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CMUCOK COKPALLEHUH

AAIl — aHTMapuUTMMUYeCcKne npenaparsl

AB — aTp1OBEHTPUKYNAPHBIN

ABPT — atp1oBeHTpUKynApHas peunnpokHas Taxmkapama
ABYPT — aTpnoBeHTpUKynAapHas y3i0Bas peLunpoKHas Taxnkapans
Al — apTepuanbHas runepTeH3us

A[l - apTepuanbHoe faBneHue

ALNX — apuTmoreHHas fucnnasna npaBoro Xenyaouka
AKMI — ankoronbHas kapanomuonatus

AH[l — aBTOMaTUYECKUiT HapyXKHbIi aehubpunnsTop

BEPM — 6a30Bble peaHUMaLNOHHbIE MEPONPUATUS

BJIHMT - 6n0Kaaa neBoii HOXKK nydka Mca

BCK — 6one3Hn cucTemMbl KpOBOOGPALLEHUS

BKC - BHe3anHas KopoHapHas cMepTb

BINC — BpoxaeHHble MOPOKM cepaLa

BCP — BapnabenbHOCTb CepeYHOro pUTMa

BCC - BHe3anHas ceppevHas cmepTb

BT/IXK — BbIHOCALWMIA TPAKT NIEBOTO XKENy[0YKa

BTMX — BbIHOCAWMI TPAKT NPaBOro Xenyaoyka

KM - runepTpoduyeckas kapgmommonatus

[T - runeptpoctus neBoro xenypovka

DABC - ,06aBOYHOE aTPUOBEHTPUKYNAPHOE COEAUHEHWE
OWN — poBeputenbHbI MHTEPBAN

OKMI - gunataunoHHas Kapanomuonatus

OCT - aucnnasus cCoeanHNUTENbHOM TKaHM

A — enynoykoBble apuTMUM

JHP — xenynoykoBble HapylWeHUs puTmMa

KT - xenypoukoBas Taxukapans

3 - xenygoykoBas akcTpacucTonua

MATI® — MHIMOUTOPLI aHTMOTEH3MH-NPeBpaLLaloLLero hepMeHTa
NBC - nwemnyeckas 6onesHb cepaua

WBJT — ncKyccTBEHHAA BEHTUNALMA NETKUX

WKL - umnnaHTupyemslii kaparosepTep-aedubpunnstop
N3 - nHdEKUMOHHbIN 3HJ0KApANUT

JIXK - neBbiit )enynoyek

KMM - kapanomuonatus

KMNXXT — katexonamuHepruyeckas nonmmopdHas xenyno4ykosas Ta-
XUKapaus

MKB - MexpyHapoaHas knaccudukauus bonesHeit

HXKT — HeycToliunBas xeny[ovyKoBas TaxMkapans

OWM - ocTpblit MHGapKT MUOKapaa

OKC — ocTpblit KOPpOHAPHBIA CUHAPOM

OP - oTHOCKTENbHBIN pUCK

. BBEAEHUE

CMepTHOCTb OT CepfeYHO-COCYANCTLIX 3a60neBaHuii B PO
ABNAETCA OLHON U3 Hanbonee BbICOKUX B MUPE U COCTaBAAET
614 Ha 100 000 xxuteneit B rog. OCHOBHble NPUYUHBI CMEPTH
0T CepAeyHo-COCYAUCTbIX 3aboneBaHuii — nporpeccupoBsa-
HUE XPOHMYeCKOi cepaeyHoit HepgocTatoyHocTH (50% Beex
NleTaNbHbIX UCXOL0B) U BHe3anHas cepgeyHas cmeptb (BCC)
(50%). Yucno BHe3anHbIX CEpAeYHbIX CMepTeil B Hallei
cTpaHe B 2016 r. coctasuno He meHee 300 000 yenosek.

II. MEXAH3MbI 1 NPUNYNHBI
BHE3ANHOW CEPAEYHOW CMEPTI.
OMPEAENEHNS N TEPMWHBI

OnpepeneHne BHe3anHoOW ceppeyHon cmepTtu. [log
BHE3aMHOW CMEPTbI0 MOHUMAIOT HEHACUNILCTBEHHYIO CMEPTb,

Ol - oTHOWweHMe WwaHcoB

MK - npasblii )enynouek

MMMK - nponanc mMutpanbHoro knanaHa

MHXK - nonuHeHacblWeHHble XUPHbIE KUCAOTHI

MTI — napaTnpeonpHblit rOpMOH

PPM — pacwupeHHble peaHMMaLNOHHbIe MepONpPUATUS
CBAC - cMHapom BHE3aMHON AETCKOW CMepTH

C[l - caxapHbiit guaber

CJIP — ceppe4Ho-neroyHas peaHumauus

COAC - cMHLpOM 06CTPYKTUBHOrO anHOo3 BO BPEMs CHa
CPPX — cHApOM paHHeit penonsapu3aLnm XenyaouKkos
CCCY - cuHppom cnabocTu CMHYCOBOTO y3na

TMA — TpaHcno3uuua MarucTpanbHblx apTepuit

YT - ycToumnBas xenygoukosas Taxukapamua

®B - tpakums BbIGPOCA 1E€BOTO XKeNyaouKa

OX - hubpunnsums xenyaoukos

O — pubpuanauusa npegcepauii

XM-3KTI - xontepoBckoe MoHUTOpupoBaHue IKI

XIMH - xpoHnyecKas noyeyHas He0CTaTOYHOCTb

UAMO® — umknuyeckunii ageHo3nHMoHodochar

YCC — yacToTa ceppeyHbIX COKpaLEHN

3KT - anekTpokappmuorpamma

3KC - anekTpokapamocTUMynALUA (3NeKTPOKAPAUOCTUMYNATOP)
30U - anekTpodu3nonoruyeckoe uccnefoBaHue

IxoKTI — 3xokapanorpadus

CHADS, — wKana oueHKN pucKa UHCynbTa y 60NbHbIX GUOpUINALM-
eii/TpeneTaHuem npeacepanii

CRT - KapAMOpecHHXpOHU3MpYIoLWas Tepanus

CRT-D — TpexkamepHblit kKapauosepTep-gedubpunnsTop
etC0, — napunanbHoe faBneHne yIeKNCoro ra3a B KOHeYHoI nop-
LMK BbIfLbIXAaEMOTO BO3AyXa

LQTS - cuHppom yanuHeHHoro uHTepsana QT

NSTEMI — uncapkT mnokapaa 6e3 nogbema cermeHTa ST
QT - nHTepsan QT

QTc — KoppuruposaHHslit nHTepsan QT

PaC0, — HanpsxeHue CO, B apTepuanbHOn KpoBM

PAP - nonoxutenbHoe faBnaeHune B LbiIXaTebHbIX NYTAX
Sa0, — HacblujeHre apTepuabHOI KPOBU KUCTOPOAOM
SDNN — ctaHpapTHoe oTknoHeHue NN-uHTepBanos
STEMI — uHapKT MMOKapaa ¢ nogbeMoM cermenTa ST
Cunapom WPW — cunppom Bonbda—lapkuHcoHa—Yaitta

Pa3BMBLIYIOCS MOMEHTANbHO WAW HACTYMUBLIYIO B TeYeHue
Yaca C MOMEHTA BO3HUKHOBEHWNA OCTPbIX N3MEHEHUN B KNU-
HUYeCcKoM cTaTyce 60/1bHOTO.

lll. KAACCbl PEKOMEHAAUNI
N YPOBHUN AOKASATENABHOCTU

YpoBeHb [OKa3aTelbHOCTM TOrO UM WHOTO MONOXKEHUSA
cyuTaercs:
Hausbicwum (Knacc A) — Npu HanUuuu JaHHbIX Gonbloro
KOJM4YeCTBa paHAOMU3NPOBAHHbIX KNMHUYECKUX UCCNefoBa-
HUW U/WUAN BaHHBIX MeTaaHanu3a;
cpedHum (knacc B) — npu HannuMm orpaHM4YEHHOro Koanye-
CTBa paHLOMWU3NPOBAHHbLIX (OZHOMO) M/UAN HepaHZOMMU3K-
POBAHHbIX UCCNEL0BAHUN;
Huzwum (knacc C) — ecnu 0CHOBaHMEM [1sl €ro BBEAEHMA No-
CNYKUIO0 ONUCaHWe OTAENbHBIX KNMHUYECKUX Cy4aes u/mum
MHEHMe 3KCNepToB.
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PEKOMEHAALMK

Ta6bauua lll.1. Kaaccbl nokasaHuii

Knacc nokasaHum KommeHTapuin

Knacc | YcA0BUS, AASI KOTOPbIX UMEIOTCS AOKA3aTEALCTBA WM/UAWU EAUHOAYLLME O MOAL3E U 3GHEKTUBHOCTU AMATHOCTUUYECKOM
npoLeAypbl UAM METOAA AEYEHHUSA

Knacc Il YcnoBMS, AN KOTOPbIX MMEIOTCS MPOTUBOPEYUMBBIE CBUAETEABCTBA U/MAN PACXOXAEHUE MHEHWIM OTHOCUTEABHO
NOAb3bI M 3GHEKTUBHOCTU AMATHOCTUUYECKOM MPOLIEAYPbI MAM METOAA AEYEHUS

Knacc lla MpeobrapatoT AOKa3aTeAbCTBA MAM MHEHUSI B MOAb3Y AMArHOCTUYECKON NpoLEAYPbl AMGO MeToAa AeUEHHS

Knacc Illb MoAb3a 1 3GpHEKTUBHOCTb AMArHOCTUUECKON NPOLIEAYPbI UAU METOAA A€UYEHWUA MeHee 060CHOBaHbI
AOKa3aTeAbCTBaMU U MHEHUEM 9KCNEPTOB

Kaacc lll YCAOBUSA, ANST KOTOPBIX UMEKOTCA AOKA3aTEABCTBA W/UAM EAUHOAYLLIME O TOM, YTO AAHHAs AMArHOCTMYECKasn NpoLeaypa
WAV METOA AEYEHUS HE ABASIETCA NOAE3HBIM U 9QDEKTUBHBIM, @ B HEKOTOPbIX CAYYasiX MOXET MPUHOCUTL BPEA

V. DAKTOPbI PUCKA N CTPATUDUNKAUNS PNCKA BHE3SANHOW CEPAEHHOWN
CMEPTWN B KAMMHNHECKOW NPAKTUKE

Tabauua V.1. MpusHaku, xapakrepusyoLime yBeAMYeHUE BEPOSTHOCTU KapPAUAAbHBIX U HEKAPAWMAALHBIX MPUUYMH 0GMOPOKOB

Haubonee yacto accoummpyetcsl ¢ KapAuanbHbIMU NPUYMHAMU 06MOPOKOB

¢ [oxwunor Bo3pacTt (>60 AeT)

* My>XCKOW MOA

* Haanure nwemmnyeckoin 60Ae3HM cepaLia, CTPYKTYPHbIX 3a60AeBaHWI CEPALIA, MPEALLIECTBYIOLLMX aPUTMUIA UAU CHUXKEHWE GYHKLMK
XENYAOUKOB

* BHe3anHas noteps co3HaHus 6€3 NPOAPOMAALHOTO NEPUOAA UAU C KOPOTKUM NMPOAPOMAAbHbIM MEPUOAOM, HAMPUMEP OLLYLLEHUEM
cepaLebueHus

* O6MOpPOK BO BPEMS HarpysKku

e O6MOPOK B MOAOXEHMU AeXa Ha CrUHE

e HebOoAbLLOE KOAMUYECTBO CUHKOMAAbHbIX 3MU30A0B (1 UAK 2)

* OTKAOHEHWS OT HOPMbI MPY UCCAEAOBaHWUU CEPALIA

* CeMeiHasn UCTOPUSt HACAEACTBEHHbIX 3a00AEBaHUI CepALA AU NMPEXAEBPEMEHHOW BHE3AMHON cepAeUHOM cMepTH (A0 50 AeT)

* Haanune BpoXAEHHbIX 3aboAeBaHWM cepaLa

¢ Monoaol Bo3pacT

e OtcyTcTBME 3aboAeBaHMI cepaLia

¢ O6MOPOKM TOABKO B MOAOXEHWM CTOSA

* 3MeHeHWs1 caMOUyBCTBUS MPW MEPEXOAE U3 MOAOXKEHUS A€Xa UAU CUASI B MONOXKEHWE CTOS

* HaAnure NnpoApOManbHOro NepuoAa ¢ TakUMKU CUMNTOMaMM, Kak TOLLIHOTa, pBOTa, YyBCTBO TeMNAa

* Haaunuure cneunduyeckmx Tpurrepos: 06€3BoXMBaHWE, 6OAb, CTPECC, MEAULIMHCKUE MaHUMYAALUN

e CUTyaTMBHbIE TPUITEPbI: KaLleAb, CMEX, MOYeUCnycKaHue, Aedekauus, roTaHue

* Yactoe NoBTOpPEHUE U ANMTEABHAA UCTOPUS 06MOp0Ka C NoA0BHbIMM XapakrepucTtnkamu

Tabauua V.2. daktopbl pucka HEGAAronpPUATHOrO KPAaTKOCPOUYHOTO U AOATOCPOYHOIO MPOrHo3a npu 06MopoKax

dakTop pucka He6AaronpUATHOrO KPaTKOCPOUHOro NPorHo3a dakTop pucka He6AAronpPUATHOro AOAFOCPOYHOrO NPOrHo3a

OueHKa Ha aM6yAaT0pHOM 3Tane UAU B OTAEAEHUU HEOTAOXKHOW NOMOLLMU

My>XCKOM MOA My>XCKOM NoA

Moxunon Bodpact (>60 rert) Moxurnow Bospact (>60 rert)

OTCyTCTBVIe NPOAPOMAAbHOIO Nepunopa OTCyTCTBVIe TOLIJHOTbI/pBOTbI, NPEeALLECTBYHOLLNX CUHKONAAbBHOMY
cobbITUIO

CepauebreHne, NpeaLlecTByoLLEE NOTEPE CO3HAHUSA Hannumne xenyA0UKOBbIX apUTMHUIA

06MOpOK BO BPEMS Harpysku Hannuune paka

Hannumne uepebpoBackyAsipHbIx 6ore3Hewn Hannumne cTpyKkTypHbIX 3a60AeBaHWI cepaLa

CemelHas UCTOPWSI BHE3AMHOW CepAEUHOM CMEPTH Hannuune cepaeuHoi HeAOCTaTOUHOCTH
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OkoHuyaHue Tabaunubl V.2

dakTop pucka He6AaronpUATHOrO KPaTKOCPOUHOro NPorHo3a dakTop pucka He6AAronpPUATHOro AOArOCPOYHOrO NPOrHo3a

Haanune tpaBmatnsauunm Hannumne uepebpoBackyrsipHbIx HoAe3HEN
Hannune caxapHoro pnabeta
Bbicokui puck no wkane CHADS2
Pe3yAbTaTbl UCCAEAOBaHUI
Haanume npusHakoB KPOBOTEYEHUA MN3meHeHuns Ha KT
Hannune npnsHakoB HapyLLEeHWUsA XU3HEAEATEABHOCTH CHWXEHKEe CKOPOCTH KAYOOUKOBOW GUALTPALMK
[atonornueckne nameHeHus Ha KM

BbICOKMI1 ypOBEHb TPOMOHMHA

Tabauua V.4. Puck pa3Butia BHE3AMNHON CEPAEUHON CMEPTU Tabauua V.5. Puck BHe3amnHoi cepaeyuHoi cmepTu
(no Bigger J.T., 1984) y NauUMEHTOB C HapyLUeHUAMMK pUTMa 1 MPOBOAMMOCTU CepALA

(no Fogoros R., 2006)
Puck pa3sutusa BCC
B TEKyLLEeM roay, % Bbicokui

Ipynna ymepeHHOro pucka 1. OUOPUAAALMA KEAYAOUKOB
OWM B aHamHe3e uan ®B Huxe 40% 5, 2. )KenyaoukoBas TaxmMkapAua
OUM + ®B Huxe 40%, uav OUM + 10 3. AB-6n0Kapa lIl cTenenm ¢ HM3KOM YacToTON 3aMeLLatoLLErD PUTMa
yactas X3, nam ®B Huxe 40% + XK 4. CuHapom WPW ¢ aHTeporpaaHbiM npoBeaeHrem no AABC Ha
OUM + ®B Huxe 40% + X3 15 doHe GUBPUAAILMK NPEACEPANI

Tpynna BbICOKOro pucka CpeaHwuii

Maum1eHTbl, nepexmsLure BCC 30-50 1. KenyaoukoBas 3KTOMWs Ha GOHE CTPYKTYPHOM NaToAOTMK cepALa
XT + cuHKone 30-50 2. AB-6nokapa I crenenm
T + MUHUMAABHbBIE KAUHMUECKUE 20-30 3. AB-6n0kapa Il cTenexn ¢ apekBaTHOM 4acToToM

3amMellarLuero putMma
npoABAEHUA

4.  OUbpUANALMS NPEACEPAUI
lMpmumeyaHme. OMM — ocTpbiii MHGaPKT MuoKkapaa; ®B — ¢ppak-
Lums BbIGpOCca 1EBOI0 XeyaodKa; K3 — xenyfo4yKkoBas IKCTpacu-
cronms; BCC — BHe3arnHas cepaedHasi cmepTb; KT — Kesyao4Ko-
Basi Taxukapams.

Huskun
MpeacepaHas aKkTonus
YKenyaoukoBas aKTonus 6e3 CTpyKTypHOIN NMatoAorm cepaLa

CynpaBeHTPUKYAPHbIE TaXMKaPAWUK

Eall ) N

AB-6n0Kapa | cTeneHun

IMpumeyaHue. JABC — 1o6aBoYHOE aTPUOBEHTPUKYISIPHOE COe-
anHeHune; cuHgpom WPW — cuHapom Bosibpa—llapKkmHcoHa—Yan-
Ta, AB — aTpMOBEHTPUKYISIPHAS.

