekynsstopy HCM Risk-SCD u ¢ ygeToM Bo3-
pacrta 1 00IIeT0 COCTOSTHUS 3M0POBbS ITAIINCHTA.

7.3. AputmoreHHas kapgmuommuonatus MXK
7.3.1. OnpepgeneHue, aNMAEMUOJIONMS U NPOrHO3

AKII2K — mnporpeccupylolliee mopaxeHue cepaeyd-
HOI MBIIIIB ¢ XapaKTepHBIMH TIPOSIBIICHUSIMUA B BHIIEC
KA, CH n BCC [382]. OTTuumuTeIbHBIM TUCTOJIOTHYE -
CKMM TIpM3HAKOM IaHHOTO 3a00JIeBaHMS SIBJISICTCS
3aMeIlcHIe KapINOMHUOIIUTOB KUPOBOM M (UOPO3HOM
TKaHbpio [382, 383]. IIpm AKIIK BBHIIBISIOTCS CTPYK-
TypHBIe U (pyHKIMOHAIBHBIC M3MeHeHUs [12K, 1 Goiee
YeM y MOJIOBMHHI mammeHToB JIK TakKe oka3bIBacTCS
BOBJIeUeH B IaTosormyeckuii mpouecc [384]. C momo-
IIbI0 pabOYNX KPUTEPHEB, KOTOPHIC BKIIIOYAIOT THCTO-
JIOTUYECKNe, TeHeTHYCCKHE, 3JIeKTpoKapauorpadumde-
CKME TMapaMeTpHI U pe3yJIBTaThl BU3yaIN3allni, ITallleH-
TOB [IENSIT Ha TPU OUATHOCTUYECKMX KaTETOPWH:
TMOATBEPXICHHOE 3a00JIcBaHNE, ITOTPAHNIHOE COCTOSI-
HUE U BO3MOXHOe 3aboneBanue [382].

B oOonbminHeTBe ciaydaeB AKIIK Hacneayetcs
0 ayTOCOMHO-IOMWHAHTHOMY THUITy W aCCOLIMUPYETCS
C MyTallsSIMHA B Te€HaX, KOAMPYIOIINX OCJIKU IECMOCOM
(T1aKOTI00MH), IeCMOIUTAKWH, TUIAKO(MWINH-2, JeCMO-
IJIeMH-2 W JeCMOKOJUIMH-2. B HeOOMbIIOM Yucie Ciy-
gaeB 3a00JIeBaHNE CBSI3aHO C MYTAlIMSIMU B HEAECMOCOM-
HBIX T€HaX W C PENKWMHU PELIECCUBHBIMU MYTallUSIMU
(mampuMmep, cuHapoMm Kappastma m 0oie3Hb Hakcoca),
IJIT KOTOPBIX TaKKe XapaKTepeH KOXHBIN (DeHOTHUII
B BHJIe TUTIEpKepaTo3a JIaoHel 1 cToIT [52].

PacnpocrpanenHocTs AKITK B o01ieii monyasiiuu
Kosebnercsa ot 1 ciaygas Ha 1000 gemoBek mo 1 cirygast
Ha 5000 dgemoBeKk U sABIgeTCS 4yacToil mpuumHoit BCC
y CIIOPTCMEHOB U JII0Jei MOJI0J0ro Bo3pacra [385, 386].
Kinmandeckne TposiBICHUS 3a00JeBaHUSI, BKITIOYAs
ygarieHHoe cepaneouenne, oomopoku, KT u BCC,
OOBIYHO PA3BUBAIOTCS B IIEPUOA MEXKIY BTOPBHIM U YET-
BEPTBIM AecATUIICTAEM XKU3HU. [Iporpeccust 3adojeBa-
HUS MOXET IIPUBECTH K IIpaBoxeaymoukoBoit CH wmam
OTHOBPEMEHHO K CHIXCHHWIO (PYHKIUH OOOUX KEIy-
noukoB. [TokazaTenu exerogHoi cmepTHOCTU 0T AKTTK
OTJIMYAIOTCSI TI0 JAHHBIM pPa3IMYHBIX aBTOPOB M IJIaB-
HBIM 00pa30M 3aBHUCST OT XapaKTEPUCTUK MCCICAYECMBIX
TpyImn manueHToB. 1o pe3ynbraTaM OMHOTO MeTa-aHa-
JIN3a TOOOBBIE ITOKA3aTed CMEPTHOCTH OT CepHeIHO-
COCYOUCTHIX IIPUYWH, HEKapAWaJIbHON JIETaJbHOCTHU
¥ YacTOTa TPaHCIUIAHTAIIMA cepila Cpeny IalueHTOB
¢ AKITX cocraumm 0,9%, 0,8% wu 0,9%, cooTseT-
cTBeHHO [387].
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7.3.2. OcHOBbI cTpaTUdUKaLMM pUcKa v NOAX0Abl K Tepanuu

Mpodunaktuka BCC y naumentor ¢ AKIMK

Yposenb”  Ccbinku®
C 388

Knacc®
|

PekomeHpauum

BonbHbIM AKITX pekomeHgoBaHo
BO3[EpXaTtbCs OT y4acTus

B COPEBHOBATENbHbIX BUAAX CI'IOpTad.
HasHayeHve BB B MakcvmanbHO
NepeHoCUMBbIX 103axX PeKOMEeHA0BAHO

B KQ4eCTBE Tepanumn NePBON NIHUM C LieNbIo
YMEHbLLEHVS CUMMTOMOB Y NaLMEHTOB

¢ yacTom X3C n HYXT.

Vmnnantaums VK pekomergosaHa
naupeHTam, umetoLmm anuson BCC nnn
remoavHaMun4ecku aHadnumoii XXT B aHaMHese.

p3k

389

HasHayeHue amvopapoHa cnepyet lla 390, 391
paccmaTprBaTh C LENbio YMEHbLUEHNS

CUMMTOMOB Y NaUMeHTOB ¢ yacTol X3C

vnn HYXT B cnyyae HenepeHoCMOoCTH nam

HaM4ns NPOTUBOMOKA3aHMNI

K npuemy bb.

lla 183, 202,
207, 392,

393

BbinonHeHue kateTepHol abnaumm

B YC/IOBMSIX OMbITHOO LieHTpa

cnepyeT paccMaTpuBaThb y NaLMEHTOB

C yacToit cumnToMHoin XOC mnnm XT,
pedpakTepHbIMU K MEAVKAMEHTO3HOW
Tepanum, C LEeNbio YMEHbLIEHNS CUMMTOMOB
1 CHUXEeHNS Yncna paspsgos UK,
COOTBETCTBEHHO.

387, 394,
395

Mmnnantaumio VKA cnenyet lla
paccmaTpuBath Yy NauveHToB

¢ AKIX, y koTopbix ycToiumsas XT

HE COMPOBOXAAETCH HAPYLUEHNEM
remMoAMHaMyKu, B3BELUMBAS PUCK

BbINOJIHEHWA NPOLEAYPbI, BKIOYas
[LONTOCPOYHbIE OCNOXKHEHNS,

1 noTeHumnansbHyio nonbay UKA-tepanuu.

Wmnnantaums UK moxeT Ilb
paccMaTpuBaTbCs y NaLMEHTOB NpU
HanM4mm ofHoro U 6onee GakTopos
puvcka XA y B3pOCbIX NaLMEHTOB

C 0X1aeMol NPOLONXMTENBHOCTBIO
XW3HK >1 roga nocne BCECTOPOHHEro
[leTanbHoro KiMHU4eckoro obcnenoBaqus
C Y4eTOM MOTEHLMANBbHOMO prcka
OCNOXHEHWIA NPOLIEAYPbI, @ TAKXEe BANSHAS
VK, Ha 06pas3 u3Hu, coumanbHo-
39KOHOMWYECKUIA CTaTyC

1 MCKUX0NOTNHECKOE COCTOSHNE
NauneHToB.

Ip3k

MHBasusHoe 3PU ¢ MCXK moxeT lib
paccMaTpuBaThCs C Lefbio cTpatudukaumm

pucka BCC.

113, 114

MNMpuMeyaHme: * — K1acc pekoMeHaaLWi, b YPOBEHb J0Ka3aTeNbHOCTH, * — CChiN-
KW, NOAAEPXVBAIOLLME YPOBEHb A0KA3ATENBHOCTM, ¢ _ comnacko pekoMeHaaLmamM
EBponeiickoro o6LiecTBa Kapayonoros, COPeBHOBATENbHbIE BUbI CNOPTa Onpeae-
NFIOTCS KaK PerynsipHbe CUoBble TPEHMPOBKYM Ha MOBUTENBCKOM Ui Mpodeccro-
HabHOM YPOBHE 11 y4acTve B 0buLManbHbIX COPEBHOBAHNSIX.

Cokpawenus: AKIMKX — aputmoreHHas kapavomMuonaTus npaBoro Xenyaouka,
BB — 6eTa-6nokatop, POk — rpynna aKcnepToB, Y4aCTBOBABLUMX B MOAFOTOBKE
[laHHbIX pekomeHzaumii, K, — uMnnaHTupyemslii kapavosepTtep-aedubpunns-
Top, XT — xenynoukoBas Taxvkapamsi, XXOC — xenyaoykoBas aKCTPacucTonms,
BCC — BHesanHasi cepfeyHas cmepTb, XA — xenynoukosasi aputmus, 9PN —
31eKTPodU3N0NOr4eckoe NCCNefoBaHNE.

7.3.3. XXHP npu AKX

IToutu nBe Tpetu maumeHToB ¢ AKITK nmeror KA
M0 JAaHHBIM aMOyJIaTOpHOTO MOHuUTOpHpoBaHus DKI
wm DKI B mokoe, a TakKxKe IO pe3yiabraTaM CTpecc-
tecta [396-399]. HapyuieHuss puTMa OOBIYHO HUMEIOT
MIPaBOXEIYIOIKOBOE ITPOUCXOXKIeHHne (T.e. MOpdhOoI0-
rus BJIHIIT), ograko ock QRS Bo Bpemsa KT oOB9HO
OTJIMYAETCS OT TAaKOBOHM IIPW TaxWKapAWHW M3 00IacTH
BTII2K [400], m BO MHOTHX CIy4YasXx OTMeYacTCs
HecKobko Mopdoiornit QRS. B mociemneM nmpocmek-
TuBHOM peructpe AKITK npu ananuze 3anuceir UK]]
B OOJIBIIMHCTBE CJIy4aeB y MAIUCHTOB OTMEYaJIHUCh
MoHoMopdHbIe KT [401].

7.3.3.1. Jleyenue XA

O0BeM cucTeMaTUYeCKUX JAHHBIX MO 3(DHOEKTUBHO-
CTM MOpOTUBOApUTMUUYECKUX IperapatoB mpu AKIIK
OYCHB HEBEIMK, 1 HEM3BECTHO, KAKMM 00pa3oM MearKa-
MEHTO3HasI Tepanus BIMSICT Ha CMEPTHOCTh. OOBIYHO
B KadecTBE IIpENapaToB IIEPBOM JIMHUU UIST JICUCHMUS
MAIMeHTOB C YaCTBIMM 3Mm3ogaMu 2KD WM HeCTONKOMI
KA npumensitor bBb, B yacTHOCTM cOTajoj, TJIaBHBIM
0o0pa3oM Ha OCHOBAaHMM MCCIAEAOBAHUM Clydyall-KOHT-
poitb ¢ ucnonb3oBanueM ITCXK [391]. OmHako B TTocea-
HEeM 00CepBAalIMOHHOM PETUCTPE HE HAOTIOAAIOCh YMEHbB-
meHue anu3onoB KA Ha ¢oHe JieueHust bb 1 cotanonom
[390], B TO BpeMsI KaK y HEOOJIBIIIOTO YMCIa MTAIIIEHTOB
Teparus aMuoAapoOHOM Onuia Oojiee 3(PeKTUBHA ISt
npenorspaienns 2KA [390].

H7s1 BBISIBJICHMSI YJaCTKOB XHMPOBOW M (hHOpPO3HOM
TKaHU W [JI TUTaHWpoBaHUS a6iaumu KA 1eneco-
o6pa3Ho mHBa3uBHOe DPU ¢ BOIBTaXXHBIM KapTHPOBa-
aueM [202, 207, 392, 402]. ¥V manueHTOB ¢ OTHOU WA
HEOOBIINM KOJIMYECTBOM MTOMMHAHTHEIX MOpPdOIIormii
XT npouenypa 6onee adpdekTrBHA, TpUIEM STTUKAPI-
ambHasI abjaunsd B JaHHOM CJIydae ITOBBIIIACT BEPOSIT-
HOCTB YCIIEIITHOTO McXoma. TeM He MeHee, IPOTHBOAPHUT-
MHUYECKUe TIpeIapaThl M KaTeTepHasl abaalns He odectie-
yuBalOT HajmexHoil mpodmraktuku BCC, u abmaums
TIPUMEHSIETCS TOJIBKO IUISI YMEHBIIICHUSI YaCTOTHI STTH30-
OB apUTMHM, HO HE TIO3BOJISICT YIYUIINTh OOIIUIA IIpO-
THO3 Y TAKNX ITAlICHTOB.

7.3.3.2. OrpaHunyeHuns Gr3nyeckor akTMBHOCTU

CuyoBble TPEHUPOBKU M YYaCTHE B COPEBHOBATEIIb-
HBIX BUAX CIIOPTa MOTYT yXyomuTh TedeHrne AKITXK [81,
403]. Kpome toro, orcyrctBytor PKUM B 3T0i1 06MacTH,
BCJICACTBHE YETO IALIMCHTAM PEKOMEHIYCTCSI M30eraTh
MHTEHCUBHBIX (DM3NIECKIX HATPY30K.

7.3.3.3. UmnnanTauus UK,

BonbmmmHCTBO WccienoBaHWil O cTpaTUdUKAIT
pucka u npumeHeHno K]l MMeT peTpoCIIeKTUBHBIN
ONHOIICHTPOBBIN MU3alH 1 BKIIIOYAIOT HEOOJIBININE TTOITY-
JISIIIAA TIAIIMEHTOB C BBICOKMM PUCKOM. B HemaBHeM cuc-
TeMaTUIeCKOM 0030pe (24 mcciemoBaHUs) U MeTa-aHa-
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nu3e (18 ucciaemoBanmii) ¢ o61eit BeIOOpKOi 610 marm-
€HTOB M CpemHEU MPOIOJLKUTEIBHOCTHIO HAOJIONCHIS
3,8 net [387] cpabareiBanusa MKJI mocie MMITIaHTalIUNA
Habmonamuck y 9,5% nauneHToB. CI0XKHOCTU BO BpeMs
yctaHoBKU 2jiekTponoB MKJI ormeuensr B 18,4% ciy-
yaeB, HapyllecHHEe padOTHl 3JCKTPOIOB HAOIOMAINChH
B 9,8% cnyyaeB, nHGEKIMOHHbIE OCIOXHeHHs B 1,4%
claydaeB M AMCIIOKAllUs 371eKTpoioB B 3,3% ciydaes.
TomoBoii MoKa3aTeNlb YaCTOTHI HEMOTUBHPOBAHHBIX Cpa-
6areBanunii MK/ cocraswi 3,7%.

s mareHTOoB, TepekuBimx 3mm3on BCC n nmero-
X B aHaMHe3¢ TeMOAWHaAMHWYecKH 3Haummbie KT
1 OOMOpPOKM, XapaKTepeH caMblif BeICOKMiT puck BCC
(mo 10% B rom), B CBA3M C 4YeM UM PEKOMEHIOBaHA
nmimantanusgs UK [387]. dpyrumu pakTopaMm pucka
BCC wmm mosTopHbIX cpabareiBanuii MK/l ¢ HaHece-
HUEM Tepalny Ha (OHE TaXMaApUTMHI SBIISIIOTCS TTOM-
TBepXkaeHHas ycroiuuBas KT, HEOObSICHUMbBIE OOMO-
poku, yactele snu3onbl HY KT, cemeiiHblii aHamMHe3
BHE3AITHOI CMEPTHU B MOJIOIOM BO3pacTe, TshKeJloe Iopa-
xerue I1XK, BeIpaxkenHoe ymmHeHue QRS, Hammume
MO3MHETO TamoinHueBoro ycuneHuss Ha MPT (B Tom
yucie ¢ BopieueHneM JI2K), nnchynxums JIXK n nHayk-
s KT so spemsa DDU [113, 114, 387, 389, 395, 404-
406]. bonee yem y 10% HocuTeneit MyTaluii TeHOB JleC-
MOCOMHEIX OCIKOB OTMEYAIOT CJIOXHYI0 MM OTUTCHHYIO
TeTEPO3UTOTHOCTh, KOTOpas MOXET OBITh (PaKTopoM
pycka 6onpmmx aputMudecknx coobituii 1 BCC [407].
YauteiBass O4YeHb pPa3HOPOOHEIC  HCCICTOBAHUS
no AKIIXK, c10XXHO rOBOPUTH O KAKUX-JIMOO OIpeeIeH-
HBIX peKOMeHmanusx 1o npumeHenmto MK mis mep-
BUYHOUN TIPOGWIAKTUKKA B BTOM TPyMIle IAIMCHTOB.
Ilo obmeMy 3aKiIFOUeHWIO Ha OCHOBAHWUU WMEIOIIXCS
maHHBIX, uMmintantanusg MKJ] mokasaHa mamyueHTaM
C HEeOOBbSICHUMBIMM OOMoOpokamMu. IIpu oOTCYyTCTBUM
y mamueHTa oOMOpoKoB, pelieHue 00 ycraHoBke MK/
MIPUHUMAIOT Ha OCHOBAHWM PE3YJBTaTOB KIIMHIYECKOTO
00cIemoBaHMsI, C YIETOM CEMEIHOTO aHaMHe3a, CTEIICH!
Hapymennss dyakouu 12K m JIK, pucka ocimoxXHeHUH
Ha poTsKeHUU Xu3HU U BIustHus MK/ Ha o6pa3 xku3Hu
MMallMeHTa, €ro COIHNATbHO-3KOHOMMYCCKUU CTaTyC
1 TICUXOJIOTHYECKOE 3I0POBbE.

7.4. NudunbTpaTUBHBIE KapguomMmonaTumn
7.4.1. AMunonpo3 ceppua

Amunoungos cepaua

Ccbinku®
408-412

Knacc® VYposeub’
C

PekomeHpauum

MmnnaxTaumio VK, cnenyet lla
paccmaTpuBaTh y NaLMeHToB

C amUIoMa030M C CUHTE30M Nerkumx Lenei
VMMYHOrI06YNIMHOB MW HACNEACTBEHHO-
006YCNOBNEHHBIM TPAHCTUPETUH-
aCCOLMMPOBaHHLIM aMUONA030M Cepaua

1 XA, CONPOBOXAAIOLLMMUCS HApYLLEHNEM
reMOAVHAMUKY, MPY YCIOBUM OXMAAEMOIA
NPOAOMXUTENBHOCTY XM3HK >1 roaa

C XOPOLUMM PYHKLIMOHANBHBIM CTaTyCOM.

< b
MpumMeyanme: * — Knacc pekOMeHaLMIA, - — YPOBEHb A0KA3ATENLHOCTH, © — CCbin-
KM, NOLAEPXMBAIOLLME YPOBEHb 10KA3ATENBHOCTU.

Cokpawenus: VIK[l — nMmnnaHTpyemblii kapavoepTep-aedundpunnatop, XA —
XeNyao4KoBas apuTMuS.

BrimensroT 1Ba OCHOBHEIX THIIA aMIJIOMIO3a CEPAIIA:
aMWJIONI03 JICTKUX IIeTIeif, BHI3BAHHBIM OTJIOXCHUEM
MOHOKJIOHAJIbHBIX JIETKMX IIeTeil, U HacJeICTBEHHBIN
TPAaHCTHUPETUH-ACCOIMUPOBAHHBIN aMUJIONI03, IIPU
KOTOPOM HOPMAaJIBHBIN (IUKWU TUT) WA MYTUPOBAB-
WA TPaHCTUPETUH OTKJIAABIBacTCSI B MuoKapmae [413,
414]. 1o HegaBHEro BpeMeHHM aMWJIOUIO3 cepala ObLT
COMpPSIKEH ¢ KpaifHe HeOJNarOnmpUSITHBEIM ITPOTHO30M,
¥ MeIraHa BBKMBAEMOCTH ITOCIIC TTOSIBIICHUS CUMIITO-
moB CH cocrasinsiia <1 roma, ogHaKo Imporpecc B o61a-
CTH JICUICHUS] aMUJIONI03a JITKUX IeIeil cIiocoOCTBO-
Bajl YJIYYIICHWIO BBIKMBAEMOCTU TaKWX ITAIIMCHTOB
[415].

[Toutm moJIOBMHA OOJBHBIX AMUJIOMIO30M CepIlla
yMupaloT BHe3anHo [413, 416]. IlpuumHoii cMmMepTu
OOBIYHO SIBJIACTCS DIIEKTPOMEXaHNIEeCKasT TUCCOIMAIINS,
OIIHAKO OIMMCAHBI CIyJ9ay MOJIHOTO YCTPAaHSHUS YCTOMUM-
BeIXx ZKHP 6maromaps UK -tepanun [408]. ITo manHbBIM
aMOyIaTOpHOTO MOHUTOpPMHTA 2KA TIPUCYTCTBYeT Oojiee
yeM y 25% 00JbHBIX ¢ aMmuiionno3oM cepaua [409-411],
OIHAKO 3TO, ITOXOXE, HE SBJISECTCS ITPOTHOCTHMICCKUM
dakTopom BCC. IloBrllIeHN e YPOBHS CEPACUYHBIX TPO-
TMOHUHOB M N -KOHIIEBOTO HATPUIYPETUICCKOTO IIPOIIETI-
THOA B Thma gBASIOTCS YYBCTBUTCIBHBIMH MapKepamu
TMopakeHNsT MHOKapAa W ITO3BOJISIIOT IIPOTHO3MPOBATH
HeXeJlaTeIbHBIC MCXOIOBI Y ITAIlMEHTOB C aMUJIOMA030M
JIETKUX MeTel, HO He J0Ka3aHo, YTO 3TU MapKephl MOXHO
WCITOJTB30BaTh TSI OTIPEICICHMS TIOKAa3aHWil K MMILIaH-
tamuu UK. YauteiBast orpaHMdeHHBIC TaHHBIC, TIPUME-
Henne MK crmemyeT paccMaTpuBaThb BO BCEX CIIyJasx
IWATHOCTUKN aMWIOWOO03a JIETKWUX IeIeil M Haclel-
CTBEHHOTO TPaHCTHPETHH-aCCOIIMMNPOBAHHOTO aMIJIOH-
I103a TIPY HAJTMIUH YCTOMUMBEIX 2KA 1 0XMmaeMoit Impo-
MOJDKUTEIIBHOCTH XU3HKU >1 roma. s peKoMeHmammii
10 TIEPBUYHOI1 ITpodMIaKTUKE Ha JAHHBIN MOMEHT HEIIO-
CTaTOYHO JAaHHBIX.

7.5. PecTpukTMBHasa KapavomMuonaTus

PecTtpuktuBHas kapauomuonatusa (PKMI)

PekomeHgauum Knacc® Yposenb' Ccbinku®
WmnnanTaums UKL ¢ Lenbio CHUXEHNS | © 412, 417-
puicka BCC pekomeHaoBaHa nauyeHTam 420

¢ PKMIT n ycToi4mBbimMmn XA,
COMNPOBOXAAIOLLMMUCS HAPYLIEHWNEM
remMoANHaMUWKW, MPU YC0BUM OXWAAEMON
NPOJOMXMTENBHOCTY XM3HW >1 rofa

C XOPOLNM YHKLIMOHANbHLIM CTaTyCOM.

Mpumeuanme: * — KNacc pekoMeHaLWi, b YPOBEHb [10Ka3aTeNbHOCTH, © — CCbiI-
Ki, NOAAEPXMBAIOLLME YPOBEHb A0KA3ATENBHOCTU.

Cokpawienus: VK[, — nmnnaHtvpyembiii kapanoeeptep-aedunbpunnartop, XA —
xenypoykosas aputMusi, BCC — BHe3anHas cepaeyHas CMepTb.
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PKMII xapaxkrepusyeTcsd pUTMIHOCTBIO MUOKapaa,
HOPMaJbHBIMA WM CHIDKCHHBIMHA IUACTOJINYCCKUMU
W CHCTOJIMICCKIMU 00BeMaMU KEIYIOUYKOB M HOPMaJTh-
HoM TommmHOM ux cteHKUu. PKMII — camas penkas
dopma n3 Bcex KapaMOMMOIIATHI; OHA CBSI3aHA C PSIOM
TEHETUYECKUX W TIPUOOPETEHHBIX paccTpoucTB [412].
B 3anmagHbiX cTpaHax camoii yactoi mpuuuHoit PKMIT
SIBJISIETCSI aMUJIOW03, Ha BTOPOM MeECTe — MYyTalMu
B TeHaX CapKOMEPHBIX OCJIKOB M METa0OIMICCKUE pac-
cTpoiicTBa [421].

Knuauyeckum nposiieHnem PKMII 3auacTyto siBsi-
JOTCSI CUMIITOMEBI TIPaBOXETYIOUYKOBOM M JICBOXKEIYI0T-
koBoii CH, m mmarHo3 ycraHaBIWBAIOT HAa OCHOBAaHWU
XapaKTEePHBIX MPU3HAKOB IIPU HEHMHBA3WBHBIX METOIAX
BU3yaqu3aluu U 3oHaupoBaHuu cepaua. s PKMII
XapaKTepeH IUIOXOM OTHAJleHHBIA IIPOTHO3. Y naeTrelt
BBDKMBACMOCTh B TeueHUE 1 roma, 2 M 5 JIeT COCTaBIsIeT
82%, 80% 1 68%, coorBeTcTBEeHHO [417-420]; rpu OTCYT-
CTBUY BO3MOXHOCTH TPaHCIUIAHTALIMY Cep/lla BEKMBAcC-
MocThb cocrtaBisieT 48%, 34% u 22%, COOTBETCTBEHHO.
ITo B3pocabiM mammeHTam ¢ PKMII crarucruueckux
JMAHHBIX MEHBIIIE, HO IOKAa3aTeIn S-JIeTHEW BELKMBAEMO-
CTH CXONHBEI C TAKOBEIMH B IETCKOM Bo3pacTe. PakTo-
paMm pHCKa OOIICit CMEPTHOCTU SIBJISIIOTCSI YXYOIICHHE
dyHkumoHanbHoro knacca mo NYHA, pasmep jeBoro
IIpeacepans U MyKcKo 1o [417-420]. Puck BHe3ammHoOM
CMEpTH y IeTell BBIIIe, OCOOCHHO MPY HAJIMYKUH TIPU3HA-
KOB nireMun Muokapaa Ha DKI.

Jleuenue PKMII B ocHoBHOM mnayumatuBHOe. [Ijist
ycrpaHeHusa cuMIToMoB CH TIpHMEHSIOT OUypeTHKU
U TIpenaparhl JJ1s1 KOHTPOJIS YaCTOThI CepAeYHbIX COKpa-
meHnid, npu Haamaun OI1 HazHAYAIOT aHTUKOATYJISTHTEL.
HeT mpocneKTUBHBIX TaHHBIX I10 MPOPUIaKTHICCKOMY
ucnonb3doBanuio MKJI-tepanuu y 6oabHbIXx PKMII,
IMO3TOMYy ToKaszaHus K mMiutaHnTaumyn MK moa stmx
MMAIICHTOB ¢ CMMITOMATUYCCKUMM YCTONYMBBIMU KA
JTIOJKHBI OBITh TAKUMMU K€, KaK W 1T IPYTHX ITallueHTOB
¢ 3a00JIeBaHUSIMU MUOKap/a, C YIETOM KPaTKOCPOYHOTO
nporHo3a Mo CH. HeobxomuMocThb TIepBUYHOI TTpodu-
JIAKTAKMY OTIPEICISTIOT Ha OCHOBAaHMU 3THOJIOTUM 3a00JTe-
BaHUs ¥ Hanmuus gaktopos prcka BCC.

7.6. Apyrue kapgmuomuonatum
7.6.1. HekomnakTHbIi Muokapa JDK

ITon HEKOMIaKTHOCTHIO TTOHUMAIOT HaJM4YKe Bblpa-
XKEHHOHN TpabeKyJSIpHOCTU U TIyOOKMX MeXTpabeKy-
JIIPHBIX TIOJIOCTEM B TOJIIIE MUOKapiaa JIeBOTO M(MJIK)
I12K, yacTto B coyeTaHUU CO BTOPbIM TOHKMM KOMITAKT-
HBIM CJI0OEM MHUOKapAa, COCEACTBYIOIIMM C 3MUKApIOM
[422]. Bo HEKOTOPBIX CIIydasiX HEKOMITAKTHOCTH MHO-
KapJa accOUMMpYyeTCsl C IujaTauuei Xejqygouka
U cuctoimyeckoi nucyHkuueit. HekomnakTHbIM MUO-
kapn JI2K MoXeT MpUCYTCTBOBaTh KakK B COUYETAaHUU
¢ BIIC, tak u B n3onmpoBaHHOI ¢opme. HaciencTtBeH-
HbIil XapakTep 3aboseBaHuUsl oTMedaeTcss y 18-50%
B3pPOCJbIX C M30JMPOBAaHHON HEKOMITAaKTHOCThbIO JIZK,

qalme BCeTo ¢ ayTOCOMHO-IOMUHAHTHBIM TUTIOM HacJie-
IOBaHMS. Y TaKNX OOJBHBIX OIMMCAHBI MHOXECTBEHHBIC
MYTallid B TeHaX CApKOMEPHEIX OCIKOB, OEJIKOB-TIepe-
HOCYMKOB KaJIBIIMS M IPYTHUX TeHaX, CBI3aHHBIX C I1aTO-
TeHe30M KapAuoMMWONaTuM, BKJo4Yas TeHbl LMNA,
LDB3 n tadaszuna [423].

Bo MHOIHX ciayJasx Haaudue HEKOMITAKTHOTO MMO-
Kapaa JI2K He comnpoBoxmaeTcsl KaKoii-1100 CUMIITOMA-
THKOM, HO Y HEKOTOPHIX OOJIBHBIX BO3MOXHO Pa3BUTHE
CH, tpom6oambonnu, aputmun uim BCC. dakropamu
pUCKa CMEPTEIbHOTO MCXOAa SIBIISSIOTCS IOXIION BO3-
pact, ucxomHas guiataumsa JI2K, Haa@aMe CUMIITOMOB
CH, mocrostHHas wim nepcuctupyoomas PI1, 6aokama
my4Jka [¥ca u comyTcTBYIOIIe HEPBHO-MBIIICYHBIE 3200~
JIeBaHWSI, OMHAKO OYEHBb MaJIO JAaHHBIX YKAa3bIBAIOT Ha TO,
YTO0 HeKOMIIaKTHOCTH JIZK cama 1o cebe sBisteTcs IToKa-
3aHMeM K mMmrutaHtanuun MKJL [422-425]. Heobxomu-
MocTh B MKJI-Tepanmu oIpeneisiioT ¢ YISTOM TSKECTH
cucroanueckoit nuchyHkiuu JIZK m Hanm4uust CTOMKUX
KA, 1o TeM xe KputepusM, 4To 1 1ist 6onbHbeIX JKMII
(Pazgen 7.1).

7.6.2. bone3Hb Yaraca

Kapawomuonatus Yaraca

Ccbinkn®
426-430

Yponem:b
(¢}

Knacc®

lla

PekomeHpauun

WmnnanTaumio K, cneoyet
paccmatpuBaTh y NAUMEHTOB C 60Ne3HbI0
Yaraca v cHuxennem @B JIK <40% npu
YCIIOBUM OXMAAEMOW NPOLOKUTENBHOCTU
XU3HK >1 rofa ¢ XopoLwmnm
YHKLMOHANbHBIM CTaTyCOM.

< b
Npumeyanme: ° — KNacc pekoMeraaLui, = — ypoBeHb 10Ka3aTeNbHOGTH,  — GCbin-
Ki1, NOAAEPXKMBAIOLLNE YPOBEHD A0KA3ATENLHOCTY.

Cokpawenus: UKL — umnnaHTupyemblil kapavosepTtep-aedubpunnstop, ®B
JIK — dpakums Beibpoca NeBoro xenynoyka.

bone3sns Yaraca — uHQPeKIIMOHHOE 3abojieBaHUE,
BBI3BaHHOE TIIpocTeiiumu Trypanosoma cruzi v TIpOTeKa-
folee ¢ MmopaxkeHMeM MHUoKapma. B HacTosimiee BpeMms
B MUpe HaCUMTBIBAeTCS Mopsiaka 8-10 MITH sromeit, crpa-
JAIOLIUX 9TUM 3abosieBaHuii, u3 Hux y 20-40% pasBuBa-
eTcs XpOHMYECKOe MopakeHe MUOKapaa, MHOTIA Yyepes
IeCSITKN JIET TIociie TepBUYHON wHMekumu. CamMbiMu
pPaHHUMM MPOSIBIICHUSIMU 00JIC3HU SIBJISICTCS HapYIICHUS
B MpoBoglileil cucrteme cepaua, Bkiawodas BITHIIT
¥ TIepeIHe-BEPXHUI TeMUOJIOK, TIOCTIC YETO TTOSIBIISTIOTCST
CerMEHTapHBIC M3MEHCHMSI B OBIDKCHUM CTeHKHM JIK,
cnoxuble KA, mUchYHKIMS CHHYCOBOTO y3/Ia W Oolee
TsDKEIIBIe HapyIIeHUs ITpoBeacHus. Ha mo3mHmx ctagmsx
00JIe3HN OTMEeUaeTCs IIporpeccupyoas auiaaTammst JIK
U cUcToNMMYecKast aucyHkius [426-430].

TomoBoif TMoOKa3zaTeab CMEPTHOCTH TIpU OOJIC3HH
Yaraca konebuercst ot 0,2% no 19,2%, B 3aBUCUMOCTH
OT XapakTepa HcciaeayeMoil momyasunu. Hawmbomee
IOCTOBEPHBIC HE3aBUCHUMBIC IIPOTHOCTUUECKHE (DAKTOPEI
cMepTeabHOro ucxoga — nucdynkums JIK, ysenndyeHue
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®K o NYHA n stmzonsr HY KT, mpuaem npu ux code-
TaHUM PUCK MOXET BO3pacTarth B 15 pas.

OcHoBHBIM HccaenoBanneM 1o MK/ tepammu mpu
6one3nn Yaraca 6b11a padora Gali ¢ coanrt. [430]. ITo nx
nanHbiM, uMmruiantanuss MK/ 6b1a Hanbosee 3 dek-
mBHA Tipu cHmkeHnn OB JIK <40%, xoTst OOIbIINH-
ctBO mnauueHToB ¢ MKJI mosydyasn HeobXxoauMoe Jieue-
HUe€, HE3aBUCUMO OT cuctoiandeckoi pynkuuu JIZK.

8. HacneacTteeHHble NepBUYHbIE aPUTMUN
8.1.LQTS

8.1.1. Onpepenexne u anuaeMmonorus

LQTS (npu 0TCYTCTBUU BTOPUYHbIX MPUYNH
yBenuyeHus pnutensHoctu QT)

Ccbinku®
Mp3k

Knacc® VYposeub’
| C

PekomeHpauum

Cvnapom LQTS guarHoctupyetcs npu

HasIM4y1M OAHOTO U3 CNEAYIOLLMX KPUTEPHEB:

— QTc >480 mMc npu NOBTOPHOI permcTpa-
umn KT B 12 oTBEAEHUSX MK

— KonnyecTso 6anno. no wkane LQTS >3
[431].

LQTS guarHocTupyertcsi npu Hanmymum

NOATBEPXAEHHON NaTONOrMYECKOM MyTaLmn

LQTS He3aBMCUMO OT ASUTENBLHOCTU

nHTepeana QT.

Mp3k

Mo paHHbIM SKI™ anarHo3 LQTS cnenyet lla
paccmatpmBath Npu Hanuuum QTc >460

MC Npw NOBTOPHOM peructpauum 3KI B 12
0TBELEHUNSIX Y NALWEHTOB C CUHKOMANBbHBIMU
COCTOSIHMSIMU HESICHOTO reHesa unm
[IOKYMEHTUpOBaHHoI XXT/®X B oTCyTCTBYE

3a60neBaHNii cepaua.

Mp3k

MpuMeyaHme: * — KNacc pekoMeHaaLMi, b YPOBEHb 0KA3aTENLHOCTH, * — CCbil-
KW, NOAOEPXUBAIOLLME YPOBEHb A0KA3aTENBLHOCTY.

Cokpauenus: pIAk — rpynna akcnepToB, y4acTBOBABLUVX B NOArOTOBKE AAHHbIX
pekomeHzaumii, XT — xenynoukosas Taxukapaus, ®X — dubpunnaums xenynoy-
koB, 9Kl — anekTpokapamorpamma, LQTS — cvHAPOM yOAMHEHHOTO MHTEpBana
QT, QTc — ckoppekTMpoBaHHbIA QT.

I[Ipu cocTaBieHWHM HACTOSIINUX PEKOMEHIAIIMMA
OBLTM WMCHIOJIB30BaHBEI MOAM(DUIIMPOBAHHBIC OHATHO-
ctuyeckue kputepnu LQTS, B oTInume OT TMarHOCTH-
yeckux kpurepueB EHRA/HRS [14]. OgHoit u3 mipu-
YWH OBUI TOT (DAKT, YTO CKOPPESKTHUPOBAHHBIM MHTE PBAJI
QT (QTc) >500 mc, mpemmaraBIIMiiCS B KauyecTBe
IMIOPOTOBOTO 3HaueHUs [ amarHoctTuku LQTS
y MallMeHTOB 0€3 CUMIITOMATUKN U CEMEWHOTO aHaM-
He3a JaHHOTO 3a00JIeBaHUS, SIBJISICTCS OYeHb KOHCEp-
BaTUBHBIM KpUTEepUeM M HUIAeHTHWYCH 3HadeHU0 QT,
KOTOpPOE COIIPSIKEHO C BBICOKUM PHUCKOM apUTMHU
n BCC [1, 67]. B cBsI3M ¢ 3TUM B HACTOSIIIINX PEKOMEH -
TalMaX UIST KIAHUYCCKOTO IMarHO3a WCITOJNb3YeTCs
nokazarenb QTc >480 Mc mim oueHka >3 0anioB
Mo cooTBeTcTBYyIommei 1mKame [431]. IIpm Hammumu
HEOOBICHUMBIX 0OMOPOKOB JIUIST TOCTAHOBKY AUAarHO3a
6b110 foctatouHo QTc >460 mc.

LQTS xapakrepusyetcst ywmmHeHrneM nHTepBaia QT
n nosiBiieHHeM KA, KOTOpbIe 3aITyCKaloTCS, TJIABHBIM

00pa30oM, 3a CUCT alpeHePTUICCKOl aKTUBAaIN. 3a00IIe-
BaHME OOBIYHO IPOSIBIIACTCS B MOJIOMIOM BOo3pacTe (cpel-
HUl Bo3pact 14 net). Exeromuas wactora BCC mpu
OTCYTCTBUM JiedueHus coctasisieT ot 0,33% [67] mo 0,9%
[432], a mpu HammymMu 0OMOPOKOB — ~5% [432].

Ommucana cBs13b LQTS ¢ myTamusimu B 13 reHax, 0071b-
IIMHCTBO M3 KOTOPHBIX KOOWUPYIOT CYOBEOIMHUIIBI KaJIHe-
BBIX, HATPHUEBBHIX WM KaJbIMEBHIX ITOTCHIIMAI3aBUCH-
MBIX MOHHBIX KaHaIOB. [locpeacTBOM TE€HETUYECKOTO
CKpUHHMHTa y 75% OOJbHBIX BBISBISIOT ITATOI€HHYIO
MyTallMio, ¥ B TIOMABJISIONIEM OOJBITMHCTBE CIyJacB
(90%) »TO MyTauMu TpeX OCHOBHBIX reHoB: KCNQI,
KCNH2n SCN5A [52].