VI. METOAbI NCCAEAOBAHWSI, HEOBXOANMBIE ANS CTPATUDOUNKAUNN PUCKA
BHE3ANHOW CEPAEYHOW CMEPTI

Tabanua VI.1. ccaepoBaHMA, MPOBEAEHUE KOTOPbIX MOXET BbiTb HEOOXOAMMO AAA CTPATUGUKALIMM PUCKE BHE3AMHON CEPAECUHOM
cMepTH

UccnepoBaHue KommeHTapum Knacc YpoBeHb

NnokasaHui | Aokasa-

TeAbHOCTHU

AnekTpokapauorpadus:
12 oTBEAEHMM [03BOASET BbISBUTb BPOXAEHHbIE aHOMaAWUK, CBSA3aHHbIE C BbICOKUM PUCKOM Pa3BUTUA | (6;
nosepxHocTHor Kl BCC (Hampumep, CUHAPOM YAAMHEHHOTO MHTepBana QT, CUHAPOM YKOPOUYEHHOIO
nHTepBana QT, cuHapom Bpyraaa, AAMXK), a Takxe onpeaeAnTs Hble AKI-Kputepum
(Hampumep, NPU3HaKN SAEKTPOAUTHBIX PACCTPOWCTB, HapyLUEHWA NPOBOAMMOCTH
B cucteme Mnca-rypkuHbe, npusHaku MNX)

JKT B 12 0TBEAEHUSAX B MOKOE NOKa3aHO BCEM MauMeHTam Npu NpoXoXAEHUH | A
obcaepOBaHUS Ha MpeAMET BbisiBAeHWSA XXHP
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UccnepoBaHue

XOATEPOBCKOE MOHU-
TopupoBaHue KT

Harpy3ouHble npobbl

MMnAaHTUpYyeMble
3anucblBatoLLme
yCTpoWicTBa

Axokapanorpadus

Meawnko-
reHeTUyeckoe
KOHCYABTUPOBaHWe

1 reHeThyeckoe
TectupoBaHue (AHK-
AVArHOCTUKA)

Bromapkepbl

MarHuTHo-
pesoHaHcHas
Tomorpadusa (MPT)
MarHuTHo-
pes3oHaHcHas
Tomorpadus (MPT)
C OTCPOYEHHbIM
KOHTPaCTMpOBaHWeM
npenaparamu

raAOAUHUA

68

KommeHTapum

[MokasaHo nauyeHTam ¢ apUTMUUYECKON CUMMNTOMATUKOM, YTOObl ONPeAEAUTb, Bbi3BaHa
AV OHa apUTMUAMMU, YIPOXAOLLMMU XU3HU NaLMeHTa

MokazaHo naupeHTam ¢ Haanumem XK Ha SKI Npu OTCYTCTBMM MHBIX CUMITOMOB
PekomeHpOBaHbI B3POCABIM NaLMeHTaM, UMeKLWUM GakTopbl pucka pa3sutusa MBEC

1 CUMNTOMATHKY, KOTOpas, BO3MOXHO, CBA3aHa C apUTMUSIMU

[okasaHbl NnauneHTam ¢ BEpUPULMPOBAHHBIMU paHee UAK NpeanoAaraemMbivun XHP,
BO3HMKAIOLWMMKU Ha GOHE GU3UYECKOW HArpy3Kku, BKAKOUAs KaTexonaMuH-3aBUCUMyto XXT
[Noka3aHbl NauMeHTam CPeAHEero 1 cTapLlero Bo3pacrta ¢ Haamumnem X3 Ha KT npwm
OTCYTCTBUM KaKMUX-AMBO MHBIX CUMNTOMOB

BbinoAHeHWe SKI-Harpy3ouHo Npobbl CAeAyET paccMaTpUBaTh AAS OLEHKU
3QHEKTUBHOCTU MEAVKAMEHTO3HOM Tepanuu AU KaTeTepHoM abasLumMK y NauMeHToB

C AMarHocTMpoBaHHbIMK XXHP, MHAYLIMPOBaHHbBIMU GU3NUECKON Harpy3Kowm
MMnAaHTaums nokasaHa nauyeHTaM co cAabo BblpaXeHHOM CUMMNTOMATUKON, KoTopas,
BO3MOXHO, CBA3aHa C apUTMUAMMK, HaNpuMep B CAy4ae 0OMOPOYHbIX COCTOSIHWUI, ECAU
C NMOMOLLbIO 06bIYHOIO AMarHocTuueckoro AKI-uccaepoBaHUA HEBO3MOXHO YCTaHOBUTb
NPUUYUHHO-CAEACTBEHHYIO CBA3b MEXAY HapyLLUEHWEM PUTMA CEPALLA U Pa3BUTUEM
CUMMNTOMATUKK

[NokasaHa nauueHTam ¢ MOAO3PEHUEM Ha CTPYKTYPHYHO MaTOAOTMIO CepaLia

[MokasaHa nauyeHTam c BbICOKMM puckoM pa3sutus BCC 1 kapanomuonatusiMu
(AKMI, TKMTI, AATXK), NOCTUHGaPKTHbIM KapAMOCKAEPO30M U POACTBEHHUKAM
NauMeHTOB C HACAEACTBEHHbIMW 3a60AEBaHUSAMM, aCCOLMMPOBAHHBIMU C PUCKOM
pa3sutna BCC

Harpy3ouHoe TectTupoBaHue ¢ BO3MOXHOCTbIO AXOKI-BU3yaAn3aLMmn ANA BbISIBAEHUS
6e360AEBOV ULLEMWUM MUOKAPAA PEKOMEHAOBAHO nauneHTam ¢ XHP, ¢ ymepeHHbIM
puckom pa3suTtrsa MBC, moAyyatowmm cepaeUHblE TAMKO3UADI; NauueHTam ¢ MK;
nauveHTam c Aenpeccuei cermenTta ST B mokoe 6bonee 1 MM, NauMeHTam ¢ CUHAPOMOM
WPW unAn npu Haanumm BAHMT

IX0KI ¢ dapmMaKoAOrMUECKOW Harpy3Koi PEKOMEHAYETCS AAA BbiIBAEHUS 6e360AeBOW
MLLIEMUU MUOKAPAA Y NALMEHTOB C YMePEHHbIM puckoM pa3sutusa MBC, kotopble
HU3NUECKM HE CMOCOOHBI BbINOAHWUTL HArpy304HyH Npoby

HanpaBAeHO Ha BbISIBAEHUE U/UAU YyTOUHEHUE AUArHo3a HaCAEACTBEHHOTO
3a60AeBaHUSA

PekomeHayeTcs Bcem 60AbHbIM M UX POACTBEHHUKAM C CEMENHbIMU 3a60AeBaHWUAMM
U AOAKHO BKAKOUATb 06CYXXAEHWE BO3MOXHOCTEN NPOBEAEHUS KAMHUUYECKOTO
06cAeA0BaHMSA, MPEUMYLLECTB U PUCKOB FEHETUUYECKOTO TECTUPOBAHUSA

OnpeaeneHune ypoBHsi BNP CbIBOPOTKM KPOBM Y NaLIMEHTOB CO CTPYKTYPHOM MaTOAOTUEN
cepALa MOXET HECTU AOMOAHUTEABHYHO MHGOPMAaLMIO B OTHOLLEHWM NporHo3a BCC
MNokasaHa nauneHtam ¢ XXHP B Tex cayuasx, koraa IXoKI He MO3BOASIET TOYHO OLEHUTb
dyHKUMIO AXK 1 MK 1/MAK BbISIBUTb UX CTPYKTYPHbIE U3MEHEHUSA

[okasaHa AAA MOATBEPXAEHUA AnarHo3a AAMK MAM HEKOMMAKTHOM KapAMOMUONaTUM
lNokasdaHa nauneHtam ¢ FTKMI1 AAA BbISBAEHUA HAAUUUA U BbIPAXEHHOCTU
MHTPaMMUOKapAManbHOTo ¢prbposa Kak npearkTopa BCC

lMoka3aHa AAA BbISIBAEHUSA BOCMAAUTEABHbIX MAW PYOLOBBIX MOPAXeHW MUOKapAa Npu
MuokapamTax U MBC kak BO3MOXHOro apMTMOreHHoro cybctpara

lNpoaorkeHne Tabamubl VI.1

Knacc
nokKasaHun

b

lla

lla

Ila

Ila
lla

b

YpoBeHb

AOKa3sa-
TeAbHOCTHU
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OkoHuaHue Tabamnupl VI.1

UccnepoBaHue KommeHTapuun Knacc YpoBeHb

nokasaHui | Aokasa-

TEAbHOCTU
KT cepaua BbisiBAEHWE NPOrHOCTUUYECKM HEBAArONPUATHBIX BPOXXAEHHbIX aHOMAAUM OTXOXAEHWI IIb C
1 KOPOHapPHbIX KOPOHapHbIX apTeEPHI1 OT CUHYCOB BanbCanbBbI
aprepuu KT cepaLa MOXET MCMOAb30BaTLCS Kak anbTepHaTvBa MPT npu NpoTMBONOKa3aHUsX Ilb (6

K MPOBEAEHMIO MOCAEAHEN AU €€ HEAOCTYMHOCTU

KopoHaporpadus MNokasaHa nauneHtam ¢ UBC u yrpoxatoLmmm xu3Hu XXHP (BbICOKWIA U CPeAHUIM pUCK | ©
BCC, Taba. V.2), a Takxe Avlam NepexuBLIVM CEPAEUHbIN apecT
SHAOKapAUanbHOe MpoBeaeHWe aHAOKapananbHoro A®U pekomeHayetes naupeHtam ¢ UBC, nepeHecum | B
INEKTPOPU3MONOTU-  MHPAPKT MUOKapPAa Y MMEIOLLMM CAEAYIOLLME CUMNTOMbI: yyalleHHoe cepaLebreHme,
YECKOe UCCAeAOBa-  NPeAOOMOPOUHbIE COCTOSIHUS U OOMOPOKK
Hue (APN) MpoBeaeH1e aHAOKapAManbHOTO DU peKoMEHAYETCA NaLUMeHTaM Co CTPYKTYPHON | ©
NaToAOTMEN CEPALIA U UMEIOLLIUM CAEAYIOLLIME CUMMTOMBI: yYalleHHoe cepaLebrerne,
npeAo0bMOPOUHbIE COCTOSIHUS M 0OMOPOKU, HpaAMaPUTMKUIO (B TOM YUCAE MO AQHHbIM
HEWHBAa3MBHbIX METOAOB MCCAEAOBaHMS)

lMpumedyarHune. AAMK — apuTMoreHHas ANCNAa3ns NPaBoro xenyaoyxa; [TIXK — runeptTpopus n1eBoro xenynoqka; X3 — wenyao4ykoBas
aKcTpacuctonus; A — enyao4ykoBas aputmus; Y2KHP — xenyaoukoBbie HapyweHus putma,; AKMI — gunataymnoHHas KapamommonaTus;
KMI — runeptpopudecKkas kapanomuonatus; BJTHIT — 6710Kaga n1eBov HOXKU MydKa [uca; MK — nMmnnaHTupyemblil KapanoBepTep-
nepnbpunnatop; IxoKIr — axokapanorpagwms.

IX. CTPATUDUNKALLNS PUCKA NN NPODUNAKTUKA BHESANHOW CEPAEYHOW
CMEPTW NPUN OTAENABHBIX HO3ONOIMMYECKNX ®dOPMAX

IX.1. CTPATUOUKALUA PUCKA U NPODOUIAKTUKA BHESANHON CEPAEYHON CMEPTU Y MALMEHTOB C ULLEMUYECKOW
BOJIE3HbIO CEPAILIA

IX.1.A. CTPATUOUKALMA PUCKA N NPODUNAKTUKA BHESANHOWN CEPJLEYHOM CMEPTU Y MALIMEHTOB C NOCTUHOAPKTHBIM KAPLMO-
CKNEPO30M U CUCTOJIMYECKON JUCOYHKLUENA NEBOTO KENYAOUKA

Tabamua IX.1.1. CtpatudrKaLmus pucka BHE3AMHOM CEPAEUHON CMEPTU Y NaLMEHTOB C NOCTUHOAPKTHBIM KaPAMOCKAEPO3OM
N CUCTOAMYECKON AUCHYHKLMEN AEBOTO XEAYAOUKA
1. EcTb AM BEPUULMPOBAHHbIN 3MM30A CEPAEUHOrO apecTa BeaeacTBre OXX/XKT?
Aa Het
CM. NyHKT 2
2. ECTb A¥ CTEHOKaPAMSA W/UAK NMPU3HAKK AecTabuandaumnn™ teuenna UBC?
Aa Hert
KopoHaporpadus, obcyxaaTb BO3MOXHOCTb peBackyasipusaumMn  CM. paspen pekomMeHpalmu no npodpraaktmke BCC
3. ECTb A¥ 3@perMcTpMpoBaHHble HEYCTOMUMBbIE XXEAYAOUKOBbIE HAapyLUEHUS pUTMa ™ *?
Aa Het
XM-3KT, obeyxaatb npoBeaeHue KAT, aHpokaparanbHoro SOU CM. NyHKT 4

4. EcTb Avt KAMHUKO-UHCTPYMEHTaAbHbIE MPU3HAKKU XpOHVILIeCKOﬁ aHEeBPU3Mbl AEBOTO )Ke/\onqKa?

Aa Her
06cyxAaTb KAPAMOXMPYPTUUECKOE AEUEHWE CM. MyHKT 5
5. ®B NXK meHee 40%
Aa Het
CM. pasaen MNpodunaktnka BCC CM. pasaen CTpatudukaums pucka U MeToabl NpodurakTuku BCC
y NauUMeHToB ¢ XpoHUYeckon MBC 1 coxpaHHOM CUCTOAMUECKON PYHK-
umnen AKX

lMpumeyaHue. * — nog TepmuHoM «gectabunmsaums TedeHmnss U6C» MoHUMAaKT HECTaBUIbHYIO CTEHOKAPAMIO (COMNIacHO OMpeaeneHuIo
HaunoHanbHbIX pekomeHaaumi no neveHntio OKC 6e3 ctorikoro nogbema ST Ha 3KTI), cteHokapanio -1V K npu otcyTcTBUM 3¢ppeKTa oT
a/ZleKkBaTHO MpoBOANMON aHTUaHIMHaIbHON Teparuu, CTEHOKapANIo, BO3HUKLLYIO 10C/1e POBEAEHNS MEPOTPUSITUI MO peBacKynsapusalmnm
MHoKapaa (cteHTupoBaHue, AKLL). ** — nog TepmuHom «HeycTonumBeie XXHP» noHumatotesi HeyctonymBas KT (HXKT) n XK3.
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Pexomenpauuun no npocpunaktuxe BCC

KnaccI

1. ApekBatHoe meauKameHTo3Hoe nedeHne UBC u XCH,
BK/lovawollee 06sa3aTeNlbHoe HasHauyeHue (Mpu OTCYTCTBUM
NPOTUBOMOKA3aHUI U HEMpPUEMNEMbIX MOBOYHBIX I HEKTOB)
cnefyioWmnxX rpynn npenaparos:

B (-agpeHobnokatopsl (A);

H nANo® (A);

B auetuncanuumnosas kucnota (A);

B cratuHbl (A);

M s3nnepeHoH nocne UM npu cHuxkerHoit B JIXK B cove-
TaHUW C NEBOXENYA0YKOBOW HEeLOCTaTOYHOCTBIO WK
caxapHblM guabetom (B).

2. BoccTaHoBneHWe KOPOHAPHOrO KPOBOTOKA XWUpYpru-
YECKUM U UHTEPBEHLMOHHbLIM METOAOM MPU BO3MOXHOCTH
nposefeHus 3Toi koppekuuu (B).

3. B uensax BropuyHoit npocunaktukmu BCC UK[-Tepanus
peKOMeHAOBaHa nauueHTam, BbxxuBLWUM nocne OX unu remo-
AUHaMUYecku HectabunbHoit KT (0CHOBHble dakTopbl pucka),
KOTOpble NOJy4aloT NOCTOAHHYI0 ONTUMASIbHYK MeSUKAMEHTO3-
HYI0 TEPanuIo, UMEIOT XOPOLUMIt hYHKUMOHANBHBI CTaTyC 1 bna-
rONPUATHBIA NPOTHO3 BbIXMBaHUs B TeueHue 1 rofa u Gonee (A).

4. B uenax nepsuyHoii npodunaktuku BCC MK[-Tepanua
peKkoMeHJoBaHa MauyeHTaM C HaaWyMeM TaKoro OCHOBHOMO
taktopa pucka BCC, kak aucdyHkumsa JIXK, obycnoBneHHas
npegwectayiowum UM (He meHee yem 40 gHeii nocne VM), c ®B
JIK Huxe 40%, ¢ XCH I-III ®K no knaccudukauum NYHA, ¢ xo-
pOLWMM YHKLMOHASBHBIM CTATYCOM, NONYYAIOLLMM NOCTOAHHYIO
ONTUMANbHYIO MEAMKAMEHTO3HYIO Tepanuio 1 MMeloLnm bnaro-
NPUATHBIA MPOTHO3 BbIXXUBaHWA B TeyeHue 1 rofa u Gonee (A).

5. B uenax nepsuyHoit npodunaktukn BCC WK[I-
Tepanus peKOMEeHAOBaHa MalLWeHTaM C HaluyueM TaKux
OCHOBHbIX (akTopoB pucka BCC, kak ancdyHkuums JIK, oby-
cnoBsieHHas npepuwectsyowmum UM (He meHee yem 40 pHelt
nocne M), ¢ ®B JIXK Huxe 40%, ¢ XCH I-III ®K no knaccu-
tukaumm NYHA, c Heyctoitumsoit KT (no gaHHbiM IKI, XM-
IKT) n ycrotumsoin KT u/unun ®XK (MHayUMpOBaHHON B X0fe
3HpOKapanansHoro ION), c xopowum YyHKLUMOHANbHBIM
CTaTycoM, NMOJIyYaloLMUM NOCTOSAHHYIO ONTUMANbHYIO MeAnKa-
MEHTO3HYI0 TEPANMUI0 U UMEKLMM GNAronpuATHLIA NPOTrHO3
BbIXXMBaHMA B TeueHue 1 roga u 6onee (A).

Knacc Ila

1. PaguoyactotHas abnauus (PYA) y nauueHToB C re-
MofMHamuuecku ctabunbHoit KT (OCHOBHOI (akTop pucka
BCC) u ®B 6onee 40% (B).