CymectByeT Tpu Tima LQTS:

* AyTOCOMHO-IOMWHAHTHBIN TUI (cuHApOM PoMaHo-
Yopna, pacipocTpaHeHHOCTH 1 cirydaii Ha 2500 gemoBek),
koTtopslii Bkioyaer rmoaTuitbl LQT1-6 m LQT9-13 mox-
THAIBI W XapaKTePU3yeTCsl M30JIMPOBAHHBIM YINIMHEHUEM
nHrepBana QT,

* AYTOCOMHO-TOMMHAHTHBIN THUII C 9KCTpaKaparaIb-
HBIMU TIPOSBJICHUSIMM, KOTOPHIA Hayiee IMOApa3deIsTioT
Ha CJICAYIONINE TTOATHITHL:

— LQT7 (curmpom AHmepceHa-TaBuiI), Ipyu KOTOPOM
ymmuHeHne QT coderaercs ¢ BeIpakeHHOUW U-BOJHOI,
nomuMmopdHON win asyHarpapieHHoW KT, numeBbIM
IUCMOPGU3MOM U THUIICP,/TUIIOKAINEMUIESCKUM IIepHO-
INYeCKUM TTapanndoMm [433] u

— LQT8 (cuampom TumoTH), TSI KOTOPOTO Xapak-
tepHbl ymmHeHUe QT, cMHmaKTUIWS, MaJbhOopMaILy
cepIia, paccTpoiicTBa ayTUCTHICCKOTO  CIIEKTpa
¥ TucMophu3M;

* AyTOCOMHO-pELIECCUBHBINM TUIT (cuHIpoM JIxep-
Besuta-Jlaare-HumibceHa), I KOTOPOTO XapaKTEPHO
OYeHb BBIpaxkeHHOE ymiuHeHMe mHTepBaia QT m Bpo-
KICHHAS TJIyXO0Ta.

8.1.2. OcHOBbI cTpaTUdUKaLMKM pUCKa 1 NOAX0AbI K Tepanuu

CrtpaTtudukaums pucka n neyeHue naumeHtos ¢ LQTS

Knacc® YposeHb® Ccbinku®
| B 434

PekomeHpauuu

CnepytoLme MeponpusTis Mo KOPPeKLIUM

06pasa k13H1 PEKOMEHA0BAHbI BCEM

naumneHTam ¢ MarHocTupoBaHHbIM LQTS:

(a) M3beraTb NnpMema MeaMKamMmeHToB,
CNOCOBCTBYIOLLMX YAMHEHWIO
nHTepsana QT (nepeyeHb Ha cailTe www.
crediblemeds.org).

(b) Koppekuus HapyLLeHuni 3neKTPONNTHOro
6anaHca (runokanuemus,
rmnomMarHmemMuns, I'l/II'IOKaJ'IbLI,I/IEMVIFI),
KOTOPblE MOTyT Pa3BMBaTLCA Ha HOHE
[vmapen, peoTbl MM METaboNNYeCcKUX
HapyLIEHWA).

(c) N3beratb cneumduyecknx TpUrrepos
apuTMIUK (aKTUBHOE NnaBsaHwe,
ocobeHHo npu LQTS1, n Bo3aeiicTeue
rPOMKMX 3BYKOB npu LQTS2).

MauyeHTam ¢ KIMHUYECKM ANarHo30M 435

LQTS pekomenzoBaH npviem Bb.
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MmnnanTaums UK, B codeTanum ¢ npyemom | 436-438
BB pekomeHgoBaHa nauveHTam ¢ LQTS,

NepexuBLLMM OCTaHOBKY cepaLia.

HasHaueHve BB cnenyet paccmatprBath lla 67
y HocuTenew reHetnyeckon mytauum LQTS

C HopmanbHbIM QT MHTEPBAIOM.

Mmnnantaumio VK, B codeTanum ¢ npuemom  lla 439
Bb cnepyet pekoMera0BaTb NaLMeHTam
¢ LQTS 1 crHKonanbHbIMM COCTOSHUSIMU
n/wan XT Ha doHe nprema afekBaTHO

[o3bl BB.

BbinonHeHne rpyaHoit NeBOCTOPOHHE lla 440
CMMNaTNYECKO AeHepBaLImm cepaua
cnenyeT paccmaTpusaTh y CUMNTOMHbIX
nauveHToB ¢ LQTS B cnepyiowwmx cnyyasx:
(a) Mprem BB HeaddexTnBeH, MNoxo
nepeHocuTcs, MMbo nmetoTes
NpOTUBOMNOKa3aHWs;
(b) KA -Tepanusa npoTMBonokasaHa nm
MMeeTCs 0TKa3 NauneHTa;
(c) MaumneHTol ¢ UK Ha doHe npuema
BB nponomkaloT ucnbiThiBaTb
MHOXECTBEHHbIE Pa3psaabl

nedbubpunnstopa.

Jleuenvie Gnokatopamm HaTpreBbix kaHanos  lIb 441-443
(MeKkcuneTuH, bnekavHua, U paHoNasuH)

MOXET paccMaTpyBaTbCs B Ka4ecTBe

[IONONHUTENBHON Tepanuu ¢ LeNblo

YMEHbLUEHVS AMTENbHOCTY MHTepBana QT

y naumeHToB ¢ LQTS3 n ysennyeHnem QTc

>500 mc.

WUmnnanTtauma UK moxeT
paccMaTpuBaThCs B LOMONHEHNe

K Tepanuu BB y acCMMNTOMHbIX HOCUTEnen
nartosiornyecko mytaumm B reHax KCNH2
nnn SCN5A npu ysennuennn QTc >500 mc.
MHBasusHoe 3PU ¢ MCXK

HE peKoMeHayeTCs Ansi cTpaTUdMKaLmm
pucka BCC.

lIb 67

1l 117

v b
MNMpumedaHme: ° — KNACC PEKOMEHALMN, - — YPOBEHb [I0KA3aTENLHOCTH, © — CObiN-
KW, NOLAEPXVBAIOLLME YPOBEHb A0KA3ATENBHOCTU.

Cokpawenus: b6 — 6eta-6nokatop, BCC — BHesanHas cepheyHasi cMepTb,
XT — xenynoukoas Taxvikapaus, 9K — anexktpokapanorpamma, PU — anek-
Tpodmamnonornyeckoe nccnefosanne, LQTS — CMHAPOM YAIMHEHHOTO MHTEpPBAna
QT, QTc — ckoppekTMpoBaHHbIA QT.

Crpatudukanusi WHINBUIYAJIbHOTO pHCKa OCY-
IIECTBIISICTCS ¢ YYETOM KIMHUYECKUX, DJICKTPOKAPINO-
rpad@uYecKnuXx M TeHETUYECKUX IapameTpoB [67]. s
MMAIMCHTOB, ITEPEKUBIINX OCTAHOBKY CEpIla, XapaKTe-
peH BBICOKWII PHUCK IIOBTOPHOI OCTAaHOBKU CepiIa,
gaxe Ha ¢donHe Tepanun bbb (14% B TeueHume 5 et
Ha (hOHEe Tepalmi), B CBSI3M C YeM TaKWUM TMalleHTaM
nokaszan UKJ [436]. TTossBieHre OOMOPOKOB COMpSI-
JKEHO C BBICOKM PMCKOM OCTaHOBKM cepnua [439, 444].
Kenmunsel ¢ LQTS nMeloT BRICOKMI pUCK B TedeHME 9
MeCSIIEB IT0CIe POIOB (0OCOOCHHO KEHIMUHBI C TCHOTH-
oM LQT2) [445]. IIpu rerorurie LQT1 m LQT2 puck
CepICYHBIX COOBITUI 3aBUCHUT OT JIOKAIN3AIUN MyTally
u ee Trma. OgHAaKO 3TH 3aKII0YCHUS HEOOXOIMMO TIPO-
BEPUTh B MTOIOJTHUTEIBHBIX HCCIEIOBAHUSIX, IIPEXKIE

yeM MCITOJIb30BaTh B KIIMHMYecKo nmpakTuke [14]. bec-
CUMIITOMHOE HOCHUTEIbCTBO IATOTCHHBIX MYTaIlWid
COMPSDKEHO C YMEPEHHBIM PHCKOM CEpICYHBIX COOBI-
tiii, ~10% ot poxaenus u 10 40 jeT; B TaKUX CJIydasix
clenyer paccMoTpeTh Tepanuio bb [446].

K npodunaktruueckomy npumeHenuto MKJI cienyer
MOIXOANTh MHINBUAYATBLHO Y BCEX MAIIMCHTOB TPYIIIIEI
BBICOKOTO PHCKA, B YACTHOCTH Y XECHIINH C TCHOTUIIOM
LQT2 u QTc >500mc, y manmentoB ¢ QTc >500 mc
W TpU3HAKaMH BJICKTPUUYECKON HeCTaOMIBHOCTH,
a TaKKe y IMTAaIlMeHTOB ¢ TCHETUYECKUM IIPO(HIIeM BBICO-
KOT0 pucKa (HOCUTEIBCTBO IBYX MYTAIlMii, B TOM YHCIIC
cuHapoMm [Ixepsesa-Jlanre-HuibceHa W CUHIApPOM
Tumotn).

Ha ceromHsIIHMIA TeHb HET JAHHBIX, CBUICTCIILCTBY-
OIMMX O IIPOTHOCTMYECKON 3HAYMMOCTH WHBAa3WBHOTO
DOU ¢ [1CXK y marmmernTos ¢ LQTS [117].

8.2. SQTS

8.2.1. OnpepeneHue n aNUAEMUONIOTUS

BAunarHocTtuka SQTS

PekomeHpauum Knacc® Yponem:b Ccbinku®
SQTS anarHocTUpyeTcs Npy Hanuumnmn | (6} 'p3k
YMEHbLLEHWS NPOAOXUTENBHOCTM QTC

<340 mc.

[OunarHo3 SQTS cnepyeT paccMatpusatb lla C p3k

npwv NPOLONXMTENBHOCTH MHTEpBana QTc
<360 McC v Hann4um ogHoro unu Gonee

13 CNeayoLwmnX KpUTepres:

(a) MoaTeepxaeHHas natonornyeckas
reHeTnyeckas Mytauus;

(b) Cnyyau BbisiBneHust SQTS B cembe;

(c) CemeiiHblin aHaMHE3 BHE3amnHoi cMepTn
B Bo3pacTe <40 nert;

(d) Hannyme B aHamHe3e CUHKOMAbHbIX
COCTOSIHWIA HESICHOT O reHesa unu
LOKyMeHTVBaHHOM XT/PX npu otcyTcTBUMN
CTPYKTYPHbIX 3a60neBaHunii cepaua.

< b
Mpumeyanme: * — KNacc pekoMeraaLuii, - — YPOBEHb 10Ka3aTeNbHOCTH, © — CCbiM-
Ku, NOAAEPXMBAIOLLYVE YPOBEHb 10KA3aTENbHOCTU.

CokpaleHus: MpIK — rpynna aKCnepToB, y4aCTBOBABLUMX B MOArOTOBKE AaHHbIX
pekomeHraaumii, XT — xenynoukoBas Taxukapams, OX — Gpubpunnaums xenynoy-
koB, SQTS — cuHAPOM ykopo4eHHOro uHTepsana QT, QTc — KOPPUrMPOBaHHbIN
nHtepsan QT.

SQTS xapakTtepm3yeTcsd YMEHBIICHUEM ITPOIOJIKI-
TEJbHOCTH PENOJISIpU3ALMKA MUOKApa, YTO CO3IaeT Cy0-
CcTpaT Ui Pa3BUTUSI YIPOXKAIOLIMX XXU3HU apUTMMUIA.
BbISIB/IEHO MSTh F€HOB, CBS3aHHBIX C BO3HUKHOBEHUEM
SQTS (KCNH2, KCNQ1, KCNJ2, CACNAIC u CACNB2b),
OIHAKO JIMArHOCTUYECKAs M0JIb3a FT€HETUYECKOrOo CKPH-
HUHTa Bce elle HeBesunka (okojo ~20%) [119].

3aboyieBaHKE OTIMYACTCS BBICOKOM JIETAJIbHOCTBHIO
B J1000M BO3pacTe, B TOM 4YHUCJIEe y AeTeil B IepBbIC
MECSILbl XU3HU, U BEPOSITHOCTh IIEPBOM OCTaHOBKM
cepaua B Bospacte 40 et cocrasisier >40% [119, 447].
O[HaKo ¢ y4eTOM HeGOJIBIIOro pa3Mepa MCCAeAyeMbIX
MOMYJISILIMI, BHICOKHME IT0KA3aTel CMEPTHOCTH OTYACTH

57



Poccuiickuin kapayonoruyeckuin xypHan N2 7 (135) | 2016

MOTYT OBbIThb CBSI3aHBI C CHCTEMATUYECKOM OIIMOKOI
n3-3a HemocTaTouHOM mmarHocTmku SQTS y GeccuM-
IITOMHBIX ITAllIEHTOB.

8.2.2. OcHOBbI cTpaTUdUKaLMM pUcKa v NOAXoAbl K Tepanuu

CrtpaTtudukaums pucka n neyeHume naumeHtos ¢ SQTS

Knacc®
Mmnnantauma VK[, pexomerpoBaHa |
nauvieHTam ¢ SQTS, koTopble:

(a) Mepexwnnn ocTaHOBKY cCepaua u/unm

(b) NmetoT BOKYMEHTUPOBAHHYIO

CMOHTaHHYI0 yCTONuMBYI0 XT.

PekomeHpaumm Yposem.b Ccbinku®

€ 119, 447

HasHaueHvie xuH1ayHa nnm cotanona Ilb
MOXET PacCMaTPUBATLCS Y NALMEHTOB

C AmarHocTupoBaHHbiM SQTS,

nmetoLwyx nokadauus k K-tepanuu,

B CNyyae, koraa faHHas npouenypa
NpOTMBOMNOKa3aHa 1 NMeeTcs 0Tkas
nauyeHToB.

118, 448

HasHaueHune xuHnguHa nnm cotanona IIb 118, 448
MOXET paccMaTpmBaTbCs Y aCYMMNTOMHbIX
NauneHTOB C AMarHocTMpoBaHHeIM SQTS,
VMEIOLLMX CEMENHbI aHAMHES BHE3AMNHOW

CEepAeYHON CMEPTU.

MHBa3usHoe 3PU ¢ NMCX

HEe peKoMeHayeTCs Ans CTpaTUdmUKaLmm
pucka BCC.

I 118, 119

Mpumeyanme: ° — KNacc pekoMeraaLui, - YPOBEHb [10Ka3aTENLHOCTH, * — CCbiN-
KU, NoAAepXMBaIoLLMe YPOBEHb [10Ka3aTeNbHOCTU.

Cokpauwenua: BCC — BHesanHas ceppeyHast cmepTb, XT — Xenypoukoas
Taxvkapaus, VKL, — umnnaHTMpyemblii kapavoBepTep-aedubunnatop, NCX —
nporpamMmmupyemasi CTuMyssiLms xenynoukos, 9PU — anektpodusnonornyieckoe
nccnenosaHne, SQTS — CyHAPOM YKOPO4EHHOTO HTEpBana QT.

Bcem OGompabIM SQTS, mepeHecIMM OCTaHOBKY
cepaua, nokazaH MK mist BTopuyHO TpodUIaKTUKH,
TaK KaK 9aCTOTa IIOBTOPHBIX MTM3040B OCTAHOBKHM CEeplia
y Hux cocrasisieT 10% B rox [119].

OnTUMabHON CTpaTeruy IIPEIOTBPAIlCHUS OCTa-
HoBKU cepana mpu SQTS He cyliecTByeT, yYWUTHIBAs
OTCYTCTBHE HE3aBHUCHUMBIX IpeaukropoB BCC — maxe
OOMOPOKM B 3TOM CjIydac He SIBJISTIOTCSI HE3aBUCUMBIM
dakTopom pucka [119]. IIpu 3TOM 3200ICBaHUN TaKXKe
HET TaHHBIX 110 OIIEHKE PMCKA apUTMUI BO BPeMs 3aHSI-
TUI CIIOPTOM.

IMokazanus k npumeHeHuto MKJ[ B kaxxnoM ciydae
paccMaTpUBaOT WHIWBUAYAIBHO, YIUTHIBAST CEMEWHBIN
aHaMHe3 ¥ Hammdue ykopodeHHoro QTc, omHako s
0o0IMX peKOMEHIAIWii Ha MAHHBIM MOMEHT HeIOoCTa-
TOYHO JAHHBIX [14].

HccnenoBannst Ha HEOOIBIINX KOTOPTAX ITAIIMEHTOB
IMOKAa3aJIi, 4TO JIcUCHWEe XWHUIWHOM IIOMOTAaeT YBEIH-
YUTh IIATENbHOCTE QTc M, BEepOSITHO, YMEHBIIUTH
YaCTOTY apUTMUICCKIX COOBITHIA. Y TTAllMEeHTOB, ITOJTyJa-
OIINX XWHUANH, HEOOXOOUMO CIICOUTH 3a YIIMHECHUEM
nHTepBaia QT 1 mpoapuTMUYECKUMU coObITUSIMHA [118,
448]. JleyeHne XMHUIMHOM TaKKe€ MOXKXHO PacCMOTPETH
y TIAIIMEHTOB, TIEPEHECIINX OCTAHOBKY Cepara W HyXIa-

formuxcs B umiutadnTanuy MK, B caydae, Koroa maHHas
MpoleIypa IMPOTUBOIOKAa3aHA MJI UMEETCST OTKa3 TallM-
eHToB [118, 448].

Ha ceromHgmIHMi1 1eHb HET JaHHBIX O TOM, 4To TTCXK
TO3BOJIIET IIPOTHO3MPOBATH APUTMUUYECKHUE COOBITUS
y 6ompHBIX SQTS.

8.3. Cunpgpowm bpyraga
8.3.1. OnpepgeneHue n anuaemMmonorus

AwnarHocTtuka Cbp

Knacc® YpoBenb® Ccbinku®
| c Mp3k

PekomeHpauuu

Cbp avarHocTupyeTcs y nauMeHToB

¢ anesaumeli cermenta ST 22 MM

¢ Mopdonoruen 1 Tuna 8 0GHOM nnn
HECKOMNbKMX NPaBbIX rPYAHbLIX OTBEAEHWI
(V1 n/mnn V2, npu HanoxeHun nx 8 2 m,
3 M unm 4 m mexpebepbsix), koTopas
PEerncTpupyeTcs CNOHTaHHO UKW Nocne
MeINKaMEHTO3HbIX MPOBOKALIMOHHbIX
TECTOB C B/B Ha3Ha4yeHneM 610kaTopoB
HaTPUEBbIX KaHANOB (aliManuH, hbnekanHnug,
HOBOKaVHaMuA, AV NUACUKaNHUA).

< b
MpumMeyanme: * — Knacc pekoMeHaLmii, - — yPOBEHb A0KA3aTENLHOCTH, © — CCbin-
Ki, NOLAEPXMBAIOLLME YPOBEHb 10KA3ATENBHOCTU.

Cokpaluenus: [pOk — rpynna aKcnepToB, y4aCTBOBABLUMX B MOATOTOBKE AAHHbIX
pekomengauuii, Cbp — cuHapom bpyrapa.

Pacmipoctparnentocts Chp komebiercst oT 1 cimydas
Ha 1000 gemoBek o 1 caygast Ha 10000 yea0BeK 1 BBIIIIE
B cTpaHax FOro-BocTounHoit A3nun, 4eM B 3aITamTHBIX CTpa-
Hax [449].

HOna Cbp xapakrepeH DOMWHAHTHBIN THII HACJICIO-
BaHMs, a €ro TNCHETPAHTHOCTH 3aBHCUT OT BO3pacTa
M OT Toja. KIMHWUYCCKHE TIPOSIBICHUS 3a00JICBaHMUS
Yale HaOIIoOaloTCS BO B3pOCIOM BO3pACTe M Y MYKUMH
(B BoceMb pa3 yaire, 9eM y XKeHmuH) [450]. Cpenauit
Bo3pacT Ha MoMeHT pa3putusg ®XK cocrabnser 41£15
net, omHako P2K MoxeT BOZHMKATh B JTIOOOM BO3pacTe,
OOBIYHO BO BpeMs OTAbIXxa Wiud Bo cHe [451]. JIuxo-
pamka, 3J0yHOTpeOJeHHWE alKOorojJieM W IlepecHaHue
SIBJISTFOTCS. TPUITCPHBIMU (PpaKTOpaMu, MPUBOISIINMU
K nosieiennio I tunma DKI m mpeapacrmonararolimMu
K OX.

[To maHHBIM HeOaBHO OIyOJMKOBAHHOIO METa-
aHaJIM3a 9acTOTa apUTMHYCCKUX COOBITHH (CTOMKAas
XT, ®XK, agekBarubie umiryabchl MKJI nim BHe3am-
Hasg cMmepThb) y OonbHbiX ¢ Cbp cocraBiasger 13,5%
B TOI IIPW HAJWYWU BHE3AaITHOM OCTAHOBKM Ceprila
B aHaMHe3e, 3,2% B rom Npu HaJIMYUU OOMOPOKOB
u 1% B ron npu OTCYTCTBUU KJIMHUYECKOM CUMITTOMA-
TUKH [452].

OrmmicaHo, IO MEHBIIIEH Mepe, 12 TeHOB, aCCOLIMUPO-
BaHHBIX ¢ Chp, Ho TOIBbKO 1Ba 13 HUX (SCNS5A 1 CACN 1Ac)
BCTPEYAIOTCS C 4YacTOTOM >5% cpenu BceX MOTEHIMATBHO
MO3UTUBHBLIX TeHOTUTIOB [52]. B Hacrogimee BpeMs
pe3yabTaTEl TEHETHMYECKOTO CKPMHHWHIA HE BIMSIOT
Ha IIPOTHO3 WJIX JICUCHUE.
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8.3.2. OcHOBbI cTpaTUdUKaLMmM pucka v NoAXoAbl K Tepanum
CtpaTudukaums pucka u neyeHune nauueHtos ¢ Cbp

Knacc® YpoeeHb’ Ccbinku®
| (¢} Mp3xk

PekomeHpauum

CnepytoLye MeponpusiTis No KOPPEKLWn
06pasa X13HN PEKOMEH0BAHbLI BCEM
naumeHTam ¢ AnarHocTupoBaHHbIM CBp:
(a) M3beraTb Nnpriema MeavKamMeHTOoB,
KOTOPbIE MOFYT MPOBOLWPOBATH 371EBALMI0
cermeHTa ST B npaBbiX rPyAHbIX OTBEAEHUSX
(www.brugadadrugs.org);

(b) M36eratb n36LITO4HOrO ynoTpedneHns
anKoronsi U nepeenaxus;

(c) HemenneHHbI Nprem XaponoHuxXaLmx
npenapaToB NPy BO3HUKHOBEHUM
JIMX0opaziku Noboro reHesa.

Wmnnantauwa UK, pexomeHpoBaHa 451
nauneHTam ¢ AMarHocTupoBaHHbIM Cbp,

KOTOpbIE:

(a) Mepexwnn ocTaHOBKY cepaua u/unm

(b) MmeloT LOKYMEHTUPOBAHHYIO

CMOHTaHHYI0 yCTON4MBYIO XT.

Mmnnantaumnio VKA cnenyet lla 451
paccmaTpuBaTh y NaLMeHToB

Co cnoHTaHHbIMK KT nposiBneHuamm 1

Tna CBp 1 crHKONANbHBIMU COCTOSHUSIMMN

B aHaMHese.

HasHayeHune xuHuauHa unu lla 453
M30MpoTEPEHONa creayeT paccmMarpusaTb

y naumeHToB ¢ CBp ¢ Lenblo neyeHms

ANEKTPUYECKOrO LUTOPMA.

HasHayeHne xmHnamHa MoXeT lla 454
paccmaTtpuBaTthbCs Yy NaUVEHTOB, UMEIOLLMX
nokasaus Kk MK[l-tepanuum, B cnyyae, koraa
[aHHasi npoLieaypa NpoTMBonokasaHa unm
MMEETCS 0TKa3 MaLMEHTOB, a Takxe npu
He0oB6X0AVMOCTY NIEYEHNS HALKENYL04KOBbIX
APUTMUIA.

WmnnanTtaumna VK moxet 1[} 120
paccMmatpuBaTbCs y NaLyeHToB

C imarHocTmpoBaHHbIM CBp, y KOTOpbIX

pa3suBaetca ®X Bo Bpems MCX B aByx

TOYKax € 2 nnn 3 akCTpacTUmynamm.

BuinonHeHve kateTepHoi abnawum lib
MOXET paccMaTp1BaTbCs Y MaLyeHToB

C HaMuveM B aHaMHe3e ANEKTPUYECKOTrO
LUTOPMA WY NMOBTOPHBIX MOTUBMPOBAHHBIX

cpabatbiBaHuit IK, ¢ HaHECEHMEM LLOKOB.

201, 455

v b
Mpumeyanme: * — KNacc pekoMeHaLWiA, - — YPOBEHb [10Ka3aTenbHoOCTH,  — CCbl-
Ku, NOLAEPXVBAIOLLME YPOBEHb A0KA3ATENBHOCTY.

Cokpauienusi: [pOk — rpynna 3KCnepToB, y4aCTBOBABLUMX B MOATOTOBKE AAHHbBIX
pekomeHgaumii, XT — xenyaoukosas Taxvikapavs, K[ — vmnnaHTipyembiii kap-
nvoBepTep-aedpubunnstop, NMCX — nporpamMmupyemas CTUMYNSLMS Xenya04KOB,
CBp — cunapom Bpyrapa, 9K — anekTpokapavorpammMa.

EmmrcTBeHHAST BO3MOXHOCTH CHM3NTH prck BCC npn
Cbp 3aximouaercs B ucnonb3oBaHum WMKJI, KoTopslit
PEKOMEHIOBaH BCEM IMAalleHTaM ¢ TTonTBepXaeHHOM KT
mwm OX v npu crioHTaHHOM TrosiBieHnu 1 tuma DKIT,
a TakKe MPU HAIWIUKM OOMOPOKOB B aHamHe3e [14, 451].
IIporaoctryeckast 3HaUMMOCTh [1CXK y TaKMX IMarmeHToB
He JOoKa3aHa: MPaKTUICCKH BCe MPOBEACHHBIC KIIMHIIC-
CKM€ MCCJIeIOBaHUSI HE CMOIJIM TOATBEPAUTDH MOJOXKU-

TEJIHbHOE WIN OTPHUIIATETEHOE ITPOTHOCTUIECKOE 3HAUCHIE
I1CX B oTHOIIEHNN CEpAEYHBIX cOOBITHIA [ 14, 456]. Ipen-
JIarajioch B Ka4eCTBE MPOPMIAKTHUECKON TepaItiu y 60JTb-
HBIX CBp MCIIONB30BaTh XUHUIWH, KOTOPHIH, IO HEKOTO-
PBIM JaHHBIM, YMEHBIIIaeT MHAyIpyeMocTh DK Bo Bpemst
T1CXK; ogHako HeT MH(MOPMAIIUHM O TOM, YTO STOT ITpeTia-
par ymenbinaeT puck BCC. HemaBHO TToSBMINCEH cBee-
HUS, 9TO IIMKapAraIbHasI KaTeTepHAasT a0Iamus IepeaHei
YacTH BBIBOOHOTO TpakTa I12K rmomMoraeT ImpemoTBpaTUTh
SJICKTPUUYCCKUI IITOPM Y TTALIMEHTOB C TTOBTOPHBIMHM 3ITH -
300aMH, OMHAKO 3T JaHHBIC TPEOYIOT MTOITOHUTEIIEHOTO
TIOATBEPKACHMS, TIPEXKIE YeM MX MOKHO OyIeT UCITOIb30-
BaTh B KIIMHUYECKOM mpakTuke [455].

8.4. KarexonamunHepruyeckas nonumopdgHas XT
8.4.1. OnpepeneHus n aNugEeMnonorus

AwnarHoctuka KIMKT
PekomeHpauum Knacc® Vpoaeuhb Ccbinku®
KMXT amnarHocTupyeTcs npy OTCYTCTBUM | (6} 14,52,
CTPYKTYPHOV natonoruv cepaua 457
1 n3meHeHwnin Ha IKI, BO3HMKAET Ha poHe
HN3NYECKON HArpy3Kv UM IMOLWIOHAIBHOTO
nepeHanpsxeHns 1 UMeeT BUA,
[OByHanpasaeHHoN nan nonmmopdHon XT.
KMXT anarHocTupyeTcs y naumeHTos, (¢} 14,52

KOTOpbIE SBASIOTCH HOCUTENAMU
naTonorM4ecko MyTaumm (MyTaumi)
B reHax RyR2 unn CASQ2.

. b
Mpumeyanme: * — KNacc pekoMeraaLuii, - — YPOBEHb 10Ka3aTeNbHOCTH, © — CCbiM-
Ku, NOAAEPXMBAIOLLVE YPOBEHb [10KA3aTENbHOCTU.

Cokpawyenus: XT — xenynodkosas Taxvkapays, KIKT — katexonammHepruye-
ckas nonumopdHas xenypoykosas Taxukapaus, 9KI — anekTpokapavorpamma.

KITXKT — penkoe HaclieayeMoe apuTMOTeHHOe 3a00-
JIeBaHWE, XapaKTepH3YIoIIeecs aIpeHepIMIeCKOoi IByHa-
npasieHHoit mommMmopdHoii 2KT. PacrnpocTpaHeHHOCTD
KITXT cocraBnger 1 cimywair Ha 10000 ugemoBex [14].
Ormmcado asa reHetndeckux truma KITKT: noMuHaHTHEBI
THII, BEI3BIBAEMBIN MYTAIIUSIMU B TeHE CEPACIHOTO PEIICTI-
Topa praHomuHa (RyR2), M pemKuii pelieCCUBHEIN THII,
BBI3BIBACMBII MyTAlIMSIMHA B T€HE CEpACYHOTIO KaJTbCEKBE-
crpuHa (CASQ2) [52]. YV mManmeHTOB ¢ KIMHUYCCKUMU
nposieieHusiMu, cxomHbiMu ¢ KITKT, Obuin HalimeHBbI
MyTallMU B APYTUX TeHax, Takux Kak KCNJ2, Ank2, TRDN
n CALM 1. OnHako Ha CETONHSIIHHUI AeHb He M3BECTHO,
SIBJISTIOTCSI JTX TaK¥e ciydan peHokonmstmu KITKT [14].

KIIKT o0praHO MaHM(pECTHPYeT B TEUCHHUE IIEPBOTO
JECATUIETUS KW3HUW; MPOBOLMPYIOIIUMHU (haKTOpamMu
SIBIISTIOTCS  (PM3WUYECKWEe HArpy3KM W SMOLIMOHAJBHBIC
nepexuBanus [458]. I[TocranoBka quarHo3a KITXKT mpen-
CTaBJISIET OIIpeNeICHHBIE TPYTHOCTH B CBSI3M C OTCYT-
CTBUEM KakKux-Jmoo mameHeHmit Ha DKI u npu DxoKT,
B CBsI3U ¢ yeM npu nopo3peHuu Ha KITKT pekomenayercst
BBITIOJTHSITE CTPECC-TECT, CTIOCOOHBIN BBISIBUTH IIPEACEPI-
HBIe apuTMUHN 1 2KA (IByHamIpaBIIeHHYIO TN TTOIMMOP(d-
ayto 2KT) [14]. [Ipemraraiock TakKke MUCIIOIb30BaTh TECT
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¢ mH(Y3Mel KaTexoJllaMWHA, OMHAKO €r0 YyBCTBUTEIb-
HOCTh TOYHO He ompeneiieHa [14, 459], moaToMy 4eTKUX
PEKOMEHAALIMI Ha 3TOT CYET HE CYILECTBYET.

8.4.2. OcHoBbI cTpaTUdUKaLMM PUCKa U NOAX0AbI K Tepanum

Crpatudukaums pucka u nevyerHme nauneHtoB ¢ KMKT

Ccbinku®
p3k

Vposeubb
C

Knacc®
|

PekomeHgauumn

CnepytoLLye MeponpusTVs NO KOPPEKLWN
o6pasa X13HN PEKOMEHA0BAHbI BCEM
naLuveHTam ¢ AnarHoCTMPOBAHHO

KIMXT: nsberatb copeBHOBATENbHbIX
BWOB CMOPTa, CUNOBbIX TPEHMPOBOK

1 CTPECCOBbIX CUTYaLWiA.

lMpuem BB pekomMeHA0BaH BCeM NaumeHTam 458, 460
¢ avarHoctuposaHHov KIMXT, yuuteiBas
Hamume AOKYMEHTUPOBAHHOW CMOHTAHHO

WM CTPECC-UHAYLMPOBaHHOM XA.
MmnnanTaums VK, aononHuTensHoO

K npuemy bb B coueTannm nm

6e3 pnekanHuaa pekomeHLoBaHa
nauyveHTam ¢ AMarHoCTPOBaHHOM
KIMXT, nepexwvBLuMM OCTaHOBKY cepaua,
VMEIOLLYIM B @aHaMHE3€e NMOBTOPHbIE
CUHKOMNabHbIE COCTOSIHWS AN ANN30AbI
noAMMopHOI/ABYHANPABIEHHON

XT, HeCMOTpS Ha ONTUMaNbHYIO
MeAMKaMEHTO3HYI0 Tepanuio.

458, 461

Tepanuio BB cnenyet paccmatpmsatb lla 461, 462
Y POACTBEHHWKOB NaLMEHTa Npu

BbISIBJIEHUN FTEHETUYECKMX MyTaLWiA,

[laxe Npy 0TpULATENbHOM pesynbTate

Harpy30o4Horo TectupoBaHu4.

HasHaueHve dnekavHnaa cnenyet lla 463
paccmMaTpuBaTh AOMOMHUTENBHO K Tepanum

BB y naumeHToB C AnarHoCTMpPOBaHHOMN

KIMXT, ecnu Ha nx dpoHe coxpaHatoTes

NMOBTOPHbIE CHKOMAbHbIE COCTOSIHUS

VNN 3N130bl NOANMOPDHON/

nByHanpaeneHHoii XT Ha 9K, n npu

3TOM UMEETCS BbICOKWIA PUCK/ NN

npoTnBonokasaxus k UKA-Tepanuu nm6o

nmnnaHTtaums VK He npencrasnserca

BO3MOXHOW AW MMEETCH 0TKa3 nauyeHTa.

HasHaueHve dnekavHuaa cnegyet lla 463
paccmartpmsaTtb ONOAHUTENBHO K Tepanuu
BB y naumeHToB C AMarHoCTMPOBaHHOWA
KIMXT n UK, ¢ uenbto yMeHbLLEHNS
KOIM4ECTBA MOTUBMPOBAHHBIX
cpabatbiBaHWi1 annapaTa ¢ HaHECEHVEM
paspsga.

BbINONHEHWE rpyaHON NEBOCTOPOHHEN
CMMMNaTUYECKON AeHepBauumn cepaua
MOXHO paccMaTpmBaTh Yy NaLMeHTOB

C gmarHoctuposaHHomn KIMKT

1 NOBTOPHBLIMW CYHKOMANbHBIMM
COCTOSIHVSIMU MU NOIMMOPHON/
[ByHanpasneHHo XT/HecKonbkumu
MOTMBMPOBAHHBIMM CPabaTbIBAHUSMU

WKL ¢ HaHeceHneM paspsaoB Ha GoHe
N30A1POBaHHOrO Npuema bb nnu

B COYETaHNM C hnekamHnaoM, a TaKkke

NPy HAIMYUM HEMEPEHOCMMOCTMN UNn
NPOTMBOMNOKA3aHWI K UX MPUEMY.

lib 464, 465

MHBasusHoe 3PU ¢ NMCXK n
HE PeKOMeHYeTCs Ans cTpaTUdMKaLmumn

pucka BCC.

14

v b
MpuMeyanme: * — KNacc pekoMeHfaLMi, = — YPOBEHb 10Ka3aTeNbHOCTH, © — CCbi-
Ku, NOLAEPXVMBAIOLLE YPOBEHb [10KA3ATENIbHOCTU.

CokpaweHnua: 66 — 6Gerta-6nokatop, BCC — BHe3anHas cepheyHas CMepTb,
POk — rpynna akcnepToB, y4aCTBOBABLUMX B MOATOTOBKE AAHHbIX PEKOMEHAALNIA,
XA — xenynoukoBas aputmust, XT — xenynoukosas Taxvkapams, UK, — nmnnan-
TUPOBaHHbIN kapanoBepTep-nedubpunnatop, KMXT — katexonamumHepruye-
ckas nonmmopdHas xenyaoukosas Taxukapaus, IKI — anekTpokapavorpamma,
QDU — anekTpoPr3NONoruieckoe nccneLoBaHue.

HezaBucnMBIMEI IPOTHOCTUYECKUMU (paKTOpaMM IS
aputMmuyeckux coobituit B ciaydae KIIXKT gpnsiorcs
TIOCTAaHOBKA MHWAarHO3a B JIETCKOM BO3pacTe, OTCYTCTBHE
teparmi bbb m TepcmcTHpylomme CI0XHBIE apUTMUU
[461].

Hamnobonee gacto mia nmeuenus KIIDKT nasHauaror
HAJIIOJI0JI, HECMOTPSI Ha OTCYTCTBUE CPABHUTEIIHBHBIX TaH-
HBIX 10 pa3nyHbIM TUIaMm bb.

Cunraercst, uto mepBag JmHUA Tepanuu KITXKT
BkitoyaeT bb 6e3 BHyTpeHHel CUMITAaTOMUMETUYECKOMN
AKTUBHOCTH U MOIN(PUKALINIO 00pa3a XM3HU C OTpaHU-
YyeHUeM (PU3NIECKUX HArpy3o0K [14].

[To mIpexBapUTEILHBIM TaHHBIM (DIIEKAWMHWI CYIIIECT-
BEHHO YMEHBIIIACT KOJIMYECTBO 3MMU3010B KA y HeOOIb-
moit rpynnbl 6oabHbIX KITXKT m MoxeT paccmaTpu-
BaThCsl B KAYECTBE MEPBOrO NOMOJTHEHUS K Tepanuu bb,
eCIM He ymaeTcs OOCTHYh 3(POEKTUBHOTO KOHTPOJIS
aputMuu [462, 463]. CuMmmnaTryeckas AeHepBalus JEBbIX
OTIEJIOB CepAlla OKa3bIBaeT OIpeAesIeHHBIN 3(pdeKT mpu
KITXKT y naiimeHToB, KOTOpbIe HE mepeHocsT bb, onHako
HEOOXOIMMBI ITOTOJHUTCIbHEIC NaHHBIC W 0ojee M-
TEeJIbHOC HAONIONCHME IUISI KOJIWYESCTBEHHOM OIICHKU
asroro addekra [464, 465]. BoabHBIM, IMEPEXUBIINM
OCTaHOBKY cepilia, pekomeHgoBaH npuemM bb u MK/I-
TeparmsI; eClId TaKoe JICUCHUE IO pe3yIbraTaM CTPecC-
TecTa He MO3BOJIICT HOCTUYD ITOJTHOTO KOHTPOJST apuT-
MWH, CJIEAYeT PaCCMOTPETh TepaIvio pireKanHumoM [ 14].
Mmnnantauusa MK Bo3moxHa y namueHToB ¢ KITXKT,
KOTOpbIE He OTBevaloT Ha JedeHue bb u daekanHuaom
[14]. ITpu mporpammupoBannu K] yBernauBaioT mpo-
TOJDKUTENBHOCTD AeTeKnuu KT, MOCKoIbKy HaHeCeHHe
pa3psiIOB MOXKET OBITh OOJIE3HEHHBIM U CITOCOOCTBOBATH
TOBBIIICHUIO CUMIIATUTICCKOTO TOHYCA M IIPOBOIIPOBATH
TIOBTOPHBIC 3IM30IbI APUTMHUM, YTO B KOHEYHOM HTOTE
BeIeT K BO3HUKHOBEHHUIO IIOPOYHOTO KPyTa ¢ peIUINBH -
pytomMu 2KA, BILIOTh 10 CMEPTEILHOIO ucxona [466].

HcmionszoBanme [1CXK He MMeeT TMAarHOCTHMYECKOTO
uau nporHoctudyeckoro 3HaueHus npu KITXKT, tak kak
HE TO3BOJISICT WHOYIIMPOBATh NBYHAIIPABICHHYIO WA
nonumopduyio KT [14].

8.5. CuHppom paHHen penonspusaumm
8.5.1. OnpepgeneHus n anugemMmonorus

Ilo pesynbraTtam psima MCCAEAOBAaHUN HaIW4YUe TIPU-
3HAKOB paHHEH penoIsIpu3allii B HIKHIX W (MJI1) O0KO-
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BBIX oTBeAeHUsIX DKI MokeT accolmmpoBaThes C pa3BU-
treM uauonatudeckoir MK [467, 468]. OnHaKo, yIUTHI-
Basl BBEICOKYIO pacIIpOCTPaHEHHOCTh (peHOMEHA paHHEH
penonsIipu3al B OOIIEi MOMyIsIIUY, TOBOPUTH O AWa-
THO3e “CHUHAPOM paHHEN pernoaspu3anum’”’ IIeIeco-
00pa3HO JWIb B TOM cjydae, KOTrma y IalldeHTa OBbLI
3acdukcupoBan smm3on uauornarmaeckoin ®XK w(mmm)
noymMopdHoit XKT.

DTUOJIOTUSI CHHIPOMA PaHHEN PeTtoIIpu3aln, CKO-
pee Bcero, MMeeT ITOJTUTeHHbBIN XapakTep. HeT omHO3HaY-
HBIX JTaHHBIX O HACJIeTOBAaHWUM JTaHHOTO 3a00JIEBaHUS.

YuuTeIBas HEOTHO3HAYHBIN XapaKTep JaHHBIX O TIPO-
THOCTMYECKOM 3HAUMMOCTHU CUHJIpOMAa paHHEN perosi-
puzaunu g oueHkn pucka BCC, Ha cerogHSIIHMIA
JIeHb HEIOCTAaTOYHO JIOKA3aTeJIbHBIX JAaHHBIX JJIST COCTaB-
JIEHWST KaKUX-JIMOO peKOMEHAAILNIA 10 JIEYEHUIO DTOTO
3a00JIeBaHUSI.

9. Aputmuun y peteii n BIC
9.1. JleueHue XXA y peteit 6e3 CTPYKTYpPHOIA
naTonoruu ceppgua

JNeyeHune XKA y peteii npu 0OTCYTCTBUUN CTPYKTYPHOMN
naronoruv cepaua

Ccbinkn®
469, 470

Knacc®

[ns neteli ¢ 4acToin eamHuyHol X3 unm |
YCKOPEHHbIM XeNyL04KOBbIM PUTMOM

1 HOPManbHOWM COKPaTUTENbHOW

PYHKLMEN XENy[04HKOB

npv OTCYTCTBUM CUMMTOMOB

pekomeHa0BaHO HabnoaeHve 6e3
Ha3HayYeHWs Tepanmu.

PekomeHpaumm Vposeubb

B

HasHaueHve MeaKaMeHTO3HOM Tepanuu |
WM BbINOJHEHWE KaTeTepHoM abnaumm
PEKOMEH[I0BaHO AETSM C YacToi X3

unu XT, KOTOpblE MOTYT, BEPOSITHO,

CNYXUTb NPUYMHON Pa3BUTUS ANCHYHKLMN
XENyO04KOB.

Mp3k

BbinonHexue kateTepHol abnaumm 471-474
cnepyeT paccMaTpuBaTb Npu
HeabdEKTMBHOCTU MEAVKAMEHTO3HOW
Tepanum Unn HeXenaTenbHoCTU ee
Ha3HaYeHWs1 Y CUMMNTOMHbBIX MALWEHTOB
C uamonaTuy4eckom Taxukapanen,/
akcTpacucTonueit n3 BOMX vnm
Bepanamui-4yBCTBUTENbHON
dacumkynsipHon JIXT.

BbinonHeHue kaTeTepHoii abnauym 473, 474
OMbITHLIMY CNELManncTaMm cneayet

paccmatpmBatb nocne HeahdekTMBHOCTH

MeIMKaMEHTO3HOr 0 IeHeHNs Unn

B KQYECTBE aNlbTEPHATUBbI XPOHUYECKOWA

MeAVKaMEHTO3HOW Tepanun Npu Hanuyum

CMMMNTOMOB Yy AeTell C MaMonaTn4eckon

XT u3 BOJIX, o6nactvi a0pTanbHOro

KnanaHa unum anvikapamanbHoi XT/XK3.

HasHaueHne 6/10kaTOPOB HATPUEBLIX lla 471
kaHanos (IC knacc) cnepyet

paccmaTpuBaTh B KQ4ECTBE albTEPHATUBI

Bb nnu Bepanamuny y geteii ¢ XT

13 BbIXOAHOrO oTAena.

BbinonHeHwe kateTepHoii abnaumm 1]} 475

HEe PEKOMEHA0BAHO Y AeTeln MnaaLe
5 ner, 3a UCK/IOYEHNEM CIly4aeB
HeadbEKTUBHOCTN NPeaLeCcTBYIOLLEN
MeVKaMEHTO3HOM Tepanuu nav Npu
reMofMHaMmn4ecku HectabunbHom XT.

Y neteii mnagwe 1 ropa 1]} 476

HE PEKOMEHZI0BAHO MCMONb30BaHMe
Bepanamunia.

v b
Mpumeyanue: — Knacc pekomeHgaumn, — ypoBeHb ,0Ka3aTesIbHOCTH, ‘— CCbin-
Kn, nogaepXxvearoLine ypoBeHb [0Ka3aTe/lbHOCTU.

Cokpauienusa: BOMXK — BbixoaHoi otaen npaeoro xenyanoyka, BOJIDK — Bbixoa-
HOW OTAEN NeBOro xenyaoyka, Mp3SK — rpynna aKkcnepToB, y4aCTBOBABLUMX B MOA-
roTOBKE [laHHbIX pekoMenpaumii, XT — xenynoykoBas Taxukapaus, X — xeny-
[I04KOBast 3KCTPACUCTONMS.

VY nereit 2KA moryTt Bo3uukaTh Ha (hoHe BIIC, Hacien-
CTBEHHBIX KaHAJIOMATUIN WM KapaIUOMHOIIATHI, MHO-
KapauTa 1 omnyxoJiel cepalia (HeoHaTalbHble padIoOMu-
OMBI), a TaKKe TIPU OTCYTCTBUM CTPYKTYPHOI ITATOJIOTUN
cepauia. Y IMpakKTUUIECKU 3MOPOBBIX ATl M30JIMPOBaH-
HbIe MOHOMOpGHBEIC KD BCTpedaroTcsd OYeHb YacTo,
0COOEHHO cpeau HOBOPOXIeHHBIX (20%) M MOAPOCTKOB
(20-35%), v BOZHMKAIOT MPEUMYIIECTBEHHO B 00JIACTH
BTILXK. Ecau XKD Bosnukaior 4acto (5-10% ot Bcex
COKpaIllcHWI) WM WMCEIOT MOJIMMOP(HBINA XapakTep,
IeTSIM HeoOXOomMMO IT000CIeIoBaHNe, N3yIeHIE ceMeli-
HOro aHaMHe3a W BblnoJiHeHue MPT s uckioueHust
HACJICACTBEHHBIX KaHAJIOMATHU W KapIHMOMUOIIATHH.
HecMotpst Ha 1o, uto muchynkmus JI2K, croitkme mam
HYXT un xapmIrnOMHOITATHH BBISIBIISTIOTCS OTHOCUTEIBLHO
pPEIKO, TaKKWE METH MOJDKHBI HAXOOWTHCS IO HaOIIome-
HUEM cIlelIaancTa. MennKaMeHTO3Hasl TepaItis U KaTe-
TepHBIC METOOBI JICUCHMS IIPUMEHSIIOTCS PeaKo,
TIOCKOJIbKY B OOJIBIIMHCTBE CIyYacB KIIMHUIECCKAS CHM-
MITOMAaTHKa OTCYTCTBYeT M 2K pa3pemialoTcs CIIOHTaHHO
¢ TeueHueM BpeMmeHHU [469, 470, 477-480]. YualueHHBI
WINOBEHTPUKYJISAPHBIE PUTM HEPEIKO OOHAPYKUBACTCS
Y IPaKTUYECKH 3MOPOBEIX HOBOPOXICHHEIX 1 IETCH TIep-
BOTO TOJa XW3HU, Jallle BCETO CIIy4aiiHO. DTO J0oOpoKa-
YeCTBCHHAsI apUTMMSI, KOTOpast OOBIYHO pa3pelIlacTcs
CIIOHTAaHHO B TeUYEHHUE IIEPBOTO Toma KW3HU, Kak 1 2KD
[481]. Yacrora paszButrusa ycroiumBoii KT B oOIIei
nonyiasuuu coctasiaster 1 ciaydair Ha 100000 mereit
B TeueHue 10 net. PacmipoctpanenHocts HY KT Taxkke
HeBeJIMKa, mopsiaka 2-8 caygae Ha 100 000 meTeif ITKOTb-
Horo Bo3pacTa [482, 483].

Wnuonarnueckas KT B OOJBILIMHCTBE ClyyaeB MaHU-
decTupyeT B CTapIiiieM IETCKOM M ITOAPOCTKOBOM BO3pacTe
U JIOKaJu3yeTcsl, Kak TmpaBujo, B obnactu BTIIXK
u BTJI2K wmm cTBopoK aopTajibHOTO KianaHa. Macimky-
nspHas JIXKT, yyBcTBUTENbHASI K BepanaMuily, BCTpeya-
ercd pexe [471-474]. HenpepreiBHasg KT, smu3o061 KOTO-
POit MOTYT IJIUTBCS ITO0 HECKOJIBKO YacOB, OOBITHO IIPO-
ucxoogutr u3 JIZK m B Bo3pacte mo Troma CBsI3aHa
C BHYTPHCEPACYHBIMM TaMapToOMaMHt. Takast TaXUKapIusT
3agacTyio npuBoguT K CH m cBsI3aHa ¢ BBICOKOM CMEPT-
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HOCTBIO, HECMOTPSI Ha arpeCCUBHYIO MECAMKAMEHTO3HYIO
TepaIrmio, KaTeTepHYIO0 a0JIalliio M XUPYPTHIECKIEC BMe-
matenbctBa [484]. IMomumopduag KT mnu monmmopd-
HeIe KD penKo BO3HHMKAIOT y IeTel 0e3 CTPYKTYpPHOU
IMATOJIOTUHM CEpAlla M OOBIYHO COMPSIKCHBI C HACed-
CTBEHHBIMHM KaHAJIOMATHSIMU WM KapIHOMMUOIIATHSIMH,
CTPYKTYPHBIMH WJIM BOCITAJTUTEIbHBIMU 3a00JI€BAaHUSIMU
cepaia, TU00 METAOONMMICCKAMU HApyIICHUSIMU WA
WHTOKCUKAITNSIMU.

PekoMeHpaumu 1o jedyeHuto uauornatuyeckux KT
y IeTell cTapIlero BO3pacTa aHAJIOTUYHBI PEKOMEHIA-
UM JUIST B3POCJIBIX ITAIIMEHTOB. Y OeTeil MIIaIIIero
Bo3pacTa ¢ unnonaTndeckuMu KT mokazaHa 3¢ GeKTHUB-
HOCTh 1 0e30ImacHOCThb ToIbKO BB 1 Bepamammra, Torma
Kak mo OJiokatopaM HaTpueBBIX KaHajoB (kKimacc IC)
u npenapaTtaM 11 Kiracca maHHBIX CYIIECTBEHHO MEHBIIIE
[471, 472]. deTssM TIepBOro rofa XXW3HM HE PEKOMEHIY-
eTCcs BBOOWUTH BepallaMII B/B B CBSI3W C PUCKOM OCTPOTO
HapylIeHUs] TeMOAHAMUKY [476].

KarerepHass abmamus y meTeil MJamIIero Bo3pacTa
COITPOBOXKIAETCS 00JIee YACTHIMU OCTIOXKHECHUSIMI, KPOME
TOTO, CYIICCTBYIOT HEKOTOpEIC OITACCHMS, CBA3aHHBIC
C TIOTEHIIMAJTBHBIM TTOBPEXICHUEM MHOKapIa XKeIyI0d-
KOB TIOCJIC BEITIOJTHEHUS PagrlodacTOTHOM WU KpPHO-
abnamum [475, 485-487]. Unnonatnueckue KT 1 ciox-
Hele KD y meTeit OOBIYHO pa3pelIaloTcsl CIIOHTAHHO
B TEUYEHUE HECKOJbKUX MECSALEB WM HECKOJIbKUX JIET
[471]. [ToaTOMY KaTeTepHas abJIallns, B TOM YUCIIE “TIpO-
crass” Texamnka abnanmm KT u3 oomactu BTITXK, y Takmx
IeTel MCIIOJBb3YeTCs TOJIbKO B Ka4eCTBE BTOPOI JTMHUM
TepaIy U TOJIBKO B CHCITHAIM3NPOBAHHBIX [ICHTPAaX.

9.2. BCC n XA y nauueHToB ¢ BINC

Mpodunakruka BCC n neyenune XKA y naumeHToB
C BpOXAaeHHbIMU 3a0onesaHusamu/ BMNC

Knacc® Ypoeeb® Ccbinku®
488-491

PekomeHpauum

MaumeHTam, nepexmBLLM OCTAHOBKY | B
cepaua, nocne anarHoCTu4eckoro noncka

C LIENbIO BbISIBIEHWS MPUYUHBI Y UCKITIOHYEHNS

06paTUMbIX COCTOSIHWIA, PEKOMEHA0BaHA

mmnnaHTaums UK.

MmnnanTaums UK, pekomerzoBaHa | B 488-492
nauyeHTam ¢ BPOXAEHHbIMU

3a6oneBaHusMn/BINC 1 cUMNTOMHO

ycToiumnBoii XT nocne oLeHKM COCTOSHWS

remoguHamMuku n P,

BbinonHeHune kateTepHol abnaumm | (0] 492
PEeKOMeH0BaHO B kayecTee
[LONOAHUTENbHON Tepanuu nnu
anbTepHaTmBbl umnnanTaunm MK

Y NALWEHTOB C BPOXAEHHBIMU
3abonesaHusmun/BIIC v peumaveupyioLLei
MoHOMOpPdHON XT, a Takxe NOBTOPHLIMU
MOTMBMPOBaHHLIMI CPabaTbiBaHUSMM
annapara, KOTOpble HeNb3s KOPPEKTUPOBATbL
NOBTOPHBIMU NPOrPaMMUPOBAHNSIMN
YCTPOWCTBA MU MEANKAMEHTO3HOMN
Tepanuen.

WK[-Tepanus pekomeHaoBaHa | C
B3POC/bIM NALMEHTaM C BPOXAEHHbIMU
3a6onesanunsimu/BIC npy Hanmuum

060UX XENYI04KOB M CHUXeHNs DB JIK

<35%, nmeiowmm cunmtomMHyto XCH II-111

®K NYHA, HecMOoTps Ha ONTUMarbHYI

MeLMKaMEHTO3HYIO Tepanmio.

MmnnaHTtaumio MK cnepyet lla B
paccMaTtpyBaTth y NauMeHToB

C BPOXAeHHbIMK 3aboneBaHuamun/BINC

1 CYHKOMaJIbHBIMU COCTOSIHUSIMW HESICHOTO

reHesa npuw HaNn4m BbIPAKEHHOM

IMCOYHKLMN XeNya04KoB

WAN UHAYKLUMKY yeTonYnBoM XXT mnm X

B xoze NCX.

WmnnanTtaumio VK, cnepyet paccmatpvBath  lla B
Y OTAE/bHbIX MALMEHTOB ¢ TeTpasfon Panno

1 MHOXECTBEHHbIMW (hakTopamm prcka

BCC, Bxnioyasi aycdyHkumio JHK, HYXT,

YBENUYEHNE LIUTENBHOCTM MHTepBana QT

>180 MC mnm nHAyKuMIo ycToinunsoi XT nan

®X B xoge NCX.

BbinonHeHwue kateTepHoi abnauum lla B
cnepyeT paccmaTpuBaTh NPy CUMMNTOMHOA

yCTONYMBOM MOHOMOP®HOM XT B kKa4ecTBe

anbTepHaTVBbl MEJMKAMEHTO3HOM

Tepanuu y NauneHToB C BPOXAEHHLIMU
3a6onesanusmMu/BIC n UK,

NK[-Tepanns MOXeT paccmMaTpmBaTbCcs llb B
Y NALMEHTOB C BbIPXEHHO N0KaNbHON

Unn cucTemMHo aucyHkumer MX npu

HaNMYMM [ONONHUTENbHBIX PAKTOPOB prCKa,

K npumepy HYXT, XCH II-11l dK NYHA nnn

TSXENON cuctemHon AB-peryprutaumm.

MCX moxeT paccmaTpuBatbcs Ans b B
ctpatndukaummn pucka BCC y naupeHToB

¢ TeTpapoit ®anno npu Hanuuum >1

13 NpefCcTaBneHHbIX GpaKTOPOB prcka:

nuncdyrkuma JK, HYXT unm ysennyeHne

nnutensHocTn komnnekca QRS >180 mc.

MCX moxeT paccmaTpuBaTbCst Ilb C
LS onpefieneHuns pucka passuTns

ycton4usoii XT y nauneHTos

C BpOXAeHHbIMK 3aboneBanuamm/BMNC

n HYXT.

Xupyprudeckas abnauus B yCnoBusix IIb C
31eKTPOPHU3N0NOrN4ecKoro KapTUPOBaHNS

MOXeT pacCcMaTpunBaThCs y NaLNEHTOB

C BPOXAeHHbIMY 3a60neBaHnsaMu/

BMNC, koTopble noasepraioTcs

OTKPLITOMY KapAVOXUPYPruyeckoMy

BMELLATENbCTBY M UMEIOT KIMHUYECKU

3Ha4MMyto ycToinumsyio XT v npun

3TOM NPEACTaBNAETCH BO3MOXHbIM

WHIYLMPOBATb YCTOWYMBYIO MOHOMOPOHYIO

XT ¢ noeHtndukaumein obnactu

KpUTMYECKOro nepelueika (critical

isthmus).

BbinonHeHvie kateTepHoit abnauum n C
WY Ha3HavYeHne NPobunakTUieckom

aHTMapUTMMYECKON Tepanuu

HE PEKOMEHA0BAHO MNPV HANNYNN

penkoi X3 y aCMMNTOMHbIX NaLMeHTOB

C BPOXAEHHbIMM 3a6oneBaHnsmm/BMNC

1 cTabunbHON BYHKLMEN XeNyLo4KOB.

493, 494

488, 490,
491

488,
494-496

492

489, 497,

498

496

Mp3xk

Mp3k

'p3k
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MCX He pekoMeHayeTcs Anst ] 496

cTpatuduKaLmm pucka y naumeHToB

C BPOXAeHHbIMU 3a6onesaHnsimu/BIC npy

OTCYTCTBUM APYrnx GakTopoB pucka unm

CMMMTOMOB.
MpumMeyanme: * — KnNacc pekOMeHaaLii, b YPOBEHb 10KA3ATENLHOCTH, © — CChiN-
KW, NOLAEPXVBAIOLLYE YPOBEHb A0KA3ATENBHOCTU.
CokpaueHus: AB — atproBeHTprKynsapHbii, BNC — BpOXaeHHbIN MOPOK CepAaLa,
BCC — BHe3anHas cepaeyHas CMepTb, [pOk — rpynna 3KCnepToB, y4acTBOBaB-
LWKX B NOATOTOBKE A@HHbIX pekoMeHpaumii, XT — xenynoykoBas Taxvkapams,
X3 — xenynodkosas akcTpacuctonus, K[ — uMniaHTupyemblin kapanosepTtep-
nedunbpunnstop, JXK — nesbiii xenynouek, MX — npassiil xenynoyek, NCX — ®B
JIK — dpakups Bbibpoca NeBoro xenyaoyka.

BIIC — caMpblit 9acTBIN BUA BPOKICHHBIX IIOPOKOB,
UX pacupocTpaHeHHOCTh cocraBisieT 700-800 ciaydaes
Ha 100000 HOBOpOXIeHHBIX [499]. BbompaBIe ¢ BIIC
MIPEACTABIAIOT OOCTATOYHO pPAa3HOPOMHYIO TPYIIY;
oXugaeMas IMpPOIOKNUTEIbHOCTD XXIU3HM IS HUX CYIIe-
CTBEHHO BEHIpOCJIa Ojaromapsl IIporpeccy B 00JacTu
IUAaTHOCTUKUA W XHUPYPTHUUCCKOTO JICUCHUS] TaHHBIX
3aboneBanuii. boapmuHCcTBO 600JMBHBIX ¢ BIIC moxu-
BaIOT 10 B3pocyoro Bo3pacta [500]. OmHako, HeCMOTps
Ha cBolo 3(pdexkTuBHOCTh, JIeueHne BIIC B meTckom
BO3pacTe Hepeako coImpoBoxmaeTcs paszsutuem CH
1 apUTMUI, KOTOPBIC MOTYT CTaTh IIPUINHOMN OTIAICH-
HOI cepAeYHOI cMEepTH B IOHOM BO3pacTe.

Yactora BCC B ob6mieit momymsunu 60abHBIX BITC
HeBbicoka (0,09% B roa), HO B 1LIEJOM BBIIIE, YEM
B COIIOCTAaBMMOI IT0 BO3pacTy KOHTPOJBHOI TpYIIIe
[501]. Puck BCC 3aBucuT OT BpeMeHM U IIpPOTpec-
CUBHO YBEIIMYMBACTCS IIOCJIC BTOPOIO MOECATUIICTHUS
Xu3Hu. o cux nmop orcyrctByioT PKHU, B KoTopbiX O6b1
olleHUBAIUCH (akTophl prucka BCC wmiau moabp3a 1mep-
BUYHON MPOPUIIAKTUKHN y 3TUX mamueHToB. [lo maH-
HBIM PEeTPOCIICKTUBHEIX HcciIenoBanmii, Ha oo BCC
npuxoautcs 14-26% ot Bcex cMepTeil mocje MepBUuY-
HOi1 xupyprudeckoii koppexkuuu BIIC [497, 501-503].
B kxpymHOM wHCCIemOBaHUM C YYaCTHEM B3POCIBIX
nanueHToB ¢ pa3nuuHbiMu BIIC gacrota BCC, cBs-
3aHHOI ¢ aputMueil, coctaBuia 14%. BCC yaie Bcero
HacTyItajia B IIOKO€ M HaOomajach He TOJBKO IIPHU
KPUTHICCKUX TIOPOKaX, HO W TIPH MEHEe TSKEIOu
natoyjornu. @DakTopel pucka BCC oxasanuch
TaKUMU XK€, KaK IJI UIIeMHICCKOI KapAMOMHOITaTHH,
B TOM YHCJIC 33006l HAIXKETYIOUYKOBOI TaXUKAPINH,
IUCGYHKIINS CUCTEMHOIO WJIM JIETOYHOTO XEJIyIoduKa
u yannnHeHue komiiekca QRS [497].

Cawmprit Beicokuii puck BCC oTMedeH 111 60JbHBIX
¢ teTpamoit Pajyo, Mocie KOPPEKIUN TPAHCIIO3UIINT
MaruCTPpaIbHBIX apTepuil, ¢ OOCTPYKTUBHBEIMHU ITOpa-
XKEHUSIMHU JIEBBIX OTHOEJOB cepaua W A OOJbHBIX
C CIMHCTBEHHBIM XeaymoukoMm [497, 501-503]. Bonb-
IIIMHCTBO MCCJECIOBAaHUI IO OIIEHKE PHUCKA IIPOBOIM-
JMCch Ha maumeHTtax ¢ Tetpamoit ®anno; puck BCC
B 9TOM nonyJsiuuu coctaBui 2-3% Ha 10 jeT u Bo3pac-
Tal B OTHAJICHHOM IIEPUOIE TOCIE XUPYPTUUICCKOMU

koppexkunu [495, 501, 504]. BeI1o BEIIBIEHO MHOTO
daxkTopoB prcka BCC, n3 KOTOPHIX cCaMBIMU 3HAUYM-
MBIMU OKa3aiuch 1anTedbHOCcTh QRS >180 Mcek, 00b-
emHasa meperpy3ka I1XK, mumcopyukumsa JIZK, a Takxe
KInHWYecKas win uaaynupyemast crtovikass KT [494-
496]. Boimonnenue INICXK B maHHO# rpymie 6OJbHBIX
mejecoodpasHo st oumeHKM pucka BCC [496].
B peTrpocrieKTUBHBIX UCCIeq0BaHUSIX 3(PPEeKTUBHOCTH
UKJ nng mepBUYHOM M BTOPUYHON MPOPMIaKTUKU
y OompHBIX ¢ TeTpamoit Mamimo oTMedeHa BBICOKAS
yacToTa cpabaTbiBaHuMii ycTpoiicTBa (okojo 8-10%
oT obmero uncia namueHToB ¢ MKJI) [488].

Y OOJBHBIX C TPaHCIIO3UIIMEl MaruCcTpaJbHBIX
apTepuil TIOCIe OIlepalliy IIPEACePIHOrO IepeKIoUe-
Hus (Mo Macrtapny wim no Cennmury) puck BCC
cocrapisieT mpuMepHo 5% Ha 10 net [501, 505]. Ipen-
cepIHast TaXMApUTMUS U CUCTEMHAasI IIPaBOXEIyI0IKO-
Bas HEIOCTATOYHOCTh SIBJIISTIOTCS 3HAUUMBIMU (haKTO-
pamu pucka BCC [498]. IlatoreHeTWYecKHe MeXa-
HHU3MBl BKJIIOYAlOT IIPEACEPIHYIO TaXUapUTMUIO
¢ osicTpeiM AB-mpoBemenmem (1:1) m TtpaHcdopma-
mueit B @K, a rakke mepsuunyio KA. KarerepHas
a0iauus npeacepaHON TaxukKapauu sBisieTcs 3¢ dek-
TUBHON M T03BOJsAeT CHU3NTH puck BCC y Takumx
nmanueHToB. [ICXK He HeceT KakoW-a1n0OO IMOJIB3BI IS
cTpatudukauuu pucka. BropuuHas npoduiakTuka
¢ npumeHeHueM MK/l nocrtatouHo a¢ppekTuBHA, TOrIA
Kak mnepBuyHas npodunaktuka ¢ MKJ y mauueHToB
C XeJTyno4YyKOoBOW AUC(hYHKUIMEH HEe BCerma OIpaB-
JaHa — 4YacToTa MOTHMBHUPOBAHHBIX CpadaTBIBAHUNA
MK/ o moBoay TaxuapuTMuii cocrasisieT Bcero 0,5%
B rox [489]. B HacTosImee BpeMs onepaliius IIpencepi-
HOTO TEPEeKIIOUCHUS YXKe MPaKTUICCKN HE MCITOJIb3Y-
eTCcsI, M TOTOMY KOJIMYECTBO TAaKMX OOJBHBIX ITOCTE-
TICHHO YMEHBIIAeTC .

Hannexamass KOppeKIUsI BPOXICHHOTO aopTailb-
HOTO CTeHO3a (B TOM YHMCJIe Y ITAallMEHTOB C IBYCTBOP-
YaThIM aOPTaJbHBIM KJIAaIlaHOM) ITO3BOJISICT CYIIECT-
BCHHO CHM3UTH ecTecTBeHHHBIN prck BCC u 3agacrtylto
OTKa3aThCsS OT CIEHU(PUIESCKON IPOTUBOAPUTMUYE-
ckoit tepanuu [501, 506]. Y GOABHBIX C €AUHCTBEHHBIM
XKeIymouKoM, IiepeHecmnx ormepanno @DoHTeHa,
B OTHAJICHHOM IIepHOAEC MOTYT pa3BUBATBHCS CIOXHBIC
npencepaabie Taxukapaun u CH, wacTtoTa KOTOPBEIX
MIPOTPECCUBHO yBeJIMUYMBaeTCsI ¢ Bo3pacToM. BAC
HepeIKo HaOIIomacTCcs B 3TOM TPYIIIle HalNCHTOB,
yacTtoTa gocturaetr 9% Tipu cpemHeidl TMPOMOIKUTEINb-
HOCTH HaOmoaeHUs 12 JIeT, HO TOCTOBEPHBIC MPEINK-
TOpBI MOKa He yctaHoBiIeHH [507]. JaHHBIX 00 3 dek-
TuBHOCTU MKJI y GOJBbHBIX, MEpEHECIINX OIlepaluio
®oHTEHA, OYEHB MAJIO.

B uemom, mpumenerane MK y 6onpHBIX ¢ BIIC
3a TOCJIEMHNE IBa OECSATUJICTHS IIEPEIIo M3 pa3psiia
BTOPUYHOMN MTPOMUIAKTUKH B pa3psim MepBUIHOM IIPO-
¢mwraktuku [490, 491]. PerpocrieKTUBHBIC KOTOPTHBIE
WCCIIeTOBAaHUS TTOKa3alr, 9YTo moMuMo KA, HapyIe-
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Hue dynkumu K vnnm JIZK Takke sIBAsgeTCs 10CTOBEP-
HBIM ¢pakTopoM pricka BCC y manmmMeHTOB ¢ pas3jand-
aeiMu BIIC [493-495, 497, 498]. D10 momuepKuBaeT
BaXHOCTb 3(P(PEeKTUBHOTO JIEUCHUST XKEITYyIOUKOBOM
IUCOYHKINKU IIyTeM XUPYPIrUIECKOro YCTpaHCHUS
OCTaBIIMXCSA Oe(heKTOB, ONTUMMU3AINT MEINKAMEHTO3-
HOM Tepanuu 1, ipu Heooxogumoctu, CPT. B menom,
namueHTaMm ¢ BITC n oomMopokamu unm HYXT peko-
meHnoBaHo O®PU u ouenka remommHamuku. [1CXK
B 9TOM CJIy4yae JaeT LIeHHYI0 MH(POPMAaIINIO IJII OLICHKU
pucka BCC. KarterepHag abiaums U XUPyprHdIecKoe
BMEIIATEILCTBO Yy TMALIMEHTOB C MOBTOPHOW CTOWKOM
KT mocne xupypruaeckoit Koppekuun BIIC sBiasiorcs
aJFTepHATUBHBIMU WJIM TOIIOJHUTEILHBIMA METOOAMU
Kk UK -Teparnun [492].

9.3. NpumeHenune UK y pnetein

Wmnnantaums UKQ y peten

b
PekomeHpaumm Knacc® YpoBeHb Ccbinku’®
MmnnaxTaumsa VK pekomengoBaHa | B 490, 508,
LEeTaM, NEPEeXVBLUMM OCTaHOBKY CepaLa, 509
npwy OTCYTCTBUM 06PATUMBIX NPUYMH
[IaHHOTO COCTOSIHUSI.
MmnnanTaums UK B covetaHum | B 490, 510,
C MeZIMKaMeHTO3HOI Tepanuei 511
peKoMeH0BaHa AETAM, UMEIOLLIM
BbICOKWIA PUCK, BCNIEACTBME HANNYNS
HacnencTBEHHbIX KaHanonaTuii,
KapavoMMonaTuin Ny BPOXAEHHbIX
3aboneBaHuit/BIC.
lMepuoanyeckoe onpeaeneHne lla C 5]112;

nopora aepuépuUnnaLMM Npu HaNUYUK
HeTpaHceeHo3Hon MK -cuctemsl cnepyet
NPOBOAUTL PErYNSPHO y AeTel Mnaawero
BO3pacTa.

~ b
I'IpvlmeanMe: - Knacc pekoMeHgaunn, — ypPOBEHb [0Ka3aTesibHOCT!, ‘— CCbl1-
Ky, nogaepxuvsearoLline yposeHb 0Ka3aTelbHOCTU.

CokpauwieHue: BIMNC — BpoxaeHHbIn nopok cepaua, UKL — vMnnaHTUpyembiii
kapavosepTep-aedudpuanaTop.

B nmerckoMm Bo3pacte BCC HabmomaeTrcs peako,
u mno atoit mpmumHe MKJI HewacTo NMpUMEHSIIOTCS
y IeTei: 9acToTa MMILIAaHTAIIUM COCTABIISIET <1 ciydast
Ha 1 MutH meteit B rox [508, 513] misg mepBUYHOM MU
BTOpUYHON TIpodumiaakTuku [490, 509]. Ietn ¢ BBICO-
kuM puckoMm BCC mpencTaBisioT TeTepOreHHYIO
TpyIIy ¢ OOJbIIMM pa3HooOpa3ueM 3a0oJieBaHUM
cepnra, BKIIOYasl HaCJACACTBCHHBIC KaHAJIONATHN WU
KapIMOMMOIIaTUM, a TakKxke MmUpokmit crmektp BIIC
[490, 509]. CoBpeMeHHBIC PEKOMEHIAIINY IO TTOKAa3a-
HusiMm K MKI-tepanuu y B3pOCIbIX MOTYT OBITh TpU-
MCHUMBI U y OeTeil. BoNBIIMHCTBO peKOMEHIAIINIA
M0 CepAcYHBIM 3a00JIcBAHUSIM, KOTOpPBHIE MOTYT
HCIIOJIb30BaThCI B IETCKOM BO3pacTe, MMEIOT YPOBEHbB
nmokasaTteabHocTH B mn C.

B oTnmume oOT peKOMeHIAIMWil OJISI B3POCIBIX
O6osbHbIX, ¥ neteii MKJ]] He mpuMmeHseTcsl cucTemMa-

tnyecku B ciyyae JJKMII u BoipakeHHOW AMCPYHK-
uuu JIK B cBa3u ¢ Hu3koi yacrtoroin BCC B nsToit
Bo3pacTHoi rpynre [514, 515]. I1o naHHBIM pa3any-
HBIX aBTOPOB, Npu ucnoab3oBanuu MKJ-tepanuu
IUTST IEpBUYHOM MPOoGMIAaKTUKA B JETCKOM BO3pacTe,
JacTOTa MOTHMBHMPOBAHHBIX cpabaTBRIBAHUIT YCTPOi-
cTBa KoJsiebnercs ot 10% mo 26% nipu cpenHei mMpo-
TOXKUTENIbHOCTH HabmogeHus 2-4 roma [490, 508,
510, 511, 516-519].

VY nmeTeii gaiie OTMEYalOTCS IEPEIOMEI 3JIEKTPOIOB
W HapylIeHWe W30JSIIUN, COCYINCTBIC OCIOXHCHWUS,
MHMEKIMOHHBIC OCIIOXHECHMS U OTHAJICHHOE YBEJIMIC-
HUE TTopora AeUOPMIIISIIINNA, YeM Y B3POCIBIX, BO3-
MOXHO M3-3a OOJBIICH IMOABUKHOCTH, MAaJIBIX pa3Me-
pOB Tejla U aKTUBHOTO pocta [520]. B psime KpymHBIX
WCCIIEMOBAaHUI YacTOTa IepesioMa 3JICKTPOIOB ITOCIIE
nmiutantannn MKJ, y nmereit cocrasmiaa or 5,3%
10 6,5% B roa, npu 3TOM Bo3pacT <8 JIeT U IpUMEHe-
HUE 2JIEKTPOAOB Fidelis” 6bUTM He3aBUCUMBIMU dakTo-
pamu pucka [521, 522]. Kpome TOoro, B OOJBIIMHCTBE
WCCIIeMOBAaHUI YacTOTa HeaaeKBAaTHBIX CpabaThIBAHMIA
UK/, 6su1a 04eHb BBICOKOM, OT 17% mo 30% [490, 508,
511, 516-519]. Yaiue Bcero HeageKBaTHbIe cpabaThIBa-
HUS YCTPOMCTBA OBLIN CBS3aHBI C CHHYCOBOI TaxUKap-
IVEH, HAIKSTYIOYKOBEIMH apUTMUSIMU U TUTIEPICTCK-
nueit T-BOJIH; MX 9aCTOTY MOXHO YMEHBIIUTH ITyTeM
WHINBUAYaJIbHOTO IIporpamMmupoBanus MK/, B Tom
quciie 3a CYeT YCTaHOBKM 0oJjiee BBEICOKOTO ITOpoTa
IeTeKINN. Y AeTel cTapIIero Bo3pacrta, Kak U 'y B3pocC-
JIBIX IMAIIMEHTOB, NPHUMEHSIOTCS TJIIABHBIM 00pa3oM
nByxkaMepHble MKJI. V neteil muaauiero Bo3pacrta
qalie MCIOJb3YIOT OMHOKAMEpPHEIE CHCTEMBI, YTOOBI
n30eXaTh BEHO3HOM OOCTPYKIMHU, HPHU 3TOM METIIO
3JICKTPOAA OCTABIISIIOT B IIPABOM IIPEICEPAUM C pacde-
TOM Ha JajdbHEMINUN pOCT. Y aeTeil IepBOro ronaa
KW3HU W OeTeil MIaAIero Bo3pacTa IOCTAaTOYHO Oe3-
omacHBl W 3(PPEeKTUBHBI aTbTePHATUBHBIC CHCTEMEI
MK/ 6e3 TpancBeHo3HOTO Hoctyma [512]. [Tpu ncons-
30BaHUM MOAOOHBIX CUCTEM IeHepaTop MMILUIAHTUPYIOT
B CO3HAaHHBIA IJIT HEro KapMaH B BepXHE#l dYacTu
KMBOTA C JMMUKAPANAIBHBIM PACIIOOXECHUEM XEIy-
moukoBoro aekrpona [508, 512]. CymiecTByIOT TaKxXKe
Ipyrue MeTtonbl uMIianTanum [508]. s Takux anb-
TepHATUBHBIX YCTPOMCTB XapaKTepHO OoJjiee dYacToe
MOBBIIICHUE TTOpoTa AcPUOPUIIALINNA B OTHAJTCHHOM
TEPHUOIE, B CBSI3HU C YeM ITOCJIC MX MMILIaHTAIlUN He00-
XoOMMa peryJsipHasl IpoBepKa mopora aehuopuiLIs-
ouu [512].

CPT crama BaXHBIM IOHOJIHUTEIBHBIM METOIOM
nmeueHuss CH y gereli m IpuMeEHSIETCS Jallle BCETO IIPH
HaJIMYNH TTOKa3aHWI K aHTUOpaIuKapaIuIeCKON CTUMY-
mamum [523, 524]. Umrutantauusg CPT-J1 MoXeT OBITh
mojiec3Ha HEKOTOPBIM ITallMeHTaM, OCOOEHHO cpasy
nocie xupyprudeckoit koppekuuu BIIC, omHako goka-
3aTeJbHBIX JaHHBIX 110 3TOMY BOIIPOCY ITOKa HEIOCTa-
TOYHO.
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KNNMHWYECKME PEKOMEHZALNN

10. XXT u ®X y nuuy 6e3 CTPYKTypHOI1 NnaTonoruu
cepaua
10.1. XXT u3 BbIXOgHOIro TpakTa cepaua

JNeuenne XT us BT

Ccbinku®
525-528

Knacc® Ypoeehb®
| B

PekomeHpauum

BbinonHeHwve kateTepHoit abnauum XT/
X3 u3 obnactu BTJTX pekomeHzoBaHO
NpY HaIMYUM CUMNTOMOB W/UNK B Cly4Yae
HeaEKTUBHOCTM aHTUAPUTMNYECKON
MEAVKaMEHTO3HOW Tepanuu (K npumMepy,
BB), a Takxe y NaunMeHTOB C HapyLLEHNEM
cucTonnyeckon dyHkumm JIK Ha poHe
yacToi XT/X3.

JledeHrie GnokaTopaMu HaTPUEBbIX KaHANOB
(npenapatsbl IC knacca) pekoMeHA0BaHO
NPy HaNM4YUMKM CUMNTOMOB nauyeHTam ¢ XT
13 BTJIK, o6nacTtv aopTansHOro knanaHa
1AM anukapavansHom XT/XK3.

| 529-531

lla 195, 531-

533

BbinonHeHune kateTepHol abnaumm

XT u3 BTJIX, 061acTi aopTanbHOro
KnanaHa vnu anvkapamansHoi XT/ K9
OMbITHBIMM CMiELManMcTamMmn cnesyert
paccmatpuBaTh Y CMNTOMHBIX NAaLMEHTOB
npv He3apdEKTUBHOCTM MPMEeMa 0AHOro

1 6onee 6rokaTopa HaTPVEBbIX KAHANOB
(Knacc IC), a Takxe npu HexenaHmum
NauMeHTOB HAX0AUTLCS HA JONTOCPO4HON
AHTVAPUTMUYECKON MeKaMEHTO3HOMN
Tepanum.

Mpumeuanme: * — Knacc pekoMeHaaLii, b YPOBEHb 10KA3aTENLHOCTH, * — CCbiI-
KU, NoaaepXu1BatoLLme YpoBEHb A0KA3aTENbHOCT.

CokpauweHusi: BB — 6eta-6nokatop, BT/DK — BbIXOAHON TpakT NEBOro xeny-
nouka, XT — xenynoukosas Taxvkapapms, XX — Xenynoukosas akcTpacucTonus,
JIK — neBblii xenynoyek.