2. PYA XKTy naunenTtos c UK u AAT npu yacTbix (6onee
2 pa3 B roa) anu3ogax onpaspaHHoi Tepanun UKL (C).

Knacc IIb

1. AMMopapoH B coueTaHuu ¢ [-agpeHobnokaropamu
y NaLWeHTOB C HaM4YMeM TaKOro OCHOBHOTO (DaKTopa pucka
BCC, kak cumntomatuyHble XXHP npu otcyTcTBUM 3dhdekTa oT
n301MpoBaHHoro npuema B-appeHobnokaropos (B).

2. AmunopapoH y naunenToB ¢ XKT (ocHOBHOW daKTop pu-
cka BCC), koTopble He nepeHOCAT U/UAM OTKa3bIBAKOTCA NMO-
nyyate Tepanuio KA (C).

3. Cotanon y nauueHtoB ¢ XHP (ocHoBHO! chak-
Top pucka BCC) npu otcytctBum 3dbdekta oT npuema
B-appeHobnokatopos (C).

4. TlpoBefieHNe XUPYPruyecKoro NeYeHns XPOHNYeCKom
aHespu3smbl ceppua (C).

5. MHXK (B).

Knacc III

1. HasHaueHue AAT He sBnseTcs 06513aTesibHbIM Y nauu-
eHTOB C acumMnToMHbIMKU X3 unu Heyctoitumnoi KT (ocHoB-
Hoit dakTop pucka BCC) (B).

2. AAT IC knacca npotuBonoka3saHsl (B).

IX.1.5. CTPATUOUKALIUA PUCKA N METOAbI MPODUNAKTU-
ku BCC v nauueHToB ¢ xpoHnueckoit UBC u coxpaHHOM
cucTonuyeckon ovHKuuEein JIXK

Crpatudmkauma pucka

Tabauua I1X.1.2. Ctpatndukaumsa pucka BHE3aMHoOM
CEPAEYHON CMEPTH Y MALMEHTOB C XPOHUYECKON ULLIEMUYECKON
60AE3HBIO CepALi@ U COXPaHHOM CUCTOAMUYECKOW OYHKUMEN
AEBOTO XEAyAOUKa

1. EcTb AM MpexoAsiLLan MAM NOCTOSIHHAA ULLEMUS MUOKapAa
1/VAU NOBTOPHbIE OCTPbIE KOPOHAPHbIE 3MU30AbI?

Aa Hert
KopoHaporpadus
C UeAbto Bbibopa MeToAa
peBackynapusauum

CM. MyHKT 2

2. ECTb AV 3aperucTpupoBaHHble YCTOMUMBbBIE/HEYCTOMUMBbIE
XEAYAOUKOBbIE HapYLLUEHUA pUTMa?

Aa Het
KopoHaporpadusa
C LeAbto Bbibopa MeToaa

CMm. PekomeHpaumm no
AMArHOCTUKE U A€YEHUIO

peBackyAsipusaunn XpoHuueckon MBC

PexkomeHnpauuu no npocpunaktuxe BCC

Knaccl

1. ApekBatHoe meauKameHTo3Hoe nedeHne UBC u XCH,
BKJlOYaloLlee 0b6sA3aTenbHoe HaszHauyeHue (MpW OTCYTCTBUM
NPOTMBOMNOKA3aHU U NoboYHbIX IPHEKTOB) cneayoLmnx
rpynn npenaparos:

B (-agpeHobnokaropsl (A);

H nANo® (A);

B auetuncanuumnosas kucnota (A);

B cratuHbl (A);

B [THXK (B).

2. B uensax sropuyHoit npodunaktukn BCC naumeHtam,
BblxMBWMM nocne ®X unu remoaMHammyeckn Hectabusb-
Hol KT (oCHOBHble (haKTOpbl pucKa), NpU HaNMYMM MOKa-
3aHW1 peKOMeH[0BaHO BOCCTAHOBNEHME NPOXO[MMOCTY KO-
POHApHbIX apTepuit, TaK Kak OCTpas ULIEMUA MUOKAPA], KaK
npasuno, nposouupyet KT (B).

3. Buensx BTopuuHoi npocunaktuku BCC UKL -Tepanus
peKoMeH[i0BaHa nauueHTaMm, Bbxxuswmm nocie ®X unu re-
MofMHamuyeckn HectabunbHoit KT (ocHOBHble chaKTOpHI
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puUCKa), Mpu OTCYTCTBUM BO3MOMHOCTU BOCCTAHOBJIEHUS
KOPOHAPHOTO KPOBOTOKA, KOTOPblE MOJYYAIOT MOCTOAHHYIO
ONTUMANLHYIO MELUKAMEHTO3HYIO TePANUIO, UMEIOT XOPOLLUit
(YHKLMOHANBHBIA CTATyC* 1 6NAroNpPUATHLIA NPOTHO3 BbIXKM-
BaHus B TeueHue 1 roga u 6onee (A).

Knacc Ila

1. Tepanua amuofapoHOM B cOYeTaHUM C P-afpeHo-
6nokaTopamu LienecoobpasHa A1l YMEHbLEHMUSA BbIPAXKEHHO-
CTW CUMNTOMOB, 0BYC/I0BNEHHBIX TAKMMU OCHOBHbIMU (haKTO-
pamu pucka BCC, kak peunpnsupyowas reMognHaMnyeckm
cTabunbHas XT y naumenTos ¢ auchyHkumein JXK, obycnos-
NIeHHOI nepeHeceHHbIM OWM, KOTOpbIM He MOXKEeT ObiTb UM-
nnaHTuposaH VK[ nnu oHM 0TKa3biBalOTCA OT NMpOBELEHMS
onepauuun umnnantayum (C).

2. B uenax nepsuyHon npocunaktukn BCC BoccTaHoB-
JIeHWe KOPOHAapHOro KPOBOTOKA XMPYPruyeckum u/man mH-
TepBEHLMOHHBIM METOJOM NPU BO3MOXHOCTU €ro nposefe-
HMA NOKa3aHO nauueHTam ¢ xpoHuveckoit MBC n Hanuynem
reMofMHaMM4YeCKN 3HaYMMbIX CTEHO30B KOPOHApHBIX apTe-

puit (C).

3. WmnnaHtaums WKL wuenecoobpasHa npu neyeHum
peungusupytowen ycronymson KT y naumeHToB C nepeHe-
ceHHbIM paHee OUM (ocHoBHble dakTopsl pucka BCC) ¢ Hop-
MaNbHOM UNU B6NN3KOW K HOPMANbHOW CUCTONNYECKON YHK-
LMeit XenyaoyKoB, NONYyYaoWMX NOCTOAHHYIO ONTUMANbHYIO
JIEKAPCTBEHHYIO TEPANUI0 U UMeLMX 6iaronpusATHLIA Npo-
THO3 151 BbIXKMBAHUA C XOPOLWUM (DYHKLMOHANbHBIM COCTOS-
Huem B TeyeHue 1 roga u 6onee (C).

Knacc IIb

1. PapuoyactoTHas KateTepHas abnsuus uam HazHayeHue
amuofapoHa MOXeT PacCMaTpuBaTbCs Kak aNnbTepHaTuea ycTa-
HoBke VK[ y nauneHToB ¢ ymepeHHom auctyHkumein K (OB
6onee 40%) 1 HanMuMeM TaKoro 0OCHOBHoro aktopa pucka BCC,
KaK peuuanBupyloLLas reMofHamMmuyecku ctabunsHas KT (B).

Knacc III

1. He pekomeHnpyeTcs Ha3HaueHue AAT B npodunak-
TUYECKNX LeNnsx ANS CHUXEHUA CMepTHOCTU Yy MaLWeHTOB
¢ HeycTonumBbIMU BeccumnToMHbIMU KA (OCHOBHOI dakTop
pucka BCC) (B).

IX.2. CTPATVI'DVIKALIMH PUCKA U NPOOUNAKTUKA BHE3AMHOW CEPAEYHON CMEPTU Y NALMEHTOB C XPOHUYECKOM CEPAEYHOM

HEAOCTATOYHOCTbIO

Tabauua 1X.2.1. Ctpatudukaumua pucka BHE3anHoM CePAEUHON CMEPTH Y NaLIMEHTOB C XPOHUUYECKOW CEPAEUHON HEAOCTATOUHOCTBIO

1. Umetotcsa AU AaHHble 06 uemuyeckom reHese XCH?
Aa

KopoHaporpadus, obcyxaaTb BO3MOXHOCTb

peBackyAapusaumm

2. ECTb AV yKa3aHUsi B aHaMHE3€e Ha 3MU30A CEpPAEYHOro apecra?
Aa

CMm. PekomeHpaummn no npopunaktmke BCC - kaace |, nyHKT 1

Het

CM. NyHKT 2

Het

Mepbl NPOPUAGKTUKM ByAyT ONPEeAEAATbCA:

* OK XCH no NYHA;
e BeAnunHor OB NX;

* HaAnumem/otcyTcTBUEM XA;

U HaI\VILWIeM/OTCyTCTBVIeM NPU3HaKOB AECUHXPOHU3ALNU XXEAYAOUKOB

(cm. PekomeHaaumm no npodurraktmke BCC)

MMetoTcs 3aperncTpMpoBaHHbIe YCTOWUMBbLIE/HEYCTONUMBbIE XXEAYAOUKOBbLIE HAPYLIEHUA pUTMaA?

Aa

XM-3KT, obcyxaaTb NpoBeAeHWe aHAOKapAManbHoro AOU

PekomeHpauuu no npounaktuke BCC

KnaccI

1. AnekBaTHoe megukameHTo3Hoe nevyeHnne XCH, cormacHo
TEKYLLMM HaLMOHANbHLIM pekoMeHaaLmam no neyeHuto XCH 7],
BKJItOYatoLLee 00s3aTeNnbHOe HazHauyeHue (Mpy OTCyTCTBIM Npo-
TUBOMOKA3aHWit 1 No6oyYHbIX AhdhekToB) B-afpeH06N0KaTOPOB
(A), nAM® (A), aHTaroHucTos anbaoctepoHa (A).

2. B uensx sropuuHoit npodunaktukn BCC UKI-Tepanus
peKOMeHZO0BaHa nauueHTam, BbXKMBLIMM nocne ®X uaum re-

* O MeToAMKax MPOBEAEHUS OLEHKM QYHKLIMOHAAbHOIO CTatyca MOXHO
npounTatk Ha caKTe http;//www.chcr.brown.edu/pcoc/functi.htm.

Het

CMm. PekomeHpaumn no npodunaktnke BCC

MoAMHaMn4yeckn HectabunbHoit KT (oCHOBHbIE chaKTOpBI
pUCKa), KOTOPbIE He OblNK CBA3aHbI C 06PaTUMbIMU NPUYMHA-
MU 1 KOTOPble MONYYaloT NOCTOSHHYIO OMTUMANbHYIO MeAu-
KaMEHTO3HYI0 Tepanuio, UMelT XOpoLWwmnii yHKLMOHANbHBINA
CTaTyc M GNaronpusATHLIA NPOrHO3 BbIXKMBAHUA B TeueHue
1 ropa v 6onee (A).

3. Buenax nepsuyHou npodunaktuku BCC UKI-Tepanua
peKoMeH[0BaHa NaLMeHTaM C HaluyueM TaKoro OCHOBHOIO
thakTopa pucka, kak guchyHkuus JIXK, obycnoeneHHas npeg-
wecTBytowum UM (He meHee yem 40 gHeit nocne UM), c ®B
JIK Huxe 40%, ¢ XCH I-IIT ®K no knaccudukauum NYHA,
C XOpOWMUM (YHKLMOHANbHBIM CTaTycCOM, NMONYYalOWMM Mo-
CTOSIHHYI0 ONTUMANBHYIO MEMKAMEHTO3HYIO TEpanuio 1 uMeto-
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MM GnaronpuUATHLIA MPOrHO3 BbIKWUBAHUS B TedeHue 1 rofa
u 6onee (A).

4. B uensx nepsuyHoit npocunaktukn BCC MK[-Tepanus
PEKOMEHZ0BaHa NaLMeHTaM C HeULWEeMUYeCKUMI 3a601eBaHN-
AmMu ceppua, umelowmum OB JIXK meHee 35%, XCH II-III ®K no
knaccudukaumun NYHA (ocHoBHOI dakTop pucka), nonyyato-
WMUM MOCTOSIHHYIO ONTUMANbHYIO JIEKAPCTBEHHYIO Tepanuio,
C XOpowWuM YHKLMUOHANBHBEIM CTaTyCOM W UMelLWMM Gnaro-
NPUATHBIA NPOTHO3 BbIXKMBAHMUA B TedeHune 1 rofa v 6onee (A).

5. ConytcTBylowas Tepanua ammogapoHoOM, COTanonoM
B BUAE MOHOTEpaNnuu UAKU B cOMeTaHuu ¢ B-afgpeHobnokarto-
pamu c uenbto ymeHbleHnus cumntomoB KT (Kak ycTonuu-
BO/i, TaK M HeyCTOWYMBOI) pEKOMeHLOBaHa NauueHTaMm
¢ umnnantupoBaHHbiMm WKL, nonyvawowmm Tepanuio no
nosogy XCH (C).

6. AMMOZAPOH MOKa3aH MaLMEHTaM C LENblo JIeYeHUs re-
MopMHamuyecku 3Hauumbix KT v HXKT B cnyyae, ecnm kapawo-
BEPCUA U/UNK KOPPEKLUSA NPUYUH BOSHUKHOBEHWA apUTMUM He
CMOTNIM YCTPAHUTb UAW NPEAOTBPaTUTL € paHHMi peumaus (B).

Knacc IIa

1. B uenax nepsuyHoit npodunaktukm BCC WK[I-
Tepanus, KOMb6UHWpOBaHHas c GueeHTpukynspHoit 3IKC,
nokaszaHa nauueHtam ¢ XCH III-IV ®K no knaccudmkayum
NYHA (ocHOBHOI hakTop pucka), nony4yawowmum onTumanb-
HYI0 JIeKapCTBEHHYI0 Tepanuio, y KOTOPbIX AJUTENbHOCTb
komnnekca QRS Ha poHe CMHYCOBOro puTMa npesbiwaeT 120
MC, UMEIOLWMUM 6AAronpUATHBIA NPOTrHO3 BbIXKMBAHUSA B Teye-
Hue 1 ropa u 6onee (B).

2. VWK[O-Tepanus nokasaHa nauueHTam c peuuanBupyto-
Wei remofMHammuyeckn ctabunsHoit XKT (ocHoBHOM dhaKTop
pucKa), HOpManbHON UK MoYTM HopMmanbHoit ®B JIXK, no-
ayvawowmm ontumanbHoe nevyeHne XCH ¢ xopowwnm dyHK-
LMOHANbHbIM CTATYCOM U UMeLLMM 6N1aronpuUATHLIA NPOTrHO3
BbIXXMBAHMA B TeueHue 1 roga u 6onee (C).

3. bueHTpukynspHas 3IKC 6e3 dyHkuum UKL uene-
coobpasHa ans npepotepaweHus BCC y nauymentos ¢ XCH
ITI-1IV ®K no NYHA, ®B JIX meHee 35% (ocHOBHble hakTo-
pbl pUCKa), ANMTENbHOCTbIO KomniekcoB QRS 160 mc (uaw
no meHblen mepe 120 MC NpWM HaAMYMM JpYrux NpuU3Ha-
KOB aCMHXPOHHOTO COKpalieHWA XenynoyKoB), nosyyaio-
WWX NOCTOSHHYIO ONTUMaNbHYI0 NIEKAapPCTBEHHYIO Tepanuio
U UMelLMX 6NaronpuATHbIA NPOrHO3 BbIXKWUBAHMA B Teye-
Hue 1 roga u 6onee (B).

Knacc IIb

1. AmuogapoH u/unu B-agpeHo6aoKaTopbl MOryT ObiTh
Ha3HayeHbl NauMeHTaM C OCHOBHLIMU U BTOPOCTEMEHHBIMM
takTopamu pucka BCC, noayyaiowmm ontumanbHoe neye-
Hue no nosoay XCH, KOTOpbIM HEBO3MOXHO UMMIAHTNPOBATbL
NKL.

2. BuensxnepsnyHoit npocdunaktukn BCC UKI-Tepanus
MOeT 00CyAaTbCA Y NALMEHTOB C HEULWEMUYECKUMU 3a60-
neBaHuaMu cepaua, umeowmux ®B JIXK ot 30 go 35% (ocHoB-
Hon chakTop pucka), XCH I ®K no knaccudumkauum NYHA,
NoJyyYatlolMX MNOCTOSHHYIO ONTUMANbHYIO JIEKAPCTBEHHYIO
Tepanuio, C XopowWwuM QyHKLMOHANbHBIM CTaTycOM U UMElo-
Wux 6naronpuUATHbIA NPOrHO3 BbIXXMBAHMA B TeueHMe 1 roaa
u 6onee (B).

Knacc III

1. HasHaueHwue npenapatos IC knacca pns nedenus XA
(ocHoBHOM dakTop pucka BCC) He pekomeHAyeTcs nauneH-
Tam ¢ XCH (A).

2. WK[L-tepanua He noka3aHa nauueHtam c pecdpak-
TepHoi XCH, y KoTopbix He npegnonaraeTca JOCTUXKEHME
KOMNeHcaLum ee NposiBAeHUA 1 6NaronpuATHOTO NPOrHo-
3a (A).

Ha ponto BCC npuxoautcs okono 50% cmepTeit y 6onb-
Hbix XCH.