Oo6macts BTTIK n BTJIZK gacTo sBisieTcss HCTOYHM-
koM unnonatmyeckux KT u XKD [525, 534-536]. B 70%
ciaydaeB 910 BhiBomHOU Tpakt I12K (BTIIXK) 99 [536],
B OCTaJIbHBIX CIIyYassX — CUHYCH BanbcambBhl [537-540],
BeiBogHOM TpakT JIK (BTJI2K) [539-541], OobIe BeHBI
cepmua [195, 539, 541], snukapananbHas obaacts [195,
539, 541, 542], aopro-MuUTpaibHOE cOoeaMHEeHUE [529,
543], pexe nmeroyHas aprepus [544-546]. Wanomnarnye-
ckas ogaroBast KT BerBogHoro Tpakta (JKT-BT) 00sraHO
BO3HMKACT y MALMCHTOB 0€3 CTPYKTYPHOM IATOJIOTHU
cepalia, OMHAKO Y HEKOTOPHIX IAIIMCHTOB OBUIM BBISIB-
JICHBl He3HAYWTEIbHBIC M3MEHEHHMS MO JaHHBEIM MPT
[547, 548]. Takasg Taxukapaus MMeeT OYaroBBI Mexa-
HU3M, BTOPUIHBIN 110 OTHOIIICHHIO K aBTOMATHUH, MUKPO-
pe-3>HTPU WU TPUTTEPHOI aKTUBHOCTH [549-552]. Unn-
onatnyeckue KT-BTIIXK o00b19HO MaHUGDECTUPYIOT
B Bo3pacte oT 20 mo 50 jieT u Jaiie BCTpedaroTcs Y KeH-
myH [553]. OnucaHbl ABe TUITUYHBIE (DOPMBI: CTpeccoBast
KT, xoTopyio NpoBOLUPYIOT (pr3UYECKHE HATPY3KU WU
SMOLMOHAJIbHBIC TICPEKUBAHUS, W ITOBTOPSIOMIASICS
MmoHomopdHas KT, koropas BO3HHMKAaeT B IIOKOE.
Ha nomo nosropstiomeiicss HY KT npuxonnrcest 60-92%,
Torga Kak HerpepbiBHas KT HaOromaeTcs JTUIIb B €M~
HUYHBIX ciIydasx [549-552].

Pexe BcTpedaeTcst mapoKcH3MajbHas YCTONUYMBAsS
XT ¢ mmTenbHBIMA NeprUoJaMyi HedacThiX KD B mepe-
pBIBaX MEXIy HMapoKcuaMaMu. YacTtoTa M IIUTEILHOCTD
SMM30I0B Bo3pacTaeT Ha (oHe (PUBMICCKUX HATPY30K
n(UIM) SMOIMOHANBHBIX IIepeXuBaHUl. Bo Bpems
CTpecc-TecTa BO3MOXHa IpoBokauus oyaroBoit 2KT-BT
BO BpeMsI Harpy3KHU WX OTObIXa. TummaHas MOPMOIOTHS
QRS mnpeacraBmena momMuHaHTHBIM TuUnoM BJIHIIT
CO CMelIeHUEeM dJIEKTpUUeCcKoi ocu cepama [525, 534-
541]. Mocne KD nnmm nepBoro kxomrurekca KT oObdHO
HaOJII0IaeTcsl OTHOCUTEILHO TOJTUM MHTEPBAJl CIEILIC-
HUS TIeped ciaemyiommM KomriuiekcoM QRS [553]. XKT
nMeeT MOHOMOP(HLII XapakTep, XoTs Mopdoiorust QRS
MOXET BapbMpPOBaTh B HE3HAUNTEIBHOM cTerneHn. OYeHb
peIKo HaAONIOMAOT COYETaHME HECKOIBKUX Pa3IMIHBIX
mopdosiornii KT, 4yTo MOXeT yka3blBaTb Ha Hajlu4uue
py6uoBoro cyoctpata KT, kak Hanpumep npu AKIITK
[535]. Uognonatuueckass ZKT-BT o0b9HO MMeeT 106po-
Ka4eCTBEHHBIN XapaKTep, HO B HEKOTOPHIX CITyJasx BO3-
MoxxHa 3mokadectBeHHast 2KT [551, 553]. DKI mipu cuHy-
COBOM pUTME OOBIYHO HOpMajbHasi, XoTs B ~10% ciy-
yaeB Bo3MOXHa moyHas uiau HermonHass BITHIIT [554].
Ctpecc-TecT ¥ BU3yaan3alnsI Ceplia IO3BOJISIOT UCKITIO-
YUTHh CTPYKTYPHYIO MATOJOTHIO. B HEKOTOPHIX ciydasx
meJiecoodbpa3Ha KaTeTepru3alus cepalia.

JledyeHne Ha3HAYAIOT TOJIBKO IPU HAJTUIUKA CUMIITO-
MoB. ClemyeT OTMETUTBH, YTO CHUMIITOMBI MOTYT OBITH
cBsI3aHbI ¢ nUcyHkuuen JIZK, Tak kak uauornarudyeckast
KT MoxeT crtocoOCTBOBATh pa3BUTHIO KApANOMHUOIATUN
[555]. B aToM ciyyae cienyeT pacCMOTPETh Teparuio
6JI0KaTopamMu HaTpHeBEIX KaHaoB (Kinacce 1C) mmm kate-
tepHyto abmamuio. [Tarmentam ¢ ZKT-BTTIK/ KD peko-
MEHIOBaHa KaTeTepHas abIays B KaYeCTBE METOIA TIep-
Boro BeIOOpa, Torma Kak mpu 2KT-BTJI2K/2KD ee BEITION-
HEHME CJIeIyeT pacCMaTpUBaTh TOJIBKO IIPU OTCYTCTBUU
3¢ deKTa IPOTUBOAPUTMHUICCKON TepaITHH.

BBuny anatomuueckoit 6amsoctu BTIIZK, BTJIK
¥ KPYITHEIX BEH Ceplla, TOYHOE OIpeIeICHIE JIOKAI3a-
mn KT Ha ocHoBaHUM Mopdonornt QRS HEBO3MOXHO,
3a WCKIIOYCHUEM CIy9aeB KIIACCHMYECKOM TaXWKapIWU
n3 BTILXK. IIpumeHsieTcss akTMBallMOHHOE KapTUPOBa-
HUe N(MI1) KapTUpoBaHWe Ha (DOHE CTUMYJISIIIUU B pa3-
JIMIHBIX TOYKax Bo Bpemss DDU [532, 537-540], HaunHas
¢ BTILK (Bkimo4yast CMHYC JIETOYHOM apTepHy), 3aTeM
B 00J1aCTH KOPOHApHOTO CHHYCAa, CTBOPOK a0PTaJIbHOTO
KjamaHa ¥ 3aKaHYMBas JHIOKAPIMAJbHOM 4YacThIO
BTJLK. Ecnu abnauust B TOUKE paHHEH KeTyIOYKOBOMN
aKTUBAIlMM HE IIO3BOJISACT YCTPAHUTh KIMHUYECKYIO
apUTMUIO, CJIEOYeT PACCMOTPETh BBIIIOJHCHHUE 3ITHMKapP-
NHUAJTBLHOTO KapTUPOBAHUSI.

10.1.1. XXT us BTNX

Kaxk npasuno, KT-BTITXK xapakrepusyercsi KOpoT-
KM LIUKJIOM TaXWKapIUU 1 Jallle COIMPOBOXIACTCS pa3-
BUTHEM OOMOPOKOB IO CPAaBHCHHIO C apUTMUSIMH, TIPO-
ucxomssmumu 13 BTJIK [550-552]. Ha OKI mpm XKT-

65



Poccuiickuin kapayonoruyeckuin xypHan N2 7 (135) | 2016

BTIIK/XKD orMmedaercsl cMeleHHE ITEPEXOMHON 30HEI
R/S B V4, B otimmume ot KT-BTJLXK/XK3. ITo gaHHBEIM
JTepaTyphl 3G (GEeKTUBHOCTD KaTETEPHOM abJIallny IIpHu
XKT-BTIIK/2KD y nmaumeHTOB 06€3 CTpYKTypHOIT TaTOJIO-
ruu cepaua >95%, ecau MpouUenypy BBIIOJHSIOT OIBIT-
HbIe criennanucTsl [525, 534-540]. OnqHako TaHHBIX TOJI-
TOCPOYHOI0 HaOJoAeHUS He Tak MHoro [527, 528].
YacTtoTa OCIIOXXHEHHMII Y 3THUX ITaIlMCHTOB HEBBICOKA,
OIMMCaHbl TOJbKO peakue ciaydau paspbiBa BTII2K, rinas-
HBIM 00pa30oM B 00J1aCTH CBOOOIHOM cTeHKM [525]. Takum
00pa3oM, y ITaMEHTOB C KIMHNIECKON CUMIITOMATUKOM
U npu3HakamMu Taxukapauu u3 BTIIK mo paHHBIM
moBepxHocTHOM DKI pekomMeHmyeTcst BRITOTHUTE DDU;;
ecnn KaptupoBanue monrBepxmaer KT-BTIIXK/XKD,
cJIemyeT IIPOBOANTD IIEPBUYHYIO KATETCPHYIO a0JIaIIMIO.

10.1.2. XXT ns BT/IXK

[Tpu BemmoHeHNY KaTeTepHOoit abmammm 2K T-BTJIK/
XKD Ttpebyercs TIaTeIbHOE KapTHUPOBAHUE, KOTOPOE
noipkHo Bkiodath BTJIK, cTBopku aopranbHOrO Kia-
MmaHa, JIETOYHBIE apTepuu W srmKapn [532, 556]. Cen-
tanbHBI cermeHT BTJIK mpencraBieH riaBHBIM oOpa-
30M MBIIIEYHO TKaHBIO, HO BKITIOYACT M MEMOPaHO3HYIO
YacTh MEXCKETYIOYKOBOM TeperopoaKu. 3amHMil KBa-
paHT mpencTaBieH (UOPO3HBIM JHUCTKOM, TOTHa KakK
JIaTepaJIbHBIA U TTIepeIHIIT CETMEHT BBITIOJIHEHBI MBIIIICY-
Hoi1 TKaHbI0. CO CTOPOHHI AMMKapaa MePeIHIST MEXKKe-
JIyIOYKOBAasI BETBh U JieBas OrMOaroIas apTepus IIpoxo-
ST KBEpXy OT aoprtajibHoro cermeHta BTJIK u Haxo-
nIITCd B Hambosee BeIcoKoi Touke JIDK [557]. Dta obmacth
SIBIISICTCSI OCHOBHBIM HMCTOYHUKOM WIWONATHIECKOM
XT/XD. Ona XKT-BTJI2K/2XKD xapakTtepHO cMeIIeHUE
SJIEKTPUYECKOIN OCU cepllla BHU3, PAaHHSS MEpeXomHast
3oHa B V1/V2 m kaptuHa BJIHIIT u BITHIII na OKTI
(870% n 30%, coorBercTBeHHO) [195, 529, 530, 532, 533,
537-543, 558].

YacToTa OCITOXHEHU KaTeTepHOM adally y TaKMX
MalMEHTOB SIBJISIETCSl CYILIECTBEHHOM; B 4HWCJE MPOYMX
OCJIOXXHEHMI BO3MOXHBI pPa3phlB MIOKAapIa M TAMITOHAIa
cepalla, WHCYJIBT, ITOBpeXmeHHMe KiamaHa win KA.
B HEKOTOPHIX CIyJassx M3-3a aHATOMHYECKUX OCOOCHHO-
CTel TTOTHOILIEHHOE KapTUPOBaHME 1 a0IaIlisI BO3SMOXKHBI
TOJIBKO TIPU COYETAHUM TPAHCCEIITATEHOTO M PETPOTpa-
HOTO OOCTyIa, MO3TOMy KareTepHas abmaums BTILK
IOJKHA IIPOBOOUTHCS OIBITHEIMU CICIIUAIMCTaAMU
1 TOJIBKO TIpHA Hea(PDEKTUBHOCTH JIeUCHMST OJIOKATOpaMU
HaTpueBbIX KaHaioB (kiacc IC) [532].

10.1.3. XXT n3 o6nactv CTBOPOK aOpTaJIbHOrO KanaHa
PacnpoctpaneHHocTh KT M3 cuHycoB BasibcasibBbl
cocrabisteTr ~20% oOT Bcex uAMoNaTH4eckKux Gopm
XKT-BT. Yame Bcero ucrounukom XKT siBisieTcss 001aCcTh
JIEBOM KOPOHAPHOM CTBOPKHM, PEXE MPABOM KOPOHAPHOM
CTBOPKH, COEAMHEHME MpPaBOM M JIeBOW KOPOHAPHBIX
CTBOPOK M COBCEM peako (UOPO3HON HEKOpOHApHOU
ctBopkU [195, 529, 537-543]. Ha DKI ormeuaroT xapak-

TepHBbIC M3MCHEHUS B BHUIIE IMMPOKOro KoMiuiekca QRS
¢ paHHMM TiepexonoM B V1—-V2 [537, 538]. Camoe gacToe
OCJIOXKHEHME KaTeTepHOU abjaliiu B 30HE CTBOPOK aop-
TAJILHOTO KJjlallaHa — OCTpasi OKKJIIO3USI CTBOJIA JIEBO
KA. TToaTOoMy KpaiiHe BaxKHO nepe BbIITOJIHEHUEM abJia-
IUH OIPEICINUTh IOJIOKECHNE YCThs JICBOM M(MJIN) IIpa-
Boit KA mocpenctBoMm aHruorpaduu, BHyTpUCEpACUYHON
OxoKI' mmm KT. Bo BpemMs mporemaypbl COXpaHSIOT
JUCTAHLIMIO IO CTBoJa JieBoii KA >6 MM, UCIonb3ys
CTaHIAPTHbIE MCTOYHUKMU DHEPruu C PeTyJIMpOBKOM
MoiHocTU. [loBpeXxaeHHe aopTajJbHOTO KJlalmaHa
BO BpeMs KaTeTepHOl abjaliMi OMWUCAHO JIUIIb B €av-
HUYHBIX cTyJasx [559]. B memoM, Ha CeTOMHSIIITHUI IeHb
4acToTa OCJOXHEHWM KaTeTepHOW abjanuu B 3TON
rpyIine MaudeHTOB HEBEJIMKAa U MOXET O0Ka3aThCsl 3aHU-
JKEHHOW OTHOCUTEIBbHO pPEabHBbIX NAHHBIX, MOCKOJbKY
STH IPOICAYPHI BEITIOTHSIIOTCS TOJBKO B CIIEIIUATIA3UPO-
BaHHBIX ILeHTpax. KaretepHasi aGnauus mpu JaHHOM
Bume KT pekoMeHIoBaHA TOJBKO IIpHU HedhPEKTUBHO-
CTU MEIMKAMEHTO3HOI Tepanuu OJoKaTopaMu HaTpue-
BBIX KaHaIOB (Kimacc 1C)

10.1.4. OnukappuanbHas XT us BT ceppua

DImMKapAuaabHBINA IIOAX0A MOXHO paccMaTpUBaTh
TOJILKO TTocTIe HeadPeKTUBHOM SHI0KApAUAIBLHOM abia-
mun BT-2KT/XKD [195, 530, 539-541, 558]. bojbiiuH-
CTBO OYAroBBIX SNHKapauadbHBIX KT BO3HUKAIOT
B HETIOCPEICTBEHHOU OJIM30CTH OT OOJBIINX CEPACUHBIX
BeH mwinu KA [195, 539-541], u T71aBHBIM PUCKOM TaKOM
npoueaypsl sapisercs mospexaeHue KA [531, 560-562].
Jlexatiee cBepXy YIIIKO JIEBOTO IIPEACEPANS Y SITUKAPI-
aJbHBIA XXUp TakKKe MOTYT 3aTPYOHSITH BBIIIOJHCHUE
abnaluu.

10.1.5. Mpouwme Bugb! (Bknovasa XT ¢ nokanusauuein
B 001aCTU NIeroYHbIX apTepuii)

VYenemnas abmauus KT 13 0671acTH 1ero4HOM apre-
pUM OIMCaHa TOJbKO B E€IWHWYHBIX Clydasx WIu
B HEOOJIBIINX CEpUSIX HaOMoaeHI [544-546]. AHaToMu-
YeCcKM B 3TOH 00J1aCTM HEeT MMOKapiaa, 3a UCKIIOYEHUEM
JIETOYHBIX cHYCOB [556]. Ha DKI 06bIYHO OTMeYaeTcs
BJIHIIT ¢ BbicokuM 3y0LIOM R B HUXXHUX OTBEIEHMUSIX
u nepexon B V4/V5 [544-546]. YacTora OCIIOXHEHMUIA
KaTeTepHOM abyialiu B 3TOW HEeOOJbILON IpyIlne Mmamuy-
€HTOB HEU3BECTHA; CAaMU MPOLEAYPbl OOBIYHO BBITTOJHSI-
IOTCS B CIELIMAIM3UPOBAHHBIX LICHTPaXx.

10.2. NMpoune Bugbl XT

MpodunakrTuyeckas Tepanus ang npeaynpeXxaeHus
peunamneoB nguonatmyeckom XT

PekxomeHpaummn Knacc® YposeHn’  Ccbinku®
BbinonHeHne kaTeTepHoit abnauum | B 346, 347,
OMbITHLIMM CrieLManMcTaMm 563-575

PEKOMEH[I0BAHO B Ka4eCTBe Tepanum
NepBOV JIMHWW Y CUMMTOMHbIX MaLMEHTOB
¢ ngponatmyeckon JIKT.
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Jleyenmne BB, Bepanammnom nnm
610KaTopaMu HaTPUEBBIX KaHaNOB
(npenapartbl IC knacca) pekoMeH[0BaHO
CMMMNTOMHBIM NaLyeHTam

¢ uguonatuyeckort JDKT, ecnv npoBefeHve
KaTeTepHoi abnauumn He NpeacTaBnseTcs
BO3MOXHbIM U/ HEXENATENBHO.

Mp3k

JNeyenve BB, Bepanamunom nim
610KkaTopaMu HaTPUEBBIX KaHANOB
(npenaparsl IC knacca) pekomMeHZ0BaHO
CMMMNTOMHbIM NaupeHTam ¢ XT 13 o6nacTu
NanUANSAPHbIX MbILULL.

p3k

JleueHve BB, Bepanamuaom unm
610KkaTopamm HaTPMEBbIX KaHANOB
(npenaparsbl IC knacca) pekomMeHa0BaHO
CUMMTOMHbBIM nauyeHTam ¢ XT u3 obnactv
KOJbLI@ MUTPANTBHOMO U TPUKYCNMAANBHOMO
Knanawa.

Mp3k

MpoBeneHWe kaTeTepHo abnauum lla 576-578
noz 9xoKr-KoHTPONEM OMbITHLIMU

cneupanucTamm cnegyet paccMaTpuBaTb

Y CUMMTOMHBIX MauneHToB ¢ XT

13 061aCTV NANUANSIPHBIX MbILLL, NPK

HeaddeKTMBHOCTM Npuema >1 6iokaTtopa

HaTpueBsbIx kaHanos (Knacc IC), a Takxe

NpY HeXeNaHU NALMEHTOB HAXOANTLCS

Ha [ONrOCPOYHON aHTUAPUTMNYECKOW

MeJMKaMEHTO3HOW Tepanuu.

534, 579-
581

MpoBeneHWe kaTeTepHOM abnauum lla

OMbITHEIMU CEeLUanMcTaMm y CUMITOMHbIX
naumeHToB ¢ XT 13 o6nactu konbua
MUTPANLHOTO Y TPUKYCMAANBHOTO
KnanaHa cnemyet paccmaTpuBaTth npu
HeadbdpekTBHOCTM Npuema >1 6nokatopa
HaTpueBbIx kaHanos (Knacc IC), a Takxe
Npy HeXenaHUM NaLMEHTOB HAXOANTLCS
Ha [,ONrOCPOYHON aHTUAPUTMNYECKO
MeAVKaMEHTO3HOW Tepanuu.

v b
MpuMeyaHme: * — Knacc pekoMeHaLmii,  — YPOBEHb AOKA3aTENLHOCTH, © — CCbif-
KW, NOLAEPXVBAIOLLE YPOBEHb A0KA3ATENBHOCTU.

CokpaweHnus: 66 — 6eTta-6nokatop, MK — rpynna aKCNepToB, y4aCcTBOBABLLMX
B NOArOTOBKE AaHHbIX pekomeHpaumid, XT — xenynoukosas Taxukapams, JDKT —
NeBoXenynoykoBas Taxmkapams, IxoKIm — axokapamorpadus.

10.2.1. UanonaTtnyeckasa JKT

MonoMopdHass 1 monmuMopdHasT HAMOIATHICCKas
JIKT MoxXeT BO3HMKATh HE3aBMCUMO OT HAJIMUUs Y Malu-
€HTa CTPYKTYpHOII IaToJIOTHH cepalia. Beimensior dac-
uukyssgpHyto JIZKT, uyBcTBUTENbHYIO K Bepanamuiy, 2KT
¢ IUPKYJSIIE BO30YXKICHMSI IT0 HOXKaM ITyuka Iiica,
meximydykoBylo KT u ouaroByto KT B cucreme Ilyp-
KnHbe [582].

Yamre Bcero BcTpedaercs pacuukynsipHast 2KT ¢ moka-
JIM3auel eI pe-3HTPU B 00JIACTH Pa3BeTBIICHUI 3all-
Heil BeTBU JieBoii HOXKHU myuka Iiica (>90%), xoropas
pa3BHBaeTCA TJIABHBEIM 00pa30oM Y MOJIOOBIX JIIOIei 6e3
cTpyKTypHOI matonoruu cepama. [TosepxHoctHass DKI
nokaspiBaeT BITHIII, cmeleHue saeKTpuyecKoil ocu
QRS BBepx, kommiekc QRS kak mpaBuiao ocrtaercs
Y3KAM. MeTomoM IIepBOro BBIOOpA IS JICUCHUST TaKUX
MMAIIMeHTOB B CIICIMAIN3MPOBAHHBIX LIEHTPAaX SIBIISICTCS

KareTepHas abyialusi, MOCKOJbKY 3a00/ieBaHUE BCTpeya-
€TCS B OCHOBHOM Y JIMI] MOJIOJOTO BO3pacTa, U JJIUTEIb-
HOe JICUeHUE BepalraMujioM B 3TOM ciydae Hedddek-
TUBHO [563-567]. YacToTa peliluInBOB TaXMKapAUH ITOCIIE
ycIemHoi abaauuu Kojebercs ot 0 mo 20% [564, 568-
570].

®@acuukynsgpuaele KT ¢ mokanm3amueit 1menu pe-
SHTPU B 00JIaCTH pa3BETBJICHUI TepeaHell BETBU BEpX-
Hel CeNnTaJbHOU BETBU JIEBOW HOXKM Tydka [uca BcTpe-
yatorcst ¢ vactoroir <10% u <1%, COOTBETCTBEHHO.
Ha mosepxnoctaoit DKI' mpu gokamu3amyuu LiETN pe-
SHTPU B 00JIACTU Pa3BETBJIEHUI MepeaHeill BETBU perv-
crpupyercst BITHIIT u oTkinoHeHue ocu BOpaBo, a MpU
JIOKAJIN3allMd B BEPXHEW CENTAIBHOW BETBU — Y3KUN
KOMIUIEKC ¥ HOpMajibHoe moyioxkeHne ocu QRS, mmbo
oTkJIoHeHue BrpaBo. [ist oboux tunoB XT mnepsoit
JIMHWEN Tepanuu SIBJISIeTCSl KaTeTepHast abjaiusi, Kotropast
JIOJKHA BBITIOJHATBCS B CHEUMATIM3UPOBAHHBIX LIEHTpax
[571-573].

KT ¢ unpkynsuueit Bo30yXIeHUs MO HOXKaM IydyKa
Tica 0ObIYHO HAOJIOMAETCS Y TTALMEHTOB C paHee Cyllle-
CTBOBABIIMMM HApPYIIEHUSIMUA BHYTPUXKETYIOUYKOBOTO
MpoBeAcHUS, BKJOYas ymIMHeHWe uHTepBaia H-V
u Ojokamy HOXKM mydka Iuca [346, 347, 574]. Takasa
TaXUKapaAusl XOPOIIO MOAHAETCS JIEYEHUIO C TMOMOIIbIO
KaTeTepHoM abjaluu, no KpailHeid Mepe B CrieMainu3u-
pPOBaHHBIX LIeHTpax. Yalle Bcero BBIMOIHSIOT abjaluio
MpaBoOil HOXKM, peke JeBOM HOXKM Iyuka [iica, pe3yib-
TaTOM 4Yero sBJsieTcs oTcyTcTBUEe uHayuupyemon KT u,
IO CyTH, MOJHOE u3jieueHue 3aboyeBaHust [346, 347,
575]. UmnnanTtamust MK/ TakuM manmeHTam 6e3 CTpyK-
TYpPHOW MaTOJOTUU cep/lia OObIYHO HE pEKOMEHIYETCSI.

10.2.2. XXT 1n3 o6nacT nanunnspHbIX MbILLIL,

Y HeOONBIIOrO YMCiIa MAIMeHTOB MAMOIIATHYeCKast
KT mmm KD MoryT BO3HMKATH B 00J1aCTH MANTIISIPHBIX
moin 1K mmm JIK [576-578]. Jdus KT, ncrodyHuKOM
KOTOPOU SIBIISICTCSI 3amHsIs ManuursipHas Mbimma JIK,
xapaktepHa Mopdoimorus mmo tury BITHIII, cMmemenue
ocu QRS BBepx BIpaBo WM BJIEBO M JUTMTETBHOCTE QRS
>150 mc [576]. Ecin nedeHne GirokatropaMy HaTPUEBBIX
kaHaoB (kiacc IC) n(mwm) Bb oka3anock HEeyCITeITHBIM,
npuberaloT K KaTeTepHOU abiaumu, KOTopash OOBIYHO
nIaeT HyXXHBIH a¢pdexr [578]. OmHako mpu KapTUPOBAHUU
¥ BBHITTOJTHEHUN a0JIallii B 30HE MAIIISIPHBIX MBIIIIIT
IOCTATOYHO CJIOKHO OOCCITEYUTh CTAOMJIBHOE ITOJIOXKE-
HUE KaTeTepa, B CBSI3M C YeM PEKOMEHIYETCS TPaHCCeTI-
TaJIBHBIN JOCTYI ¥ KOHTPOJIb C ITOMOIIBIO BHYTPHCEPICY -
"ot OxoKI. VYcrenrHaa aGiaaumsgd MOXKET OCIOXHATHCS
MUTPAJIBHOI perypruTaineit, KoTopas, OmHAKO, BCTPE-
qaeTcsl peaKo.

10.2.3. XT 13 o6nactu KonbLa MATPANbHOIO WX
TPEexXcTBOpYaTOro KnanaHa

Oxoio 5% Bcex nnnorarmyeckux KT u KD Bo3HU-
KaloT B 00JlacTM KOJIblIa MUTpPAJIbHOTO KiamaHa [534,
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579-581]. i Hmx xapakrtepHa mopdomorus BITHIIT,
IEePCUCTUPYIOLIASI BOJIHA S B OTBeAeHUU V6 U pacIioso-
XKeHHUe TIepeXOqHOM 30HEI B OTBeIeHUN V1, a B HEKOTO-
PBIX citydasx 1 Mexxmy oTBeacHMsIMHU V1 u V2. [Mopsinka
8% Bcex upnonaruyeckux 2KT u XKD Bo3HUKAIOT B 00J1a-
CTM KOJblla TpexcTBopuaTtoro kiamaHa [581]. B atom
ciydyae otMmedaror Mopdosoruto BJIHIIT u orkinoHeHue
ocu QRS BieBo. IIpu orcyrcTBumM 3(pdeKra OT JICUCHMS
MIPOTUBOAPUTMHUIYCCKIUMM TpemapatamMu Kiacca [C
n(vwin) BB, BEIMOMHSIIOT KaTeTepHYIO a0JIaliio (B CIICIIH-
aM3MPOBAHHBIX IIEHTPAX) ¢ TIpeABAPUTEILHBIM aKTHBA-
UOHHBIM WM CTUMYJISIUOHHBIM KapTHPOBaHHEM
B HECKOJIBKMX TOYKaX, KOTopas IoKa3aja cBOIO 3 dek-
TUBHOCTH Tpu Jokanuzauuu KT Kak B 06J1acTU KoJblia
MUTPAJBHOTO, TaK M TPEXCTBOPUYATOTO KitaraHa [581].

10.3. Upnonatnueckasa ®X

Jleuyenune nguonatuyeckon OX

PekomeHpaumm Knacc® Ypouemah Ccbinku®
MmnnaxTaumsa VK pekomengoBaHa | B 154, 583
nauveHTam, NepexmBLLIMM 3NnU304,

namonaruyeckoin OX.

Mpn Hannunn peunansupyroLLe | B 467,
X3-uHayumposaHHoit OX 1 nokasaHui 584-587
K K[-Tepanunu pekoMeHpoBaHo

BbINOHEHWE KAaTETEPHO abnauuu

OMbITHBIMU CNELMANNCTaMU.

Mpwn Hannumnmn X3, ABRAIOLLENCS NPUYNHON | B 467,
3N1EKTPUYECKOro LWTOPMa, PEKOMEH0BAHO 584-587

BbINOSIHEHWE KaTETEPHO abnauuu
ONbITHBIMU CnieunanncTaMmn.

v b
MpumeyaHme: ° — KNACC PEKOMERAALMI, - — YPOBEHb 0KA3aTENbHOCTH, * — CCbiN-
Ku, NOAAEPXMBAIOLLME YPOBEHb [10Ka3aTeNIbHOCTU.

Cokpauwenusi: VIK, — umnnaHTupyemblii kapamosepTep-aedubpunnsatop, X3 —
Xenyaoukosas akctpacuctonus, X — Gubpunnsums Xenyxonykos.

Jnarao3 naponatudeckoit MK craBsIT myTeM NCKITIO-
YeHUsI, OMHAKO B OyAyIIeM 3Ta CHUTyallus BEpPOSITHO
MOKET U3MEHUTHCS 3a CUCT YIIYJIICHUS] METOIOB TUATHO-
CTUKHA CTPYKTYpPHOM TIaTOJIOTUM CepAlla, JeXalei
B OCHOBE 3TOTO 3a00JIEBaHMS, WIN ITOSBICHUS HOBBIX
MTaHHBIX O HapyIIeHMWSIX (PYHKINYA WOHHBIX KaHAJIOB.
BompHbM ¢ mamonatdeckoit MK pekoMeHIOBaHa ycTa-
HoBKa MK]JI ¢ menpio BTopnaHOM MpoMUIaKTAKHA.

Jleyenne bb u(uau) mMpoTMBOAPUTMUYECKHUMU TIPE-
napatamu III kinacca MOXeT yMEHBIIUTb 4YacTOTYy
MOBTOPHEIX 3130108 PXK, HO HE CITOCOOHO MOIHO-
CTBIO MX TIPEeNOTBPATUTH [154]. ¥ manmueHTOB ¢ MANO-
matnaeckoii @2K, a Takke y mamueHToB ¢ DK 11 cTpyK-
TYPHOM MNATOJIOTHEN cepima TPHUITepaMU SIBJISTIOTCS
KD, KoTOpBIe BOBHHKAIOT B Pa3HBIX YIaCTKAaX CUCTEMBI
Ilypkunbe unu B o6aactu BTIIK; X MOXHO UCITOJIb-
30BaTh B KAYECTBE MUIIIEHEN IS KaTeTepHOU abianuu
[467, 584-588]. Ilpoueaypa mokKa3aHa IaLMEeHTaM
¢ yacteiMu mipucTtyrmaMu 2K 1 BHITTONHSICTCS IPEUMY-
mecTBeHHO Imocie snu3ona OXK mim 3JeKTpruIecKoro

IITOPMA, C BBEIIIOJTHEHNEM MHTPAOIICPAIIMOHHOIO Kap-
THPOBAaHMUSA 30H 3KCTpacucToauu. [Ipm oTcyTcTBHU
COHTaHHBIX KD IMOKa3aHO MPEeABapUTEIHHOE XOJTEe-
poBckoe MoHmTOpupoBaHne DKI, KoTopoe ITO3BOIUT
OLICHUTH MOP(OIOTUIO 3KTONMMYCCKUX COKpAIICHUU
W OIIPCHCINTh MOTCHIMANbHBIC 30HBI BO3ICUCTBUS
BO BpeMs abJaIinm.

OTHayeHHBIHA YCIIeX TIPOIICAYPHI, IO KOTOPBIM ITOHU-
matot orcyrctBue ®XK, mommmopdroit KT wm BCC,
npu HaOmoaeHun >5 ner cocrasiser 82% [586, 588].
Bcem OonpHbIM ¢ ummonarnyeckoil XK rmokazaHa
nmimiaHTanuss MK/, He3aBUCUMO OT pe3y/IbTaToB KaTe-
TepHOI1 abianuu.

10.4. ABXT no Tuny “nupyat” ¢ KOPOTKUM
MHTEpBasIoM

Jleuenue OABXT no tuny “nupyat” ¢ KOPOTKMM UHTEPBaIOM

Knacc®
WmnnanTtaumna VK pekomeHnaoBaHa BCEM | B
nauyeHTam ¢ NOATBEPXAEHHbIM AMarHO30M

JBXT C KOPOTKMM MHTEPBAIOM.

PexkomeHnpauum )/ponaem;h Ccbinku®

589

Cnenyet pacCMOTPETb BO3MOXHOCTb lla B
B/B Ha3HaYeHWsi BEpanaMuna ¢ Lenblo

Nle4eHns/oCcTpo NpoduNakTUKn

3M1EKTPUYECKOrO LUITOPMA M MOBTOPHBIX

cpabartbiBaHuii UK,

590, 591

CnepnyeT paccMOTPETb BO3MOXHOCTb lla B
NpoBeLEHUS KaTETEPHO abnaumu ¢ Lenbio
[LONrOCPOYHOro Nie4eHns/NpodunakTkm

JJIEKTPMYECKOro WTopmMa Uiam noBTOPHbIX

cpabartbiBaHuii UKL,

586

Mpumeyanme: * — KNacc pekoMeHaLui, b YPOBEHb [10Ka3aTeNbHOCTH, © — CCbi-
Ku, NOAAEPXMBAIOLLME YPOBEHb A0KA3ATENLHOCTU.

Cokpawienuns: [1BXT — papyHanpaBneHHasi BepeTeHOOOpa3Has XenynoykoBas
Taxukapams, UKL — vuMnaaHTupyeMblil kapavosepTtep-aedudpunnatop, X3 —
XEeNyA04KOBas 3KCTPACMCTONNS.

JABXT ¢ KOpOTKMM MHTEPBAJIOM MPEACTABIISICT Peji-
Kuii BapuaHT noaumopdHoit KT Hen3BeCTHOI 3THUOJIO-
run. Turmmansie mpusHaky JIB2XKT wa DKI 3akimogaiorcs
B TIOSIBJICHNH HEOTHOPOTHOM, HO OpTaHM30BaHHOM 3JICK-
TPUUICCKON aKTUBHOCTU C HEIPEPHIBHBIMUA W3MEHCHM-
IMHU MOPGOJIOTUH, aMIUIATYOB W TOJSAPHOCTU. g
JABXT ¢ KOpoTKMM WHTEPBaJIOM XapaKTepeH O4YeHb
KOPOTKMIT MHTepBaJ cruerieHus nepBoit KD (<300 mc),
3aIlycKalomell TaxuKapauioo. DTO 3a00JeBaHME YacTo
BCTpeYaeTcsa y MOJOIBIX JIOIel ¢ XajtobaMu Ha 0OMO-
POKM HESACHOW 3THUOJOTUM U C CEeMEHHBIM aHAMHE30M
BCC [589-591]. B 6ompmmmHCTBe cydaeB JIB2XKT Tparc-
dopmupyercst B @K. IlaToreHeTmueckme MeXaHU3MBI
3TOTO 3a00JIEBaHMSI eIlle He 10 KOHIIA MOHSTHEI, OTHAKO
€CTh IaHHBIE O CBSI3W C OUCOATAHCOM BEreTaTUBHOM
HepBHOIT cucteMbl [592]. DddeKTnBHOE ITOOABIICHUE
APUTMHU Y TAKNX OOJIBHBIX JOCTUTACTCS TOJIBKO IIPH B/B
BBEICHUM BeparlaMmia, HO TaKoe JICUeHUE He CHIDKAeT
puck BCC [590, 591]. B cBsi3m ¢ 3TUM BceM MallMeHTaM
pekomeHmoBaHa yctaHoBka MKJI [589]. [Ipu permonBax
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KA, poBoLmpyeMbIx MOHOMOpOHBIMEU KD, HeCMOTps
Ha MEIMKAMEHTO3HYIO Tepaluio, PeKOMEHAYeTCs KaTe-
TepHas abanns. O0acThio BO3IEHCTBIS BO BpeMs a0Ja-
WU SIBJISTIOTCST 30HBI 2KD, KOTOphIE ITPOBOLIMPYIOT BO3-
HukHoBeHue IBXKT.

11. BocnanutenbHble 3a0oneBaHus,
peBMaTnyeckas 0onesHb cepaua v KnanaHHble
MOPOKU

Jleuenue XA Ha poHe
BOCManuTenbHbIX 3a6oneBaHnsax cepaua

Yposens”  Ccbinku’
C 593-596

Knacc®
|

PekomeHpauumn

MaumeHTam C X13HeyrpoxaoLwmmm
KIIMHUYECKUMI NPOSIBAEHNSIMW YCTONYMBBIX
XXTA npu Hann4um BEpOSITHOCTN
MVOKapaMTa PEKOMEHA0BAHO NeYeHne

B CNEeLVann3npoBaHHbIX LEHTpax,
CnocoBHbIX 06ECNEeYUTb MOHUTOPUHT
reMofHaMyKu1, kaTeTepusaumio

cepaua v SHOOMUOKapAVaNbHYI0
6roncuio, NPUMEHEHNE MEXaHUYECKX
BCMOMOraTeslbHbIX YCTPOWCTB A4S
KapLMOonybMOHaNbLHON NOAAEPXKKN

1 BO3MOXHOCTb OKa3aHWs
CrneLvannsvpoBaHHbIX BALOB MOMOLLY
npvi apUTMmSX.

MprMeHeHVe BPEMEHHO TPAHCBEHO3HOM
KapaMOCTUMYNALMM NOKa3aHo nauyeHTam
¢ 6paavikapavein n/unu 6nokanon cepaua,
CNocoBCTBYIOLLWMI BO3HUKHOBEHWIO KA

B Nepuog, ocTpoii $hasbl MrokapamTa/
naHkapaura.

593, 594

CnepflyeT pacCcMOTPETb BO3MOXHOCTb lla 594
Ha3HaYeHNs aHTUapPUTMINYECKOM

Tepanum y NauneHToB C CUMMNTOMHbIMU

ycTonumsbiMu nnu HYXXT B nepunog, ocTpoii

$asbl MMoKapauTa.

CnepnyeTt pacCMOTPETb BO3MOXHOCTb lla
nmnnanTauum MK nnm noCTosHHOro
KapanocTUMynaTopa y nauveHToB

C BOCManuTenbHbIMK 3a601€BaHUIMI

cepaua nocne KynmposaHusa 0CTPOro

COCTOAHUA.

593, 597

Y naumeHToB ¢ ycTonumBbIMmM XT, lla
COMPOBOXAAIOLMMUCS HApYLLEHWUSIMM
reMOAMHAMUKM 1 BO3HWKAIOLLMMM NOCNE
KYNMPOBaHWs OCTPOIA CTaayn MUOKapAMTa,
cnefyeT pacCMOTPETb BO3MOXHOCTb
mmnnanTaumm UK npw ycnosum

0XUAaemMoi NPOLOKMTENBHOCTY XN3HN
>1roaa ¢ XOpoLMM GYHKLMOHANbHBIM
cTaTycom.

HolueHue HapyxHoro nepubpunnstopa lla 598, 599
cnepyeT paccmaTpuBaTh B Ka4ecTse

nepexoAHo Tepanum A0 NOSHOro

BbI3A,0POBEHUS MO0 NpoBeaeHNs

“MnnaHTauum NnoctTosHHoro MK

y NauMEeHTOB NOCE NEPEHECEHHbIX

BOCManuTeNbHbIX 3a601eBaHNi

MWOKapAa C COXPaHAIOLLECS TSXENoi

ancdyHkumen JK n/unm anektpuyeckon

HECTabuNbHOCTLIO MUOKAPAA XeNyA04KOB.