Tabaunua 1X.2.2. MpumMeHeHre UMNAGHTUPYEMOTO KapAMoBepTePa-AedUBPUAAATOPA AAS MEPBUYHOM MPOPUAGKTUKM BHE3AMHOM
CEpPAEYHON CMEPTH Y MALMEHTOB C XPOHUYECKOW CEPAEYHON HEAOCTAaTOYHOCTBIO

®K no NYHA

3HaueHune OB NK, %

<30 31-35 36-40

leHe3 XCH
owmcorni | Homuenvocr | Wuownicorni | Honuommeonni | Wuenmcon | Homuemocrn |
NYHA | | (He paHee IIb | (HXT+) IIb | (HXT+) 1]
40 pHeW nocne
OUM)
NYHA II | (He paHee | | (He paHee | | (HXT+) 1l
40 pHel nocne 40 pHel nocne
Onm) Onm)
NYHA Il | (He paHee | | (He paHee | | (HXT+) 1]
40 pHen nocne 40 pHen nocne
OnM) OUM)
NYHA IV 1l 1l 1l 1l 1l 1

MpumeyaHue. Pumckumu unppamu B Tabavue nokasaH Kaacc nokasaHui K umnnantaumm UK. ®B JIXK — ¢ppakuyms Bbi6poca 1eBoro
enyaoyka, XCH — xpoHu4eckas cepaeyHas HeocTaTto4HoCTb, HXKT — HeycTonumBas xenygo4koBas Taxukapans, OUMM — ocTpbit MHPapPKT
muoKkapaa, PK — pyHKLMOHaNbHbIN Kaacce.
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IX.3. CTPATUOUKALMA PUCKA N NPOGUNAKTUKA BHE3AMHOM
CEPAEYHOW CMEPTU V NMALMUEHTOB C EPAJUCUCTONUYECKUMU
HAPYWEHWUAMU PUTMA U NPOBOANMOCTU

Mop TepMUHOM «OpafWapuUTMUA» MOHUMAIOT LWIMPOKMIA
cnekTp 3abofieBaHMi, MaToreHe3 KOTopblX npepnonaraet
B TOM YMCNle CHUWXEHWE CMCTEMHOrO Bbibpoca B pesysbTate
ymeHblwenns YCC BcneacTeBue HapylweHUs WMnynbcoobpa-
30BaHUsA B CUHYCOBOM y3/1€ U/UN PacnpocTpaHeHns GpoH-
Ta [enonspusauuyM no CTPYKTypam NpPOBOAALLENA CUCTEMbI
cepaua. Peanusaums BCC no 6paguaputmmuyeckomy cleHa-
puto npoucxopmut B 15% cny4yaes. Hanuune 6pagmaputmuii,
0C0BEHHO B COYETAHUM C cuCTONMYecKoit auchyHkumein JIXK,
NpeAnonaraert, TeM He MeHee, BbICOKUI U YMepeHHbIN pucK
Pa3BUTMA XKEeNYAOYKOBbIX TaXNAPUTMUIA Y OJHOMO U TOTO Xe
naumeHTa.

IX.3.A. CTPATUGUKALIUA PUCKA N NMPODUNAKTUKA BHE-
3AMHOM CEPAEYHON CMEPTW V MALMEHTOB C AUCHYHKLMEN
CMHOATPUANLHOTO V3NIA

Crpatudmkauma pucka

IvchyHKUMA cuHOATpManbHOro y3na, npuBOAALLasn
K BblpaXKeHHOW OGpafuKapauv uAKM naysam, MOXKeT NposB-
NATbCA 0OMOPOKOM, NpesoOGMOPOKOM, TFONOBOKPYKEHUEM,
rMNOTEeH3Men, Nporpeccueit cepaevyHon HefoCTaTOYHOCTH,
cteHokapaueit. BCC y nauuentos ¢ CCCY Gonee BeposT-
Ha MpW HaM4YUM NPU3HAKOB CUCTONUYECKON AUCHYHKLUM
muokapaa JIXK. YkazaHus B aHamHe3de Ha Takue akTopsl
PUCKa, KaK 3n130[bl CUHKONE, Halnyue CTPYKTYPHOI nato-
JIOTUU CepALa, ANUTENIbHbIE CUMNTOMATUYHbIE Nay3bl acu-
ctonuu, npu nposegerun XM-3KI koppenupyioT c Hebnaro-
MPUATHBIM MPOrHO30M, B TOM uYucne u B oTHoweHuun BCC.
Mpu 3TOM cnepyeT UMeTb B BUAY, YTO K/IKOUYEBOE 3HAYEHUE
MMeeT CMMNTOMAaTMYeCcKas 3HaYMMOCTb Nay3bl, a He ee A/u-
TenbHocTs (Taban. V.5).

Mpodunaktuka BCC

MpoBefeHWe NOCTOAHHOW NpeAcepAHoi u/unn AByXKa-
mepHoit IKC y naunentos ¢ CCCY ynydywaer cumMnToMaTuky
W KauyecTBO XW3HW, yMeHbluaeT 3a60/1€BaEMOCTb U 4acTOTy
pa3sutua hubpunnaumm npeacepanii. OTnaneHHble pesynb-
TaTbl NnpuMeHeHns noctosiHHoi IKC u ee BAMAHME HA BbIXM-
BAaeMOCTb M Ha yacTtoTy pa3sutua BCC B HacTosAwee Bpems
HEM3BEeCTHbI.

IX.3.b. CTPATUOUKALIUA PUCKA U MPODUIAKTUKA BHE-
3AMHO CEPQEYHOM CMEPTW Y NALMUEHTOB C HAPYILEHUAMM
ATPUOBEHTPUKVAAPHOM W BHYTPUMENYI0YKOBOM NPOBO-
AMMOCTH

PekomeHnpauuu no npocpunaktuke BCC

MpoBeaeHne noctosHHOI ABYxkamepHoit IKC B cooTeT-
cTBUU ¢ HauMOHaNbHBIMW PEKOMEHAALMAMY MO NPOBELEHUIO
IKCy naumeHToB ¢ HapyweHuamu AB-npoBefeHus ynydwaet

CUMNTOMATUKY M KayeCTBO XKU3HW, yMeHbluaeT 3abonesae-
MocTb. [laHHble 0 BAuAHUM nocTosHHOK IKC B oTAaneHHoOM
nepuofe HabOAEHUA Ha BbIKWUBAEMOCTb WU BEPOATHOCTb
pa3sutua BCC B HacToAwWee BpeMsA MPOTUBOPEYMBDI.

IX.4. BHE3ANHASA CEPAEYHAA CMEPTb
NPU KAPAMOMMUOMATUAX

IX.4.A. CTPATUOUKALIUA PUCKA U MPODUNAKTUKA
BHE3AMHOW CEPLEYHOM CMEPTU YV NALMEHTOB
C JUNATALMOHHOW KAPLMOMUONATHEN

PekomeHpauuu no reHeTu4yeCKoMy TeCTUPpOBaHUIO

KnaccI

1. Y Bcex naumeHntoB ¢ JKMIT pekomeHpyeTcs Twarenb-
HOe M3yyeHWe CeMeiHoro aHamHe3a He MeHee YeM B 3 no-
KoneHusx (A).

2. PexomeHpyeTcs KapAMONOrMYeCKWUn CKPUHWUHT POA-
CTBEHHWUKOB NEpBOMN NIMHWUM POACTBA: aHamHes, ocmoTp, KT,
IxoKT, XM-3KT (B cnyyae cmeptu npobanga) (A).

3. [pu BbISBAEHUU Y POACTBEHHUKOB Npu3Hakos KM
PEKOMEHAYeTCA perynspHoe Kappauosnoruyeckoe obcnefo-
BaHWe, HayMHas C paHHero AeTctBa (MpW NaMUHONATUAX
€ 10-12 nert) kaxpble 12-36 mec go 10 nert, kaxpgble 12-24
mec po 20 net u ganee kaxable 2-5 net go 50-60 net u Kap-
AVOJIOTNYECKMIA CKDUHUHT NOTOMKOB Npo6aHAa KaXaoro no-
cnepytolero nokonenus (B).

4. Ecnu npusHaku KMNM y poacTBEHHNKOB He 0BHapyxe-
Hbl U TEHETMYeCKOe TeCTUPOBaHNE HEBO3MOXHO, PEKOMEHY-
eTCA perynsapHoe Kapanonornyeckoe obcrefoBaHNe, HAuMHas
C paHHero AetcTea Kaxable 12—-36 mec fo 10 net, Kaxable 12—
24 mec o 20 net u fanee kaxpaple 2-5 net fo 50-60 nert (B).

5. Mpu BeisBneHun y npobanga ¢ LKMM B pesynsrare
reHeTU4YeCcKoro TecTUpOBaHUA MPUYMHHON MyTaLuuu peko-
MEH[YeTCA FeHEeTUYECKUA CKPUHUHT POACTBEHHUKOB NEPBON
nuHum popctea (B).

6. Ecnn npuunHHble MyTauunm y pOLCTBEHHUKOB OTCYT-
CTBYIOT, C/IeflyeT NPeKpaTuTh AanbHeiwee obcnegosaHrue (C).

7. Ecnu npuyuHHble MyTauWMn y POACTBEHHUKOB OTCYT-
CTBYIOT, HE ClleflyeT NPOBOAUTb Fr€HETUYECKOE TECTUPOBAHME
notomkoB (C).

Knacc IIa

1. MNpwv BbIABNEHUMN NPUUMHHBIX MYyTALMUIA Y POLCTBEHHU-
KOB 6eCCHMNTOMHbIX HOCUTENEH MPUYMHHBIX MYTALMIi peKo-
MeHLyeTCs perynspHoe Kapauonorudyeckoe obciefoBaHue
exerogHo ¢ 10 no 20 net u panee Kaxpable 1-3 ropa ¢ uc-
NnoNb30BAHWEM [OMOJIHUTENbHBIX METOJ0B 00C/ien0BaHus
npu Heobxogumoctu (C).

CrpatudmKauma pucka

MNoaxopbl k cTpatudmkaumm pucka BCC y nauymeHToB
c AKMIM H e oTnnyatoTcs OT Tex, KOTopble MCNONb3YITCA NpU
cTpatudukaumm pucka y naymeHTos ¢ XCH Henwemnyeckoro
reHesa (1abn. IX.2.1). NMpu AKMN kpaiite Bbicokmit puck BCC
accouMnpoBaH ¢ mytauuamu B reHe LMNA.
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Pekomenpauuu no npocgunaktuke BCC

KnaccI

1. ApekBaTtHoe MepukameHTo3Hoe nedeHue XCH co-
MacHO TeKylWuM HauWOHanbHbIM peKoMeHpaLusM Mo ne-
yeHuto XCH, Bkntoyatowee obsA3aTeNbHoe HasHayeHne (Npu
OTCYTCTBMM NPOTMBOMOKA3aHMA U MO6GOYHLIX 3deKTOB)
B-appeHobnokatopos (A), AM® (A), aHTaroHUCTOB anbpo-
cTepoHa (A).

2. B uenax sropuuHoit npodpunaktuku BCC UK-Tepanus
peKoMeHf0BaHa nauueHTaMm, BbxkuswuM nocie ®X unu re-
MofMHamuyeckn HectabunoHoit T (ocHOBHbIE (haKTOpbI
pUCKa), KOTOPbIE He BblNK CBA3AHbI C 06PATUMbIMU NPUYMHA-
MU 1 KOTOPble MONyYatloT NOCTOSHHYIO ONTUMANbHYIO Mefu-
KaMEeHTO3Hylo Tepanuio, UMelT XOpowWwuit QYHKLMOHANbHbIN
CTaTyc 1 GNaronpuATHLIA NMPOTrHO3 BbIXKMUBAHMA B TeYeHue 1
roga v 6onee (A).

3. BuenaxnepsuyHont npocunaktuku BCC UK-Tepanus
peKoMeHAO0BaHa NalMeHTaM C HeuleMuyeckumu 3abonesa-
HUAMM ceppua, umelowum ®B JIXK meHee 35% (ocHOBHOM
taktop pucka), XCH II-IIT ®K no knaccucukaumm NYHA,
noyyalolWwMM MOCTOSHHYIO ONTUMANbHYIO JIEKAPCTBEHHYIO
Tepanuio, ¢ Xopownm yHKLUOHANbHBIM CTAaTyCOM U UMelo-
MM 6NaronpuUATHbIA NPOrHO3 BbIXMBAHWA B TeyeHne 1 roga
n 6onee (A).

4. Y naumenTtoB ¢ KT (ocHoBHOM hakTOp pucKa) no
MexaHu3My re-entry no Hoxkam nyuka luca (bundle branch
reentry), BepuULMPOBAHHON B XOfe 3HAOKAPAMANbHOMO
IO, nokasaHo npoBefeHue kateTepHoi abnauuu MHNT (C).

5. ConytcTBytowaa  Tepanusa  aMMOAApPOHOM,  CO-
TanojoM B BMAE MOHOTEpPanUM WAM B  COYETaHWUU
C B-appeHo6N0KaTOpPaMM C LeNblo YMeHbLWeHUs CUMNTOMOB
KT (kak ycTouMBOIA, TaK U HEYCTONYMBOI) peKoMeHA0BaHa
nauueHTam c umnnantuposaHHsiMu K[, nonyyatowmm tepa-
nuio no nosogy AKMM (C).

6. AMWOJAPOH NOKa3aH NaLuMeHTaMm C LIeNblo NeYeHus re-
MopmHamuyeckun 3Hauumblx KT n HXKT (ocHoBHble dakTopsl
pucka BCC) B cnyyae, ecnu kapaMoBepcua U/unnm Koppekuus
NPUYMH BOSHUKHOBEHWUS apUTMUM He CMONU YCTPAHUTb UK
npefoTBPaTUTL ee paHHUI peunaus (B).

Knacc Ila

1. B uenax nepsuyHoit npodunaktukn BCC WK[I-
Tepanus, KOMb6UHWpoBaHHas ¢ GueeHTpukynspHoit 3IKC,
nokasaHa nauueHtam ¢ JKMM u XCH III-IV ®K no NYHA
(ocHOBHOI (hakTOp pUCKa), NOMyYaOLWNUM ONTUMANIBHYIO fe-
KapCTBEHHYIO Tepanuio, y KOTOPbIX AAUTENbHOCTb KOMMIEKCa
QRS Ha doHe cuHycoBoro putma npesbiwaet 120 mc, KoTo-
pble UMEeLT 61aronpusATHLIA NPOTHO3 BEKWBAHUSA B TEYEHNE
1 ropa u 6onee (B).

2. WK[-Tepanus nokasaHa nauueHTam c peLuanBupyto-
Wei remofMHammuyeckn ctabunsHoit XKT (ocHoBHOM dhakTop
pucKa), He3HauyuTenbHo cHuxeHHoi ®B JIXK, nonyyatowmm
ontumanbHoe neyeHne no nosody AKMIT ¢ xopownm @yHK-

LLMOHANbHbIM CTaTyCOM M UMEIOWMUM 6NaronpuUATHBI NPOTrHO3
BbIXXMBAHMA B TeyeHue 1 roga u 6onee (C).

3. buseHTpukynapHas IKC 6e3 dyHkuum WKL uene-
coobpasHa gns npegotepalieHns BCCy naunentos ¢ KM
u XCH III-1IV OK no knaccudukaumm NYHA, ®B JIXK menee
35% (OCHOBHOII (haKTOp puUCKa), ANUTENbHOCTbIO KOMMEK-
coB QRS 160 mc (unu no MeHbleit Mepe 120 MC NpK HanUYUK
LPYrux NPU3HAKOB aCUMHXPOHHOTO COKPALLEHUA Xenyaou-
KOB), NONyYaloLWMX NOCTOAHHYIO ONTUMANbHYIO NEKAPCTBEH-
Hyl0 Tepanuio, MMetoLLUx 6naronpUATHLI NPOTHO3 BbIKMBA-
HUs B TeueHue 1 ropa v 6onee (B).

Knacc IIb

1. AmuogapoH u/unu PB-appeHobnokaTopbl MOTyT ObiTh
Ha3HayeHbl NauMeHTaM C OCHOBHLIMM U BTOPOCTEMEHHbIMM
takropamu pucka BCC, nonyyatowmm ontumansHoe neyeHue
no nosofy XCH, koTopbiM HEBO3MOXHO MMMIaHTMpoBaTts NK],.

2. Buenax nepsuyHon npodunaktukm BCC UKA-Tepanus
Mo3eT o6cyxaaTbes y nauueHTos ¢ KM, umetowmx ®B JIXK
oT 30 o 35% (ocHoBHo# thakTop pucka BCC), XCH I @K no
knaccudukauum NYHA, noayyalowmx NOCTOSHHYO ONTU-
MaNbHYIO JIEKAPCTBEHHYIO Tepanuio, ¢ Xopowum tyHKLKO-
HaNbHbIM CTaTyCOM U UMEIOLWMUX BNAroNpPUATHBIA NPOrHO3 Bbi-
XUBaHWsA B TeveHue 1 roaa u 6onee (B).

Knacc III

1. HasHaueHwue npenapatos IC knacca gns nedenus XA
(ocHoBHOM thakTop pucka BCC) He pekomeHpayeTcs nauueH-
Tam ¢ XCH (A).

2. WK[-tepanusa He noka3zaHa nauueHTam c pedpakrep-
Hoit XCH, y KOTOpbIX ManoBepoATHO AOCTUXEHWE KOMMNEHca-
LMW 1 GnaronpuaTHoro nporHosa (A).

IX.4.b. CTPATUOUKALIMA PUCKA N NMPODUNAKTUKA BHE3AMN-
HOW CEPAEYHOM CMEPTU Y NALMEHTOB C FTMNEPTPO®UYECKOIA
KAPLMOMUOMNATHUEN

CrpatuduKaumua pucka BHe3anHON CepeyHon CMepTu

Tabauua I1X.4.1. daktopbl pucka BHE3AMHOM CEPAEUHOM
CMepPTH y BOABHbBIX TMNEPTPOPUUECKON KapAUOMUonaTuen

BboAbLure (OCHOBHbIE) Pa3Butre BCC BO3MOXHO
dakTopbl pucka passutua BCC Y OTAE€AbHbIX NALUEHTOB

OcTtaHoOBKa cepALa o OUOPUAAALIMA NPEACEPAUI

BcaeacTBuE DX man KT * Nwemuna muokappa

CrnoHTaHHas ycTonunBas e Haanuune myTaumi reHoB

XEeAYAOUYKOBaA Taxnkapama BbICOKOIO pUCKa

CeMeWHbI aHaMHe3 e WHTEeHcHBHaA

cayvaes BCC (copeBHOBaTeAbHASA)

HeobbsicHUMble CUHKOME dusnyecKan Harpyska

YTOALLEHWE CTEHOK AEBOIO
xenyaouka 230 Mm

HeycroﬁqMBaﬂ CNoHTaHHasA
XEeAYAOUYKOBaA Taxnkapama
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Pexomenpauuun no npocpunaktuxe BCC

Tabaunua 1X.4.2. MepBruuHaa NPoGUAGKTUKA BHESAMHON CEPAEUHOM CMEPTU Y BOAbHBIX TNEPTPOGUUECKON KapAMOMUOnaTue

dakTop pucka KommeHTapum

Bospact ¢ HekoTopble daKTopbl pUcka OKa3biBaKOTCS Y MOAOABIX NALMEHTOB HoAee 3HAUMMbIMMU,
0cobeHHo HXT, BbipaxeHHasa [AX 1 HeobbsACHUMblE 06MOPOKM
HeycTtonumBas xeayaoukoBas * HXT (onpeaensiemasn kak >3 MOCAEAOBATEAbHbIX COKPALLEHUM € YacToTon 2120 B MUHYTY
Taxmkapams AAMTEABHOCTBIO <30 ¢) passuBaetcs y 20-30% nauneHToB BO Bpems ambyAaTopHOro
MoHuTOpUHra KT 1 aBAFETCA He3aBUCUMbIM dakTopoM pucka BCC.
e Mepbl NpodurakTikm BCC: HasHaueHue B-appeHobAokaTopoB (I, B), amuopapoHa (llb, C), no
nokasanuam - MKA-tepanus (I, B)
MaKkcumanbHas TOALLMHA CTEHKU AEBOr0  * BbipaXeHHOCTb M pacnpocTpaHeHHocTb [N, n3amepeHHas METOAOM TpaHCTOpaKaAbHOM
XEeNyAOUKa 3AxoKI, accounmnpoBaHa ¢ puckom BCC.
* B HECKOABbKMX MCCAEAOBaHUAX ObIA NOKa3aH HauBbIcWKi prck BCC y naupeHToB
C MaKCUMaAbHOW TOALLMHOW CTeHKM =30 MM
CeMelHble cayvan BHeE3amnHom * XOTSl onpeAeneHWst OTAMYatoTCSs, cemelHble cayyan BCC 0bbIUHO paccMaTprBatoTCs Kak
CepAeYHOM CMEepPTU B MONOAOM BO3pacTe KAVMHUYECKM 3HaUYMMble, ECAY OAMH MAW BOAbLLE POACTBEHHWKOB NEPBOW CTENEHU POACTBA
yMepAu BHe3anHo B Bo3pacTte <40 AeT, ¢ avarHo3om TKMIT uam 6e3 Hero; an korpa BCC
pa3BKUAaCh y POACTBEHHWKa NEPBOW CTENEHW POACTBa AO6Oro Bo3pacTa € yCTaHOBAEHHbIM
AnarHosom FTKMI
CuiHkone * CMHKOMe YacTo BCTpeyatoTes y nauneHToB ¢ FTKMI, HO MX MPUYMHBI MOTYT ObITh
MHOroo6pasHbl.

.

HeHelpokapAMOreHHble CUHKOMNE, AASI KOTOPbIX HE MOAYYEHO 0ObACHEHUSA NOCAe
obcrepoBaHUA, IBASHOTCA GpakTopom pucka BCC.

* 3NK30AbI B TeYeHKe 6 Mec OT 06CAeA0BaHUA MOTYT UMETb HAUOOABLLYIO MPEACKa3aTEAbHYHO
LLleHHOCTb B OTHOLWeHuK BCC.

Mepbl npodurakTkiu BCC npu HaAMumnK Noka3aHWii: MPOBEAEHWE CENTaAbHON MUOM3KTOMUK
(I, C), cnuproBas abaauums (llb, B), MKA-tepanus (I, B), umnaaHTaums AByxkamepHoro SKC (llb, B)
06CTPYKLMS BbIBOAHOTO TpaKTa A€BOro * BOAbLLIOE YNCAO UCCAEAOBAHMI MOKA3aA0 3HAUMMYHO accoupaLmio Mexay obeTpykumen BTAXK
XENyAOUKa n BCC.

e Mepbl npodurakTMki BCC: HasHaueHue B-appeHobrokaTopos (I, B), npoBeaeHUe cenTanbHOM
Muomaktomuu (1, C), cnuptoBas abasumsa (b, B), umnaaHtaumns apyxkamepHoro IKC (lib, B)

Peakuus apteprabHOro AaBAEHUSA Ha MprbAM3nUTEABHO Y 1/3 B3POCAbIX NauneHToB ¢ TKMI oTMeuyaeTcss aHOMaAbHbi OTBET
Harpysky CUCTOAMYECKOTO AABAEHWS Ha Harpy3ky, XapakTepu3yHoLLMNCa NporpeccupytoLemn
TMNOTEH3UEN.
* AHOMaAbHbIM OTBET CUCTOAMYECKOTO AGBAEHUS HA Harpy3Ky ONpeAEAsieTcsa Kak
HecrnocobHOCTb K NOBbILLIEHWIO AABAEHUS XOTs 6bl HA 20 MM PT.CT. OT YPOBHS MOKOSA Ha NUKe
dU3NYECKON Harpy3KkM AK NaAeHNe AaBAEHWUA >20 MM PT.CT. OT MMKOBOTO A@BAEHMS.
¢ AHOMaAbHbIN OTBET CUCTOAMYECKOTO AQBAEHUS Ha Harpy3Ky acCoLMUPOBaH C MOBbILLEHHbIM

puckom BCC y nauneHToB Monoxe 40 AeT

KnaccI 3. CentanbHas MMOTOMUA ANA NEYEHUSA NALMEHTOB C TS-
1. WKO-tepanuio  cnepyeT nNpoBOAMTb  MalMeHTaM XeneiMu pecpakTepHbIMU K KOHCEPBATUBHOM Tepanuu cum-
¢ TKMI ¢ nporHo3upyembiM 5-n€THUM PUCKOM BHE3amHoO nTomamu* u obcTpykumeit BT (C)**.
cMepTH 24% (paccumtaHHom no mopenu HCM Risk-SCD) u ta-
Knmun ocHoBHbIMU dhakTopamu pucka BCC, kak ycToitumsas KT Knacc Ila
unn OX, KoTopbie NoyYaloT ONTUMANbHYIO IEKAPCTBEHHYIO 1. WK[-tepanua noka3aHa pna MepBUYHOW W BTOpUY-
Tepanuio OCHOBHOIO 3ab0/1eBaHUs, UMEIOT XOpoWUi tyHK- Holt npocdunaktukn BCC y naumentos c TKMII, nmetrowmx
LMOHANbHBbI CTaTyC M 6NaronpuATHbIA NPOrHO3 BbIXKWUBAHMUA
B TeyeHue 1 roga u 6onee (B) * — KAMHWYECKME CUMNTOMbI BKAKOHEKT CTeHokapanto Il1-1V ©K, obmopo-

KH, ﬂpeAOéMOquHble COCTOAHMA, TOAOBOKPY)XXEHNE, TMIMOTEH3UHO, KOTOPbIE

2. B -Anpen obrnokaro bl PEKOMEHAYIOTCA LA NIedeHus COXPAHSKOTCS, HECMOTPS Ha ONTUMAAbHYHO MEAMKAMEHTO3HYHO Tepanuio.

CMMNTOMATUYHbIX B3POCHbIX MaUUEHTOB C 06CprKTVI BHOW [paaneHT paBaeHus B BT/VK B COCTOSIHUM MOKOS MAM 1P BbIMOAHEHNM
unu HeO6CprKTV| BHOV' cbopMo[/" rKM rl, HO UX CneﬂyeT nuc- ¢M3MO/\OI'M"I€CKOI;I Harpy3kun AO/VKEH MpeBbILLaTh 50 Mm PT.CT.

. ** - Onepaums AOMKHa BbIMOAHSATLCS TOALKO OMbITHBIMM Oflepatopamm
no/b30BaTk C OCTOPOXHOCTBIO Yy NAUMEHTOB C CMHYCOBOW (BbIMOAHUBLLMMMU HE MeHee 20 npoLeayp 1A paboTaroLLMMM B LIEHTPE,
Opanukapaveit unn HapyweHuamu AB-nposogumoctu (B). rA€ BbINOAHSIETCSA He MeHee 50 npoLeayp B roa).
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Kak MUHUMYM OAMH U3 OCHOBHbIX (haKTOpPOB pucka (Tabn.
VII.4.1) - ocTaHOBKa ceppAua, cnoHTaHHas ycronumas XKT,
cemelHbin aHamHe3 BCC, cuHKonasnbHble COCTOAHUA HEACHON
aTuonoruu, TonwmHa creHkn JIXK 6onee 30 mm, natonoruye-
CKue u3MeHeHus ALl npu Harpy3oyHoil npobe, CNOHTaHHas
HeycToitunBas XT, KoTOpble NoMy4YalT NOCTOAHHYIO NeKap-
CTBEHHYIO Tepanuio, C XOpOoLWMM (DYHKLMOHANbHbIM CTaTyCOM
W MMetoT 6NaronpuATHBIA MPOrHO3 BbIXWUBaHUA B TeyeHue 1
roga v 6onee (B).

2. CnupToBas 3mbonM3aLuus nokasaHa B3pocabiM 60sb-
HbiM TKMI ¢ o6cTpykumeit BTIK (ocHoBHOM dakTop pucka
y AAHHOW KaTeropuu nauueHToB) Mpu ycnosun pedpakrep-
HOCTW CMMNTOMOB K MeJMKaMeHTO3HOM Tepanun 1 Haanuum
NPOTMBOMNOKA3aHMIi K NPOBEAEHWIO MUOTOMUM/MUOIKTOMUM,
006YCNOBNEHHbIX CEPbE3HbIMU COMYTCTBYIOWMMKU 3ab0neBa-
HUAMU U/ MW NPEKNOHHBIM Bo3pacTom (B).

3. AMWOAApOH MOXeET ObITb NpenapaTom Bbi6Opa AN ne-
yeHus nayueHTos ¢ FKMI co ctoiikoit XKT u/unm ®X B aHam-
He3e (0CHOBHble haKTOpbl pUcKa), NpU HEBO3MOXKHOCTH UM-
nnantaumn K] (C).

4. TNpoBefeHne pacliMpeHHON MUO3KTOMUM MOXKET 00-
CyXAaTbCA Y NaLMEHTOB C 0OCTPYKTUBHOM opmoii TKMI
W Pe3UCTEHTHOCTbIO K MefnKameHTo3Hoi Tepanuu (C).

Knacc IIb

1. WUmnnanTaums WKL moxet paccmatpuBartbea s na-
unentoB TKMIT ¢ nporHo3upyembiM 5-N€THUM PUCKOM BHe-
3anHoi cmepTn <4% (paccuutaHHbiM no Mogenn HCM Risk-
SCD), ToNbKO ecnu 0TMEYalTCA KIUMHUYECKUE NPOSABIEHMS,
nmeloLMe JoKa3aHHY NPOrHOCTUYECKYI 3HaYumocTb (B).

2. MpuMeHeHWe amnofapoHa MOXeT ObiTb OnpaBfaHO
AAs nposefieHns nepsuyHoin npocunaktukn BCCy naymen-
T0B ¢ TKMI, umeowmnx oguH unm 6onee oCHOBHbIX (haKTo-
poB pucka BCC, ecnu HEBO3MOXHO BbINOJAHUTL UMNIAHTALMIO
KL (C).

3. MocTtosHHas aByxkamepHas IKC ¢ ykopoyeHHoi AB-
3a[lepXKKON MOXeT ObITb MOKa3aHa 60JbHbIM 06CTPYKTUBHOIA
topmoit TKMI ¢ BblpaKeHHbIMWU cUMNTOMaMK 3aboneBaHus,
pedpaKTepHbIMU K NeKapCTBEHHOW Tepanuu, U He ABAALO-
WHUMCS KaHAMATaMK L NPoLeaypbl CENTaNbHON pefyKumuu
NpW YCNOBUU CHUXEHWUA CUCTONMYecKoro rpaguenta BT/IXK
Ha 25% u Gonee npu npobHoil aByxkamepHoi IKC ¢ ontu-
ManbHbIM 3HaYeHnem AB-3agepxku (B).

4. OnbIT MCNONb30BAHUA COTANOMA OFPaHUYEH y NaLueH-
ToB ¢ FKMTI, HO ero ncnonb3oBaHMe BO3MOXKHO B OTAENbHbIX
KIMHUYECKNX CUTyauuax, ocobeHHo y nayuenTos ¢ UKL (C).

Knacc III

1. Umnnantaums WKL He pekomeHayeTcs GONbHbIM
FKMI, He umetowwmm ocHoBHbIX hakTopos pucka BCC (C).

2. Wmnnantaums WKL He pekomeHayeTcs 6ONbHbIM
TKMM c nporHo3upyembiM 5-1€THUM PUCKOM BHe3aNHO
cmepTun <4% (paccumutaHHbiM no mogenn HCM Risk-SCD) (B).

3. Umnnavtauus WKL He pekomeHgyeTcs 6ObHbIM
FTKMIN ¢ nonoxutenbHbIM reHoTUNoM (BO3MOXHbIA (haKTop
pucKa) 1 oTcyTCTBMUEM KnuHUYeckon cumntomatukm (C).

4. CnupToBas 3M601M3aUMs He [OMKHA BbIMOMHATHCA
y 6OJIbHBIX C BbIPAXKEHHOW rUNepTpOtUel MEXIKENYLOYKOBO

neperopogku (>30 MM) B CBA3W C HeonpegeneHHon 3ddek-
TMBHOCTbIO NPOLEAYPbI Y AaHHOI KaTeropuu nayueHTos (C).

5. CnupTtoBas 3mbonusauus He [OMKHA BLINMOAHATLCA
y 6ECCUMNTOMHBIX NALMEHTOB, y GO/bHLIX C MELUKAMEHTO3-
HO KOHTPOJIMPYEMbIMU CUMATOMAMU, ¥ NALUEHTOB C Mpeano-
NlaraeMbiMU OMepaTUBHLIMK BMelIATeNbCTBAMU Ha Cepaue,
KOr4a MMOIKTOMUS MOXET ObiTb BbINOMIHEHA KAK YacTb U
3tan onepauum (C).

6. HasHaueHue HUTPATOB, HUGDEAUNUHA U BbICOKUX 03
AVYPETUKOB SBASIETCA NOTEHLWANbHO OMACHBIM Y MALUEHTOB
c ob6cTpykTueHoit FTKMI (C).

7. HasHaueHue cepaeyHblx MUKO3UA0B NpU OTCYTCTBUM
O saBnseTcs noTeHUMaNbHO onacHbiM y 6onbHbIx TKMI (B).

IX.4.1.B. CTPATHOMKALMA PUCKA U NPOOUNAKTUKA
BHE3AMHOW CEPAEYHON CMEPTU YV NALMEHTOB
C APUTMOTEHHOW UCTINA3UEN MPABOTO ENYA0YKA

B HacToslwee BpeMs apuUTMOreHHas fucnnasus/Kapamo-
MUOMATUA MPABOrO XKENy[ouKa OnpefenseTcs Kak narosio-
TS MbIWLblI CEPALA, YacTO CeMeiiHas, xapakTepusyiowascs
CTPYKTYPHOMN M OYHKLMOHANbHOM aHOManuei npaBoro xeny-
AOYKa, CBA3AHHOI C 3aMelleHneM MUOKapAa XUPOBO Unu
th16pO3HOII TKaHbIO.

BbiGop neye6HOM TaKTUKM

YcnoBHO MOXHO pa3fenuTb NaLMeHTOB C apUTMOTeHHON
LVCnnasuen Ha naTe rpynm.

1. NauneHTbl C OrpaHUYeHHON hopMOoi AUCNNa3um B Co-
YeTaHUW C aCUMNTOMHOW MAU MANOCUMNTOMHOW Kenymouy-
KOBOW 3KCTpacuctonueir, 6e3 OTAMOLWEHHOTO CEMEHOro
aHamHe3a. B 3Tux cnyyasx cucTeMHas aHTMAapUTMU4ecKas
Tepanus, 3a UCKIYeHneM B-afpeHo6N0KaTopoB, He Onpas-
AaHa. be3ycnoBHO, 3TUM nauueHTaM, Kak U BCeM 6OJbHbIM
ALNX, cnepyet u3beratb MHTEHCUBHBIX DU3NYECKUX HArpy-
30K M 3aHATUN CNOPTOM.

2. Mpwn Hanuuum nokanbHbix dopm ALMNK B coyetaHun
C CUMNTOMHOM XeNygo4KoBOMN IKCTPACUCTONMNEN, NAPOKCHU3-
MaMu HeyCTOMYMBON WAWN YCTOMYMBOM IKTOMUYECKOW Taxwu-
KapAuK moKasaHa aHTMapuTMuyeckas Tepanusa. B cnyvasx
He3thEeKTUBHOCTU UNU HEBO3MOXKHOCTU MEeAUKAMEHTO3HOIO
JIEYEHNA LenecoobpasHo BbINOAHUTL KaTETEPHYIO AECTPYK-
LIMI0 30HbI TAXUKApLUU.

3. [Ina npepynpexaeHns 3NU3040B YCTONYMBON, reMou-
HaMUYeCKW 3Ha4uMMOW re-entry XKeny[ouyKoBOW Taxukapaum
6e3 BblpaXeHHOW AWUCHYHKLUM MUOKAapAa MPaBOro Keny-
LOYKA MOXET ObiTb MpoBefeH MOAGOP aHTUAPUTMUYECKUX
npenapatoB C WCMNONb30BaHWEM 3HAOKAPAWANbHOMO 3MeK-
Tpohn3nonormyeckoro uccnenosanus. Mpn coxpaHenuu pe-
LMMBOB TaxMKapAMM NOKa3aHa KateTepHas onepaLus uim
MMMNIaHTaLWA KapaoBepTepa-gedubpunnstopa.

4. TlaymMeHTbl C NAapoKCU3MaMU YCTONYUBOW XKenyLoyKo-
BOW TaxMKapauu Ha (oHe BbIPaXEHHON AUCHYHKLUM MUO-
Kapfaa, paBHO Kak u nepeHecwue BCC, TpebytoT uMnnaHTaymu
KapauosepTepa-fedubpunnaTopa Npyu coxpaHeHun npuema
aHTUAPUTMUYECKMX MpenapaToB U COMYTCTBYIOLEH Koppek-
LMK CepAieYHOit He[LOCTaTOYHOCTH.