MmnnanTtaums VK, MoxeT 6biTb Ilb 600

paccMoTpeHa B 6onee paHHe CPpoku

Y NALMEHTOB C MMraHTO-KIETOUYHbIM
MWOKapAUTOM VAWK CapKOUA030M Npu
HanM4mMmn ycTonumebix XT ¢ HapyLLeHnem
reMoMHaMUKM UK 3N304a OCTAHOBKM
cepaua B aHamHese, y4uTbiBas
HebnaronpusTHLIA NPOrHO3 NPY AaHHBIX
COCTOSIHWSIX, MPY YCNOBUM OXMAAEMOIA
NPOAOIXNTENLHOCTY XU3HK >1 roga

C XOPOLUMM PYHKLIMOHANBHBIM CTaTyCOM.

[lononHuTenbHbIMK MHAMKATOPaMU Iib

HebnaronpusTHOro NPorHo3a

1 yBennyenns pucka BCC npu
BOCMaUTENbHbIX 3a60NEBaHMSAX
MuoKapza SBAS0TCS NPU3Hakn
MHOUNBTPALMKU MUOKapAa NO AaHHLIM
MMMYHOTMCTOXVIMMNYECKOr0 MCCNEN0BaHNS
/WA NaToNorM4Yeckuii o4aroBbln Grubpos
no pesynbtatam MPT ceppaua nocne
NepeHeceHHOro M1oKapanTa.

v b
Mpumeyanue: — Knacc pekomeHgaumn, — ypoBeHb [,0Ka3aTesIbHOCTU, ‘— CCbin-
Kn, nogaepXxveatoLine ypoBeHb [0Ka3aTe/lbHOCTU.

Cokpauwenuna: BCC — BHesanHas ceppaeyHast cmepTb, XT — xenynoykosas
Taxukapams, XTA — xenyaoukosas Taxnaputmus, XA — Xenyao4koBas aputMus,
VKA, — vmnnaHTupyemblii kapavoseptep-aedudpunnstop, MPT — MarHuTHO-
pesoHaHcHaa Tomorpadus, JDK — nesblin xenynodek, HYXT — HeycToinumsas
XeNnypo4KoBas Taxukapams.

11.1. Muokapaurt

MuoKapauT SIBIISIETCS MCXOIOM WHMEKIIMOHHOTO
n(MI1) ayTOMMMYHHOTO TIOpaXeHUsI MIOKapa, KOTOpoe
COITPOBOXIACTCS aKTUBHBIM BOCITAJICHUEM WM IECTPYK-
ouell KapauoOMHUOLMTOB. MMOKApIUT MOTYT BBI3HIBATH
pasIMYHbIe MHKPOOPTaHW3MBI, B TOM YHCJIC BHUPYCHI,
OakTepny, XJIaMHUIWHN, PUKKCTCUM, TPUOBI M IIPOCTEI-
IIre, a TaKke 3a00JieBaHWEe MOXET Pa3BUBATHCS BCIICH-
CTBHE TOKCHMYECKOTO BO3ICHCTBMS Ha MUOKApA M peak-
Ly rurnepuyBcTBuTeabHOCTU [609]. CaMbIMU YaCTbIMU
BO30OYIUTEIISIMA MUOKApOWUTA SIBISTFOTCSI SHTCPOBUPYCHI
(Kokcaku B), ageHoBUpYyCHI, mapBoBUpyc B19 m Bupyc
reprieca yejoBeka 6 Tuia. MuoKapauT TakKxKe MOXET pa3-
BUBaTbcs y 00sbHBIX ¢ BUY-uHbekumeli B TepMUHaIb-
HO¥ cTaguy B pe3yiIbraTe KapAnOTOKCMIeCKIX 3(DDeKTOB
U KJIETOYHOTO aroITo3a IO, BIUSHUEM BUPYCHOTO TJIv-
KorpoTenHa-120, Kak CICACTBHE OMITOPTYHHCTUICCKUX
WHQEKINH, ayTOMMMYHHOTO OTBETa, KapAUOTOKCUIHO-
CTH TIpemnapaToB M, BO3MOXHO, Je(DUIIMTA MTATATEILHBIX
Betects [609, 610].

XapakTepHas THCTOJOTHYECKasl KapTWHA, ITOATBEp-
XIarolasl TMarHo3 MUOKapanuTa, IpeacTaBlieHa coJeTa-
HUEM BOCHAJIUTEIBHBIX KJIETOK M HEKPOTU3MPOBAHHBIX
muonntoB. CormacHo ompenesieHnio Becemmproit Opra-
HU3AINM 3ApaBOOXpaHCHMUS, MUOKAPIUT IIPEACTaBIISICT
co00it BocanuTeIbHOE 3a00JIeBaHEe MIOKApaa 1 BepH-
GUIMpyeTCcs Ha OCHOBAHWM COOTBETCTBYIOIINX THCTOJIO-
TUYCCKUX, UMMYHOJIOTMIECKIX ¥ UMMYHOTUCTOXUMMIYC-
ckux Kputepues [611]. B ToM ke TOKyMeHTe MUOKAPAUT
B COUYETAHUH C HapyIIeHreM QYHKIIUN Cepara OIpeaeIsi-
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eTcs KakK BOCITAJIMTEIbHAS KapIMOMHOIATHSI, U 00a
BapHaHTa TEPMUHOJIOTHH MCITOIb3YIOTCSI B COOTBETCTBY-
formx pekomeHmauusax EOK [593].

30JIOTEIM CTAHAAPTOM JIJISI AUATHOCTUKHA MUOKaPINTA
SIBIISIETCS] SHIOMMWOKAapAualbHass OWOIICHS, OCOOCHHO
B CJIydae HeOJIaroIpusITHOTO TeueHuUs 3a0ojeBaHus. Bee
yaile B KJIMHUYECKOW MpakTUKe wucroibdyercss MPT,
KOTOpas SIBJISICTCSI IyBCTBUTEIBHBIM M HEWHBAa3WBHBIM
METOIOM TIOATBEPKIACHMS OCTPOTO MUOKApAWTa, Iaxe
IO BBITIOJTHEHUSI SHIOMUOKapIUaIbHOM omoricuu. [1amm-
€HTaM C ITOJO3pPCHMEM Ha MUOKAPIWT Ui ITOCTAHOBKU
IWarHo3a B IepBYI0 odependb BRIMOMHSIIOT DKI B 12-H
OTBeACHUSX, TpaHCTOpaKanbHyo OxoKI 1 ompenensior
KOHIICHTPAIINIO B KPOBU OMOMAapKepOoB (B TOM YHCIIC TPO-
IIOHIWHA), CKOPOCTh OCENAaHMUs SPUTPOLIMTOB M YPOBEHB
C-peakTuBHOTO O¢inKa. JIMarHo3 MHUOKapaWTa yCTaHaB-
JINBAIOT B COOTBETCTBUM C KPUTECPUSIMH, OITMCAHHBIMH
Caforio, et al. [593].

B octpoii cTamnm MUOKapaIUT MOXET IIPOTeKaTh Oec-
CUMITOMHO WM C HECHeUM(PUIESCKON KIMHUICCKOU
KapTUHON. B 3aBMCHMOCTH OT XapaKTepa 3JI0Ka4YeCTBEH-
HBIX apATMHUI, CBSI3aHHBIX C MHOKAPIWUTOM, BBIACIISIIOT
IIBa pa3HBIX KIIMHUICCKUX CLICHAPUS:

* Octphiii QGYIBMUHAHTHBIIT MUOKApONT ¢ pedpak-
TepHBIMU 3710KadecTBeHHBIMU 2KTA, octpoit CH TsKe-
JIOW CTEeTICHW M IUIOXUM KpPaTKOCPOYHBIM ITPOTHO30M,
OBICTPO 3aBEPIIAIOIIUICSI CMEPTEABHBIM HCXOIOM
B CBSI3U C TTOJIMOPTaHHOM HEIOCTATOIHOCTBIO.

+ JlauTenbHOE IIPOTPECCUpPOBAHUE 3a00JICBAHMS
C pa3BUTHEM BOCITAINTEIEHON KapAINOMHUONIATUN U TAC-
dynakm JIK, conpsskeHHO# ¢ BRICOKMM prckoM BCC,
Kak ¥ B cinyvyae JIKMII.

11.1.1. OcTpebiii  GyNbMUHAHTHBI MUOKapPAUT

JleyeHure ocTporo Muokapaa OCI0XHSIETCS BO3HUK-
HoBeHeM CH m moTeHIIMANIbHO CMEPTEIbHBIX apHT-
muit. st GyabMHMHAHTHOTO MMOKapAMTa XapakKTepHa
BBICOKAsl CMEPTHOCTb B OCTPOM II€pUOJ€ W BBICOKUI
puck pedpaktepHbix 2KTA ¢ yrpo3oit ajs KM3HU 00J1b-
Horo. [TarmenTam, ooparuBmnMcs ¢ cumntomamu CH,
KOTOpbI€ MOTYT OBbITh IepBbIM mposiBieHueM JIKMII,
Mpy TOJO3PEHUM Ha OCTPbIM MMOKapAUT Ha3HayaroT
cuMnTomMatndeckyo Tepanmio, UAII® u Bb ¢ memsio
HEWpOropMoHaabHOU OJIOKaAbl U PEKOMEHIYIOT BO3-
JnepxaTbcsl OT (puznmueckux Harpysok. ITporpeccuBHoe
HapylIeHWe COKPATUTEIbHON (GYHKIIMU cepama 1o JaH-
HBIM Dx0KI, cToiikoe MOBHIIICHWE WJIN 3HAYNMBIC
KoJieOaHUs YPOBHS CEpIEYHOro TPOIOHUHA, pacllupe-
H1e KoMIuiekca QRS m gacTele 3113006l HEYCTOMYUBEIX
KA 1mipy oCcTpoM MHMOKaApAWTE MOTYT IMpeaIiecTBOBAaTh
MOSIBJICHUIO CTOMKUX YrpOXKamIIUX >KU3HU apUuTMUM
[594, 612].

IMamuenTs! ¢ 2KA unm 6;10Kamoil cepaiia mIpu oCTPOM
MUOKapANUTe HYXIAIOTCS B IJIUTEJILHOM MOHWUTOPUHIE
OKI ¥ moTOMYy HOJKHBEI OBITH TOCHUTAIM3UPOBAHBI
B CTallMOHAp.

Muokapaut nipu 6ose3Hu JlaiiMa u gudTepnn 9acTo
COITPOBOXKIAeTCS OJIOKAIOl pa3IMIHON CTEIICHH, KOTO-
past MoxeT npoBouupoBath KTA. [TauimeHTaM ¢ oCTpbIM
MHOKApIUTOM ¥ CHMIITOMaMM OJIOKAmbl cepiama peKo-
MCHIOBaHa YCTaHOBKA BPEMEHHOTO KapIUOCTHMYJISI-
TOpa, KaK M B OCTAJIBHBIX CIIydasX OCTPO OJIOKaIbI
cepana ¢ KIMHUICCKON CHMMITOMATUKOM. CTUMYIISIIIHS
pPEKOMEHIOBaHA IMallieHTaM C CHMIITOMHOM HHC(YHK-
11el cuHycoBoro yana uiv AB-061o0kanoii mocnie rnepexe-
CEHHOTO MUOKapanTa (KakK M B OCTAJIbHBIX CIIydasiX OUC-
¢byakoun cuHycoBoro minu AB-y3ma), a Takke IIpu BO3-
HukHoBeHun XKTA Ha ¢donHe AB-6i1okambl TsoKenoi
creneHu. Ilepcuctupyromas AB-6yokaga TpedyeT ycra-
HOBKU ITOCTOSTHHOTO KapauoCcTUMyJIsiTopa. Tem He MeHee,
IUIST TIPUHSITHS pelleHUsT 00 MMIUIAHTAIlMM KapIuOCTH-
myiasitopa unu UKJI ¢ pyHkumel cepaedyHon pecuHXpo-
HU3aOUW YYUTHIBAIOT HAJW4Me, CTCIEHh M IIPOTHO3
(BEpOSITHOCTb TIPOTPECCUPOBAHUS WUIM Pa3pEIICHMS)
nuchyHkuuu JIXK. B ciyyae TMTaHTOKJIETOYHOTO MUO-
KapouTa W CapKOMI03a, YIWUTHIBAas HEOIArONPUSITHBIN
MPOTHO3, CJIeMyeT pacCMaTPHUBATh MMIUIAHTAIINIO CTAMY-
JIITOpa B OoJiee paHHUE CPpOKM [596].

DyIpMUHAHTHBIIT MUOKAPIUT CYNTACTCSI OTACIBHOMN
HO30JIOTUYECKON eIWHUICH C TIOXUM KPaTKOCPOYHBIM
W OOCTATOYHO XOPOIIMM IOJTOCPOYHEIM ITPOTHO30M.
PedpakrepHBIe CTONMKNE apUTMHU SIBJISTFOTCST TUITHYHBIM
OCJIOXKHEeHHEeM (DyTbMUHAHTHOTO MUOKapauTa. I1o maH-
HBIM SITIOHCKOTO PETHUCTpa KPaTKOCPOYHAs BBDKMBAacC-
MOCTB TTpH (PYTBMUHAHTHOM MUOKAPANTE HE TIPEBBIIIACT
58% [595, 613].

B omHoOIt 13 paboT MPOIEMOHCTPUPOBAHO, UTO Yy 2148
neTeit ¢ ocTpbiM MuokapauToM KT OblIa caMbIM 9aCTBIM
BapMaHTOM CTOIKOI aputmuu: 76% wu3 314 ciydaeB
ApUTMHUM 3a BpeMs 3abojeBaHuA. I ITalleHTOB
CO CTOMKHMMU apUTMUSIMHU OBLT XapaKTepeH OYeHb BHICO-
KW PUCK OCTAHOBKHU CepAla, HEOOXOOUMOCTA MEXaHU-
YeCKOU MOIIEePKKI KPOBOOOPAIICHNST W(VIIN) pa3BUTHUS
CMEpTEIbHOTO HCXOIa II0 CPaBHEHUIO C OCTAJIbHBIMU
marmentamu (O 5,5 (95% AW 3,9, 7,4), p<0,001)
[596].

[MraHnTOKIIETOYHBIE MUOKApAUT — TsSKemas (opMa
MHOKapanTa ¢ KpaifHe HeOJaronpUsITHBIM TCUCHHEM,
YacTo BCTpeYaeTCs B MOJIOAOM Bo3pacte. JlmarHos mom-
TBEpPXKIAeTCS II0 pe3yiIbraTaM SHIOMHOKApAUAIBHOMN
ouoIIcuu Ipyu OOHAPYKEHUM TUITMYHBIX MHOTOSIICPHBIX
TUTAHTCKUX KJIETOK B 0Yarax BOCHaJICHUS. Y TaKUX TallM-
C€HTOB MOXKET pa3BUBAThCS OJIOKama cepama, TpeOyomast
WMITUIAHTAIlUY BPEMEHHOTO WJIM ITOCTOSTHHOTO Kapamno-
ctumynsitopa. HecMoTpst Ha arpecCUBHYIO IIPOTUBOAPUT-
MHUYECKYIO TepaIlhio, IPOTHO3 KpaifHe HeOIaroIrpusIT-
HBII B CBSI3U € pepaKTECPHBIMH SJICKTPUICCKIMMU IITOP-
Mamu, HenpepbiBHOM KT mmn OXK.

HMHTepeceH TOT (paKT, YTO y B3POCIBIX, TTEPEHECIITNX
OCTpbIi MMOKApAUT, OTIAJICHHBIA MPOTrHO3 Jyylle s
byreMuHAHTHON (POPMBI, YeM UISI IPYTUX BapHaHTOB
MHMOKapInWTa, KaK II0KAa3ajo OMHO PETPOCICKTUBHOE
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nccinenosanue. Yepes 11 ner HabmoneHus 93% marmeH-
TOB, TIepeHeCIINX (bYTbMIUHAHTHBI MIOKAPANT, BEIKUIIN
0e3 TpaHCIUIAHTAllMKM cepiua, 1m0 cpaBHeHuio ¢ 45%
MalKreHTOB ¢ HedbyIbMUHAHTHOI dopmoii [614].

I[Ipy octpoM U GYIBMUHAHTHOM MMOKApPIUTE
B IOIOJTHEHNE K MEIMKAMCHTO3HOM Tepalmmu peKOMEH-
IIyeTCST arpecCHBHAS MOIACpPKXKAa TeMOTWHAMUKH C IIO-
MOIIBI0 MMITIAHTAIIUM CHCTEM KapIUOITyJIbMOHAIBHOM
TIOIIeP>KKY YUIN BHYTPHUAOPTAIBHOI 0AaJUIOHHOM KOHTpa-
MyAbCallMy I TIOAAepXaHUs KU3HEACATCIbHOCTU
B ocTpyto (azy 3aboneBanms. I[lepexom K MMIUIaHTALINN
BCIIOMOTATEJIbHBIX CHUCTEM KapIHOMYIbITOHAIIBHON ITOMI-
IepXKN HEOOXOOMM B TOM cCiIydae, eciii pedpakTepHas
KT v @K He oTBedaeT Ha HECKOJIBKO TTOMBITOK Ae(r-
opmauny (0T TpeX Ho It [594].

Accolmanms MeXIy HeOWarHOCTHMPOBAHHBIM MMO-
kapmuToM 1 BCC moaTBepxkmaeTcsl pe3yIbraTaMy I1aTo-
JIOTOAHATOMUYECKOTOo nccienoBanus: cpeau xkepts BCC
MOJIOIOTO BO3pacTa ITOCMEPTHBIN AMArHO3 MHOKapInTa
ObL1 ycTaHOBJICH B 8,6-44% ciyuyaes [615-618].

Nuadopmamum o npuunHax BCC mpu Mmoxkapmute
HeMmHoro. Ectb cooO1ieHre o BHe3anmHOM cMepTH 5 u3 15
MOJIOIBIX HMIBEACKUX MPOGECCHOHAIBHBIX CIIOPTCMEHOB
(CTIOPTUBHOEC OPHEHTHUPOBAHME) B CBSI3W C XJIAMHUINO3-
Hoit mHpekuneir (Chlamydia myocarditis); TMarHO3 OBLI
MOATBEPKACH IIocie BhiAeneHus xinamuauiiHoint PHK
M3 CepIeYHbIX TKaHei mornommx [619].

YcranoBky MKJl oTKIambiBalOT A0 pas3pelieHUs
ocTpoit ¢a3bl Mmokapauta. ITOCKOIBKY B 3TO BpeMs
MMOKAPIUT YK€ MOXKET IOJIHOCTBIO Pa3peIlIUThCS, TTOKA-
3aansl K K]l m BpeMeHHBIE paMKH OCTAIOTCSI CITOpP-
HBIMU, Oaxe Iocje ocTpoit ¢a3wl 3aboneBaHus. Ilep-
cnekTuBHBIN MeTon jaedeHus KT u XK na poHe Mmo-
KapanTa, KOTOPHIH ITO3BOJISICT IIPEOI0JICTh KPUTUICCKIIA
TIepHO M TOXKIATHCS TTOJTHOTO BEI3MOPOBICHUS, 3aKITIO-
yaetcs B mpuMmeHeann HKII [598, 599]. I1pu 310KavecT-
BeHHOU KA wim GI0Kaze cepaiia MpU TMTaHTOKIETOU-
HOM MMOKapAWTEe WIN CapKOUI03€e CEPAIla MOXET IMOTpe-
6oBatbcs yecraHoBka K] B panHeM nepuone, YINThIBasT
BBICOKMIT PUCK apUTMHYECKOM CMEPTH U IOTPEOHOCTU
B TpaHcCIUTaHTauuu cepama [600].

11.1.2. MuokapauT ¢ UICXOA0M B BOCNANIUTENIbHYIO
KapauoMMnonaTuio

ITo maHHBIM OOJBIINMX IIPOCIICKTUBHBIX HCCIICHOBA-
HUIL MUOKApauT sBisieTcss npuunHoit 10% ciydaes
JAKMII. BocnanutenbHass KapAMOMHOIIATUSI WUTpPaeT
CYIIECTBEHHYIO poJib B matoreHese JIKMII u xapaktepu-
3yeTcs IUIOXMM TIPOTHO30M. B psime mOIroCpOYHBIX
HCCIIEIOBAHUIN TIOCIIe TIEPEHECEHHOTO OCTPOrO0 MHOKap-
auta JJIKMII pazsuBanack B 21% ciydaes [620].

C 1pyroil CTOpOHBI, y ABYX TpeTeH ITAllMCHTOB
¢ “mamoratTudeckoit” mucdyakumeir JIXK ObLT BHISIBICH
BUPYCHBII TeHOM B MmHMoKapme. Ilepcuctupyromme
BUPYCHBIC MH(MEKINU Cepama MOTYT OBITb OCHOBHOM
MMPUINHOM TIporpeccuBHo# mucdynkunu JIK y mamm-

eHtoB ¢ JJKMII u ¢ momo3peHrneM Ha IepeHEeCeHHbIN
panee Muokapaut [621]. OmHAKO 3TO IPEAITOI0KEHTE
He ObLIO MOATBepXAeHO B ucciaegoBaHnun Kindermann,
et al. [597], KoTopoe mMoKa3aao CBSI3b MEXIY HATMINEM
BOCITAJIMTEIbHON WHOUIBTpallMd MHOKapaa IO HaH-
HBIM UMMYHOTHUCTOXUMHMICCKOTO MCCICIOBAHUS U YBeE-
JIMYCHUEM PUCKA CepACIHON CMEPTHU WM IOTPEOHOCTH
B TpaHCIUIAaHTAllMM cepima B TpW pas3a U Oojee. Tak,
B TeueHHUe 5 et HaoaoneHud 61% mauuenrtos ¢ CH 111
wm IV ®K no NYHA ¢ mogoXuTeTbHBIMHA pe3yiIbTa-
TaMUd UMMYHOTUCTOXMMHIYICCKOTO aHaIn3a, He TTOJIyJaB-
mwe jeuyeHus bb, ymepnm wim mepeHecan TpaHCIIaH-
Tauuio cepana [597].

VYV nauueHToB ¢ MOATBEpXKAEHHOU ycTtoiumBoit KT
HESICHOM STUOJIOTMH, COIPOBOXIAIOMICHCS KIIMHIIC-
CKOM CHMMIITOMATHKO, TaKXKe CIeAyeT MCKITIOYUTD IHa-
rHo3 MuokapauTa. MPT y Takux NalideHTOB MOXET CITO-
COOCTBOBAaTh BBIABJICHWI0O aHOMAIbHBIX YYaCTKOB
(GnOpo3HOIN TKaHW B TOJIIE MWOKapaa, 4aule BCETO
B CyORMMKapaIMaIbHONM M MHTpaMypaJibHO# 30Hax. Tak,
B Koropte 405 manmeHToB ¢ TOI03peHIeM Ha MUOKAPINT,
y BCeX MAllMEHTOB, KOTOpbIE BHE3aMHO yMEpJH, JUbOO
obutM peannMmupoBaHbl Tociie BCC, nmmbo TepeHecn
obocHoBaHHbIe cpabatbiBaHus K] mo moBomy Taxu-
apUTMUIA, OTMEYaJIUCh M3MEHEHUs II0 JaHHbIM MPT
cepaua [601]. HegaBHO ObLI OMMCAH YCIELIHBINA OIBIT
pamMoYacTOTHOM KaTeTepHON abIaliiy SITMKapIHaTbHbBIX
apUTMOTEHHBIX O4aroB Mpu Muokapaure [622].

MennKaMeHTO3Hasl Tepallisl apuTMUI TIPY BOCTIAJIH -
TEeJIbHBIX 3a00J1€BaHMAX CEPALIA HE MMEET KaKMX-JI10o
ocobeHHocTel. JledueHue apuTMuii BHE OCTpoil pasbl
TIPOBOIUTCS B COOTBETCTBHE C COBPEMEHHBIMM PEKOMEH-
mamsamu EOK mo nevenmio aputmuit mpu XCH [8].
IMoxazanust k UKJI pu BocmaauTeIbHON KapaAUOMHO-
NaTUU TakKue Xe, KaKk U npu Heminemudeckoi JIKMII.
Bropuunag mpodumaktuka BCC ¢ momompio MK]JI
y OOJIBHBIX MHOKApIWTOM PEKOMEHIYETCS ITOCJIE BIIH-
307a ocTaHOBKM cepaua no nmpuanHe MK wnm mocne
smm3oga cumntoMuou XKT. CPT-J pexomeHmyercs
B KadyeCcTBe IEPBUYHON MPOMUIAKTUKU TallMeHTaM
¢ HapyuenueM pyuxunu JIK (OB JIXK <35%) u BJIHIIT
npu CH II-1IV ®K o NYHA [8]. [Ipumenenne MK/
CPT-/1 B panHeM nieproe He peKOMEHIYETCS, IIOCKOIBKY
dyHkuusa JIZK npy BocnaluTeNbHOU KapauOMUONaTUN
MOXKET CO BpEMEHEM YIIYUIITUTHCS B COOTBETCTBHUU C €CTE-
CTBEHHBIM TeueHHeM 3abojieBaHUsI U(MaU) Ha (oHe
OINTHMAaJIbHOM MennKamMeHTo3HoM Teparmu CH.

11.2. Qupokapaur

BosnukHoBeHre KA y O0JbHBIX WHMEKIIMOHHBIM
SHIOKAPIUTOM CBUICTECIBCTBYET 00 OUCHB IVIOXOM IIPO-
rHo3e [623]. OnmHako Kakmx-an0O CITEHUaIbHBIX PEKO-
MEHIAIIW 110 JICYUSHUIO apUTMUI B 3TOM TPYIIIIE ITallieH-
ToB HeT. PopMmupoBaHue abcliecca B obyracT Gruobpo3-
HOTO KOJIbIIa KJlamaHa (4allle aopTajibHOTO, pexe
MUTPAJbHOIO) MOXET NMPUBECTU K pa3Butuio AB-06i0-
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KaJpl TIEPBOU WM BTOpO# cTereHu. [Ipu mepBoM amu-
301¢ 0I0Kambl Y OOJIBHOTO SHAOKAPINUTOM CIICAYET Cpa3y
HUCKJTIOUUTh Hanmuuyue abcuecca. OcTpoe HapylleHue
TeMOIMHAMUKH B CBSI3U C OCTPO BO3HUKIIICH a0pTaTbHOU
peryprutanneit Ha (hOHE SHAOKAPANTA MOXKET IIPUBECTHU
K croiikoii KT u sIBisieTcs ITOKa3aHMEM K paHHEMY
XUPYPrudecKoMy BMeIIaTeabCTBy [605].

11.3. PeBmaTuyeckas 6one3Hb cepaua

Ocrtpas peBMaTHUIECKas TUXOpagKa MOXET COITPOBOXK-
IaThCs pa3BUTHEM ITaHKApAWTa C IOpaXeHHEM BCeX
coeB cepalia. B HacTosee BpeMsT HET OTOEIbHBIX JaH-
HeIX 10 KA TIpm peBMaTHUYeCKOil OOJIE3HU cepila,
7 JIeYCHNE TaKMX IAIIMCHTOB MPOBOIAT B COOTBETCTBUU
C OOIIMMM peKOMEHIAIISIMH.

IMonnast AB-610kama Bo BpeMsl OCTpOi peBMaTude-
CKOM JTMXOpagKN BCTPEUYACTCS PEOKO M OOBIYHO HOCHUT
BpeMeHHBIN XapakTep. I[Ipy BO3HUKHOBEHNH CUMIITOM-
HBIX W TsDKeTbIX 2KA clleyeT paccMOTpPETh IIPOBEICHUE
BpPEMEHHO# KapaIUOCTUMYJISIIIAH.

11.4. Nepukapaut

BCC moxeT HacTymaTh Ha (DOHE ITepUKapaNTa B CBI3HN
C Pa3IMYHBIMU TaTOJIOTUIECCKUMI MEXaHU3MaMU, BKITIO-
yasi KOHCTPUKTHUBHEIC M PECTPUKTUBHBIC W3MCHECHMS
B pe3yabTaTe TpaBMBI, BOCIIaJIcHHS, HOBOOOpA30BaHUIA
i nHbeknuii. Tem He MeHee, Ha CeTONHSIITHUN IeHb
HET TaHHBIX O CBSI3U cnelmdmaecKux KA ¢ mopaxkeHueM
nepukapaa. bonee Toro, BCC y Takmx OOJBHBIX Yalle
HACTyIIaeT 110 IPUIMHE TeMOIMHAMNICCKIX N3MECHEHUIA,
HO HE apUTMUM.

11.5. Capkoupo03 cepaua

Capkoumo3 cepilia — pPeIKoe W TPYTHOE IS ITHa-
THOCTMKHU 3a00JIeBaHNE C IIUPOKUM CIIEKTPOM IIPOSIB-
JICHWI: OT HEe3HAYUTEIBbHBIX M3MeHeHni Ha DKI 6e3
KIMHAYECKON CHMIITOMATUKM IO ITOSIBJICHMS TIPU3HA-
koB CH u BCC. Capkonmo3s cepiiia peako BEI3BIBACT
KT (5% ot Bcex HeuIIEeMUYECKHUX KapAMOMUOIATHUIA,
cBs13aHHBIX ¢ XKT).

B pstme mccnenoBaHmit ¢ IpUMEHEHIEM METOIA BOJIb-
TaXXHOTO KapTHUPOBAHMSI OblIa BBISIBJICHA JIOKATM3ALIMST
pyo1oBbIX M3MeHeHMId TKaHu [12K, nmpeumylecTBeHHO
snuKapauaibHo. PyGuoBble mameHeHust B JIK umenu
0YaroBBIN XapaKTep ¢ JIOKaIN3aleil B 6a3aIbHOM YacTH
IIeperopoaKy, Mo MepeaHeil CTEHKEe W OKOJIO KJIAITaHOB.
Takoit cyGcTpaT MOXET MOAAEPXKMBATH OOJBIIOE YUCTO
IIUKJIOB pe-3HTPH.

KarerepHast abmamst B COYeTaHUM C IIPHEMOM IIPO-
TUBOAPUTMHUICCKUX IIPEIapaToB SABISETCS 3(PHEKTHB-
HOIi MaJUIMaTUBHON Tepanueil u B OOJbIIMHCTBE ClyyaeB
ITO3BOJISIET YCTPAHUTH SJICKTPUUYCCKUMA INTOPM U ONWH
WIN HECKOJIbKO BUAOB WMHAymupyeMbIx KT, omHako
HEepeaKo OTMEYaeTCs PelUONB apUTMUM, B CBSI3U C YeM
TaKMM TaIllMeHTaM pPEKOMEHIyeTCs IpoduIakKTuIecKast
nmiutadntanust UKJI [624, 625].

11.6. MNopaxeHne knanaHoB cepagua

JleyeHue XKA y naumeHTOB € KnanaHHbIMW NOpoOKaMu cepaua

Knacc® Ypoeenb' Ccbinku’
| © 602-604

PekomeHpauuu

MmnnanTtaums K pekomeHgosara
nalneHTam C KianaHHbIM1 Nopokamm
cepaua, Y KOTOPbIX MOCe XUPYPruyeckoit
KOPPEKLMM COXPAHSIOTCS NOKa3aHNs

K NEPBUYHON 1 BTOPUYHO NpodunakTvike
BCC.

Y naumeHTOB C OCTPOIA a0PTaNbHON
HE[O0CTaTOYHOCTU Ha OHE 3HAOKapAWTa,
COMPOBOX/AIOLLENCS YCTONYMBLIMU XKT,
PEeKOMEeH0BaHa XMpypruyeckas Koppekums
NP OTCYTCTBUM NPOTUBOMOKA3aHUIA.

C 605, 606

Mpw passuTtum XT nocne onepauumn lla
XUPYPru4ecKkomn KoppekLmmn KnanaHHbIX

NOPOKOB PEKOMEHA0BAHO UHBA3NBHOE

ODU ¢ BO3MOXHOW KaTeTepHo abnauuei

C LieSblO IMarHoCTuKu 1 nevenns XT

N0 MexaHW3My pe-3HTPW C LMpKynsumei
BO36YXAEHUS MO HOXKaM

nyyka lmca.

607, 608

< b
Mpumeuanme: * — KNacc pekoMeHaaLuii, - — YPOBEHb 10Ka3aTeNbHOCTH,  — CCbi-
KU, NOAAEPKMBAIOLLVE YPOBEHb [,0KA3ATENBHOCTY.

CokpawieHusa: BCC — BHe3anHas cepaeyHas cmeptb, MK — uMnnaHTupyembilii
kapavosepTep-aedubpunnaTop, XT — xenyaoukosas Taxvkapaus, 9PU — anek-
TPOPN3NONOrN4ECKOE NCCNE0BAHNE.

[TopaxeHue kinanmaHOB cepAla Mpeapacrojiaraet
K pa3BuTHio KA, B TOM 4YHCJC IIOCTe XMUPYPTUYECKOM
KOPPEKIINK KJIaIaHHOTO MTopoKa. [IpnymHaMU CIIOKHBIX
KTA, xotopble Moryt mpuBecTd K croiikoit KT unu
BCC, y Takux malMeHTOB SIBIISIIOTCS YBEJIMICHUE MACCHI
MHMOKapIa, NWIATallds KeIymodkKa W PaCTSDKEHHE €ro
CTEHKM, a TAKKe CYOSHIOKapIHaIbHasI UIIIEMUS B OTCYT-
ctBue MBC, Hapsmy ¢ XpOHMIECKIM ITOPaKeHIEM MHO-
Kapaa 1 STPOTeHHBIM (pUOPO30M IOCIIe XUPYPIUIECKOTO
BMelateabeTa [606]. JlOMoTHUTEIBHBIM 3]I0KAY€CTBEH-
HBIM CYOCTPaTOM apUTMHIA MOTYT OBITh YacCTHIC COIIYT-
CTBYIOIINE CTPYKTYPHBIC 3a00JIEBAaHMS Ceplia, TJIABHBIM
o6pazom UBC u CH.

B mpomioM HEKOTOpBIE aBTOPHl YKa3bIBaIH
Ha NOBbILIEHHYIO YacToTy pa3BuTtusg HY2KT y 60JbHBIX
¢ MopaxkeHWEM aopTAIbHOTO M MUTPAJBHOTO KJlamaHa
[626, 627]. B paHHUX MCCIIETOBAHUSIX €CTECTBEHHOTO
TedeHMs 3a00JIeBaHUI KJIAITaHOB CepAlla YacTOTa BHE-
3aITHOM CMEpPTH Y B3POCHIBIX OOJBHBIX A0PTAIbHBIM
cTeHo3oM gpocTturana 15-20% u Bo3HUWKaJIa B CpeHEM
B Bo3pacte okoyio 60 jer. Cpeay CUMIOTOMHBIX IaLy-
€HTOB, HE IOJYIMBIINX XUPYPTHICCKOIO JICUYCHHS,
pacIpoCTPaHEHHOCTh BHE3AITHON CMEpPTH COCTaBIISICT
o 34% [628, 629]. B onHOM mcciegoBaHUN Ha Taliu-
€HTax C TSKEJIOM MUTPaJbHON peryprutanuci,
He MOJIy4aBIIUX XUPYprudyeckoro yedeHus:, 60% Bcex
CepIeYHBIX CMEpTe WMeENIM BHE3aIlHBIII XapakTep
[630].

HUccnemoBanme, BKiIwoJaBliece 348 mallueHTOB
C TIPOJIAaTICOM MUTPAJIFHOTO KJIallaHa M peTypruTanueii
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Ha 5ToM ¢oHe, MOoKa3ajao, YTO BHE3aIlHasI CMEpPTh
BCTpeYaeTCs He TaK PEIKO Y MMOXUIBIX OOJIBHEIX, ITOJTY-
JaloINX KOHCEpPBAaTUBHOE JIEUCHHE. YCTpaHECHUE
IMOOOOHOTO BapHaHTa MUTPAJbHOW perypruTanuu
COMIPOBOXIACTCS YMEHBIIICHUEM YacTOTHI BHE3aITHOMU
CMEpPTH, 9YTO CBUICTCIBCTBYET B IIOJIb3Y paHHEH peKOH-
CTPYKLIMU KJlalaHa, Iepel BBINOJHEHUEM KOTOPOU
cleayeT MCKIIOYUTh comyrcTBylomylo MBC [631].
Ecimm mocie ycTpaHeHHMSI MUTPAIbHOI peTrypruTaluu
y 60JibHOrO BO3HUKaeT OoJiee ABYx 3nu3oaoB HYXKT
npu aMOysraTopHoM MoHUTOopupoBaHuu DKI, sTo0
SIBASETCS 3HAYMMBIM IIPOTHOCTHYCCKUM (DAaKTOPOM
pHCKa BHE3amHO# cMepTu B TeueHue 9 yer [632].
Oo6mas gactota BCC y mameHTOB ¢ IMPOTE3UPOBaH-
HBIMU KJjallaHaMu KojiebGjeTcs B mpexeiax ot 15%
po 30%, u exeromHblii puck coctapusier 0,2-0,9%
[633]. B GosbIroii cepnu HabaoneHuii ¢ 1533 manmeH-
TaMH, KOTOPBIM IIPOTE3MPOBAIN AOPTAJbHBIN WU
MUTpPaJbHbIM KianaH, 6% cMmepTeil ObUIM apUTMUYE-
ckuMu [634]. B mpyroMm wucciieqoBaHUHM, IIPOBOIUB-
memcs B CIIIA, Ha ToJf0 BHE3AITHON CMEPTHU IIPUXOIN -
J10Ch 10 23% OT BeeX JieTaabHbIX MCXOA0B IOCJIE IPOTe-
3UpOBaHMSI MUTPalbHOTO KiamaHa u 16% mocie
MIPOTE3MPOBAHUS A0PTaJIbHOIO KilamaHa [635, 636].

UccnenoBanne Martinez-Rubio, et al. [607] moka-
3ao, uyro mHaykKOus KT B xome DPU B codeTaHUU
¢ 00beMHoOI Tieperpy3koii JIZK sBsieTcsl mporHocThYe-
CKUM (haKTOPOM 3JI0KAYECTBEHHBIX aAPUTMHICCKUX
coowprrrit y mamueHToB ¢ KT, ®XK mwm obMopokamu.
D®U nmeer BaxkHOe 3HaueHUE I MauneHTOB ¢ KT,
pa3BHUBIICHCS TIOC]IC KOPPEKIUN KJIAIIAaHHBIX ITOPOKOB.
B 30% cnyyaeB KT B TeueHue 1 Mecsiia Iocie orepa-
ouK, ObLIa CBsI3aHA C UHMPKY/ISIIHACH BO3OYXICHUS
10 HOXKaM ITyuka [¥ca, 11 ee OBLII0 BO3MOXKHO YCTPAaHUTD
C TIOMOILBIO KaTeTepHoii admammu [608].

IMopaxkeHme KiIalmaHOB CepaIla, IO BCEil BEPOSITHO-
CTH, SIBJISIETCSI OCHOBHOM MPUYKMHOM ~7 % BCcex UMILIAH-
tarmiit UK/ ¢ mensio BropudHoi npodunaktuku [602].
ITo maHHBIM HEOOJBIIOTO OMHOIICHTPOBOTO MCCIICIOBA-
Hus, y 31 mamueHTa ¢ mopaxXeHHeM KIJIallaHOB Cepalla
u 310kadyectBeHHbIMU 2KTA oTMedascs OJaronpusit-
HbI1 ucxop nociie uMitantanuu UK. BerkuBaemMocTs
TaKMX MAIlMEHTOB ObUIa HE XyXe, 4eM y ITaIlleHTOB
¢ UBC, u nyuiue, yuem y nauuentoB ¢ JKMII [602].
ITo nanubiM Yang, et al. [603] maiueHTHI ¢ IOpaXXeHUEeM
KJlanaHoB cepana u nuchyHkuueit JIZK B nmociaeonepa-
LIMOHHOM Tiepuoae, KOTopbIM OblT ycTaHoBiIeH MK]I
DI TIEpBUYHON MPOMUIAKTUKN C YIeTOM WHIUBUIY-
aJIbHBIX 0COOCHHOCTEH, UMEIN TaKYIO Xe OOIIYIO BBIKH-
BacMOCTh M CBOOOIY OT apUTMHI, KaK M ITAllMCHTHI
C UIIEMUYECKOU KapANOMUOTIATAENA.

HemaBHO OBLTO TTOKA3aHO, YTO MAIIMEHTHI ¢ KJIAIlaH-
HBIMH IIOPOKaMH, KOTOpPBHIM uMIDIaHTHpoBaH WMK]JI
C MeNbl0 TEePBUYHONM WM BTOPUYHON IPOPMIAKTUKA
BCC, mMerorT cxoxkee KOIMYECTBO MOTHUBUPOBAHHBIX
cpabatsiBanuii MKJI Ha (poHE TaxMapuTUMUU U TAKKE Ke

ImokKa3artrejin CMCPTHOCTH, YTO M IMAIMEHTHI C MBC NnIn
JIKMITI [604].

12. Puck pa3sutus apuTmMuii B OTAEJbHbIX
nonynauusx
12.1. MaumeHTbl C NCUXNYECKUMU HAPYLLUEHUSMUN

Puck pa3BuTtua aputMuii y nauMeHToB
C NCUXMYECKUMU HapyLLUEHUSIMU

PekomeHpauum Knacc® Vposeubb Ccbinku®
Koppekuus fo3bl nav npepsisaHne | C 637
np1ema aHTMNCUXOTNYECKOro Npenapara

PEKOMEH0BAHO NPW YANMHEHUN UHTEPBaNA

QTc >500 mc nnm yBenunyeHnn 6onee Yem

Ha 60 MC OT MCXOAHOrO 3HAYEHMS.

Ha doHe nprema aHTUNCMXOTUYECKNX C 638
npenapaToB PeKOMeHA0BaH

MOHWUTOPWHI YPOBHS Kanusi B Nna3me

C Lefblo NpeioTBPaLLEHNst Pa3BUTUS

rmnepkanvemumn.

PekomeHa0BaHO n3beratb Ha3Ha4YEHUs | © 639, 640
60nee 0oHOr0 MeAVKaMeHTa, CrocoBHOro

YBENNYMBATL LIUTENLHOCTb MHTepBana QT.

o BO3MOXHOCTY CnesyeT NpoBOANTb lla C 638, 641,
OLLeHKY AnmTenbHOCTY MHTepBana QT nepen 642

HavyasioMm Tepannuu 1 BO Bpemsa Tutpaunn
[03bl AaHTUNCUXOTUYECKNX NPEenapaTos.

< b
Mpumeyanue: ® _ xnacc pekoMeHpaumin, — ypoBeHb 0Ka3aTeNlbHOCTH, ° _ cebin-
KU1, NOALEPXMBAIOLLNE YPOBEHb [10KA3aTENbHOCTY.
CokpatueHue: QTc — CKOppPeKTUPOBaHHbI MHTepBan QT.

12.1.1. dnupgemuonorus

Puck BHe3amHOI cMepPTU y OOJNBHBIX HINM30(pPEHUENH,
HEpBHO-TICMIXMYECKOM aHOPEKCHEUW M IPYTUMU TICHIXHYC-
CKMMU 3a00JIEBAHMSIMU BBILIE OXUIAEMOIO ypoBHs [643].
DTO MOXET OBITH CBSI3aHO KaK C OCOOCHHOCTSIMU CaMUX
TICUXWMYCCKUMI 3a00JICBAaHUSAMM, TaK W C METOHAMU HX
seueHns1. Harmpumep, y 00ibHBIX mn3odpenneii puck BCC
B TpU pasa Bblllle, 4eM B o0Ieil monyasiuuu [644]. boree
TOTO, HEKOTOPBIC HEHPOJENTUKA W aHTUIACIIPECCAHTHI
Taxke yBeauuusaioT puck KA u BCC [639], B ocHOBe
KOTOPBIX, KaK IPUHATO cunTaTh, JIexkuT JIBXT [645].

Ray, et al. [646] u3y4anu cBsI3b MEXIY JIeUeHUEM HEl-
poJrlennTuKaMu (B OCHOBHOM TPaAUIIMOHHBIMI) I PUCKOM
BHe3ammHO cMepTu Ha BBEIOOpKe >480000 mmanmeHTOB;
OHM OIMCAJIN J0303aBUCUMBINA 3(PDEKT ¢ MOBBIIICHUEM
pucka y nauneHntoB ¢ CC3. B mpyrom HemaBHEM HCCIIe-
MOBaHUM TeX XK€ aBTOPOB OBLI MOKa3aH aHAJIOTUIHBIN
I0303aBUCUMBIN 3G @EKT I aTUITMIHBIX HEHPOICTITH-
KOB Ha JOCTaTOYHO OOJIBIIION BEIOOPKE.

B wmccnenosanuu Wu, et al. [639], KOTOpoe BKIIOYAIO
17718 manmeHTax ¢ BIIepBbIC BBISIBIICHHON KA /1w Trepe-
xuBnmx BCC B aHamHe3e, OLICHUBAIN BIMSIHIE HEMPOJIeTT-
tikoB Ha puck 2KA/BCC. JleueHme HeipoienTHKaMU
COIIPOBOXIAIOCH MOBbIMIeHeM pucka KA m(mm) BCC
B 1,53 pasza (95% AU 1,38, 1,70; p<0,005), mpuyeM Makch-
MaJIBHBIIA PUCK OTMEYAJICS TSI HEHPOJIICNITHKOB, BHI3BIBAIO-
mx 6;10kany KaareBbix HERG-kaHanoB (1a0i. 6).
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Tabnuua 6

Puck XXA n(nnm) BCC npu neyeHnm coBpeMeHHbIMU HeliponenTukamm
no AaHHbIM uccnepoBanusa 17718 naumnenTos. Nyb6nukyeTtcsa ¢ paspewuenus Wu, et al. [639]

Heiponentuku

O6LLee 4MCno NaLyeHToB, 5625 5117
NoMy4aBLUNX HEAPONEnTUKN

Heiiponentuku | nokonexHus 2070 1770
XnonpomasuH 248 218
KnoneHtukcon 30 25
Knotnanux 135 17
dnyneHTuKcon 400 382
lanonepuaon 833 730
Jokcanux 14 14
MpoxnopnepasuH 272 172
TuopupasmH 194 173
TpudTopnepasuH 87 73
HeiiponenTtukum Il nokoneHus 4017 3736
AMUCYNbNPUA, 90 88
Anpununpason 35 34
Knosanux 141 130
OnaHsanux 245 221
Ksetvianux 1421 1326
PucnepuaooH 1163 1066
Cynbnupug, 1015 930
3vinpacuaoH 27 26
3oTenuH 154 142

Ipynna neyenusa, N Tpynna koHTponsa, N TMpeasaputensHoe Ol 95% AU

CkoppektupoBaHHoe Ol  95% QN

1,84 1,67,2,038 1,53 1,38, 1,70
2,02 1,76,2,33 1,66 1,43,1,91
1,98 1,28,3,05 1,45 0,93, 2,27
2,66 0,71,10,04 2,40 0,46, 12,48
2,68 1,33,539 2,16 1,03, 4,53
1,28 092,1,78 1,07 0,77, 1,51
1,83 1,47,227 1,46 1,17,1,83
1,00 0,14,7,10 0,49 0,04, 5,87
2,04 1,60, 2,61 1,69 1,32,2,17
2,17 1,24,3,79 1,78 1,01,3,15
1,88 1,02,344 1,37 0,73, 2,57
1,63 1,451,84 1,36 1,20, 1,54
1,14 0,56,2,34 0,94 0,45, 1,96
1,14 0,41,3,15 0,90 0,31,2,59
2,64 1,09,6,38 2,03 0,83, 4,94
2,01 1,23,329 1,64 0,98,2,72
1,51 1,26,1,82 1,29 1,07, 1,56
1,67 1,36,2,05 1,39 1,13,1,72
1,59 1,29,1,95 1,26 1,02, 1,56
1,20 0,37,3,93 0,80 0,24, 2,67
1,86 0,97,356 1,50 0,77, 2,91

Cokpauwenusa: N — konnyecTso, M — noseputenbHblii nHTepsan, OLL — oTHOLWeHWe WaHCoB.

12.1.2. OmnarHocTuka

[Ipu meyeHUM TPULUKINYCCKUMHU aHTUIOCIIPECCaH-
TaMM oTMevaloT Oosbiee yBenrmueHune QTc m OGosee
yacroe pasputue JBXKT, yem nipu jeyeHUM MHIUOUTO-
paMu 0OpaTHOTO 3axBaTa CEPOTOHMHA. DTU HAPYIICHMUS
YacTO CBSI3aHBI C BBIPAXXEHHOU OJIOKamoif HAaTPHEBBIX
KaHaJIOB M HaJIWYMEeM WCXOOHBIX (paKTOPOB pHCKa,
BKJIIOYAsI HalIM9IMe apuUTMHUII B aHaAMHe3e, HapylleHHUe
¢yakunu JIK, mprueM IUroKcrHa U TUIIOKAIMEMUIO (Ha
(done Tepanuu guypetukamu) [638, 642, 648, 649]. Cie-
IyeT oOpallaTh BHUMaHWE Ha MOTEHIIMAJIbHO BO3MOXK-
Hble 93PdEKTH APYTUX MperapaToB, Aaxke eCIM He JOKa-
3aHO, 9YTO OHHM MOIYT CIIOCOOCTBOBAThH YIJIWHEHUIO
nHrepBana QT.

12.1.3. JleuyeHne

PexomeHayeTcsi olleHKa CepAeyHO-COCYIUCTOro
pucka, a npu OOHApPYXXEHUM KaKuX-Jubo OTKIOHEe-
HUI — KOHcyabTalus KapauoJora. [Tocie Hauana gevye-
HUSI peKOMEHI0BAHO OLIEHUTh (DYHKLMIO CEpAlia, U TIPU
HaJIMIUM TIPU3HAKOB ymmHeHnsT nHTepBaga QTc >500
Mc Ha DKI mau mosBiIeHUHM HOBBIX CHMIITOMOB CO CTO-
POHBI cep/lia, Ha3HAYEHHbIE CXEMbI TE€palluU CleayeT
nepecMoTpeTh [641]. HeobGxommMo m3beratp HazHade-
HUS JOOTOJHUTEJbHBIX IIpenapaToB, BJIMUSIOLINX
Ha MeTaboJIM3M yXe Ha3HauYeHHOTo nmpenapara, Cnocoo-

Horo ymnHSTh nHTepBan QT. BaxkHo MMeTh MOApOOHYIO
nHOOPMAIIMI0O O BCeX JICKApCTBEHHEBIX IIpeIraparax,
KOTOpBIC TIpUHUMAET TMAIlMEHT, BKIII0Yast Oe3pelenTyp-
HBbIEe cpeacTBa [641].

12.2. MaumeHTbl ¢ HEBPOJIOrNYEeCKUMM
3aboneBaHuaMu
12.2.1. BHe3anHag He0ObsICHMMas CMepTb Npy aNuaencum

BHC npu snutenicnt — 3T0 CMepTh 0OJIBLHOTO BTN~
JIETICHE, He CBSI3aHHAS ¢ HeCYaCTHBIM citydaeM. B 6071b-
muHCcTBe ciyqaeB BHC mpm smwrencmm HacTymaer
B HOYHOE BpeMsl WM B TEpUOI CHa, 0e3 cBuaeTeneit
[650]. OcHoBHEIMU (akTOpamu pucka BHC mpu smm-
JICTICUA SIBIISIIOTCS 9aCThIE CYIOPOXHEIC IIPUITAAKHI, OCO-
OCHHO TeHepaJM30BaHHbIC TOHMKO-KIOHWYECKUE IIPH-
nanku [651-660].

Bcem OGonbHBIM armmierncueir moxkaszaH DKI-ckpu-
HUHT JUIS MCKJTIOUEHUST APYTUX 3a00JIeBaHUiA, KOTOPBIE
MOTYT WMETh CXONHBIC KIWMHWYCCKHE IIPOSBICHUS.
Kpome TOro, cama smmiericuss MOXET OBITH CBsS3aHa
C HEBPOJIOTMYECKOM KaHaJIOHaTUel, IpU KOTOPOM BO3-
MOXHa CBSI3b MEXKIy HapyIICHUSIMH (PYHKIIUM MOHHBIX
KaHaJIOB B TOJIOBHOM MoO3Te M cepaua [658, 661-664].
Cawmpbrii 3pDeKTUBHBIN crmocod mpenorBpamenus BHC
TIPY STUICTICUA — MAaKCHUMAaJIbHBIM KOHTPOJb CYIOPOXK-
HOW aKTUBHOCTH.
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MopaxeHune cepaua Npy MbileyHbIx aucTpodpuax. ApantupoBaHo ¢ paspewueHus Groh WJ, et al. [666]

Muonatum leHeTnyeckue BosneveHnue
HapyLlueHus B MaTonormyeckui
npouecc cepaua
MblweyHasa auctpopus  AuctpoduH AKMnN
[iowerHa
MbiweyHas guctpodus  AucTpoduH OKMn
Bekkepa
MwuoToHM4eckas JkcnaHeus HapyLenns
ovctpodus, Tun 1 noeTopoB CGT  nmposoaumoctvt n AKMM
MwuoToHuyeckas, JkcnaHeus HapyLuenus
auctpodus, Tun 2 nosTopoB CGT ~ mpoBOAUMOCTH
MblweyHas auctpoduss  AMepuH, nammH  HapylieHns
Omepu-Lpendyca AnC nposoammoctu 1 AKMI
KoHe4HOCTHO-noscHast Nammi An C Hapytuexus
ovctpodusa 1B Tuna nposoammoctu 1 AKMI
KoneyHocTHo-noscHas  Capkornukanbl KM
anctpodus 2C-2F Tuna
KoHeyHoCTHO-nosAcHas DyKyTUH- JKMMN
nuctpodus 21 Tuna CBSA3aHHbIN
6enok
Mneye-nonarto4Ho- [Heneuns D4Z4  Hapywenus
nmuesas guctpodus NPOBOAMMOCTM

Tabnuua 7
Yactota Xenypoukosbie MNpeacepaHbie Penoptupyembie
BOB/IEYEHMS CEpAUa  apuTMuU apuTMuu cny4av BHe3anHomn
B NaToJIOrM4eCcKuin cMepTH
npouecc
>90% X3 Tonbko Ha no3gHnx  [a
cTaausx
60-75% XT, AccoumnvpoBaHHble  [a
acCoUMMPOBaHHbIE ¢ OKMnN
¢ AKMM
60-80% XT, nokasaHa B 3aBucmoctn [a, puck cmepTn 30%
nMnnanTaums UK, 0T BO3pacTa
10-25% Hevacto Hevacto Ja
>90% KT, nokasaHa YacTto, acuctonua  [a, puck cmeptut 30%
uvnnanTaums UKL,  npencepaunii
>90% XT, nokazaHa YacTto [a, puck cmepTn 30%
mMnnanTaums UKL,
<25% Heuacto JlaHHbIX HeunseecTtHO
HELOCTAaTOYHO
20-80% HevacTo He coobLuaertcs HewussecTHo
5-15% Penkwve anusoppl Penko Het

XT

Coxkpauwenusi: KM — gunatauvonHas kapamomuonatust, UK, — umnnaHtupyembiii kapanoseptep-aedubdpunnsatop, XT — xenyaoukosas Taxvukapays, X3 — xeny-

[04KOBas 3KCTPACUCTONNS.

12.2.2. HepBHO-MbILWEYHbIE 3a00N1eBaHusA

PuUck pa3BuTUsa apuTMKiI1 Y NaLUEHTOB
C HelipOMbILLEYHbIMU 3a60JIeBaHUSAMM

PekomeHpauum

MaumeHTam C MbILLIEYHOM AncTpoduen | B
PEKOMEH0BaHO exerofHoe HabnoaeHue,

Jlaxe Ha naTeHTHoW cTaauu 3abonesanus,

Korga cumnTomsl 1 SKI-npossneHns

OTCYTCTBYIOT.

[ns nauneHToB ¢ XKA 1 HeipOMBILLEYHBIMU | ©
3ab0neBaHNsIMN PEKOMEHA0BAH

TaKOM Xe NOAXOL, K IeYeHuIo,

KaK 1 NP1 OTCYTCTBUM HENPOMBILLEYHbIX

3aboneBaHuit.

VIMnnaHTaums nocTossHHOro B
KapAMOCTMYNISTOPa PEKOMEHA0BaHA

NauMeHTam ¢ HeMPOMBbILLEYHLIMU

3abonesaHuamMu 1 AB-6nokaaoi 3 unu

[laneko 3allefLueii 2 CTeneHn Ha nobom

aHATOMWYECKOM YPOBHE.

MmnnaHTaums NOCTOSHHOrO Ilb B
KapAVMoCTUMYNSTOPa MOXeT
paccmMaTpuBaThCs y NaLUUEHTOB

C MMOTOHMYeCKon auctpoduen 1 Tuna
(6onesHsb LLITeitHepTa), CUHAPOMOM
KnpHca-Celipa nnm KOHEYHOCTHO-NOSICHOM
avctpoduert npy Mool cTenexn
AB-6nokaabl (Bknoyas AB-6nokany

1 cTeneHun) ¢ y4eToM pucka

6bICTPOro NPOrpPeccMpoBaHust
3abonesaHus.

Knacc® YposeHb’

Ccbinkn®
665-668

p3k

669

666,
669-672

MmnnanTauma UK moxet llb B
paccmaTtpuBaTbCs NPY MUOTOHUYECKON

nvctpodun 1 Tuna (6onesHs LUTeliHepTa),

MbILLEYHON ancTpodumn Smepu-Apendyca

1 KOHEYHOCTHO-MOSCHOM ANCTPOdUN

1B Tvina npu HanMymMmn NokasaHui

K KapAMOCTUMYASLMM 1 COMYTCTBYIOLLMX

XHP.

71, 669,
672-674

< b
Mpumeyanme: * — KNacc pekoMeraaLMi, = — YPOBEHb 10KA3aTENbHOCTH, © — CCbiM-
Ku, NOAAEPXMBAIOLLME YPOBEHb [10KA3aTENBHOCTU.

Cokpawienus: AB — aTprmoBeHTPUKYNSPHBIA, POk — rpynna akcnepTos, yyacT-
BOBABLUMX B NMOATOTOBKE AaHHbIX PEKOMEHAaLmI, XA — xenyaoykosas aputmms,
XKHP — xenynoukoBble HapyLeHns putMa, MK — umnnaHTupyembiii kapamosep-
Tep-nedubpunnatop, SKI — anekTpokapamorpaMmma.

MpleyHble TUCTPOGHUN — TPYIIIA HACICICTBEHHBIX
3a00JIeBaHNI, TIPU KOTOPBHIX ITOPAXKAIOTCA CKEJICTHBIC
MBIIIIBE M MUOKapzA. IlopaxkeHue cepiaiia IpoTeKaeT
M0 TWUIy OeTeHepaTMBHOIO IIpollecca ¢ (pudpo3oM
¥ XXMPOBBIM 3aMellleHneM MuoKapaa [666] u Jaiie Bcero
npossisiercs B Buae JJKMIT u HapyiieHuii mpoBeaeHus,
KOTOpBIE MOTYT COYeTaThCcsl APYr ¢ Apyrom. KadecTBo
XKW3HU ¥ TIPOTHO3 IIPU BCEX MBIMICUYHBIX AUCTPODUSIX
3aBHUCSIT OT CTETICHW ITOPaXXKeHUS NBIXaTEJIbHBIX MBIIIII,
YTO CJICIyeT YYUTHIBATh ITPU BEIOOPE METOIOB PO HIIaK-
ik BCC.

IMopaxeHnue cepalia 9acTO OTMeUYaeTCs IIPU MBIIIICY-
HBIX auctpodusix /lomeHHa u bekkepa, MHMOTOHUYE-
ckoii muctpodun 1 tTuma (6ome3ns LlTeitHepTa), MBITIIEY -
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Holt muctpodum Dmepu-Ipeiihyca M KOHEUHOCTHO-
nosicHoi guctpodun 1B Tuna [666] (Tab:1. 7). Y 60IbHBIX
¢ MblIeyHbBIMU auctpodusmu HroomeHHa m bekkepa
nmoctaTodyHo 4acTo passuBaercda JJKMII [666]. Aputmun
(KB n HYXT) n HapymeHUs IIpOBEACHUS TOSBISIOTCS
yxe nociie pazputus JIKMII, mosatomy ux jgedeHue mnpo-
W3BOIUTCS TI0 TEM Xe IPUHIIAIAM, 9TO M Y OOJBHBIX
JAKMII. BHe3armHasg cMepTh IPY MBIIIIEYHOM JUCTPODUN
JItollleHHa HACcTymnaeT yalille BCEro mpy COYeTaHUU JbIXa-
teabHOM HemocTatouHoct 1 CH. Het TouHOI mHDOP-
MaIl¥ O TOM, B KaKHX CIy9IasiX CMEPTh SIBIISICTCSI UMEHHO
aputMmdeckoit, omHako 2KA n BCC mipu naHHBIX HEpBHO-
MBIIIICIHBIX 3a00JICBAHUSAX HAOMIOHAIOTCSI C TOM Xe
YacTOTOM, YTO M Cpeou IMAIlMeHTOB C HEWIIIEMHUUYCCKOU
JKMII. INpodpunakruueckass ummiantanuss MK/ mpo-
BOIUTCSI IO T€M K€ TIPUHIIMIIAM, YTO ¥ IIpU APYTUX (Op-
Max JIKMII [666].

MuotoHunueckas nuctpodust 1 Tuna (6one3nn HITeii-
HepTa) MPOSBISIeTCS HAPYIICHUSIMHA IPOBEICHUS, 9acTO
C HEOOXOIMMOCTBIO KApANOCTUMYIISIINHI, U B HEKOTOPHIX
caydasix — JKMIT (ta6m. 7). TpeTb Bcex cMepTel TIpu
5TOM 3a00JICBAaHMM HOCST BHE3AITHBIA MM HEOXMIAH-
HbIIA XapakTep [666]. O630p pe3yiabraToB 18 mMcciaenoBa-
HU1 ¢ obmieil BeIOOpKOI 1828 malmeHTOB, BBHITTOJTHEH-
HeIit Petri, et al. [667], mokasain passutiie AB-6mokansr 1
creneHy moyTtu y 30% mnalueHTOB, BbISIBICHUE YIJIMHE-
Hust QRS >120 mc y 20% nanmenTos, yacteie KDy 15%
u HYXXT y 4%. Cucronndeckas aucdynkuus JIXK orme-
yanach B 7,2% ciaydaeB, @Il wiu TpeneTaHue mpeacep-
oMl — y 5% mNalMeHTOB. YYUThIBasl BBICOKYIO YacCTOTY
HapylIeHUI MPOBEeIeHUs, MPEAIOIarajJoch, 4YTO UX MPo-
rpecCUpoBaHNe SBJISIOCH OCHOBHOU mpmumHoi BCC
npu 6osnes3ru IlreitHepra. OmHAKO CiIydan BHE3aITHOMU
cMmeptu cpenu manveHTos ¢ MK/ [673] u a1m30/61 CITOH-
TaHHOU M mHOynupyemoit 2KT yKa3eIBaloT Ha TO, YTO
YacTh BHE3AITHBIX CMEPTEH B 3TOU TPYIIIE OOJBHBIX CBSI-
3aHa ¢ KA.

Lallemand, et al. [668] B cBoeii paboTe BBITOIHSIIA
n3Mepene wmHtepBasia HV mpm wmuaBasuBHom ODDU
Yy ImaumMeHToB ¢ 6oe3nblio IlTeitHepTa M MTOKA3aIM, 9TO
B TCUCHUE 5 JICT TIOCTIe TTOSIBJICHUS TTIEPBUYHBIX HapyIlle-
HUN TIPOBEICHUS K HUM TIPUCOCIMHSICTCS YIUTMHEHUE
nHdparucosoro nposeneHus. Mccremoanaue Laurent, et
al. [673] Taxske TTOATBEPAMIIO, YTO YIJIMHEHUE NHTEPBAJIa
HV >70 mc o manHBIM mHBa3zuBHOro DMU sgisgercs
NPOTHOCTUYECKUM (pakTopoM mnojiHOW AB-010Kanbl
B TeyeHue 6 yer. Groh, et al. [669] o6enenoBanm 406
B3POCJIBIX ITAIIMCHTOB C TEHETUICCKN BepU(PUIIMPOBAH-
HOMf MMOTOHWYECKOI nuctpodueir 1 Tuma, u moxKasaiu,
yTO TsKecTh AB-0OoKanmpl n(vim) HapylIeHWit BHYTPH-
JKEJTyIOYKOBOTO IIPOBEICHMSI, a TaK:KEe BO3HUKHOBEHUE
MIPEICEePIHBIX apUTMUN SIBJISTFOTCSI HE3aBUCUMBIMU (Dak-
TOpaMH pHCKa BHE3alHOW cMepTu. B mcciaemoBaHmu
Wahbi, et al. [672] Bemnonnenue DPU ¢ nocneayolieit
AMITJIAaHTAIMe  KapOIMOCTUMYJISITOpa  IallMeHTaM
¢ naTepBajgoM HV >70 Mc MO3BOISIIO CHU3UTH 9aCTOTY

CMepTEIbHBIX MCXOHO0B, IO CPABHECHUIO C KOHTPOJBHOM
TPYIIIONM ITAIIMeHTOB, KOTOPHIM IIPOBOIMIICS TOJBKO
OKI — MOHUTOPUHT.

I[Ipn MpimevyHOM mucTpodmu Dmepu-Ipeiidyca
U KOHEUYHOCTHO-MOSICHON muctpoduu 1B Ttuma, cssi-
3aHHOM ¢ MyTallUSIMU B TeHe JlamuHa A miau C, BHe3all-
Hasg cMepTh cocTaBisgeT 30% OT Bcex CMepTEIbHBIX
ciyyaes [71].

Hexkotoprie mcciieqoBaHusI ¢ BKITIOUYCHUEM OOJIBHBIX
MBILIEYHBIMU OUCTPOPUSIMU C ABOUHONW MyTaluei
nmamuHa A/C MO3BOJIWIN CHENIATh IPEONIOIOXEHHIE, UTO
pazButre AB-0yi0Kanbl CBUAETENLCTBYET O HEOIArOMpPHY-
ATHOM mporHo3e B muraHe BAC, mpu sToM 3((deKTHB-
HOCTh M30JIMPOBAHHON KapAUOCTUMYJISIIAN IJIST TIPEIO-
tBpameHuss BCC oka3piBaeTcsl HemocTaTouyHOU. Takmm
00pa3oM, IT0 MHEHHIO aBTOPOB, B ITOMOOHBIX CUTYaIIHSIX
PEKOMEHI0BaHO ITpodmiakTnaeckKoe nmpuMeHeHne MK
[674]. dDakTOpaMy pHCKa BHE3AITHOM CMEPTH M HEd(D-
dexTuBHOCTN K ]I -Tepanum SBISIOTCS HOSBIICHUE SITH-
30008 HeycroiuuBoi XKT, cHuxenune @B JIK <45%,
MYXCKOM ITOJI M He MUCCEHC-MYTallMM JJaMMHA A WA
C [71]. Jleuenume penkoro BapraHTa X-CBSI3aHHOI peliec-
CHBHOM MBIIIeUHON nuctpodum Dmepu-petidyca, cBsI-
3aHHOM C MyTallMsIMM B TeHE 3MepHMHa, IIPeACTaBJISICT
HEKOTOPHIE CIIOKHOCTH B CBS3M C HEIOCTATKOM KIIMHM-
YeCKMX HAHHBIX. IIpW OTCYTCTBMM TeH-CHEIM(DUIHON
wHGOPMAIINN I JICYCHUS TaKMX OOJBHBIX IIEJIECO-
00pa3HO MCITOIB30BaTh TE K¢ PEKOMEHIAIINM, YTO 1 IS
JICYCHUST OOTBHBIX C JOMUHAHTHBIM BapHaHTOM MBIIIICY-
Holi auctpoduu Dmepu-peridyca [666, 671].

12.3. BepemeHHOCTb
12.3.1. AputMun, He CBA3aHHbIE C NEpUNapTanbHO
KapguomMmuonaTmen

Mopaxoabl K BeAEHUIO NaLMeHTOK
C PMCKOM Pa3BUTUS apMTMKIiA B nepuof GepemMeHHOCTH

Ccbinku®
675

ypon;emah
C

Knacc®
|

PekomeHpauuu

WmnnanTtauma VK, B nepwog,
6epeMeHHOCTN PEKOMEHA0BAHA MPU
HaNMYMM AKCTPEHHBIX NOKa3aHWA.

Mpun Hannyum LQTS namn KIMXT
pekoMeH10BaHO Ha3HaueHue Bb Bo Bpems
6epeMeHHOCTY B MOCIEPOLOBOM NEPUOSE.

675, 676

PekomeHpoBaHo nepopanbHoe 675, 677
NpUMeHeHne METONpPOsIoNa, NponpaHonona
1AM Bepanammna ¢ Lesbio A0NITOCPOYHOTO

Jle4eHNs UAMoNaTU4eCcKomn yeTonumsoi XT.
Mpwy Hannyum ycTonymeon XT,

0C06eHHO Ha HOHE HeCTabUILHOM
remMoANHaMuKu, PEKOMEeH,0BaHO
BbINOJIHEHVE HEMEAJIEHHOW 3NEKTPUYECKON
KapanoBepcuu.

675, 677

B/B BBELEHME COTanoNa nam lla 675
npokaMHammia cnegyet paccMartpyBaTh

B OCTPbIX CUTYaLWSX A1 BOCCTAHOBIEHMS!

CUHYCOBOIO pUTMa NMpy MOHOMOPHO

ycToit4mBoi XT 6e3 HapyLLeHs

remMoanHaMmnkun.
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B/B BBEAEHME ammopapoHa cnepyet lla © 675, 677,
paccmatpuBaTth B OCTPbIX CUTYaLMSaX 678

L5 BOCCTAHOBJ/IEHMS CUHYCOBOrO pUTMa

npv HecTabuNbHOW reMofMHaMuKe

BC/€ZICTBME MOHOMOP®HOI YCTONYMBOWA

XT, pecdpakTepHoii K aneKTpu4ecKon

KapLMOBEPCUN UNK K OCTaNbHbIM

AHTVAPUTMUYECKUM NpenapaTam.

BbInonHeHve kateTepHoit abnauuu llb C 675

MOXHO paccMaTpvBaTh A5 IeYeHunst

pedpakTepHbIX K MEANKAMEHTO3HOM

Tepanuu Taxukapauii, ConpoBOXAAIOLLMXCS

BbIP@XEHHBIMW CUMMTOMaMMK.
MpumeyaHme: ° — Knacc pekoMeraaLui, b YPOBEHb [10KA3aTeNsHOCTH,  — CCbl-
Ku, NOAAEPXMBAIOLLME YPOBEHb [,0KA3ATENbHOCTY.
CokpaweHnus: BB — 6eTa-6nokatop, XT — xenyaoykosas Taxukapaus, KO, —
VMMNAHTUPOBaHHbIN KaparoBepTep-aepubpunnatop, LQTS — cUHAPOM yANMHEH-
Horo uHTepeana QT.

12.3.1.1 Onugemumonorus

J1s1 KEHIIUH, MUMEIOIIUX CTPYKTYPHYIO MAaTOJOTUIO
cepaia, 6epeMEeHHOCTh aCCOLUMPYETCSI CO 3HAYMTEIb-
HBIM PUCKOM [675, 679-681]. ¥V XeHIIUH C BPOXIECHHBIM
LQTS ormeualor CyliecTBEHHOE MOBBILIEHUE PUCKA CEP-
JIEYHBIX COOBITUIA B IOCIEPOIOBOM Iiepuoae (B TeueHue
40 Hemesb TIOCJIE POIOB), B CBA3M C YeM, UM HEOOXOIUM
npueM bb Bo Bpems GepeMEeHHOCTH U B IIOCIAEPOIOBOM
nepuoge [676, 682]. Y xenmun ¢ Cbp GepeMeHHOCTB,
pPOIbl M IOCIEPOAOBLIA IEPUOI OOBIYHO IMPOXOISAT 0e3
JTOTIOJTHUTENIBHBIX PUCKOB [683, 684].

12.3.1.2. lnarHoctuka

VyameHHoe cepaleOneHne MOXKeT OBITb BBI3BAHO
npeacepaHbIMU Wi KD wiM Jaxe CUHYCOBOM TaxuKap-
JIieii, HO B OOJIBIIMHCTBE CJIy4aeB IIPOTrHO3 OJIATONPUSIT-
HBIN [677, 685-688]. Y MHOIMX OOJIBHBIX TAPOKCU3MAIIb-
HOI HaKelydouyKOBOM Taxukapaueir Bo Bpemsi Oepe-
MEHHOCTHM HaOJII0JAeTCs € YXYAIIEHUE C IOSIBJICHHEM
KIMHAYECKOM CUMITTOMATUKU. Bo BpeMst GepeMeHHOCTH
TaK:Ke MOXET BO3HMKATh nepBbIit anmson KT [677, 686-
688], uTO CBSI3aHO C MOBLILLIEHUEM YPOBHSI KaTeX0JaMu-
HOB [689]. Puck nmosropHoii KT Bblllie y MALMEHTOK, YK€
nmerommx KT B aHaMHe3e U CTPYKTYPHYIO ITaTOJIOIUIO
cepaua [676, 690, 691].

12.3.1.3. Jleuenne

I[Ipu BBISIBICHNH HTOOPOKAYCCTBEHHON apUTMUM
MMAIIMEHTKY CTOUT B MEPBYIO OYePelb YCIIOKOUTh M PEKO-
MEHIOBaTh BO3IEPXKATHCS OT CTUMYJIMPYIOIINX BEIIEeCTB,
TakKUX Kak KoeuH, Tabak M ajkorojb. [Ipu Hanmmuum
CHMIITOMHBIX TaXWapUTMUU PEKOMEHAYIOT BBITIOIHSTH
KaTeTepHYIO abiamuio no oepeMeHHocTr. Ecam menmmnka-
MEHTO3Hasl Tepanus HeoOXoauMa B Iepuos OepeMeHHO-
CTH, TIpeITapaThl Ha3HAYAIOT 110 BO3MOXHOCTH Ha TIO31I-
HHUX CPOKaX M B MUHUMAaJIbHOU 3((EeKTUBHOU J03¢€.

ApUTMHU BO BpeMsI OCpeMEHHOCTH, B OTCYTCTBUC
y HaIlMEHTKN CTPYKTYPHOU MATOJIOTMH CepAama, OOBITHO
XOopol110 oTBevaroT Ha Jiedenne Bb [675, 692, 693]. Ecau

bb okazanucek HeaHEKTUBHBI, MOXXHO HA3HAUYUTh COTa-
JIOJ MU OJIOKATOPBI HATpHEeBBIX KaHaoB (Kitacc 1C).

MennkaMeHTO3HasA Tepallvsi B IIEPBOM TPHUMECTpPE
CBSI3aHA C BBEICOKMM PUCKOM TepaTOTeHHBIX 3((MEKTOB,
Ha OoJiee TTO3MHUX CPOKAaX — C HEXEJIATCIbHBIM BIISI-
HUEM Ha POCT U pa3BUTHE IUIOAA, a TAKXKE C MOBBILICH-
HBIM PHCKOM TIPOAPUTMUM. YIIpaBIICHUE II0 KOHTPOJIIO
3a MUIIEBBIMU MPOAYKTAMH U JICKAPCTBEHHBIMHU CpEI-
crBamu CIIA (FDA) BeImensieT IsITh KaTeTOPUIA, OITMCHI-
BaIOIINX IIPUMEHEHNE ITPOTUBOAPUTMHIIECKIX IIperapa-
TOB BO BpeMs1 6epeMeHHOCTH [694]:

» Kareropusi A: PKUM He BBISIBUIN JOIIOJIHUTEIbHBIX
PUCKOB (B 3Ty KaTeTOPHUIO He MOoMamgaeT HU OOWH IPOTH-
BOApUTMUYCCKUI IIpemapar)

» Kareropus B: oueHb Majiasg BEpOSITHOCTh BPEIHOTO
BO3IEiICTBHS Ha TUIOA, (COTAJION, INITOKAWH )

» Kateropus C: BO3MOXHasI IT0JIb3a JICICHUS ITPEBHI-
IIaeT ero pUCK (XMHUAWH, alleHO3MH, METOIIPOJIOIN, TIPO-
TIPAaHOJIOJ, BepallaMuJ, TUJITHAa3eM, TUTOKCHH, (rexan-
HU, TIportad)eHOH)

+ Kareropua D: wucciemoBaHUS TOATBEPKAAIOT
pucku i 11ona ((heHUTOMH, aMIOIAPOH)

+ Kareropmsa X: mpemapaThl IIPOTHBOIOKA3aHBI
BO BpeMsI OEpeMEHHOCTH.

Hnst neuenust upnomnatudeckoit KT n3z BTITXK HazHa-
yaT Bepamamul win Bb (MeTompoiron miamM coTaion)
C 1IeJIbIO TPO(PUIIAKTUKHU MTPUCTYNOB, ecliv KT COonmpoBoOX-
JaeTcs TSKEJIOM CUMIITOMATUKOW WM HapylIeHUEM
reMOOIMHAMWKH. B ciygae mamonaTmaecKkoit ¢hacimky-
ngpuoit JIKT neuenme BB 00bluHO HeadhEKTUBHO,
B CBSI3M C YeM TaKUM ITallicHTKaM Ha3HavaloT Beparia-
M. B ocHOBe MexaHM3Ma pa3BUTHS 3TOTO BUIA TaXM-
Kapouu JeXUT MEIJICHHOE TOCTYIUICHHE KaIbIIUs
B YAaCTUYHO [eIOJSIpH30BaHHBIC BOJOKHA [lypKuHBE
[1]. Ecnu Taxukapaus pedpakTepHa K MeIUKaMEHTO3-
HOM Tepalny WJIH TJI0XO ITePEHOCUTCSI, MOXET ITOTpe-
OoBaThcsd KaTeTepHas abnauus. Y naumeHToK ¢ MK]I
BO3MOXHa HOpMajbHas OcpeMEeHHOCTh 0e3 KaKuX-
00 OCJIOXHEeHU I mIst Trona [695-697]. Ecaum rmokasa-
Husgs K MKJl Bo3HUMKAaOT BO BpeMsl OepeMEHHOCTH,
MOXHO WCITOJIb30BaTh ITOOKOXHEBIC armmapaTel MK]I,
4yToOBbl M30eXaTb BO3MEUCTBUS (HIIOOPOCKONUU
BO BpeMsI Oollepallnid; OZHAKO, CJIeayeT YIUTBIBATh, 9TO
ONBIT NMPUMEHEHUS 3TUX YCTPOUCTB y OepeMEeHHBIX
KEHIIMWH OrpaHUYCH.

12.3.2. AputMumn, accoummpoBaHHbIe C NepunapTanbHOn
KapguomMmuonaTuemn

Moaxopbl K ne4eHnio apuTMnii Ha GpoHe
KapauoMuonaTum, CBS3aHHOI ¢ 6epeMeHHOCTbIO

Knacc®
BeinonHeHne anekTpuyeckoi | B 698
kapavosepcum unu Aedudpunnsaummn

B neprog, 6epeMeHHOCTU PEKOMEHAOBAHO

NPV HAMYUN HECTaBUIBbHOM reMOoAMHAMUKM

Ha doHe XT/DX.

PekomeHpauumn Ypoaeubh Ccbinku®
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Bo Bpemsi 6epeMeHHOCTU pekomeHaoBaHo | 698, 699

cTaHpapTHoe neveHne XCH,
n3berasi Ha3HaueHVs NpenapaTtos,
NPOTWBOMNOKA3aHHbIX B NEPUOL,
6epemeHHOCTU (MAMN®D, capTaHbl
W MHIMBUTOPBI PEHWHA).

<« b
MpumeyaHue: e Knacc pekoMeHaaunn, — ypoBeHb A0Ka3aTeNIbHOCTH, - CCbl1-
Kn, nogaepXxvearoLlne ypoBeHb 0Ka3aTeIbHOCTU.

CokpaweHus: VAM® — UHrMBUTOPbLI aHTMOTEH3UHNPEBPALLAIOLLErO (PEepMEeHTa,
XT — xenynoukosas Taxmkapams, OX — dubpunnaums xenynoukos, XCH — xpo-
HUYeckast cepaeyHasl HeloCTaTO4YHOCTb.