5. NMpwn pepkux BapuaHtax AQIK, korpa npesanupyiot
ABneHns auchyHkumu muokappa (6onesnn Uhl), unu 6u-
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BEHTPUKYNAPHOI naTonorum 6e3 3MM30[0B KENYLOYKOBOW
TaxuKapauu, uam GUOPUNNALMM KeNyaouKoB, MOKaszaHa
KOpPpeKUMs NPOsABAEHWUN CEepAeYHOM HefoCTaToOuHOCTH. M-
nnaHTauus KapauosepTepa-fedubpunnsatopa MOXeT ObiTb
paccMoTpeHa, HO JOCTOBEPHbIX AaHHbIX 3D (HEKTUBHOCTH €ro
NpUMEHEHUs B 3TOW rpynne GOMbHLIX B HACTOsLEe BpeMs
HeT.

IX.5. BHE3AMHAA CEPAEYHAA CMEPTb NPU CUHAPOME
BOJIb®A-NAPKUHCOHA-YAWTA

CrpatuduKkauma pucka

Tabauua IX.5.1. Crpatnudukaums pucka BHe3anHom
CepAEUHOM CMEPTH Y MALMEHTOB C CUHAPOMOM BoAbda-—
MapknHcoHa-YanTa

1. ECTb AV NPU3HAKK NMPEABO36YXAEHUS Ha KT
Aa Het
CM. NyHKT 2

2. ECTb Av cMMMTOMAaTUYECKasn TaxXMKapAUsa U/UAW CUHKONaAbHbIE
COCTOAHUA B aHaMHe3e

Aa Het
JHpokapanansHoe AOU 1 PYA  Cwm. nyHKT 2
AABC

2. ECTb A¥ ceMelHbIM aHaMHe3 cuHapoma WPW 1 BCC
Aa Het
AHpokapanansHoe O 1 PYA  Cwm. nyHkT 3
AABC

3. ECTb AV CTPYKTYpHasi NaToAOruna cepaLa

Aa Het
JHpokapananbHoe AOU 1 PYA  Cwm. nyHKT 4
AABC

4. MpeABO36YXAEHWE XEAYAOUKOB aCUMNTOMHO

Cm. PekomeHpaumn no npoduaaktnke BCC

PexkomeHpauum no npotunakTUuKe BHe3anHoM ceppeyHon
cmepTH

KnaccI

1. BosbHbIM C NPU3HAKaMU NPeABO36YKAEHUS KeNYA0U-
ko Ha JKI, nepeHecwWw M cepaeyHblit apecT, HeoObACHUMbIE
06MOpOKM (OCHOBHbIE (haKTOpbl PUCKA) UAM CUMATOMATMY-
Hyto Taxukappamto, nokasaHo nposegeHue PYA JABC (B).

2. NauueHtam c dubpunnaumein npepcepanit  (uiu
LpYroii npeAcepiHoOil TaxuKapAueit), CONpoBoXaatolencs
BbICOKOYACTOTHOM aKTMBALMEN MUOKApAa XKenynoykos (Be-
NNYMHON nHTepBana RR 260 mc u MeHee Ha ¢oHe aHTepo-
rpagHoro nposegeHus no JABC — ocHoBHOV dhakTop pucka
BCC), nokasaHo nposepeHue PHA (B).

3. Y naumentoB ¢ cuHgpomom WPW, umerowmx ocHOB-
Hble (haKTOpbl PUCKA U NPEANOYUTAIWMUX MEAUKAMEHTO3HYIO
Tepanuio nposefeHuio PYA, cpeacTBamu BbiGopa ABASIOTCH
AAN I knacca unu ammnogapot (C)

4. TpepcTaBuTensim puckoBbix npodeccuit (NunoTsbl ca-
MOJIETOB, BOAUTENM O6LLECTBEHHOTO TPAHCMOPTa, CNOpTCMe-

Hbl), Yy KOTOpbIX AuarHoctupyerca cuHapom/deHomen WPW
BHE 3aBUCUMOCTW OT HANUYMA CUMNTOMOB W BENUYNHBI aHTe-
porpagHoro 3 dekTuBHoro pedpaktepHoro nepuoga (3PN)
OABC, nokazaHo nposefeHne PYA JABC paxe npu otcyT-
CTBMM OCHOBHbIX hakTopoB pucka BCC (B).

5. Naunentam ¢ peHomeHom WPW, y KoTOpbIX aHTepo-
rpagHbiii IPMN JABC menee 270 mc, nokasaHo npoBepeHue
PYA [JABC (ocHoBHoi# dhakTop pucka) (B).

Knacc Ila

1. MauneHTam € Npu3HaKaMW NpefBO3OYKAEHUA XKesy-
po4koB Ha IKT, oTcyTCTBMEM OCHOBHBIX (haKTOpPOB pucka (yKa-
3aHMA B aHamMHe3e Ha CUMNTOMATUYHYI0 TaxMKapAnio, CUHKO-
ne, cemenHbln aHamHe3 BCC, Hannuue cTpyKTypHOI naronorum
cepaua, BenuymnHa anteporpagHoro 3PN JABC >270 mc) no-
Ka3aHo AMHamMuyeckoe HabmogeHue kapauonorom (C).

2. MNMaumneHTam ¢ Npu3HaKamn NpenBo3BYKAEHUSA Keny-
poukoB Ha JKI, oTcyTcTBMEM B @aHaMHe3e yKa3aHMii Ha cum-
NTOMaTUYHYI0 TaXMKapAWIO, CUHKOMNE, CeMelHbIn aHaMHe3
BCC, Hanuuyme CTpYKTYpHOI natonoruu Cepaua, y KOTopbiX
BenuynHa aHteporpaaHoro 3PN JABC 6onee 270 Mmc, He no-
KasaHo Ha3zHaueHue AAT (C).

Knacc IIb

1. ¥ naumnenToB c heHomeHom WPW, y KOTOpbIX BEIMYU-
Ha aHTeporpagHoro 3P JABC npesbiwaet 270 Mc, BO3MOX-
Ho nposepaeHue PYA (C).

Knacc III

1. Naumentam c cuHgpomom/dpeHomeHom WPW npotu-
BOMOKA3aHO Ha3HauYeHWe [UTOKCUHA, B-afpeHobnoKaTopoB,
Bepanamuna u ATO (C).

IX.6. BHE3AMHASA CEPEYHASA CMEPTb
NPU ®UBEPUANALMU NPEACEPAUIA

PekomeHAauMu no NpoMNaKTUKe BHE3aNHON CepAeYHON
cMepTH

Knacc Ila

1. AfekBaTHas MeAWKAMeHTO3Has Tepanus 6OMbHbIX
NBC, nocTMHhApKTHLIM KapAMOCKIEPO30M, COMACHO fAei-
CTBYIOWMM HauMoHanbHbIM  peKoOMeHAALUMAM, BKIKYato-
Wwas ucnonb3oBaHue (Npu OTCYTCTBUM NMPOTUBOMOKA3AHMIA)
B-appeHobnokatopos, MAT®, aLeTuncanuuunoBoi KNCIOTSI,
CTaTMHOB W Jpyrux CPefcTs, cHuxkawwmx puck BCCy 6onb-
HbIX JaHHbIM 3a60NeBaHNEM.

2. ApekBatHas megukameHTo3Has Tepanus XCH, cornac-
HO fefcTByOIWMM HalMOHaNbHbIM PEKOMEHALMAM, BKIIIOYA-
folas ucnosb3oBaHue (NpU OTCYTCTBUM NPOTUBOMOKA3AHMIA)
B-appeHobnokatopos, MAM®, aHTaroHMCTOB anbAoOCTEPOHA
W ApYrux cpeacTs, cHuxkawwmx puck BCCy 6onbHbix XCH.

Knacc IIb

1. AnekBaTHas Me[iMKaMeHTO3Has Tepanus 3aboneBaHMuii,
COMPOBOXAAOWMXCA BbIPAXeEHHO! runepTpotueil NeBoro
Kenypoyka (runeprtpoduyeckas KapaMoMmuonaTtus aprepu-
anbHas runepTeH3us u Ap.), cornacHo AencTeyowmm Haumo-

KAPANOANOI NG HoBOCTU, MHeHKs, oby4eHrie Tom 7, N21 2019 77



PEKOMEHAALMK

Ha/bHbIM PEKOMEHAALMAM, BK/IOYaWAsa WUCNoNb30BaHNe
(npu OTCYTCTBMM NPOTUBONOKA3aHUi) B-agpeHo6a0KaTopPoB
W APYruX CpepcTs, CHuMxaowmx puck BCC y 60MbHBIX 3TUMK
3ab01eBaHNUAMM.

2. [py HanMYMM apUTMUYECKUX CUHAPOMOB, YTPOXKaAIOLUX
Bo3moxHocTbio BCC, B yactHocTn cunppoma WPW ¢ yrpoxa-
foLei TaxuapuTMmueil, uenecoobpasHo nposeaermne PYA.

3. Mpn Hanuuuu remofMHaMUYecku 3HaYMMbIX Opapma-
PUTMWIA, @ TaKXKe BbIPaXKeHHO bpasukapann (<40 B MUHYTY)
u nay3 6onee 3 c yenecoobpasHo UCMONb30BAHNE NOCTOSH-
Hoit IKC.

IX.7.A. BHE3ANHAA CEPQEYHASA CMEPTb MPU BPOMJEHHbIX
MOPOKAX CEPALIA

PexkomeHpauuu no npopunaktuke BCC

KnaccI

1. WmnnaHtaums WK npoBogutca nauueHTam C BPOX-
LeHHbIM nopokom cepgua (BIC), nepeHecwum ceppeyHsblii
apect (ocHoBHoW thakTop pucka BCC), ecnm npuynHa 3abo-
JIeBaHUA YCTAHOBNEHA B XOA€e 06CNej0BaHNUA U BbIIU UCKI0-
YeHbl UHble obpaTUMble npuynHbl. UmnnanTtauma UKL npo-
BOAMTCA NaLMeHTaM C XOPOLINM (PYHKLMOHANbHBIM CTAaTyCOM,
nosyyalolWwmm JAUTENbHYI0 ONTUMANbHYI0 JIEKAPCTBEHHYIO
TEpanuio U UMerLmUmM 61aronpuUATHbIA NPOTHO3 BbIXKMBAHUA
B TedeHue 1 roga u 6onee (B).

2. bonbHbiM BINC n cnoxTanHoi yeToitunsoin T (ocHoB-
Holi cakTop pucka BCC) nokasaHo npoBefeHue WHBa-
3WBHOMO WCCNEAOBaHWA NapameTpoB BHYTPUCEPAEYHOIA
reMofuHamMuku u 3HRoIPN. Pekomenpyemble MeToabl Tepa-
UM — KaTeTepHas abnALWAa WAM XUPYPruYecKoe NieyeHune
HKT. Ecnn ykazaHHble meTofbl He3atheKTUBHBI, TO PEKOMEeH-
pyetcs umnnantauma UKL (C).

Knacc Ila

1. WHBa3uBHYyl0 OLEHKY NapameTpoB BHYTPUCEPAEYHOW
reMofMHaMuKu 1 3HpoIPU uenecoobpasHo NpoBoAUTL Ma-
umeHTam c BMC, umetowmm ocHoBHble dakTopbl pucka BCC —
VKa3aHWs B aHaMHe3e Ha HeoObACHUMbIE 3NNU30bl CUHKOME
W HapylLeHWe COKPaTUTENbHO QYHKLNM Kenya0UuKOB.

2. [pun oTcyTCTBUM ONpPeAeNeHHON 1 NOTEHLUANbHO KOp-
pUrMpyemMoin NpuyuHbl CepLeyHoro apecta (OCHOBHOI dak-
Top pucka) umnnantauus WKL uenecoobpasHa nayueHtam
C XOPOWMM (YHKLMOHANBHBIM CTaTyCcOM, NONYYAOLWMUM [N-
Te/IbHYI0 ONTUMAsbHYIO NIEKaPCTBEHHYIO Tepanuio U nmeo-
MM BnaronpusTHLIA NPOTHO3 AN BbIKMBAHWA B TeUYeHWe
rofa u 6onee (B).

Knacc IIb

1. Nposepexne 3HR0IPU moxeT obcyxaaTbecs y nauu-
eHToB ¢ BIC 1 napHbIMU XeNyao4yKoBbIMU IKCTPACMCTONAMM
(33) wnu HXT pna onpepeneHns pucka BO3HWKHOBEHMA
yctoinumson KT (C).

Knacc III
1. Ha3sHaueHue npodunaktuyeckon AAT He nokasaHo
y 60bHbIX ¢ 6eccumnTomMHblM BMNC v eguHnynbiMmu X3 (C).

IX.7.5. BHE3ANHAS CEPQEYHAA CMEPTb NPU NPUOBPETEH-
HbIX MOPOKAX CEPALIA

PekomeHpauuu no npounaktuke BCC

KnaccI

1. KnuHuyeckas oueHKa COCTOSIHUSA BOMbHBIX C KianaH-
HbIMW nopokamu cepgua u XA, a Takxke BbIOOp TaKTUKM UX
NleyeHus LOMKHbI OCYLWECTBAATLCA HA OCHOBAHUM CYLLECTBY-
IOWMX B HACTOsLLEE BPEMS PEKOMEHAALMIA NO JUArHOCTUKE
1 NIEYEHNIO MOPOKOB CEPALA U BbISIBIEHUM OCHOBHbIX U BTO-
pocTeneHHbix hakTopos pucka BCC (C).

KnaccIlb 1

Mo3uTBHOE 3HayYeHWe NNACTUKKU UM MPOTE3MPOBAHMA
MUTPAJIbHOTO K/anaHa y nawuueHTOB C NPOiancoM MUTPasb-
HOTO K/ianaHa, TAXeNoh MUTPaNbHOW peryprutauumen, coye-
TawlWencs ¢ reMognHaMu4eckn 3Hauumsimm KA (ocHoBHOM
thakTop pucka) B oTHoweHun npodunaktuku BCC, He aBns-
totcs pokasaHHbimMu (C).

IX.9. BHE3ANHAA CEPAEYHAA CMEPTb NPU METABOJIN-
YECKUX U BOCMAJIUTENIbHbIX 3ABOJIEBAHUAX

PekomeHpauuum

Knaccl

1. MauneHTaM C KMU3HEYrpoXKaKIWUMKU KITUHUYECKUMN
MPOABNEHUAMU YCTONYMBLIX IKENY[OUYKOBbIX TaxuapuTMuin
Npu HaNU4YMKU BEPOATHOCTU MMOKApANTA PEKOMEHA0BAHO fe-
YeHMe B CMeLManu3npoBaHHbIX LEeHTpax, CnocobHbIx obecne-
YUTb MOHWTOPUHT TEMOAMHAMUKM, KaTeTepusaumio ceppua
W 3HOOMUOKAPAMANbHYI0 61ONCUID, NPUMEHEHUE MEXaHUYe-
CKWX BCMOMOTaTeNbHbIX YCTPONCTB AAA KapAuOnyibMOHaNb-
HOM NOJMEPXKM M BO3MOXKHOCTb OKa3aHMA cneumannusnpo-
BaHHbIX BUAOB nomolun npu aputmusx (C).

2. BONbHBLIM OCTPbIM MUOKAPAWTOM NPU PA3BUTUU Bbl-
paXkeHHoi GpafuKapauu U/WaKM HapylWeHWi i NpoOBOSUMOCTH
cepALa, CONPOBOXAAOWMXCA KIMHUYECKUMIU NPOABNEHMUA-
MU, Noka3saHa umnnantaums spemerHHoro IKC (C).

Knacc Ila

1. AAT uenecoobpasHa nalMeHTaM C HeyCcToiuuBOIi
u yctornuuson T B ocTpoii pase mnokapaunTa (C).

2. Wmnnantauus UKL moxeT 6biTb 3 heKTMBHOM y Na-
LMEHTOB C YCTOMYMBOI remopguMHammuyecku 3Hauymmon KT
BHe OCTPON (ha3bl MUOKapAMTA, MOAYYAIOLWNX NOCTOAHHYIO
ONTUMaJbHYI0 IEKAPCTBEHHYIO TEPANUIO U UMeLLMX bnaro-
NPUATHBIA NPOrHO3 ANSA BbIXKMBaHMA B TeyeHue 1 roga v 60-
nee (C).

3. Cnepyet paccmoTpeTb BO3MOXHOCTb WMMMNAAHTALUK
WK vnn noCTOSHHOrO KapAMOCTUMYNATOpa Y MalWeHToB
C BOCManuTeNbHeIMM 3a601€BaHUAMK CepALa Noce Kynupo-
BaHus ocTporo coctosiHus (C).

4. HoweHwne HapyxHoro fedubpunnsatopa cneayet pac-
CMaTpMBaTh B KayecTBe MEpexofHOW Tepanuu [0 MOAHOMO
BbI3A0POBEHMUSA MO UMNNaHTauum noctosHHoro MK y na-
LMEHTOB NOC/E NMEPEHECEHHbIX BOCMANUTENbHbIX 3abonesa-
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HUI MUOKapAa C COXpaHAIOWENCA TAXenoi AUCHYHKuMen
JIK u/vnm anekTpuyeckoit HecTabunbHOCTbIO MUOKapAaA Xe-
nypoukos (C).

Knacc IIb

1. Wmnnautaums WKL, moxeT 6biTb paccMoTpeHa B 6onee
paHHMe CPOKM Y NALUEHTOB C TMFAHTOKNETOUYHbIM MUOKAPAU-
TOM WUNU CapKoM[030M Mpu Hanuuum yctoinumsbix XKT ¢ Ha-
pylleHMeM reMOgMHAMUKM UM 3NU304a OCTAHOBKM Cephua
B aHaMHe3e, yunNTbIBas HEGNAronpUATHLIA NPOTHO3 NpU faH-
HbIX COCTOSIHUAX, MPU YCIIOBUU OXMLAEMON NPOAOIKUTENb-
HOCTM }U3HM >1 roga ¢ xopowum hyHKLWOHANbHbLIM CTaTy-
com (C).

2. [lonofHNTENbHbIMU MHAMKATOPAMU HEBNAroNpUSTHOMO
nporHo3a u ysennyeHus pucka BCC npu BocnanutenbHbIx 3a-
GoneBaHMAX MUOKapAa ABAAIOTCA MPU3HAKWM MHDUALTPALMUN
MUOKapAa No faHHbIM UMMYHOTUCTOXMMUYECKOTO UCCNef0Ba-
HUS W/MAU NATONOTMYECKMIA 04aroBbl MOPO3 No pesynbTa-
Tam MPT cepaua nocne nepeHeceHHoro muokapauta (C).

WHDEKLMOHHBIN 3HJOKAPAUT
PekomeHpauum

KnaccI

1. Xupypruyeckas KoppeKkuus oCTPON HeLOCTaTOYHOCTH
aopTanbHOro KnanaHa, accouumpoBanHoi ¢ XT, npu oTcyT-
cTBuu npotusonokasanuii (C).

2. Xupypruyeckoe neyeHue OCTPOro 3IHAOKAPAWTA,
OCNOXHEHHOTO abCLLeccoM aopThl UM KNAaNaHHOTO KOJbLa,
accouunpoBaHHbix ¢ AB-6nokafgoi, npu OTCYTCTBUM NPOTK-
Bonoka3saHwii (C).

IX.9.T. CTPATU®UKALIUA PUCKA N NPOOUIAKTUKA
BHE3AMHOM CEPAEYHON CMEPTU VY MALMEHTOB
C TEPMUHANbHOM CTAIMEN MOYEYHOW HELOCTATOYHOCTH

Pexomenpauuu no npocpunaktuxe BCC

KnaccI

1. Ona npodunaktukm BCC y 6ONbHbIX TepMUHaNb-
HO/l MOYEYHON HefOCTAaTOYHOCTbIO HEOOXOAMUMO BbIABNSATH
ocHoBHble (XHP, cuctonuyeckas puchyHKUMSA, CUHKONE,
cepfieyHbll apecT B aHaMHe3e) U MOAW(ULUPOBATb BTOPO-
cTeneHHble (akTopbl pucka (apTepuanbHas runepreH3us,
LUCTUNULEMUSA, TUNEPIUKEMUA), a Takxe dakTopsl pu-
CKa, CBA3aHHbIE C XPOHUYECKOW 6O0JIe3HbIO NOYEK W Auanu-
30M (neyeHne HedpOreHHON aHeMUM U TUNepnapaTMpeosa,
ycTpaHeHue pedwuunta BuTaMuHa D, apekBaTHbI Ananus,
n3beratb NPUMEHEHUA AUANMU3HON XULAKOCTU C HU3KUM CO-
LepxaHuem kanus u kanbuus) (C).

Knacc Ila

1. B uenax sropuyHoin npodunaktukn BCC nauneHTam,
HaXOAALWMMCA Ha NPOrpaMMHOM remMofManu3e Wau nocro-
AHHOM amMOynaToOpHOM NepUTOHeaNbHOM AManu3e, NOKasaHo
Ha3HauyeHWe 6710KaTOPOB aHrMOTEH3UHOBLIX pelenTopos (C)
n AAT III knacca (C).

2. B uenax nepeuuHoit npocunaktukn BCC naymentam,
HaxofAWMMCA Ha NPOrPaMMHOM TeMojuanu3e Wnu nocro-
AHHOM amMOynaTOpHOM NepUTOHeanbHOM [iMann3e, NoKasaHo
Ha3HayeHue MAN® (B).

3. Y nauuMeHToB C XPOHWUYECKOW GonesHblo noyek
M OCHOBHbIMKM akTopamu pucka BCC (yrpoxatowmnmu
XWU3HU apuUTMUAMU U cucTonudeckoin gucdyHkumen JIXK)
NK[-Tepanus nmeeT npeumylecTBO Haj MefMKaMeHTO3-
HOM Tepanueit, HO y ANANMU3HbIX NALUEHTOB GNAroNpPUATHbIN
3 deKT 3TOro BUAA NEYEHUA HA BbIXKMBAEMOCTb He [OKa-
3aH. Pewenune 06 umnnavtaumn UKL cnepyet npuHumath
WHAMBUAYANbHO C y4ETOM COCTOSHWUA NauMeHTa u oxupae-
Mot npogomkuTensHocTy xu3nm (C). HaxoxpeHue Ha npo-
rPpaMMHOM reMoAuanu3e MW MOCTOAHHOM aMOyNaTOpPHOM
nepuToHeanbHOM fManun3e, TeM He MeHee, He [LOJXKHO pac-
CMaTpMBaTbCA KaK pellatolnii apryMeHT B NoJb3y 0TKasa oT
umnnanTauum MKQ.

Knacc IIb

1. B uensx nepeuyHoit npodunaktukm BCC y nauu-
eHtoB ¢ MBC, HaxopAwmMxcs Ha NpoOrpamMHOM remojgua-
AM3e UM MOCTOAHHOM aMOYNaTOPHOM NEpPUTOHeaNbHOM
Avanu3e, MOXET O0OCYXAATbCA Ha3HAYeHWe CeNeKTUBHBIX
B-apperobnokaropos (C).

2. B uenax nepsnyHoit npocunaktnkn BCC y nauueHToB
Npu OTCYTCTBMM NPU3HAKOB NOPaXKEHWA KOPOHAPHbIX apTe-
PUIA, HaXOAALWMXCA Ha NPOrPaMMHOM reMofuanuse uau no-
CTOSIHHOM amMOynaTOpPHOM NEPUTOHEaNbHOM AUann3e, MOXKET
o6cyxpaTbcs Ha3HaYeHne HUKopaHaumna (C).

IX.10. BHE3ANHAA CEPAEYHAA CMEPTb NMPW BONE3HAX
NEPUKAPOA

Pexkomenpauun no npocpunaktuxe BCC

KnaccI

1. Crpatudumkaumus pucka n npodunaktuka BCCy na-
LUMeHTOB C 6Gone3HAMM nepuKapAa OCyLWEeCTBASETCSA Ha
OCHOBAHUU BbISIBJEHUA OCHOBHbIX U BTOPOCTEMEHHbIX
tdakTopoB pucka. [lpoBegeHue npoduNakTUKU Moa-
pasymeBaeT B TOM yucne umnnaHtauuio VK[ nauueHTtam
C ocHoBHbIMK hakTopamu pucka BCC, koTopbie nonyya-
0T ANTENbHYI0 ONTUMANbHYI0 NIEKAaPCTBEHHYIO Tepanuio,
C XOpownMm (YHKLWOHANbHbIM CTaTycOM M GnaronpuaT-
HbIM MPOrHO30M BbI)XMBAEMOCTH B TeyeHue 1 roga u 6o-
nee (C).

IX.11. BHE3ANHAA CEPAEYHAA CMEPTb Y NALMEHTOB
C XPOHWYECKOW OBCTPYKTUBHOW BONE3HbIO NETKUX

PekomeHpauuu no npounaktuke BCC

KnaccI

1. OcobeHHoctn npocunaktukn BCC y 6onbHbIx XOBJ
6a3npyloTCcA Ha BbIABNEHUU OCHOBHbIX W BTOPOCTEMEHHbIX
(hakTOpoB pucKa. ITO Nofpa3ymMeBaeT B TOM YMCIe UMMIAH-
Taumio WK[ nauyveHTam, uMelwWwMM OCHOBHbIE (DAKTOPBLI
pucka BCC, koTopble nonyyaloT AAUTENbHYI0 ONTUMAaNbHYIO
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NIeKapCTBEHHYI0 Tepanuio, C XOpOWWUM (YHKLUOHANBHBIM
CTaTycoM 1 61aronpuaTHLIM NPOTHO30M BbIXKMBAEMOCTU B Te-
yeHue 1 roga u 6onee (B).

2. MNpu ucnonb3oBaHuu B-afpeHob6N0KaTOPOB Npefno-
YTeHWe [LOMKHO OTAABATLCA CENIEKTUBHBIM Npenaparam, 6,10-
kupytowum Bl-appeHopeuentopsl (A).

Knacc Ila

1. Y 60nbHbIx XCH Hanbonee npeanoyTMTENbHLIM Npena-
paToM, He NpUBOAAWMM K CHUxeHuio OPB, (ocHoBHOM dak-
TOp pUCKa) M KayecTBa XW3HK, aBnsetcs buconponon (B).

2. NaumeHTsl ¢ XOBJ1 cTabunbHOTo Te4YeHUs, NPUHUMALD-
lme TeOMUANNH 1 [,-arOHUCTLI AUTENLHOMO AeNCTBUS, He
nmetoT nosblweHHoro pucka BCC (B).

Knacc IIb

1. WHranaunoHHble KOPTUKOCTEPOUABI YMEHbLIAKOT PUCK
pa3sutus BCCy 6onbHbix XOBJT (B).

2. MNoxunsle 6onbHble XOBJI ctapwe 65 netr umeiot
MeHbLlKit puck passntua BCC npu npueme MHranAuMoOHHbLIX
[3,-arOHMCTOB ANNUTENLHOTO AEMCTBUA, YEM NMPU UCMOJIb30-
BaHWM MHraNALMOHHBIX aHTUXONMHEPTUYECKUX NpenapaTos
LnuTensHoro feiictaus (B).

3. lpuMeHeHVe NOPOLWKOBON WHraNfLUOHHON (HOpMbI
TMOTpONUyMa He yBennunsaet puck BCCy 6onbHeix XOBJ (B).

Knacc III

1. Cnepyer u3beraTb Ha3HayeHWs BLICOKMX 103 f3,-
aroHMCTOB NaLMeHTaM C HecTabunbHOM cTeHoKapauei (A).

2. NpumeHeHne 14-uneHHbIX MaKponuMpoB (3pUTPOMU-
LMH, KNApUTPOMULMH) MOXET CONPOBOXAATLCA YOTUHEHNEM
nHTepsana QT n yBeNUYEHNEM PUCKA BOSHUKHOBEHUSA XKeny-
LOYKOBbIX apuTMuii (ocHoBHOM thakTop pucka BCC) (B).

3. Ha3sHaueHue MHraNALMOHHOro UNpaTponuyma 6pomu-
Aa naumeHtam ¢ XOBJ1 accoumnpyetca ¢ yBennyeHnem pucka
BCC (B).

4. BbonbHble XOBJ1 n XCH, nonyyatowme MHranfaLMoHHble
[B,-aroHUCTbl KOPOTKOrO AEIACTBUSA, MMeloT Gonee BbICOKMIA
puck BCC no cpaBHEHUIO C MULAMM, HE MPUHUMAIOLWMUMU NO-
Lo6Hble npenaparbl (A).

5. PeweHne o npoBefeHUM aOPTOKOPOHAPHOTO WYHTU-
poBaHnsa y 60nbHbIX XOBJ1 ¢ OPB, <60% AOMKHO NPUHUMATD-
€A € y4eToM Toro (haKTa, YTo y AAHHOI KaTeropum naLneHToB
PUCK CMEpTW B MOC/IEONEepPaLNOHHOM NEPUOAE AOCTOBEPHO
Boiwe (B).

IX.12. BHE3ANHAA CEPLEYHAA CMEPTb NPU HENPO-
MbILEYHbIX 3ABOJIEBAHUAX

HacnepcTBeHHble HelipoMblweyHble 3ab6oneBanus (Mu-
OTOHMYecKas MblleyHas auctpodus, cuHapom KepHca-—
Ceitpa, muoancTpotus Ipba, Muonatus Imepu—[peidyca,
Lpyrue BUAbI MMONATWIA) MOTYT Npefpacnonarars K pa3Bu-
TWUIO NPEACEPAHbIX apUTMUIA, HapYLWeHU A NPOBOAMMOCTH,
AB-6nokafe, moHoMopdHON KT unu nonumopdHoi KT
n BCC.

Pexomenpauuu no npocpunaktuxe BCC
1. Tounas reHetuyeckas guarHoctuka (I, A).

2. lpoBefeHne nccneaoBaHWii, onpefensolLnx CocTos-
HUe CepAeYHO-COCY[UCTON CUCTEMBI.

A. Peructpauus nosepxHoctHoit KT (I, C) (1 pa3 B Teve-
Hue 3 mMec).

b. 3xoKT (I, B) (1 pa3 B TeyeHune 3 mec):

— MOBbIWEHHOE BHUMAHUE HEOOXO[MMO YAENATb IXOKap-
puorpaduyeckum npusHakam NaTeHTHON CepAeyHoi Hepo-
CTaTOYHOCTU:

B yBennyeHne KOHEYHOro AMAacTONMYecKoro fuameTpa

NIeBOTO XeNyA04Ka B TeUeHNe nocnefHux 3 mec;

B yBennyeHWe Macchl Cepaua B TeYeHUe MOoCNefHUX
3 mec;

B cHMXeHMe dhpakLmn BbIGPOCA JIEBOTO XENYA0YKA B Te-
yeHue nocnegHux 3 mec;

B Hanuyne AUCKMHE3NU CTEHOK NIEBOTO XeyA0ukKa;

B OTHOLWEHWE PACCTOAHMUA OT BbICIIENH TOYKM PACKpbI-
TUA CTBOPKM MUTPANbHOrO KNanaHa [0 MeXoKeny-
LOYKOBOI Meperopofikn K KOHEYHOMY [MacTonu-
YyecKoMy AMaMeTpy IeBOr0 XenyAaoyka coctasiser
>16;

B yBennyeHWe OTHOLWEHUA BPEMEHU Npefu3rHaHus ne-
BOTO XeNyfo4yKa K nepuofy U3rHaHWs NeBOro Xeny-
[0YKa B Te4yeHMe nocnegHux 3 mec.

B cnyyae BbiABNeHWs y nauueHTa BCeX LWeCTU nepe-
YUCNEHHbIX BbilE MPU3HAKOB ChefyeT OXWAaTb pa3BuTUe
MaHW(hEeCTHON CceppeyHON HefoCTaTOYHOCTU B TeyeHue
6nvxaiiwmx 6 mec. HeobXOAUMO OTMETUTD, YTO B TEYEHUE
nepBbIX 2 MEC NOTePU NALLMEHTOM CMOCOGHOCTU K CaMOoCTO-
ATENbHOMY NEPeABUKEHNIO HAbNI0JAETCA CHUXKEHNE MACChI
€ro JIeBOro XeNyaouKa, a TaKXKe ero KOHEYHOro AMacTonu-
yeckoro guametpa Ha 20%.

B. XonTepoBckoe moHuTopuposanue KT (I, B).

3. MposepeHune Guoncum:

H muokapaa,

B ckeneTHoi mMblwubl (I, A).

4. ApekBaTHOe MeJMKaMEHTO3HOEe JleYeHWe, BKIKYato-
liee HasHayeHue crefyloWwux rpynn npenaparos (npu oT-
CYTCTBUM NPOTUBOMNOKA3aHUN W HEnpueMaeMblx MOOGOYHBIX
3 dekTOoB):

H nANo (I, A)

B capranbl (I, B)

B (-appeHobnokatopsl (I, A)

Wmnnautaums IKC (IIa, B) moxeT 06cyxAaTbcs y na-
LLMEHTOB C TAKUMW HACNELCTBEHHbIMU HEMPOMbILIEYHBIMY
3aboneBaHuaMu, Kak Muoguctpodun [ioweHHa, bekkepa,
Imepu-[peicdyca, Ma6pu, PotTaydpa-MopTtbe-beiiepa,
amuotpotma BeppHura-TopmaHa, muopuctpodus [a-
BUAEHKOBa, 60ne3Hu Momne u MMpke, cuHapom KepHca-
Ceiipa, MnoToHUMYecKas guctpodpus Pocconumo—-Kypuwma-
Ha-lUteitHepTa—baTtTeHa npu Hanuyuu TaKoro cakTopa
pucka BCC, kak AB-6nokaga (B Tom 4yucne AB-6nokaga
I cteneHu), koTopas HepeAKO CIYXKUT OCHOBHbIM MPOAB-
NeHneM cepfeqyHon NaTtonornn Cpean nauueHToB faHHOM
rpynnbl.

Wmnnantaums UKL y naymenTtos ¢ ®B nesoro xenymouy-
Ka MeHee 35% c uenbto nepsuyHoit npodunaktukm BCC oT-
HoCuUTCA K nokasaHuam Ila knacca, c ypoBHEM JoKa3aTeNb-
HocTu B.
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IX.13. BHE3ANMHAA CEPAEYHAA CMEPTb Y NALUEHTOB
C KAHAJIONATUAMU U CUHAPOMOM PAHHEMN
PENONAPU3ALUN JKENYA0YKOB

IX.13.A. CuHEPOM VAIMHEHHOTO MHTEPBANA QT

Crpatudukauma pucka

Tabaunua 1X.13.1. Crpatrdrkaumsa pucka y G0AbHbIX
C BPOXAEHHbBIM CMHAPOMOM LQT

Puck QTc B nokoe leHoTHN
KapAWanbHbIX
cobbITU
K 40 ropam
Bbicokuit >500 mc LQT1 Myx/>eH
(>50%) LQT2 Myx/xeH
LQT3 Myx
CpepHui > uanm <500 LQT3 XeH
(30-49%) MC LQT3 Myx
<00 mc LQT2 XeH
Huakni <500 mc LQT2 Myx
(<30%) LQT1 My>/XeH

PexkomeHpaLmmn no reHeTMYeCKOMY TECTUPOBAHUIO

KnaccI

1. PeKoMeH[0BaHO BbINONHATL FEeHETUYECKOe TeCTUpOBa-
HUE Ha Hanuyne BPOXKAEHHOrO CMHAPOMA YAMHEHHOTO UHTEp-
Bana QT BceM feTAM W NOLPOCTKAM C YANMHEHUEM UHTepBana
QT Ha 3KT nokos (QTc >460 Mc y auL, xeHckoro nona u QTc
>440 MC Y WL, MYXCKOTO NoNa), UMEKoLMM OCHOBHble thaKTopbl
pucka BCC (HeobbACHUMbIE CMHKOME, CEPAEYHBI apecT B aHaM-
He3e, cemeliHblit aHamHe3 BCC), a Takxke feTaM, cTpagalowmm
anunencueit 6e3 addekta ot cneunduyeckoi Tepanum (B).