[MepunapranabHast KapANOMUOIIATHASI XapaKTepPU3y-
eTcsl pa3BUTHEM CcUCToandeckoi auchyHkuum JIZK
n CH Ha mmo3mHuX cpokax 0OepeMeHHOCTHU WJIHN B TeUe-
HHe HECKOJBKUX MecsieB mocie poxoB [700]. IMpu-
YyMHAa IIOCICPOAOBOIl KapaAMOMHOIIAaTUM HesICHA,
OIHAKO IIpeAIIoaraeTcs onpeneacHHas poJIb MH(PEK-
MUOHHBIX, BOCIIAJUTEIBHBIX M ayTOUMMYHHBIX (Pak-
TopoB [1, 701]. YacToTta pas3BuTtusa cocrtaBiasgeT 50
ciygaeB Ha 100000 pomos [702], cMepTHOCTH IO CTa-
tuctuke B CIIA xonebierca ot 6% o 10% [703].
CornmacHO MOCIECOIHWM WCCIACIOBAaHUSIM, IMepuIlap-
TaJibHasl KapJAMOMMUONATHUsI MOXET OBbITh IPOSIBACHUEM
cemeitHot JIKMII, cBSI3aHHOU ¢ TEeHHBIMM MyTallu-
amu [704].

ITocneponoBasi KapauoMuonaTusi OOBIYHO TPOSIB-
nstetcsa B Bune CH Ha ¢poHe cucTonndyeckom Tuc@yHK-
uun JIZK Ha mo3gHMX cpokKax OEepeMEHHOCTH WU
B TEYEHUE HECKOJbKMX MecsleB mocie pomoB. [lpu
3TOM MOXeT He HabmogaTbesa aguaatauuu JIK, Ho @B
MpakTU4YeCKU Beeraa cHuxkeHa (<45%) [698]. CornacHo
IMOCJIeTHEMY OIIPEACICHUTO ITOCIESPOI0BOIM KapAMOMHUO-
IMaTUHW, BpEeMEHHBIC PaMKH pa3BUTHSA 3a00JIeBaHUS
IOCTaTOYHO pa3MbBITHI [705]. OcCIIOXHEHUSIMHU TOCIIE-
POIOBOM KapAMOMHUOIIATUH MOTYT OBITH CIIOXHBIC KA
W BHe3aIlHasl OCTAaHOBKa cepialla. Y BceX IMallMeHTOK
¢ BuepBble Bo3Hukiunein KT B mociaeaHue 6 Hemelb
OepeMEeHHOCTH WM B paHHEM ITOCICPOTOBOM IIEPUOIE
cleayeT UCKJIIOUMTh JaHHOoe 3aboieBanue [706].

K mammeHTKaM ¢ moOcCiIepomoBOil KapIMOMHOIIa-
THEH TPUMEHUMBI CTaHOAPTHBICE pPEKOMEHIAIINN
o neuyeHuto octpoit CH [8]. Bo Bpemsa 6epeMeHHOCTH
npotuBomoka3zansl UMAII®, BPA u WHrubuTophl
penuHa [699, 707]. Bb noka3ansl Bcem 6oapHbIM CH
IIPY YCIOBUM X HOPMAaJbHON MEepeHOCHUMOCTH TIpEI-
IMOYTEeHHNE OTHAIOT IpelapaTaM, KOTOpbIe OJIOKHPYIOT
MPEUMYIICCTBEHHO 3 -aIpeHOPELETITOPbI (HampuMep,
METOMPOJION). ATEHOJION TAKMM ITallIeHTKAM He PEKO-
MeHmoBaH [708], takxke kak 1 AMKP [709]. I1pu pas-
BUTUM yrpoxatomux xu3Hu KT npuberamoT K 371eK-
Tpudyeckoit kKapauoBepcuu. IIpumenenunme WMK]I]
y manmeHToK ¢ 2KA mian auskoit @B JIXK ciaemyeT ocy-
LIECTBJIATh COTJIACHO CTaHIAPTHBIM PEKOMEHAALMUAM.
I[Ipn 3TOM cllenyeT YYUTHIBATH BBICOKYIO YaCTOTY
(50%) cnonranHoro paspeuieHus HKMII mocie
ponos [710].

12.4. O6GCTPYKTUBHOE HOYHOE anHO3
12.4.1. BpapuapuTMum n TaxmapuTMmm

Moaxoab! k nevenuto XXHP u 6pagmaputrmuii
Yy NauMeHTOoB C 0GCTPYKTUBHLIM anHO3 CHa

PekomeHnpauun Knacc® Vposeubb Cebinku®
B xope onddeperumansHom gnardoctvkn  lla B 711
6panviapuTMuin cnepyeT paccMaTtpreaTb

BO3MOXHOCTb HANN4MA CUHAPOMA COHHOMO

anHoa.

Y AnL, ¢ HapyLWEeHVSIMU AbIXaHWs BO CHE Ilb C 712

BO3HWKHOBEHWE 3N13040B COHHOro
arHo3 1 CHIXeHus catypauum O, MoxeT
paccmMatpusatbes kak dpaktop pucka BCC.

< b
Mpumeyanme: * — KNacc pekoMeHaaLuii, - — YPOBEHb 10Ka3aTeNbHOCTH,  — CCbi-
KU, NOAAEPXKMBAIOLLME YPOBEHD A0KA3ATENLHOCTY.

CokpauwieHua: BCC — BHe3anHas cepaeyHas cmepTb, XHP — XenynoukoBble
HapyLeHWs puTMa.

12.4.1.1. Anupgemumonorus

B Hacrosmee BpeMs HET OTHO3HAUYHBIX TAHHBIX
0 PacIpOCTPAaHEHHOCTH OOCTPYKTMBHOTO HOYHOTO
aITHO® B OOIIEil IMTOMYJISIIINK B CBSI3U C CYIIECTBEHHOM
TeTepPOreHHOCTHIO UCCAEeTOBAHHBIX ITOIyIsIuuii. Ume-
IOTCS JaHHBIE, YTO PACIIPOCTPaAaHEHHOCTH 3aboJjieBa-
HUSI Cpeay B3pOCibIX B Bo3pacte or 30 mo 60 jer
coctaBisgeT 0KoJa0 9% cpenu XeHIUUH U 24% y MyxX-
yuH [713]. YacTtoTa BO3HUKHOBEHUS aApUTMUM
BO MHOTOM 3aBHCHUT OT CONYTCTBYIOIIMX 3aboJjieBa-
HUM, BCTPEUYAIOIIMXCS B Pa3HBIX HOMyasSnusax. daH-
HBle ucciaemoBaHuii Busselton Health Study [714]
u Wisconsin Sleep Cohort [715] yka3sIBaloT Ha acco-
A0 0O0CTPYKTUBHOTO HOYHOTO aIllHO? C TOBHIIIE-
HHUEM YpOBHsS OOIIEl CMEpPTHOCTH. BemyTcsa cmopsl
0 HaJIWYUU CBSA3M MEXIYy OTHM 3a0ojieBaHHEM
u puckom BCC.

HenaBno Gami, et al. [712] mmoka3aiu, 4To 0OCTPYK-
THUBHOE HOYHOE aIlTHO? ¢ YMCHBIIICHUEM CpeIHeil HOTHOM
catypanuu kuciopona <93% v MUHUMaJIbHass HOYHasI
catypanust kuciopona <78% SIBISIOTCS HE3aBUCUMBIMU
dakTopamu prcka BCC (p<0,0001). B HacTosmiee BpeMs
MUAaTHOCTHKA OOCTPYKTMBHOTO HOYHOTO aITHO® JOJIKHA
BXOIWTH B aJITOPUTM OOCIICIOBAHUS U CTPATU(DUKALINT
pucka BCC.

CuynTaeTcst, YTO YaCTOTa HApYIICHWII pUTMa, IJIaB-
HBIM 00pa30M B HOYHOE BpeMsI, BO3PACTaeT IPOIOPIINO-
HaJbHO YBEJIMYCHUIO TSLKECTH CHHIpOMa HOYHOTO
aITHOB-TUIOITHOS [716-718].

12.4.1.2. lnarHoctuka

Hawn6osee yacTeIMU HapyIICHUSIMM pUTMa IIPU CUH-
IpoMe HOYHOTO aITHO3-TUIIOITHOD SBIISIIOTCS CHHYCOBAs
Opaaukapaus, nay3bl Ha CMHYCOBOM puTMe, AB-610Kkana
1-i1 1 2-11 crenenu Tiita Moowutir I, a Takske yactoie 2KO
[719-724]. UccnegoBaHns noKa3aiu MUPKaIHBINA XapaK-
tep KA [712, 725-729] n noseimeHHy0 9actory BCC
B IIeprol CHa (OT IIOJYHOUM OO IIECTH YacoB YTpa)
Y TaKMX IAIIUCHTOB.
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12.4.1.3. leueHne

Ha ceromnsiHuii JeHb HET JaHHBIX, KOTOPbIE YKA3bI-
Bajii Obl Ha HEOOXOAMMOCTh OTHE/IBHBIX PEKOMEHIALIMIA
1o JieyeHu1o 2KA rpu CMHAPOME HOYHOTO aITHO3-TUITOI -
Ho3. KpoMme Toro, 10 cux Iop He SICHO, KaKoe 3HaueHUe
MMeeT IMOKa3aTe/lb IOCTOSHHOIO ITOJIOXUTEIBHOIO JaB-
JIEHUS B IbIXaTeIbHBIX IYTSAX IS IpeaoTBpaieHust KA
u BCC [711, 730-733].

Hert moaTBepxaeHus: TOMy, YTO ONTUMAIbHOE JIede-
HUE HOYHOTO OOCTPYKTMBHOIO AITHO3® MOXET IOBJIHUSTh
Ha BBIPAXXEHHOCTh KJIMHMYECKUX MPOSIBJICHUI apUTMUIA
1 HEOOXOIMMOCTh YCTAHOBKU KAapAMOCTUMYJISITOPA B TEX
ciIydasiX, KOIa apuTMHUU CBSI3aHbI CYyry0o ¢ OOCTpYKLIMEt
IbIXaTeIbHBIX TyTei [733-739].

B HacTosiee BpeMsl MCCIEAYIOT HOBBIE METObI
JIEYEeHUS LIEHTPaJbHOM (POPMBI HOYHOI'O alTHO3-TUITOI-
HO3, TaKUe KaK CTUMYJISILMS auadparMaibHOTO HEPBa
U Tepanus IMOCTOSHHBIM IMOJIOXUTEIbHBIM AaBIeHUEM
B BEPXHUX [OBIXaTeJbHBIX MYTIX MPU OOCTPYKTUBHOM
tune [740].

12.5. JlekapcTBEHHbIE NPOAPUTMUN

Mopaxoabl K Ne4YeHnio MeaNKaMeHTO3HO
MHAYUMPOBAHHbIX apUTMMUIA

Knacc®  YposeHb® Ccbinkm®
| B 362

PekomeHpauum

OTmeHa Ha3HaYeHHbIX NpenapaTos,
NOTEHLMANBbHO UMEIOLLMX NPOAPUTMUYECKINIA
apdeKT, pekomeHaoBaHa Ha io6om

aTane npv NOsSIBNEHWN NOA03PEHNS

Ha BO3HUKHOBEHWE MeANKAMEHTO3HO
VHAYLWMPOBAHHOW apUTMUW 1 UCKIIOYEHNN
Ha/IM4us APYrux apUTMOreHHbIX Cy6CTPaTOB.

HecmoTps Ha BO3MOXHbIE Koppurupyemble  lla 741,742

NPUYMHBI BOSHUKHOBEHUS XA,
HeobX0aMMOCTb NPOpUNaKTUYECKON
nmnnaHTaumm UK cnepyeT paccMatpusatb
VHAVBUAYANbHO C Y4ETOM prCKa pas3suTms
XW3HEYrpOXaloLLMX apuTMuii B GyAyLLEM.

v b
MpumeyaHme: ° — KNAcC PeKOMEHALMI, - — YPOBEHb [I0KA3aTENLHOCTH, © — CObiN-
KW, MOLAEPXVBAIOLLME YPOBEHb A0KA3ATENBHOCTY.

Cokpauwenus: VK[, — nmnnaHTupymblii kapamoBepTep-aedundpunnsatop, XA —
XENyA04HKOBbLIE aPUTMUN.

12.5.1. BaugHue meguKkamMeHTOB B 3aBUCUMOCTU
OT cyOcTpaTa OCHOBHOro 3aboneBaHus

I[Ipy nmepBoM MNOHO3peHUM HA MEIUKAMEHTO3HO-
WHAYLUUPOBAHHYIO apUTMUIO CJIEAYET OTMEHUTH Iperna-
paT, KOTOPBIA MOT €€ BbI3BaTh, a TAKXKE MIPOBECTU IIOJIHO-
LIeHHOe oO0CIemoBaHUS OJIs MCKIIOUYECHUSI CepAeYHO-
COCYOMUCTHIX (PAaKTOPOB pHCKA, KOTOPHIE MOIJIHA
CITIOCOOCTBOBaTh BO3HMKHOBEHWIO apuUTMuUM. Meauka-
MEHTO3HO MHIYLIUPOBAHHBIE apUTMUU CIIEAYET MPEIIIO-
JlaraTh IpU OTCYTCTBUU HACAEACTBEHHOTO WM MpUoope-
TEHHOr0 apUTMOTEHHOTO cyOcTpaTa, Koraa MNalyMeHT
MOJy4YyaeT JeYeHUEe MeEeIMKaMEHTaMU, IMOTEHIMAJIbHO
CIIOCOOHBIMU  YXYAILIUTh 3JEKTPUUYECKHE CBOMCTBA
cepala (BKJIo4asl mpernapaThl, BbI3bIBAIOIIME YIJIMHEHUE

nHTepBaita QT) wim mpoBOIUPYOIIE HAPYIICHNE 3JICK-
TPOJIMTHOTO OajaHca.

[IpuMeHeHMEe coTalojia y MALIMEHTOB C THUIIEPTPO-
¢ueit JIZK MOXKET COIMPOBOXIATHCS BO3HWKHOBCHHEM
npoaputMuu [743]. Hekotopble omaceHUs] BBI3BIBAET
npuMeHeHHe GeKanHuaa M IponadeHoHa y TaKuxX
MaIMeHTOB, OCOOCHHO IIPU BRIPAXKCHHOU THUTIEPTPODUU
JIK (TommmHa cTeHKHU >1,4 ¢cM) u(MI) TIpU COIYTCTBY-
romeit UBC [744].

BiokaTopbl HaTpHEeBBIX KaHAJIOB IIPOTUBOIIOKA3aHEI
nareraTaM ¢ UM B anamue3se [129] wim co croitkoit KT
Ha (poHEe CTPYKTYPHOI ITATOJIOTUHU Cepalia. Y TaK1X Mally-
EHTOB CJIeAyeT TaKKe M30eraTh IPUMEHEHMS IPYTUX IIpe-
mapaToB, CITOCOOHBIX OJIOKMPOBATh HATPUEBEIC KaHAJIHI,
B TOM 4YHCIIE TPUOUKIMNICCKUX aHTHICIIPECCAHTOB.
OO6caenoBaHne ¥ JICUCHNE B ClTydae CHIDKCHMS CHCTOJH-
yeckoi ¢pyHkimM JIZK Oynet TakuM ke, Kak 1 U151 OCTalb-
HBIX ITAIIeHTOB ¢ 2KA, He CBI3aHHBIX C IIPOTUBOAPUTMM -
YeCKMMU TIpernapaTaMu.

12.5.2. JlekapCcTBEHHbIE B3aUMOAECTBUS OTAEJbHbIX
npenapaTos 1 Mx KOMOMHaLUK

MHorue TIperaparsl IS Je9eHUS HeKapIuaaTbHBIX
3a00JIeBaHUIT MOTYT MHTMOMPOBATHh KaJIMeBbIC KaHAJIBI
(http://www.crediblemeds.org) v TOBEIIIIATh PUCK Pa3BU-
tusa JABXKT y npeapacnoyioc)keHHBIX K 3TOMY 3a00JjieBa-
HUIO TTaineHTOB. HeKoTophie aHTHOMOTUKY, B TOM YKCIIC
XWHOJIOHBI U @3UTPOMMIIMH, CYIIIECTBEHHO YBEJINYMBAIOT
PUCK HapyIICHWIT PUTMAa W Pa3BUTHS BHE3AITHON CMEPTH
[125, 745-747]. Ipyrue MakpOJdugHBIC AaHTHOMOTHKMU,
BKJTIOUAs] SPUTPOMULINH U KIAPUTPOMUIINH, B MeTabo-
JIN3Me KOTOPBIX TaKKe ydacTByeT LIMTOoXpoM P4503A4,
noBbimamT puck noaumopdHoit KT u cepaeuHoi
CMepTH, 0cOOeHHO y XeHIWH [748]. CortacHo mocie-
HUM JAHHBIM, COYETaHMWE WHTHUOMTOPOB PEHWH-aHTHO-
TEH3WHOBOM CHCTEMBI M aHTUOMOTHUKOB, HaIIpuMep KO-
TpUMOKCa3oJja, y IMalleHTOB ¢ HEAMArHOCTUPOBAHHON
TUTIepKaIMeMUell acCOmUMpPyeTcsl C ITOBBIIICHHBIM
PUCKOM BHe3aItHoi cmepTH [749].

IIpemapaTel, crIOCOOHBIE OJIOKMPOBATH HATPUEBBIC
KaHaJlbl, B TOM YMCJIE TPULUKINYECKUE AHTUAEIIpEC-
CaHTBI, MOTYT YBEJIMYMBATh IMTEIBHOCTE QRS Kom-
IUTeKca W BEI3BIBaTh M3MeHeHnsT DKI, cxomHBIe ¢ Tako-
BeiMu 1ipu CBp [750]. KapamoTOKCMYHOCTL aHTpamy-
KJIMHOB 3aBUCHUT OT WX HO3BI: YeM BHIIIC KyMYJISITHBHAS
1033, TEM BBIIIIE PUCK KapaIUMOMHUOIIATUHN 1 CMEPTETBHBIX
aputMuit [751, 752]. Ilpu meueHuum S5-dbTopypaiiuioMm
MoxeT Bo3HMKaTh MK B cBsa3m co crmasmom KA [753-
755]. XKabwuit an (0ypoTeHNH) MOXET OKa3bIBaTh TOKCH-
gecKoe ICUCTBHE, CXOOHOE C ACHCTBMEM IMTOKCHHA
[756], paBHO Kak ¥ IIperapaThl Ha OCHOBE TPaB, BKIIIOYAsT
HarrepcTsaHKy [757, 758]. MHorue mpyrue IIpernaparhbl
TakXe MOI'YT BbI3bIBaTh cia3m KA [759-761].

[Ipn momo3peHMM Ha JIEKApCTBEHHYIO apUTMUIO,
HE3aBUCHMO OT TOTO, KaKOW IIperapaT MOT BBI3HIBATH
JBXT, crapaiorcst Bo3aepKaThCsl OT Ha3HAYCHMSI ITPOTH -
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BOApUTMHUUYCCKMX IIperaparoB. B/B BBemeHME MarHmus
MO3BOJIsIET COKPAaTUTD 31u30bl JIB2KT, 06b14HO 6€3 yKo-
poueHus nHTepBana QT, maxe y MalMEeHTOB ¢ HOPMAaJIb-
HOI KOHIIEHTpalneil Maruusi B KpoBu [762]. Xopoimii
a¢pdexT B neuenuu JABXKT maer BpeMeHHasT KapauOCTH-
Mymsoust. Takke MOXHO Ha3HA4YaThb M30IPOTEPEHOII.
Bo Bcex cygastx peKOMeHIyeTcsT OTMEHA TIperaparTa(oB),
KOTOpBbIC MOIJIM BBI3BaThb JICKAPCTBCHHYIO ApUTMUIO,
¥ KOPPEKIIUS 3JICKTPOJTUTHBIX HAPYIIICHMIA.

12.5.3. Puck npoaputmuii Ha poHe neveHus
NPOTMBOAPMTMMYECKMMU Npenaparamu

I[IpoTnBOapUTMUUECKHNE TpemapaTbl OKa3bIBAIOT
HETIOCPEICTBEHHOE BIMSHIEC Ha MOHHBIC KaHAJIBI Ceplia.
Tak, ¢paekauHua, npornadeHoOH U XMHUAWH OJOKHUPYIOT
HaTpueBble KaHaibl [763]. B OONbIIMX KIMHUYECKUX
ncciaenoBanusx, BKimodas ucciaegoBannst CAST n CASH,
HCIIOIb30BaHUE TIPEIIapaToB, OJIOKUPYIOIINX HATPUEBBIC
KaHaJbl, COIIPOBOXIAJIOCH YBEIMICHHEM CMEpPTHOCTHU
cpeny MalMeHTOB, paHee rnepeHecmx UM [129, 764].
AHaJIOTUTIHYIO 3aKOHOMEPHOCTh HAOIIOIAIN B MCCICIO-
BaHMAX MekcwieTuHa [363] m ausornmpamuma [362].
Y GonbHbIX ¢ ycToitumBoi KT 3T mpemaparsl MOTYT
IIPOBOLIMPOBATh yYallleHNWE TPUCTYIIOB TaxXWKapIuu,
KOTOpbIE C TPYAOM MOAIAIOTCS KapauoBepcuu [765, 766].

IIpumeHneHue D-cortanona, cnocoOHOro YMJIMHSTH
nHTepBan QT (mporuBoapurmudyeckuii mpemapar 111
KJlacca), COIPOBOXIAIOCH HEKOTOPBIM YBEIMYCHUCM
cmeptHocTu B OonbiioM PKWM Ha mamueHTax, mepeHec-
mux MM [137]. B uccinemoBanuu DIAMOND y 3,3%
mareHToB ¢ Tskenoit CH B mrepBeIe 72 4 mmocie Hadaja
sieyenus noderununom mossuiaack JABXT [767]. Amuo-
napoH BbI3biBaeT JIBXKT HamHOro pexe, 4yeM Ipyrue
IIPOTUBOAPUTMUYECCKHUE IIpemapaThl, VIJWHSIIONINE
naTepsBana QT [768].

BpammaputMum SBISIOTCA 9acTBIM (hapMaKOJIOTHYE-
cknM 3¢ GEeKTOM TUTOKCHMHA, BepalaMmia, OUITHa3eMa
u bb. HekoToprle apuTMUY TUTTMYHBI 71 TUTUTATHCHOM
WHTOKCUKALINU: YCWICHUE TIPEeICcepaHOM, Y3JIOBOM WU
KeJTyIOYKOBOM aBTOMATHM, YacTO B codyeTaHUHn ¢ AB-
OJIOKAIOM.

Jledenne B OOJBIIMHCTBE CIIy9aeB 3aKIIOYaeTCS
B OTMCHE IIpeIiapata, MOHHUTOPHUHTE CEPIECYHOIO PUTMa
W TONIepKaHWKM HOPMAJIbHOW KOHIICHTPALIMM KaJIHsI
B chIBopoTKe. OtpeneneHHBIH 3(DdeKT MOTyT IaTh B/B
BBEACHNE MATrHUSI W BpPeMEHHas KapINOCTUMYJISIIHS
[762]. Takke MOXHO WHCITOJIB30BaTh HM30IPOTEPEHOI,
KOTOPHIN YBEIMIMBACT YACTOTY CEPICUHBIX COKpaIleHUIA
W COKpalllaeT IPOMOJLKUTEIIFHOCTh ITOTCHIIMANa Heii-
CTBUSI KapIUOMMOIIMTOB KCJIYIOYKOB, YCTPaHSIS TeM
caMmbIM Jenospusanio u JIBXT [762, 769-771].

12.5.4. TpurrepHblie pakTopbl NPOapuTMUN

OmmcaHo HECKOJIbKO TPUITEPHBIX (DAKTOpOB, KOTO-
pbie MoryT TpoBoumpoBaTh KA 1 BCC: rumokaameMust
(<3,5 MMoIb), OBICTpOE TOBBIMICHNE BHEKJICTOUHOI

KOHILIEHTpalluM Kajausd M Tunomaranumemus [772, 773].
TunoMarHuemust SIBASIETCS] LIMPOKO U3BECTHBIM TPUTTEP-
HBEIM (akTopom monmmopdHoit KT wmm JBXKT, mos-
TOMY B JIEUEHUN 3THUX BMUIOB TaxXMKapAWUU UCIOIb3YIOT
B/B BBeIcHIE MarHusI ¢ Xopomum 3¢ dexrom [774, 775].
Tunokanuemust cama 1o cedbe Win B COYETAaHUM C TUITO-
MarHMeMMEN MOXET SIBJISITbCS TpUUYUHON 2KA y 60JbHBIX
apTepuaNbHON TuIepTeH3nei u 3acroitnoit CH; oHa emie
Oosiee ycyryossieTcsl B CBSI3M C TPUMEHEHUEM TUA3UIHBIX
M TIETIICBBIX TUYPETUKOB [774]. MHOTrHMe npyrue (haKTophI
MoryT mmpoBonupoBaTh KA n BCC, B Tom umcie 6pamm-
Kapausi, umemus, cnadm KA, TpoM003, TSKeNblid roiof
[776] u ocTpast ajKOrojibHasi MHTOKCHUKALMS/CUHIPOM
ot™MeHHI [777, 778]. UK]/I-Tepanus Takke MOXET ITPOBO-
mpoBaTh TogBiienne JKHP [779-781].

Bo Bcex cirydasix peKOMeHIyeTCsl OTMEeHa Iperapara(oB),
KOTOpbl€ MOIJIM BbI3BaTb JIEKAPCTBEHHYIO apUTMMUIO,
U KOPPEKILIUS BJEKTPOJUTHBIX HAPYILIEHUI.

12.6. BCC nocne TpaHcnnaHTaumm ceppua

Bo MHOIMX KIMHWYECKHMX HCCICIOBAHUSIX HaAOIIO-
A JOCTATOYHO BBICOKYIO YAaCTOTY BHE3AITHOM CMEpPTH
mocje TpaHcILiaHTauuu cepaua (>10% peuunueHToB)
[782]. ¥V HekoTOpBIX MAIMEHTOB BHE3aITHAs CMEPTh
MOXET HACTYIIUTh IOCJIe HECKOJIBKUX SIHU30MI0B TSKE-
JIOTO OTTOPKCHMSI TPaHCIUIaAHTaTa.

OcTpoe OTTOpKEHME MOXET COIPOBOXIATHCS Hapy-
IIEHUSIMHA PaOOTHl MPOBOISINCH CHUCTEMBI CEepilia, UYTO
BelmeT K pa3BuTuio KA M BHE3aITHOM CMEpTH. Y TaKUX
MAIMeHTOB BBICOK PHCK Pa3BUTUS apUTMHUU BO BpeMs
TeMOIMHAMUYIECKOTO CTpecca — IIPU TeMOAMAIN3e WU
mnasMadepese [783]. Ilpu maToIO0roaHaTOMHYECKOM
WCCIICIOBAHUHN Y OOJIBIITMHCTBA JINII, TIEPECHECIITNX TPAHC-
IUTAHTAIIMIO cepala M yMEpPIIMX BHE3aITHO, HaXOIWJIN
nopaxkeane KA; cMepTh B TaKMX CIy4dasX MOXET OBITh
CBSI3aHA C TUIICPKaAMEeMUE, MPOBEACHUEM IIPOICIYD
reMonMaIn3a WK Iuia3Madepesa, KOTOPhle BBICTYIIAIOT
B KadyecTBe MPOBOIMPYIOMNX (DAaKTOPOB, JIMOO MMETh
MPEeNMYIIEeCTBEHHO apUTMUICCKIIA XapaKTep.

Y HEKOTOPHIX MTAIIMEHTOB C BBICOKMM PHCKOM ITOCTIC
TpaHCIUIAHTAIIMKA CepIlla MOXET OBITh IIeJIeCOOOpa3HO
npuMmeHenne UKJI [784].

12.7. BCC y cnopTCMEHOB

Mpodunaktuka BCC y cnoptcmeHoB

Ypoeenb’  Ccbinku’
C Mp3k

Knacc®
|

PekomeHpauumu

Y cnopTCMEHOB pEKOMEHAYETCA
TLaTeNbHbI cHOp aHamMHe3a C LieNblo
BbIsiBNeHns poHosoi natonorumn CCC,
HapYLUEHWIA PUTMa, CUHKOMNAsbHBIX
ann30408B unm cnyyaes BCC B cembe.
Mpwu BbIsBNEHNN n3MeHeHnin KT,
NO3BONSHOLLMX NPELNON0XUTL Hanuumne
CTPYKTYpHOIA natonoruv cepaua,
pekomMeH0BaHO BbinonHeHne 3xoKr n/mnn
MPT cepaua.

Mp3k
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KNNMHWYECKME PEKOMEHZALNN

Y MonoabIx CNOPTCMEHOB C LIeNbo lla
CKPUHWHIa nepes, COpeBHOBAHNAMU
PEKOMEHA0BAHO TLaTeNbHOe Gu3nkansHoe

o6cnenosanue n pernctpauus KM nokos.

Mp3k

Jlnuam cpeprero Bo3pacra, npuHnmaowmm  lla 785

y4acTne B BbICOKOMHTEHCMBHBIX CU0BbIX
TPEHMPOBKAX, C LIENbI0 CKPUHWHIA crnesyet
NpPOBOAMUTL TLLATENBHOE PU3UNKaNbHOE
06cnenoBaHne C OLLEHKOW anob 1 AaHHbIX
aHamHe3a, perucTpaumio 3K nokos

v onpenenexue pucka no wkane SCORE.

Cnepnyet npoBoauTb 06y4eHve nepcoHana,  lla 179, 786

NPUHUMAIOLLLEr0 y4acTu e B OpraHn3aLmum
CMOPTUBHBIX COPEBHOBAHMIA, HAaBbIKAM
CEePAEYHO-NEr04HON peaHnMaLmnmn

1 NPaBUIbHOMY UCMOMb30BaHMIO
ABTOMATUYECKMX HAPYXHBIX
0edbunbpunnsTopos.

v b
MpuMeyaHme: * — Knacc pekoMeHaLmii,  — YPOBEHb AOKA3aTeNbHOCTH, © — CCbif-
KW, NOLAEPXVBAIOLLE YPOBEHb A0KA3ATENBHOCTU.

CokpaueHus: M3k — rpynna akcrnepToB, y4acTBOBABLLVX B NOArOTOBKE AAHHbIX
pekomeHpauuii, MPT — marHuTHO-pe3oHaHcHas Tomorpadus, CCC — cepaeyHo-
cocynuctas cuctema, 9K — anektpokapamorpamma, IxoKIm — axokapavorpam-
ma, SCORE — Systematic Coronary Risk Evaluation [787].

Puck BCC HaMHOro BbIllIe Cpedud CIOPTCMEHOB
10 CPaBHEHWIO C IPYTMMU JIUIIAMU TOTO Ke BO3pacTa,
HE 3aHMMAIOIIMXCS MPOdECCHOHAIBLHBIM CIIOpTOM [26]:
ropoBast yactota BCC y MOJIOIBIX CIIOPTCMEHOB B BO3PACTe
<35 met xomnebnercs ot 0,7 mo 3,0 caygaeB Ha 100000
yesioBek [788]. Cpeau CIOPTCMEHOB CTaplIero Bo3pacra
9TOT MOKAa3aTejib €Il BbIIlIe W YBEJIUYMBAECTCS IIPOIOP-
IMOHAJTBHO Bo3pacty [789]. MHTEHCUBHOCTh (U3MIC-
CKUX Harpy30K ¥ BO3pacT CIIOPTCMEHA SIBJISIIOTCSI OCHOB-
HbIMM (haKTOpaMU PUCKA.

CaMbIMM YaCTBIMM IIPUYMHAMHU BHE3AITHON CMeEpTU
Y MOJIOIBIX CIIOPTCMEHOB SIBJISIIOTCSI HAC/ICACTBEHHBIE apUT-
MOTeHHbIe 3a0071eBaHus (KapAMOMUONIATUY U KAaHAJIOTIATUM)
u MBC (BpoxmeHHasT Wwin TIproOpeTeHHasT). B AMeprkan-
CKOM HAIIMOHAJTBHOM PETVICTPe BHE3AITHOM CMEPTH Cpemu
CITOPTCMEHOB, KOTOPBIN ObUT opraHmn3oBaH B 1980-x romax
B Uucturyre Cepmita . MuHHeanoic, 3a 27 JieT HabJome-
Hus 3aprKcrpoBaHo 1866 cyyaeB BHE3AIIHOM CMEPTH CPEAU
crioprcMeHOB B Bo3dpacte <40 nert. [Ipu atom 36% Bcex ciy-
YyaeB BHE3AIHOI CMepTH ObUIM CBSI3aHBI C IOATBEPKICH-
HeiIMA CC3, 13 KOTOPBIX caMbIMU YacThiMu Ob ['KMIT
(36%), Bpoxnennbie aHomaauun KA (17%), muokapout
(6%), AKITX (4%) n xaHanomatiu (3,6%) [27]. B uranssaH-
ckoM perroHe Bererro B iepron ¢ 1979r o 1999r mipoBenm
MPOCIEKTUBHOE KOrOPTHOE MCCJIeN0BAHKE, B KOTOPOM yd4a-
CTBOBa/IM JIMLIA <36 JIET, 3aHSThIE B COPEBHOBATEIBHBIX BUIAX
criopta. Camoii yacroit mpmunHoit BCC B aTOM MccemoBa-
Huu 6euta AKITTK (24%), mocne wero cinemoan UBC are-
pockiepoTyeckoro reresa (20%), aHOMAJIbHOE OTXOXKIE-
Hue KA (14%) u iponaric MutpasipHoro KiaraHa (12%) [26].
Cpemu CITopTCMEHOB cTapIiero Bospacrta (>35-40 yrer) 6omee
nooBuHBI cirydaeB BCC Oputo cBs3ano ¢ MBC, xak
1 B OOIIIEH TTomyisiimu [29].

CKpUHMHT TIepel] y9acTUEM B COPEBHOBAHUSIX SIBJISICTCSI
3 heKTUBHBIM MeTomoM mnpemoTBpaniennss BCC [790],
OIIHAKO ITPOrpaMMBbI CKPHHWHTA CYIIIECTBEHHO OTIMYAIOTCS
B pa3HBIX eBporneiickux crpaHax u B CIIA [791]. Kapano-
JIOTUIECKIIA CKPUHIHT TOJDKEH YIUTHIBATH BO3pacTa CIIOPT-
CMEHa M XapaKTepHBIC IUISI JAHHOTO BO3pacTa (haKTOPHI
pHrcKa. Y MOJIOIBIX CITIOPTCMEHOB (<35 JIeT) CKPMHUHT A0~
>KeH OBITh HAIIPaBJICH Ha BBISIBJICHNE HACIICICTBCHHBIX Kap-
quomMuonaTtiii 1 KaHanmonatuid (Pazmensr 8 1 9). V criopt-
CMEHOB CTapIIIeTo Bo3pacTa caMoii yactoit mpuanHoii BCC
seisiercss UBC, moaToMy CKpMHUHT JOJDKEH OBITh HAIlpaB-
JIEH Ha BBISIBJIEHE TTPU3HAKOB UIlleMun [792].

EBpomneiickasg accoumanus mo mnpodunaktnke CC3
n peadbmmuraunu (EACPR) omybnukoBaia peKoMeHOa-
WU 110 KapAMOJIOTMIeCKOMY CKPUHUHTY JIMII CPETHETO
¥ TIOXXMJIOTO BO3pAacTa, 3aHATHIX TIOOUTEIbCKUMU BUIAMU
criopta [792]. ATTOpUTM OLIEHKU PHICKA Y JIUII CPEIHETO
BO3pacTa, aKTWMBHO 3aHMUMAIOIINXCS JIOOUTEIHCKUMU
BUIIAMHU CTIOPTA, TPUBOIUTCS HA PUCYHKE 4.

B HemaBHO omybOimKoBaHHOI pabote Menafoglio, et
al. [785] mpoBommiach OIleHKAa TPyXO3aTpart, pe3yiIbTra-
TUBHOCTHA ¥ SKOHOMMYECKNX M3IepKeK JaHHOM ITPEBEH-
TUBHOI cTpateruu y 785 crioprcMeHoOB B Bo3pacte 35-65
JIET, TIPAKTUKYIOIINX BUIBI CIIOPTAa ¢ BEICOKMMM Harpys-
Kamu. [1o pe3ynprataM TaKOro CKpMHHMHTa HOBOE, paHee
He IMAarHOCTHPOBAaHHOE 3abojieBaHHE CEPACYHO-
COCYIMCTOM CUCTEMbI ObLIO BBISIBJICHO ¥ 2,8% criopTcMme-
HOB; 9KOHOMMYECKHE 3aTpaThl cocTaBuau 199 momrapos
CHIA Ha ogHOTO CITOpTCMeHA. ABTOPHI MCCIIETOBAaHUS
CUMTAIOT, YTO TAaKOW CKPUHUHT SIBJIICTCS IIeIecoobpas-
HBIM U TPUEMJIEMBIM C ITO3WILIMU COOTHOIICHUS CTOM-
MOCTB/3(hGEeKTUBHOCTS [785].

Ciemyer OTMETUTh BaXXHOCTh OOYYCHMSI TPCHEPOB
¥ TIEpCOHAJIa CIIOPTUBHBIX IICHTPOB ICUCTBUSIM B CIIydae
SKCTPEHHBIX CUTyalluii, TPOBEACHUIO CEPACYHO-JIErOY-
HOMl peaHWMallMi U HCIOJIF30BAHUIO aBTOMATHUICCKUX
HapyXHbIX ne¢unodpmusitopos [179, 786].

12.8. Cungpom Bonbda-lNMapknHcoHa-Yaiita

Moaxopbl kK nevyeHuio naumeHToB ¢ WPW-cuHgpomom

Knacc® YpoBenb® Ccbinku’
B 793

PekomeHpauun

BhinonHeHue kateTepHoii abnauum |
pekomeH0BaHO y naumexTos ¢ WPW-
CUHIPOMOM, MEPEXMBLUNX BHE3AMHYIO
OCTaHOBKY cepAua BCneaAcTeue
BO3HUKHOBEHUS PIT ¢ BbICTPBIM

nposeneHnem no MM n passutnem GX.

BbinonHeHue kateTepHoit abnauum cnepyet  lla 793
paccmarpvearth y naumeHtos ¢ WPW-

CUHAPOMOM MPY HAINYMU CUMMTOMOB 1/

UM yMeHbLLEHUS annTenbHocT SPM AN

<240 mc.

Npumeyanme: * — knacc pekoMeHaaLui, b YPOBEHb [10Ka3aTENbHOCTH, © — CCbiN-
KM, NOLAEPXMBAIOLLME YPOBEHb [0KA3ATENLHOCTU.

Cokpawenus: [ — nononHMTeNbHbIA NpoBoAALLmiA NyTs, X — dubpunnaums
xenynoukos, @I — pubpunnaums npencepanii, PN — acbdekTuBHbIN pedpak-
TepHbii nepunog, WPW-cunapom — cuHapom Bonbda-MapkmHcoHa-YanTa.
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WPW-cuHIpoM — OOCTAaTOYHO peakasi IpUInHa
BCC, na ero gomo npuxogurcs ot 0,05% no 0,2% ciy-
yaeB B rox [794]. BCC MoxeT HacTymaTth Kak CJem-
crBue DIl ¢ OBICTPEIM XeAYTOYKOBBIM OTBETOM
u ¢ passutueM ®XK [795]. OcHOBHBIM (aKTOpPOM
pucka BCC sBisgeTcs IpUCYyTCTBUE HOITOJHUTEILHOTO
IIYTH TIPOBEACHMUSA ¢ KOPOTKUM aHTEIPamTHBEIM pedpak-
TepHBIM niepuogoM. CorlacHO HedaBHO OITyOJMKOBaH-
HBIM ITaHHBIM IIPOCIEKTHBHOTO PETUCTpPa, BKITIOYAB-
1ero 8 JeTHUM nepuoj HaomoaeHus y 2169 manueHToB
¢ WPW-cunnpomom, BCC Hacrymama mpenMyInecT-
BEHHO y OOJIbHBIX C aHTeTPagHBEIM pedpakKTePHBIM
IIePUOOOM IOMOJTHUTENBHOTO MyTH <240 McC W IIpem-
CEepIHO-XEIYIOUYKOBOM pe-dHTPH TaXMKapaueil, 3amy-
ckaromeit OIT [793].

Bcem manmentam ¢ WPW-cunapoMoMm, peaHUMU-
pOBaHHBIM ITIOCJIE OCTaHOBKM cepama B cBsa3m ¢ DI
¥ OBICTPBIM IIPOBEACHUEM 110 TOTOTHUTEIHFHOMY IIyTH
¢ passutneM PXK, pekomengoano DDPU u KareTep-
Hag abnanus [796]. Beimonnenne DPU u abmanus
TaKXe CIeAyeT PacCMOTPETh Y OOJNBHBIX C KIMHHYC-
CKOIl CUMIITOMATUKO# (0OMOpPOKM, yJaIlleHHOE Cepi-
mebueHmne) n(mian) pedppakTepHBHIM IEPHOIOM TOIIOI-
HUTenabHOrOo mytn <240 mc [793]. Amroputm BOPU
B TaKMX CJIy4Yasix BKIIIOYAaeT U3MEPEHHUE CaMOTO KOPOT-
KOTO IIPEeCUCTOINYECKOTO MHTEPBaa BO BpeMsI MHIYK-
mun PIT (i camoro KopoTkoro nHTepBana RR mepen
BO3HMKHOBEHNEM BO30YXICHHS BO BpeMs OBICTPOU
CTUMYJISIINY TIpEeICepAnii), onpeaceHe KOJIMISCTBA
W JIOKaJIM3alluK JOIOJIHUTEIBHEBIX IIyTeH, XapaKTepH-
CTUKM AaHTEeTPATHOTO W PEeTPOrpagHOTO IIEPHUOIOB
TOTIOTHUTENBHBIX ITyTeil m AB-y371a, a Takke addek-
TUBHOTO pedpaKTepHOro IMepHoma IOIMOJTHUTEIBHBIX
IMyTeil W XKeIymoykKa IIpH HECKOJIbKUX 3HAYCHUSIX
IJTMHBI ITNKJIA.

IMauuentam ¢ WPW-cuHapoMom cienyeT usderaTb
JICYeHUS AaHTarOHHUCTaAaMU KalbIus (BeparaMuil)
W IMTOKCHHOM, TIOCKOJIBKY 3T IpeIapaTel MOTYT YCH-
JIMBaTh aHTErpagHOE IIPOBEICHHE II0 HTOIOJHUTCIb-
HOMY ITyTH 3a CUET YBeIUUCHUS pePpaKTepHOTO IIePU-
ona B AB-ysie.

12.9. Npodwunaktuka BCC B noxunom sBo3pacrte

I[Ipn HazHAYEeHWH IPOTHMBOAPUTMHUYECCKMX IIpeIia-
paToB TOXWJIBIM ITallMeHTAM YYUTHIBAIOT CHIDKCHUE
(GYHKIIMOHAILHON aKTUBHOCTU MOYEK W IEYCHOUHOTO
KIUpPEHCa, N3MEHEHMS COCTaBa TKAaHEU Tejla M HaJH-
yWe CONMYTCTBYIOIIMX 3a0oiieBaHWil. Takxke ciemyet
IIOMHUTH O PHUCKE JEKapCTBEHHBIX B3aMMOICHCTBUIA
W TIpH HEOOXOAMMOCTH KOPPEKTUPOBATH O3y
mperapaTta(oB). [ToXWIBIM MalMeHTaM, ITePEeHECIINM
WM, mpu OTCYTCTBMUM IIPOTUBOIIOKA3aHUM IIEJIECO-
o0Opa3Ho Ha3HayaTb bb, KOTOpble yMeHbIIAIOT PUCK
BCC B Bo3pacte >65 ner [797].

MKJl o4YeHP YacTO HMCHOJB3YIOTCS Y TMOXMIBIX
MMAIlMCHTOB, pPEe3YJIbTaThl aHaJM3a II0 ITOATPYIIIIaM

B ucciaenosanugax AVID u MADIT-II cBunerens-
CTBYIOT O paBHO mosb3e MK/ y MOJTOABIX M TTOXWIIBIX
naureHToB [63, 153]. MeTa-aHanu3 IO pe3yjbraTaMm
WCCcllenoBaHW IM0 TMepBUYHON mpoduraktuke BCC
(MUSTT, MADIT-II, DEFINITE u SCD-HeFT)
noka3zaj, yto MKJI cHuxxaeT ob111y10 CMEPTHOCTh Cpeau
MAIIMEeHTOB B BO3pacTe =75 JIeT IIPU OTCYTCTBUU OCJIOXK-
HEHUM, CBSI3aHHBIX ¢ 3THUM ycTpoiictBom (OP 0,73
(95% AN 0,51, 0,974), p=0,03) [798]. OnHaKO aBTOPLI
Ipyroro MeTa-aHaiau3a Iipeamnoioxmian, 9ro MKJI
MOXET OBITh MeHee d((DEKTUBEH Y MOXIIIBIX ITallleH-
TOB ¢ Tsexenoi nuchynkuueit JIK (OP 0,75 (95% AU
0,61, 0,91)) [799]. CornacHo aHaNIU3y 00bEAUMHEHHBIX
MaHHBIX HCCIIETOBAHUIT BTOPMYHOU MPODUIAKTHUKHA
(AVID, CASH u CIDS), UK mo3BoisieT CyIecT-
BEHHO YMCHBIINTH OOIIYI0 CMEPTHOCTDh U YUCIIO apUT-
MHUYECKHUX CMepTeil y MallMeHTOB B Bo3pacTe <75 JeT,
Ho He ctapiue 75 net (OP mis obuieit cmeptHocTu 1,06
(95% ON 0,69, 1,64), p=0,79; OP mist apuTMU4eCKOM
cmeprHoctu 0,90 (95% AU 0,42, 1,95), p=0,79) [800].
O0cepBallnOHHBIC UCCICIOBAaHUS M PETUCTPHI 10 TIep-
BUYHOU NTpOGIIAKTHKE CBUIECTCIBCTBYIOT, UTO HE CJIC-
IyeT OTKa3weBaThcsd oT ycraHoBkM WMKJ TombKo
Ha ocHOBaHWHM Bo3pacTa nanuenTa [801, 802].

Pemenue o HeoOxommmoctu mMmiuiantamuu MK
cleayeT IPUHUMATh C YISTOM BIMSIHHS Ha KadyeCTBO
KW3HU TalneHTa. B omHONM M3 BeTBeil MCCIICIOBAHMSI
MADIT-1I He OBLJIO OTMEYEHO 3HAYMMOTO YMEHbIIIE-
HUS 9UCJIA JIET XXU3HU ¢ YIETOM e€ KadecTBa IJIsI Tallk-
€HTOB B Bo3pacrte >65 ner [803]. B memom, Bospact
He SBIISICTCSI KPUTEPHEM, KOTOPBIN OIIpenessieT IMpH-
meHeHre MK/I: HeKoTophle MOXUIIBIC JTIIOAW, YMHUPaI0-
e BHE3aITHO, MOTYT UMETh XOPOIITNUi (PYHKIIMOHAIb-
HBII cTaTtyc naxe 3a Mmecsll 1o cBoeit cmepTtu [804].
HomyckaeTcsl OTKIIOHEHHE OT CTaHZAPTHBIX PeKOMEH-
manuit mo nmpuMeHeHUIo MKJl Ha ocHOBaHUM KJIMHU-
YeCKOI0 CYXKICHMS JieUalllero BpaJya M KeJTaHWs Mallu-
eHTa N(WIN) eTo OJM3KUX.

12.10. TepMuHanbHblie COCTOAHUS

Mopxopbl K NE4EHUIO NALMEHTOB
C TepMUHaJIbHbIMU COCTOSHUAMU

Ccbinku®
805, 806

Knacc® YpogeHb’
C

PekomeHpauuu

C naumeHTamm, KOTOpPLIM NokasaHa lla
MKJ-Tepanus, cnepyet no BO3MOXHOCTH

nepes UMNIaHTaumen n Ha pasinyHbIX

CTapusx 3abonesaHuns NpoBoauTL Geceny

1 06CyXaTh BO3MOXHbI NPOrHO3

1 NOAXOAbI K TIEYEHMIO NPU TEPMUHANBHBIX

COCTOSAHUAX.

Mpw yxyawenun knnHnyeckoro coctosiHms  lla
cneflyeT paccmaTpuBaTb BO3MOXHOCTb

neaktusaummn UK,

805, 806

< b
MpuMeyanme: * — KNacc pekOMEHALMIA, - — YPOBEHb A0KA3ATENLHOCTH, © — CCbiN-
Ku, NOLAEPXMBAIOLLME YPOBEHb 10KA3ATENBHOCTU.
Cokpauenue: VIK[l — nmnnaHTupyemblii kapamoBepTep-aedrbpunnstop.
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[ AKTHBHBIIi B3pOC/Iblii/TOXKIIOM ]

|

VYTOYHNTH UHTEHCHBHOCTD
HArpy3oK

l

[Harpyalm HH3KOii l/lHTeHCl/lBHOCTl/l] Harpy3ku cpenHeii HHTEHCMBHOCTH ] [ Harpy3ku BbicoKOi HHTBHCHBHOCTH]

OueHKa pucka
(caMOCTOSITENTbHO WJTH YEeJIOBEKOM,
HE SIBJISTIOIIMCST BPAuOM)

[
[
/

Puck otcyrcTBYeT

¥

Puck umeercst

Y

CKpPHHHHT OCYHIECTBJISIETCS BPAYOM
* AHamHe3
» dusukanbHOE 00CIeI0BaHIE
* Ouenka pucka no mkaie SCORE
* OKI nokos
v

'

[ Puck orcyrcTByeT ] [ Puck umeetcst ]

MaxkcumainbHoe
Harpy3ouHoe

TECTUPOBAHUE

[ Puck orcyrcTByeT ] [ Puck umeercst ]

|

PaspelieHsl husnyeckue
Harpy3ku Majioi
VHTEHCUBHOCTH

PaspelueHbl puznueckue Harpy3Ku
cpenHeii/BbICOKO MHTEHCUBHOCTH

TpeOyeTcs nanbHelilee
o0cnenoBaHue, Ha3HAUEHUE
COOTBETCTBYIOIIEU Teparuu

Y MTHIUBUTYJTBHBIN PeXM
(usmveckoit aKTUBHOCTH

Puc. 4. Pa3paboTaHHblii NpoToKoNn 06CnefoBaHns Nepes, COPEBHOBAHMSIMM Y B3POCbIX U MOXMbIX UL, NPY OTCYTCTBUM CYMMNTOMOB.

MpumeyaHue: BocnponaseneHo ¢ paspellerns Borjesson et al. [792].

Cokpawenus: 9K — anektpokapamorpamma, SCORE — Systematic Coronary Risk Evaluation.

YV manyeHToB B TepMUHAIBHOM COCTOSTHUM YacTO BO3-
HUKAIOT IIPOIIECCHI, Mpeapacliojiaraiolie K pa3BUTHIO
apuUTMUH (TUTIOKCHSI, 00JIb, HAPYIICHMS JICKTPOJTUTHOTO
Gananca); moutu 20% TepMUHAIbHBIX 00JbHBIX ¢ MK]I
HUCHIBITBIBAIOT YaCThIC CpabaThIBAHUS aIIiapaTa B ITOCTIeI-
HHUe Henenn cBoelt xku3um [805, 807, 808].

BaxxHbIiT acIieKT BeACHMS TaKUX OOJBHBIX, KOTOPBIM
YacTo IIPEeHEOPEraroT, 3aKII0UaeTCs B 00CYKIeHUN JeaK-
tuBauuu MKJl ¢ mamueHTOM M ero OJM3KUMU, YTOOBI
n30eXaTh JIMIITHETO cTpecca W OO IS YMHPAIOIIETO
yeJ0BeKa. B 3ToM Bompoce pelnarolree 3HaYeHIE TMEIOT
JIMYHBIC TTOXKEIaHWS TTallueHTa, 1 CIeAyeT B paBHOU CTe-
MIeHU MPUHUMATh KaK MHOOPMHUPOBAaHHOE COTJIacHe, TaK
1 MHGOPMUPOBAHHBII OTKa3 oT AeaktuBauum MK]I.

Ecnn mauueHT He CIOCOOEH IPHUHSITh TaKOe pelLIeHME
CaMOCTOSITENILHO, 3TO JAOJDKEH CIeNaTh ero pOACTBEHHUK
WM MHOE YIOJHOMOYEHHOE JIMIIO, JIMOO ClieayeT Ipu-
JEePKMUBAThCS BOJIM OOJILHOIO, YKa3aHHOM B 3aBELIAHUM,
ecam TakoBoe nMeercs [805, 808, 809].

YuuThIBasi CIOXKHOCTh U HEOMHO3HAYHOCTh TaHHOTO
BOIIPOCA, MBI PEKOMEHIYEM OOPATUTHCSI K TTOAPOOHBIM
pexkomenganmasmM EHRA [805] m HRS [809]. Takxe
BO BpeMsI IIPUHATUS pELIEHUS CIEAYET IPUIEPKUBATHCS
HAIMOHAJIbHOTO WJIX PETMOHAIBLHOIO 3aKOHOIATEIbCTBA.

K]l neakTWBUPYIOT IIyTEM IIPOTPAMMUPOBAHMUS,
a eCJIM 3TO HEBO3MOXHO, IIPUKIAAbIBAIOT MATHUT IIPSIMO
IOBepPX ycTpoiictBa. MHOTma 1eaecoobpasHo IeaKTUBI-
POBaTh TOJIbKO aHTUTAXUKAPANYECKYIO GYHKIIMIO ¥ OCTa-
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BUTb 6pa.I[I/IKa]JI[I/I‘ICCKYIO CTUMYJIALINIO, 4TOOBI HE JOITyC-
TUTb YXyAIICHUA CUMIITOMOB.

13. HepelueHHbie BONpOChHI, TpedyioLlme
p,aaneVlmero n3ydyeHunsa

+ IlepBoe KIMHMYECKOE IIPOSIBIICHUEC BHE3aITHOU
CMEpTH — 3TO IPaKTUIECKH Bcerga HempeacKasyemast
CMEpTh, ITO3TOMY BBISIBJICHHE OOJTEHBIX C BRICOKMM PHCKOM
BHE3aITHOI CMEPTH M pa3paboTKa CTpaTeTHil IMpodmiIaK-
TAKH OCTacTCSl HEPEIICHHBIM BOIIPOCOM apPUTMOJIOTHM.
CoBpemeHHasT CTpaTUKausg PUCKa Ui TIEpBUIHON
nmpodmwrakTuky BCC ¢ TOMOIIIbI0 MHBa3WBHBIX I HCMHBA-
3UBHBIX METOMIOB SIBJISICTCSI HEYIOBIeTBOpUTEIbHOM. Cle-
IIyeT 0OpaTUTh BHIMaHKME Ha HOBBIC METOMEI, B TOM YHCJIC
cocraBlieHMe TeHeTndyeckoro Tpodunsa, DKI-ckpuHUHT
W MeTOmbl BM3yainm3amuu. Kak MOXHO cKopee ITOJKHBI
OBITh OIIpeACNICHBl ONTHMAIBHBIC METOIBI BBISBICHMUS
OCCCMMITTOMHBIX MAIlMEHTOB C BBICOKMM prickoM BCC.
HeobxomuMel IpocThIe U ACIIeBbIC METOIbI, ITOIXOMSIIIE
JIJISI MACCOBOTO CKPMHMHTA.

* KpaiiHe BaxxHO obecrieunTb 3(PPEKTUBHYIO CUC-
TeMy MeIUIMHCKON momomu kepTrBaM BCC, Koropast
MMO3BOJIMJIA OBl YIYYIINTh WX BBDKUBAEMOCTb. HYKHBI
IOTIOJTHUTENIPHBIC WCCACHOBAaHUSI, KOTOPBIC ITO3BOJISAT
OIIPEIENINTh OINTUMAIBHYIO CTPYKTYPY MEIWIIMHCKOM
ITOMOIIY TAKMM TallMEHTaM, BKJIIOUasl JOTOCITUTAIbHBIN
¥ TOCITUTAJIGHBIN 3TAITHL.

* VYcenexu npodunaktuku UBC u CH mocie UM
MMO3BOJIMJIM CYIIECTBEHHO YMEHBIIUTH YMCIO CIyJdacB
BHe3almHoOl cmeptu. HeoOXxoauMbl JOMOTHUTENILHEIE
WCCIIeNOBaHUS APYTUX IPUUYMH BHE3alTHOM CMEpPTH,
KOTOpEIC OBl ITO3BOJIMIIM eIlle 0oJiee CHU3UTD YaCTOTY ee
BO3HUKHOBEHUSI.

+ Bojee yeM mMoOJOBMHA KEpTB BHE3AITHOM CMEPTH
nMeroT coxpaHHyto yukimio JIXK. Heobxommmer criemm-
aTbHBIC WCCIICNOBAaHMSI, KOTOPHIE ITOMOTYT IIOHSITh MeXa-
HU3MBI BO3HMKHOBEHMSI BHE3aITHOM CMEPTH TP COXPaH-
Holi dyaknvm JIK. Takue mccienoBaHMsI, CKOpee BCEro,
MMOTPEeOYIOT COBMECTHOM pPadOThI MEXIUCHMIUTMHAPHOM
KOMAH[IbI, BKJTIOYAIOIIEei KapaOJIOTOB, TeHETUKOB, SITHIIC-
MIMOJIOTOB 1 CIICITUAIICTOB 1O (DYHIAMEHTAIHHBIM 1 TPaHC-
JISIIMOHHBIM WCCIICIOBaHUSIM. Pe3yIsraroM TaKuMX HCCIIe-
IOBAaHWI TOJDKHO CTATh YIYYIIICHUE BBISBISIEMOCTH ITaIl-
€HTOB C HACJICACTBCHHBIMU KapINOMMOIIATHUSIMU
W HaCJICACTBEHHBIMM apUTMOTCHHBIMU 3a00JICBaHUSMMU,
pa3paboTKa IPUHIIAIIOB CTpPaTA(PUKAIINN pHCKa BHE3aIl-
Holi cMept y marmeHToB ¢ CH 1 coxpanHoit @B, a Takke
METOIBI OLICHKH PHICKA BHE3AITHOM cMepTH y 00bHEBIX DIT.
HKJI moryr oka3aTbCAd XOPOIIMM BapHUaHTOM
JIYeHUS I HEKOTOPHIX MallMeHTOB, OJHAKO HE00X0-
IVMBI OOJIBIINE PaHAOMMU3UPOBAHHBIC MCCIICIOBAHMUS,
KOTOpPBIC IIO3BOJISIT OIPEHACINTh YEeTKHE ITOKa3aHMUS
K MX IPUMEHEHUIO.

* HeoOxomumel paHIOMU3UPOBAHHBIC MCCIICTOBAHMS
10 BO3MOXKHOCTH CTpPaTU(PUKALIMKA PUCKA C TTOMOIIBIO
nHBasuBHOro DM®U y nanmeHToB, nepeHecmnx M.

* boJiee necsTy JET MPOLLIO0 C MOMEHTA MyOJIMKaluu
pe3ynbratoB (GyHaameHTadbHbix PKW mo nepBuyHOI
npoduiaaktuke BCC, kKoTophle OO CHX TOp JiexXar
B ocHoBe mpuMeHeHnsT MKJI y ITanmeHTOB ¢ CUCTOIIC-
ckoii mucdynkumeii JIXK m CH. C Ttoro BpeMeHU Xapak-
TEPUCTUKHN TALIMCHTOB W MPWHIIUITEI JICYCHUS CYIIECT-
BEHHO W3MEHWJIMUCH: CEroiHsI MallMeHThl MPEUMYILIECT-
BCHHO CTaplie ¥ WMCIOT OOJIBbIIE COITYTCTBYIOIINX
3aboneBannii, Takux Kak @PII, xpoHudyeckass OOJIe3Hb
ToYeK U 1Ip. B ¢BSA3M ¢ 3TUM HEOOXOAMMBI HOBBIE KITMTHM -
YeCKHe WCCIICI0BAHMUS ST OIIEHKN BO3MOXHON ITOJIB3BI
nepBuuHoii mpodmnaktnku BCC ¢ momompio MK
B COBpeMEHHOU Iomyisimuu. Tak Kak B Ommkaiiiiee
BpeMsT He TaHupyercst HoBeIx PKUM 1o atomy Bompocy,
MOXHO BOCIOJb30BaThCSI MAaHHBIMM ITPOCIIEKTUBHBIX
PETUCTPOB IS TIOMYYCHMST aKTyaJIbHON KIMHUYECKOM
uH(pOopMaLUN.

* Heo0xoguMbl OOIOTHUTEIbHBIC WMCCICIOBAHUS,
KOTOpBIC TTO3BOJIST C(OOPMHUPOBATh JOKAa3aTeIbHYIO 0a3y
0 WHBa3WBHBIM METOHAM JICYCHUS, YMCHBIINB TeM
caMbIM IICHXOJOTMYECKOE HAaIIpsKeHWe M 00eCIIeunB
OINTUMAJIBHYI0 MEIWIIMHCKYIO ITOMOINb M TIOIICPKKY
HaluveHTaM W WX OJW3KWM, HaXOISIIAMCS B TPYIIIIC
pucka o BCC.

* Y MHOIMX ITaIlMeHTOB CO CHIDKeHHOUW ®B BO3-
moxHo ynyamerue @B JIK ¢ reuenneM Bpemenn. Heko-
TOPBIM M3 HUX MOXET OBITh YCTAHOBJICH Ae(PUOPUILISITOD
0e3 CYIIEeCTBEHHOM HEOOXOMMMOCTH, TOTHA KaK IpyTve
OCTAarOTCS B TPYIITIC pUCKA 110 BHE3AITHOM CMEPTH, HECMOT-
psg Ha BoccTaHoBlieHUMe (dyHkmun JIK. HeobxommMer
IOTIOTHUTENIBHBIC MCCICIOBAHUS 3TOM TPYIIIHI HallleH-
TOB, KOTOPEIC ITO3BOJISIT pa3pab0oTaTh MHIWBUAYAIbHEINA
MOAXO[ K MPeIO0TBPAIllEeHNIO BHE3AITHON CMEPTH.

* Ucnonp3oBanne CPT-/I y mamuenToB ¢ ®II 1 poib
abnauuu AB-coenvMHeHUsT M3y4aaoch TOJbKO B OTpaHu-
YeHHOM 00BbeMe B paMKaX 00CEPBALIMOHHBIX MCCIICAOBA-
HUil. HeoOxommMbl paHIOMU3UPOBAHHEIC MCCIICIOBAHMS
JIOCTATOYHOI MOIITHOCTH C YYAaCTHEM TaKMX IAIIMCHTOB,
KOTOpBIC HEPEOKO BCTPEUYAIOTCS B KIMHWYECCKOM ITpak-
THKE.

* B oOnacty m3ydeHUsSI HACICACTBEHHBIX apUTMUIA
¥ KapauoMuoIatuii B rmociaenare 20 et ObUT JOCTUTHYT
OOJIBIIION TIpOTrpecc, TJIaBHBIM 00pa3oM 3a CYeT IIIHpPO-
KOTO pacIpOCTpaHCHUs] TEHETUUYECKON IMAarHOCTHKU
¥ TOSIBICHUSI KIIMHUIECKNX JTaHHBIX OOJBIINUX PETUCT-
poB. Ho HecMoOTpst Ha 3TO, B 3HAHUSIX 00 3TUX 3a00JieBa-
HUSIX BCE €Il OCTAIOTCS CYIIEeCTBEHHBIC TTpooehl. J1o cux
IIOp MHOXKECTBO OOJIBHBIX C TIEPBUYHBIMU HACIICACTBEH-
HBIMA apUTMHUSIMU U KapIUOMHOIIATHUSIMU IIOTHOAIOT
IO TIOCTAHOBKM ITHWAarHO3a, B CBSI3M C YeM HEOOXOIMMO
yaydlleHue mpoliecca IMarHOCTUKM 3TUX 3a00JI€BaHUIA.
Taxke HemOCTaTOYHO MaHHBIX IS CTpaTU(PUKAIINU
pucka mpu Takux 3aboneBaHugx, kak Cbp, SQTS,
AKIIX un 6onbmmHcTBO Henemudeckux JJKMIT.

* Hanuuue KT yxyniaer mporHo3 y 60JbHBIX C pa3-
JIMYHBIMUA CTPYKTYPHBIMU TATOJIOTUSAMU cepaia. Heoo-
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XOIVMBI HOBBIE IIPOTUBOAPUTMIICCKIIE WU IPYTHE TIpe-
IMapaTel, KOTOPBIC ITO3BOJISIT 3aIMTUTEL OOJIBIIEe YHCIIO
MMAIleHTOB OT Pa3BUTHUS IIEPBUYHBIX WM ITOBTOPHBIX
SIU3010B XM3Heyrpoxaomux KA. Cremyer Takxke
W3YYUTh BIUSHUEC OTHCIBHBIX aHTHAPUTMHUUYCCKUX TIpe-
ImapaToB Ha IIPOTHO3 Yy HAHHBIX TPYIN IAllMECHTOB.
HecMoTpst Ha pe3yabTaThl, CBUACTEIBCTBYIONINE O CYIIe-
CTBEHHOM YMEHBIIICHIUY KOJIMYIECTBA ITOBTOPHBIX SIIM30-
poB KT mocne kateTepHoi abjauuu y MalKEeHTOB
CO CTPYKTYPHOIT ITaTOJIOTHMEH cepilia, BIMSHUE IIPOIie-
Iypbl HA CMEPTHOCTh HE M3BECTHO M €T0 TOJIBKO IIpel-
CTOUT OIICHUT.

14. KnioueBblie nNonoXeHUs n pyKkoBoACTBO
K DeACTBUIO

06was nonynsauus Knacc® Yposeub"

MocmepTHOE nccnefoBaHne 06pasLoB KPOBY | Cc
1 Bpyrux 6UONOr1YECKMX XUOKOCTEN ANsi NPOBEAEHNS
TOKCMKOOMMYECKOMN 1 MOﬂeKyﬂﬂpHOﬁ 3KCNepTU3bl

PeKoMeHI0BaHO BO BCEX Cryyasix HeobbsicHumoii BCC.

PekomeHayeTca pasmelleHne 4euopunisTopos ans | B
06LLEeCTBEHHOMO UCMOJb30BaHNS B MECTAX, IAe MOXET
6bITb 06ECNEYeHO Hafexallee XxpaHeHne, a Takxke
CYLLECTBYET BEPOSTHOCTb Pa3BUTHS CITy4aeB OCTAHOBKM
ceppua npu pasnmyHbix 06CTOATENLCTBAX (B LUKOMAX,
Ha CMOPTMBHBIX CTAAMOHAX U KPYMHBIX CTaHLWSX,

B Ka3uHoO U T4.). Kpome TOro vx cnefyeT pasmeLlatb

B noesafax, Ha 60pTy KPyU3HbIX TaiHEPOB, CAMONIETOB

W TA., TO €CTb TaMm, A€ HET APYro BOSMOXHOCTH
OCYLLECTBAATb AePUOPUINALMIO B IKCTPEHHBIX
CUTyaumsix.

MauueHTbl ¢ nokaszanuamu Kk UK,

Co BceMy nauyeHTamMmm pekOMEHA0BaHO | Cc

[0 IMNAHTaLUUmM 1 No Mepe NporpeccrpoBaHms

3aboneBaHnsi NPOBOAUTL 0OCYXAEHVE BO3MOXHOMO

BnmaHua VK[ -tepanum Ha ka4ecTBO XM3HU.

MauuenTol c UBC

MosTopHas oueHka ®B JTXK yepes 6-12 Hepenb | Cc

nocne VIM pekoMeHa0BaHa C Lienbio onpeaeneHus

noTeHumanbHol HeobxoaumocTy umnnaHTauun UK ons

NEepPBUYHON NPODUNAKTUKM.

MauuenTbl ¢ CH

NK[-Tepanns pekoMeHA0BaHa C LieNbio CHXEHUS

pvicka BCC y naumeHToB € KNMHUYECKUMU CUMNTOMaMM

XCH (1I-11 ©K NYHA) 1 cHuxeHnem OB JTXK <35%,

Ha hoHe ONTUManbHO MeaVKaMeHTO3HOW Tepanum >3

MECSLEB, VIMEIOLLIX OXMAAEMYIO NPOLONKUTENBHOCTD

XM3HU C XOPOLUMM BYHKLIMOHAbHBIM CTATyCOM

He meHee 1 roga npu:

+ Miwemunyeckoin aTmonorum (B Cpoku He MeHee | A
6 Henenb nocne nepeHeceHHoro UM).

+ Henwemmyeckom atvonorum. |

CPT-[] pekomeH[0BaHa Npwv nepBuyHoOi npodunaktuke |

BCC y nauueHToB ¢ CMHYcoBbIM putMom 1 CH (Il ©K

NYHA):

CPT-[1 peKOMeHA0BaHa C LeNbio YMEHbLLIEHUS

o6Lweit cMepTHOCTM naumerTam ¢ QRS >130 mc,

nmetowmm OB J1K <30% 1 BJTHMT B TeueHne kak

MWUHUMYM MOCNEeAHNX 3 MECSLEB, MPU ONTUMANLHOM

MEeMKaMEHTO3HOI Tepanuu, C 0OXnaaemon

NPOJONXUTENBHOCTbLIO XU3HU He MeHee 1 roga

1 XOPOLUMM bYHKLMOHAMbHBIM CTATyCOM.

CPT pekomeHaoBaHa npw NepBuUYHoO NpoduakTuke
BCC y naumeHToB ¢ CuHycoBbIM putMoM 1 CH (IIl K

1 IV ambynatopHoro knacca NYHA):

CPT pekomeHaoBaHa C Lenbio YMEHbLUIEHWS 0bLLeit
cMepTHOCTY naumeHTam ¢ ®B JIK <35% v BJIHMAI

B TEUEHME Kak MUHUMYM NOCNeAHUX 3 MeCSLEB,

npw ONTUMabHON MEANKAMEHTO3HO Tepanim,

C 0XUAaeMON NPOAOMKUTENBHOCTBIO XV3HW He MeHee 1
roaa v XopoLUM GYHKUMOHATBbHBIM CTAaTyCOM.

+ OnutensbHocTn komnnekca QRS >150 mc

+ OnutensHocTtn komnnekca QRS 120-150 mc | B
MaumneHTbl ¢ HacneACTBEHHLIMY aPUTMOTEHHBIMU
3aboneBaHnsIMM

BonbHbIM AKX pekomMeHz0BaHO BO3aepxXaTbCa | C

OT y4acTus B COPEBHOBATESbHbIX BUAAX CropTa.
HoBble pekomeHpauumn

HasHayeHve dnekanHuaa cnepyeTt paccMaTpuBaTth lla C
[ONONHWUTENBHO K Tepanuu BB y nauveHToB

¢ gmarHoctuposaHHoin KIXKT, ecnun Ha nx ¢poHe

COXPaHSIOTCSA MOBTOPHBIE CUHKOMAMbHBLIE COCTOSHUS

UM 3Nn304bI NONMMOPQHOI/ABYHanpasneHHon XT

Ha 9K, 1 Npy 3TOM MMEeeTCst BbICOKMIA puUCK/unu

npoTuBonokasanus kK UKL -tepanuv nmbo uMnnaHTaums

WKZ He npeacTaBnseTcs BO3SMOXHON Un MMeeTcst

0TKa3 naumeHTa.

MmnnanTaumio MK cnepyet paccmarpusatb lla B

y naumeHTos ¢ IKMI 1 noaTBEPXAEHHO

nartonoruyeckoi mytauvein LMNA npu Hanmyamm

KIMHMUYeCKmX GakTopoB pucka.
Mpumeuanue: * — KNAcc PeKOMeHAALNIA, b YPOBEHb ,0Ka3aTeNbHOCTY.
Cokpawenuns: AKIDK — apuTMoreHHas kapayoMuonartvsi NpaBoro Xenynouka,
BB — 6eTa-6nokatop, BJ/THMNI — 6nokaaa nesoit Hoxkw nyyka Mica, BCC — BHe3an-
Has cepaeyHas cmepTb, AKMI — aunataumoHHas kapavuomuonatust, XT — xeny-
noukoBasi Taxvkapaus, UBC — nwemnyeckas 6onesHb cepaua, UKL — umnnan-
TUpyemblii kapavoBepTep-nedubpunnatop, KMXT — kaTtexonamuHepruyeckas
nonMMopdHas Xenyao4koBas Taxvkapams, Mc — munancekyHaa, CH — cepaedHas
HepocTaToyHocTb, CPT-[l — ceppeyHas pecuHXpoHM3Mpylowas Tepanus-nedu-
6punnsTop, B JIK — dpakums Bbibpoca nesoro xenynoyka, LMNA — namuH A/C,
NYHA — Hblo-Vopkckas accoumauys cepaua.

15. Web pononHeHune

Bce momomauTenpHble Web pucyHKr 1 Web TaOIHIIBI
JoctymmHbl B ceT MHTepHEeT mo ccbiike: http://www.
escardio.org/Guidelines-&-Education/Clinical-Practice-
Guidelines/Ventricular-Arrhythmias-and-the-
Prevention-of-Sudden-Cardiac-Death

16. MpunoxeHune

Komvmrer no IIpakrmyeckinm Pekomennamusv EOK (KTIP):
Jose Luis Zamorano (Chairperson) (Spain), Victor
Aboyans (France), Stephan Achenbach (Germany),
Stefan Agewall (Norway), Lina Badimon (Spain), Gonzalo
Bar6n-Esquivias  (Spain), Helmut Baumgartner
(Germany), JeroenJ. Bax (The Netherlands), Héctor
Bueno (Spain), Scipione Carerj (Italy), Veronica Dean
(France), Cetin Erol (Turkey), Donna Fitzsimons (UK),
Oliver Gaemperli (Switzerland), Paulus Kirchhof (UK/
Germany), Philippe Kolh (Belgium), Patrizio Lancellotti
(Belgium), Gregory Y. H. Lip (UK), Petros
Nihoyannopoulos (UK), Massimo F. Piepoli (Italy), Piotr
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Ponikowski (Poland), Marco Roffi (Switzerland), Adam
Torbicki (Poland), Antonio Vaz Carneiro (Portugal),
Stephan Windecker (Switzerland).

Hamonansneie odmectBa Kapauoioros EOK, npuHu-
MaBIlleé aKTWBHOE y4yacThe B cO3MaHuM PexomeHmaimii
0 JICUEHUIO TIAIMEHTOB C KeJyIOYKOBBIMU HapyIIeHU-
SIMUA pUTMa W TPO(UIAKTAKE BHE3AMTHOW CEpIeYHON
cMeptr 2015: Armenia: Armenian Cardiologists Association,
Armen Piruzyan; Austria: Austrian Society of Cardiology,
Franz Xaver Roithinger; Belgium: Belgian Society of
Cardiology, Georges H. Mairesse; Bosnia & Herzegovina:
Association of Cardiologists of Bosnia & Herzegovina,
Boris Goronja; Bulgaria: Bulgarian Society of Cardiology,
Tchavdar Shalganov; Croatia: Croatian Cardiac Society,
Davor Puljevi¢; Cyprus: Cyprus Society of Cardiology,
Loizos Antoniades; Czech Republic: Czech Society of
Cardiology, Josef Kautzner; Denmark: Danish Society of
Cardiology, Jacob Moesgaard Larsen; Egypt: Egyptian
Society of Cardiology, Mervat Aboulmaaty; Estonia:
Estonian Society of Cardiology, Priit Kampus; Finland:
Finnish Cardiac Society, Antti Hedman; Former Yugoslav
Republic of Macedonia: Macedonian FYR Society of
Cardiology, Lidija Kamcevska-Dobrkovic; France: French
Society of Cardiology, Olivier Piot; Georgia: Georgian
Society of Cardiology, Kakhaber Etsadashvili; Germany:
German Cardiac Society, Lars Eckardt; Greece: Hellenic
Cardiological Society, Spyridon Deftereos; Hungary:
Hungarian Society of Cardiology, Laszlé Gellér; Iceland:
Icelandic Society of Cardiology, Sigfus Gizurarson; Ireland:
Irish Cardiac Society, David Keane; Israel: Israel Heart
Society, Moti Haim; Italy: Italian Federation of Cardiology,

Paolo Della Bella; Kazakhstan: Association of Cardiologists
of Kazakhstan, Ayan Abdrakhmanov; Kyrgyzstan: Kyrgyz
Society of Cardiology, Aibek Mirrakhimov; Latvia: Latvian
Society of Cardiology, Oskars Kalejs; Libya: Libyan Cardiac
Society, Hisham Ben Lamin; Lithuania: Lithuanian Society
of Cardiology, Germanas Marinskis; Luxembourg:
Luxembourg Society of Cardiology, Laurent Groben;
Malta: Maltese Cardiac Society, Mark Sammut; Moldova:
Moldavian Society of Cardiology, Aurica Raducan;
Morocco: Moroccan Society of Cardiology, Ali Chaib;
Norway: Norwegian Society of Cardiology, Pal Morten
Tande; Poland: Polish Cardiac Society, Radoslaw Lenarczyk;
Portugal: Portuguese Society of Cardiology, Francisco Bello
Morgado; Romania: Romanian Society of Cardiology,
Radu Vatasescu; Russia: Russian Society of Cardiology,
Evgeny N. Mikhaylov; Slovakia: Slovak Society of
Cardiology, Peter Hlivak; Spain: Spanish Society of
Cardiology, Angel Arenal; Sweden: Swedish Society of
Cardiology, Mats Jensen-Urstad; Switzerland: Swiss Society
of Cardiology, Christian Sticherling; The Netherlands:
Netherlands Society of Cardiology, Katja Zeppenfeld;
Tunisia: Tunisian Society of Cardiology and Cardio-Vascular
Surgery, Rafik Chettaoui; Turkey: Turkish Society of
Cardiology, Mesut Demir; UK: British Cardiovascular
Society, Edward Duncan; Ukraine: Ukrainian Association
of Cardiology, Alexander Parkhomenko.

"Affiliation:  Andrea Mazzanti, Coordinator:
Cardiologia Molecolare, Fondazione Salvatore Maugeri,
Via S. Maugeri 10/10 A, 27100 Pavia, PV Italy. Tel:
+390382592051, Email: andrea.mazzanti@fsm.it

Texcr “PEKOMEHIALIMK ESC I10 JJEYHEHUIO MALIMEHTOB C XKEJIYAOYKOBbIMU HAPYILHEHUAMU PUTMA U [TPODU-
JJAKTUKE BHE3AITHOM CEPJIEYHOM CMEPTHU 2015” mpouren akkpenuTtanmio EBporneiickoil KOMUCCHM 110 aKKPEIUTALUH B OGIACTH
kapauosiorun (EBAC). EBAC ocylecTBIsIeT CBOIO NESATEIBHOCTb COTJIACHO CTaHIapTaM KadecTBa EBpOIEiiCKOro coBeTa akKKpeauTallud Herpe-

pbIBHOTO MeauunHcKoro oopasoBanus (EACCME), Bxoasiiero B coctaB EBporneiickoro coBeta MmeauunHckux padotHukoB (UEMS). B cootBert-

ctBuu ¢ tpeboBanussmMu EBAC/EACCME, Bce aBTOpBI, y4acTBOBAlME B MOATOTOBKE HACTOSIIMX PEKOMEHAALIVMI, MPEAOCTaBUIN UH(GOPMALIUIO

0 JTIOOBIX BO3MOXHBIX KOHq)JII/IKTaX MHTEPECOB, KOTOPLIE MOIJIU CTaTh HpH‘-IPIHOfI CYG'LCKTI/IBHOTO TOJIKOBAHUS MOJIOXECHUNA TAHHOTO JOKYMECHTA.

Opl‘aHI/IBHHI/IOHHHﬁ KOMMUTET 00s13aH IIPOBEPUTH IMOJTHOTY I/IHCI)OpMaLH/II/I O BO3MOXKHBIX KOH(bJ'II/IKTaX MHTEPECOB BCEX YYACTHUKOB 10 IIPOBEACHUA

MEPOTIPUSITUY TIO HETIPEPHIBHOMY METUIIMHCKOMY 00pPa30BaHUIO.

BOHpOCI)I 110 IMporpaMMe HETIPEPBIBHOIO MEIUIIMHCKOIO 06pa30BaHI/Iﬂ KacaTeJbHO 3TOM CTaTbU 0Hy6JII/IKOBaHI)I B CETU l/lHTepHeT Ha caiite

xypHana European Heart Journal http://www.oxforde-learning.com/eurheartj u Ha caiite EBpomneiickoro o0GIiecTBa KapauoJjoroB http://www.

escardio.org/guidelines.

Cnucok nutepartypbl: http://www.scardio.ru/recomendacii/recomendacii_esc/
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