Knacc Ila

1. TeHeTMyeckoe TeCTMpOBaHWE PpEKOMEH[OBAHO BCEM
GONbHbIM, UMEILMM BbICOKOBEPOSATHbIA AuarHo3 LQTS, ocHo-
BaHHbIA Ha [aHHbIX aHamHe3a, JKI-eHoTunupoBaHuM 3a-
6oneBaHus (Ha OCHOBAHWU BbINOAHEHHbIX 12-KaHanbHoW KT
B MOKOe W/unn B XOfe NpoBefeHUs (YHKLUUOHANbHbIX Npob
€ Pu3nYecKom HarpysKoi, unu nHdysueii karexonammHos) (C).

2. leHeTMyeckoe TeCcTMpOBaHWE PeKOMEHAOBAHO BCEM
6eCccMMNTOMHBIM GOMbHbBIM, Y KOTOPbIX Ha Cepuu 12-KaHanb-
Hbix IKI nokos BeiABnsetca QTc >480 mc (petn) unm QTc
>500 mc (B3pocsble) npu oTcyTCTBUM 3ab6oneBaHUin uan co-
CTOSIHMIA, CNOCOBHBIX BbI3BaTb YANMHEHWe uHTepBana QT (Ta-
KWX KaK 3NeKTPONUTHble HapyLeHWs, runepTpodus Mmokap-
43, bnokapa Hoxek nyyka Mca n T.4.) (C).

3. Ecnu reHeTuyeckoe uccnegosaHue y npobaHpa npu-
BENIO K BbIABNEHUIO MyTauuu, oTBeTCTBeHHO 3a LQTS, poa-
CTBEHHMKaM NEepBOM W BTOPOI CTeneHU pOACTBA, HE3aBU-
CUMO OT KNMHUYECKOro (PeHOTUNa, NOKa3aHO CeneKTUBHOe
reHeTuyeckoe TectuposaHrue (C).

Knacc IIb
1. Mpwu BbIABAEHUMU yaAnuHeHWs uHTepBana QT, BbI3BaH-
HOr0 NPUMEHeHMeM NleKapCTBEHHbIX NPenapaTos, reHeTuye-

CKOe TecTMpoBaHMe NpefoCTaBifeT BO3MOXHOCTb BbIABUTb
HOCUTENbCTBO MyTali1ii, OTBETCTBEHHbIX 3a NepBUYHble (op-
mbl LQTS (B).

2. Ecnu oTtcyTcTBYET BO3MOXHOCTb TECTUPOBAHUA BCEX
N3BECTHbIX MyTaLI,VII?I, BO3MOXHO npoBefeHNe CENeKTMBHOIO
aHann3a reHoB, OTBETCTBEHHbIX 3a cuHapom LQT1-3 (KCNQ1,
KCNH2, SCN5A) (C).

3. [ins poAcTBEHHWUKOB 60MbHbIX 1-2-if cTeneHu ¢ BTO-
PUYHBIM CUHAPOMOM YyAJAMHEHHOTo MHTepBana QT peKoMeH-
pyetcs BbinonHeHue 12-kaHanbHoi IKT nokos (C).

PekomeHpaumnu no npounakTmke BHe3anHoOM ceppeyvHon
cMepTH

KnaccI

1. BOMbHbIM C YCTAHOBNEHHBIM AUATHO30M (KITMHUYECKH
U/UAK C NOMOLLbI0 MOIEKYNIAPHO-TEHETUYECKOTO UCCNefj0Ba-
HUs) KCUHAPOM YATMHEHHOrO MHTepBana QT» peKoMeHayeT-
cs n3meHeHne obpasa xu3nu (B).

2. bonbHble € YCTAaHOBMEHHbIM [MArHO30M (KIAWHU-
YecKM M/MAN YCTAHOBJEHHbIM C TMOMOLIbIO MONEKYNAPHO-
reHeTMYeCcKOro WCCNefoBaHUA) «CUHAPOM  YOJUHEHHOrO
uHTepBana QT» He [OMKHbI NTPUHUMATb IEKAPCTBEHHbIE Npe-
napartbl, KOTOpbI€ BbI3bIBAOT YANMHeHUe uHTepBana QT (B).

3. B uensx nepsuyHoii npocdunaktukn BCC 6onbHbIM
C IMarH030M «CUHAPOM yaanHeHHoro uHTepsana QT (LQT3)y,
VCTAHOBJIEHHbIM C MOMOLbIO MOJIEKYAAPHO-TEHETUYECKOTO
uccnefoBaHus, pekomeHayetcs umnnantauus UKL (B).

4. B uensx sTopuyHoi npocunaktukn BCC nauuen-
TaM C [MarHo30M «CUHLPOM YANMHEeHHOro uHTepsana QT
(LQT1, LQT2, LQT5 u LQT6)», ycTaHOBNEHHBIM C MOMOLLbIO
MONIEKYNAPHO-TEHETUYECKOTO UCCNeJ0BAHNS, UMEIOLUM YKa-
3aHWA B aHaMHe3e Ha 3NU30/ CepAeYHOro apecta (OCHOBHOIA
takTop pucka), pekomenpyetca umnnantauus KA (B).

Knacc Ila

1. B-AppeHo0670KaTOpbl  PEKOMEHAYIOTCA  NauueHTam
C AMArHO30M «CUHAPOM yanuHeHHOro uHTepsana QT (LQT1
u LQT5)», ycTaHOBNEHHBIM C TMOMOLbLI MONEKYNAPHO-
reHeTuyeckoro uccnepnoBaHua (B).

2. Ha3HauyeHue npenapatoB Kanus peKoMeHAyeTcs na-
LMeHTaM C MarHo30M KCMHAPOM YAJMHEHHOTO HTepBana QT
(LQT2 u LQT6)», ycTaHOBAEHHbLIM C MOMOLLbIO MOJIEKYNAPHO-
reHeTUyeckoro uccnepnoBaHus (B).

3. HasHaueHune AAI IB knacca pekomeHpyeTca nauu-
€HTaM C [JMarHo3oMm «CUHAPOM YANWHEHHOrO0 WHTepBana
QT (LQT3)», yCTaHOBMEHHbIM C MOMOLbID MONEKYNAPHO-
reHeTMYecKoro nccnefoBaHus.

4. Wmnnantauna WK[ onpaBpaaHa mauueHTam C Kau-
HUYECKUM AWNATHO30M «CUHAPOM YANWHEHHOrO WHTepBana
QT» c Hanuumem OCHOBHbIX ¢hakTopoB pucka BCC (cuH-
Kone u/Wan XKenygo4yKoBble apuTMuu) Ha ¢oHe npuema
B-appeHobnokartopos (B).

5. JIeBOCTOPOHHA CUMNATIKTOMUA MOXET 00CYXK-
£aTbCa Y GONbHBIX C KNMHUYECKUM [UArHO30M «CUHAPOM
VOWHEHHOro MHTepBana QT», UMelWMX OCHOBHble ¢ak-
Topbl pucka BCC (yka3aHus B aHaMHe3e Ha 3nNU304 Cep-
peyHoro apecta, XXT no tuny «nupyat») Ha doHe npuema
B-appeHobnokatopos (B).
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Knacc IIb

1. bnokatopbl KanbuueBbix kaHanoB u AAM IB knacca
MOTyT ObITb Ha3Ha4YeHbl NALMEHTaM C [MArHO30M KCUHLPOM
yoanHeHHoro uHtepsana QT (LQT2 u LQT6)», ycTaHOBAEHHbIM
C NOMOLLbK MOJIEKYNAPHO-FEHETHYECKOTO UccnegoBaHus (B).

2. beccMMnNTOMHbLIM HOCUTENAM MPUYMHHBIX MyTaLMid
MOXeT OblTb peKoMeHAoBaH NpodUNaKTUYeCKnit npuem
[B-appeHobnokatopos (B).

Knacc III

HasHaueHne [-agpeHOGNOKATOPOB ¥  HUKOpaHAWna
NPOTUBONOKA3aHO GONbHBIM C [MArHO30M «CUHLPOM YANM-
HeHHoro uHTepsana QT (LQT3)», ycTaHOBNEHHBIM C NOMOLLbIO
MONeKyNApHO-reHeTuyeckoro uccneposanus (C).

IX.13.b. CuHgPOM YKOPOYEHHOTO MHTEPBANA QT

Tabamua 1X.13.2. AnarHoctnueckre kputepun SQTS

AuarHoctuueckue Kputepuu

AavHa QTc, mc <370 1
<350 2
<330 8
MHTEpBaA OT TOUKM J AO MAKCUMaALHOIO YPOBHSA 1

(nnka) T <120 mc

AHamHes

CepAeyHblit apecT B aHaMmHese

AokymeHTpoBaHHas XT nan dubpuanaums

XKENYAOUKOB

CuHKkone 6e3 BHbIX NPUYKH

MepuartenbHas aputMmus

CeMenHbIi aHaMHe3

PoactBeHHMKK 1-11 U 2-1 AMHWUW POACTBA, UMEtoLLME 2
BbICOKOBEPOATHbIN SQTS

BHe3anHo HeEOObACHUMO yMepLLME POACTBEHHUKM 1
1- 1 2- AMHUW POACTBA

CUHAPOM MAAAEHUYECKOW BHE3AMHOW CMEPTU 1
[eHoTun

http://www.sciencedirect.com/science/article/pii/
S0735109710047212 - tblfn5

BbisBAEHa onvcaHHas paHee MyTauus

MyTauusi HeM3BECTHON 3HAYUMOCTH, BbIIBAEHHAS

B reHax KCNH2, KCNQ1, KCNJ2

OLeHKa BepOSATHOCTU AnarHo3a SQTS

Haanume SQTS BbICOKOBEPOSATHO 4

n bonee
Haanune SQTS BepoATHO 3
Haanune SQTS manoBepPOSITHO 1-2

PekomeHpauuu no reHeTu4yeCKoOMy TeCTUPOBaHUIO

Knacc Ila

1. TeHeTUYeCKoe TECTUPOBAHME CeayeT BbINOJHATL A5
YTOYHEHUs AMarHo3ay 60/bHbIX C HU3KOM N MPOMEXKYTOUHOI
BepoAaTHOCTbIO Hanuumua SQTS (C).

Knacc IIb
1. TecTMpoBaHWe POLCTBEHHUKOB 6OBHOMO PEKOMEHZOBa-
HO NpY BbISIBNIEHWN NaToreHeTYecKoi myTauum y npobanga (C).

PekomeHpauuu no npodunakTMke BHeE3aNHOM CepAEUYHON
cMepTH

KnaccI

1. B uenax sTopuyHoi npodunaktuku BCC 60bHBIM
C AMArHO30M «CMHAPOM YKOPOYeHHOro nHTepsana QT» npw
Hanuumm ocHoBHbIX akTopos pucka BCC (ceppeyHblit apect
B aHaMHe3e, CMHKONE, UHAYLMPOBAHHbIE B XOAE NPOBELEHMUS
3HAoKapavanbHoro 3®U  ycToiyMBbIE reMOAMHAMUYECKU
3Haunmble XHP) pekomeHpoBaHa umnnantauusa UKA (C).

Knacc Ila

1. lMauymeHTam c BbICOKOBEPOATHbIM fuarHozom «SQTS»
pekomeHpyetcs umnnantaums UKL (B).

2. HasHayeHMe XMHWMAMHA MOXeET ObiTb 3PDEKTUBHBIM
pna cHmkeHns pucka BCC y nmauneHToB € CMHAPOMOM yKO-
poyeHHoro nHTepeana QT, ecnn BO3MOXHOCTb UMMIAHTALMUN
WKL otcytcTyet (C).

IX.13.B. Cunagprom Bryraga

PexomeHpaummn no reHeTMYECKOMY TECTUPOBAHUIO

Knaccl

1. PeKoMeHA0BaHO BbIMONHATL FeHeTUYeCcKoe TeCTUpo-
BaHWe Ha BPOXAEHHbIN cuHApom bpyrafa Bcem geTam v noa-
poCcTKaM npu Hanuuum cneunmduyeckux nsmeneHnin KT,
V KOTOpbIX MMEITCA Takue OCHOBHble dakTopbl pucka BCC,
KaK 3nu30[bl CUHKOMNE, CEpAeYHbIA apecT B aHamHe3e, JXHP,
cnyyau BCC B cembe (B).

Knacc IIb

1. WpeHtnudukauma tuna mytaummn B reHe SCN5A moxet
[aTb AONOJIHUTENbHYI0 MHMOPMALLMIO N0 NOBOAY PUCKA pas-
BuTus BBC (B).

2. TeCcTUpoBaHMe poACTBEHHUKOB 6ONILHOTO PEKOMEH/0-
BaHO MpW YCNOBUM BbIBAEHUA NAaTOreHETUYECKON MyTaluu
y npobaHaa.

Knacc III

1. [eHeTUYecKoe TECTUPOBAHWE HEe MOKa3aHo Geccum-
NTOMHbIM NaLWeHTaM Npu Hanu4YUu 6pyragonofobHbIX n3me-
HeHuit IKT 2-ro nnm 3-ro Tuna.

PekomeHpauuu no npodunakTMke BHeE3aNHOM CepAEUHOM
cMepTH

Knaccl

1. MNauueHTam ¢ gnarHo3om «cuHApom bpyrapay, ycra-
HOBJIEHHbIM KAWHWUYECKM U/UAN HA OCHOBAHWU MONEKYNAp-
HOTO aHanu3a, UMeloLMM YKa3aH1a Ha 3NU30A CEePAEYHOro
apecta B aHamHe3e (ocHoBHoW chakTop pucka BCC), peko-
MmeHgoBaHa umnnantauus UKL (B).

2. MNaumeHTam c guarHosom «cuHapom bpyraga» c ycra-
HoBeHHbIM paHee VK[, u yacTeiMu onpaBAaHHbIMK pa3ps-
LaMM1 NOKa3aHO Ha3HayeHWe XMHUAWHA U/Unu npoBefeHue
paguoyacToTHol abnsuuu (B).

82 JKYPHBA AAS HENPEepbIBHOMrO MeANUMHCKOro obpa3oBaHus Bpaden



HALMOHAABHbIE PEKOMEHAALIMM MO ONPEAEAEHUIO PUCKA U MPOGUNAKTUKE BHE3ANHOW CEPAEYHOW CMEPTU - 2018

Knacc Ila

1. MauueHTam c cuHapomom bpyraga co CMOHTaHHbIM
noAbLEMOM cermeHTa ST B OTBEAEHUAX V-V, nmelowmm yka-
3aHWA B aHaMHe3e Ha 3nNn30[bl CMHKoNe (OCHOBHOI thakTop
pucka BCC) n BepuduLUMPOBaHHBIMY MPUYUHHBIMU MyTaLUSA-
Mu B reHe SCN5A, pekomenposaHa umnnantauna UKL (C).

2. Y nauueHTOB C NOA03peHMeM Ha cuHApom bpyraja
n otcytcteuem Ha 3Kl cnoHTaHHoro nopvema cermenta ST
B MpPaBbIX FPYAHbIX OTBEEHUAX Lienecoo6pa3Ho NpoBeAeHNe
NPOBOKALMOHHBIX (hapMaKonornyeckux npob c bnokaropa-
MW HaTpueBbIX KaHanos (thnekauHup, HosokanHamug) (B).

3. WUmnnaHTtauma VK[ nokasaHa nauueHTam C CMHAPO-
MoM Bpyraga v xopowum (yHKLMOHANbHBIM CTaTycoM, 6na-
rONpUATHLIM MPOrHO30M BbIXUBAHUsA B TeyeHue 1 roga u 60o-
nee, y KoTopbix 6bina BepuduunposaHa XT, He npusepwas
K 0CTaHOBKe cepAeyHo-cocyamcTon pestensHocty (C).

Knacc IIb

1. MpoBefeHne 3HAoKapananbHoro IPU MoxeT 06Cyx-
[aTbCs ANA CTpaTUdUKaLMM PUCKa Y NALUEHTOB C CUHLPOMOM
Bpyraga co CnoHTaHHbIM NOAbEMOM CermMeHTa ST, 6e3 MyTaLum
B reHe SCN5A v Kakux-nnbo knuHudecknx nposenenuii (C).

Knacc III

1. bonbHbIM € cMHApOMOM Bpyrafa npoTUBONOKa3aHo Ha-
3HadeHne AAI IC knacca (Bkntoyas dnekauHug u nponade-
HOH) 1 IA knacca (BKntoYas NpoKauHaMuA U [U30NMPamMug,).

IX.13.I. KATEXONAMUHEPTMYECKAA MONMMOP®HAS
JKENVI0YKOBAA TAXUKAPLMA

PekomeHpauuu no reHeTu4yeCKoMy TeCTUPpOBaHUIO

KnaccI

1. PeKomeH[0BaHO BbINONHATL FEHETUYECKOE TeCTUPO-
BaHWe Ha BpoXAeHHbI cuHppom KIMKT Bcem petam u nog-
pocTkam ¢ Takumm chaktopamu pucka BCC, Kak nHayLMpoBaH-
Hble PU3NYECKON MW CUNLHOM 3MOLMOHANLHOW Harpy3Koi
nonumopdHas T, cuHkone, ceppeyHblil apecT, a Takxe nu-
Lam, UMeloLLMM B CeMeitHOM aHamHe3e yKa3aHus Ha BCC (B).

2. TeHeTUyeckoe TecTMpOBaHUE PEKOMEHAOBAHO 6O0Nb-
HbIM C BbICOKOMN BEPOATHOCTbIO AnarHo3a KIMXKT, ocHoBaHHOM
Ha AaHHbIX aHamMHe3a, CeMenHON UCTOPUM, INEKTPOKApAMo-
rpacduyeckom teHoTune 3ab6oneBaHus, peynsratax cTpecc-
TeCTOB C U3NYEeCKOi Harpy3Koi (TpeaMun-TecT) Unu Beege-
HUM kaTexonamuHos (C).

Knacc IIb

1. TeHeTuyeckoe TeCTMPOBaHWE POACTBEHHUKOB 1—2-i
CTENEeHN PofCTBA PEKOMEHA0BAHO NP YCIIOBUM BbISBIEHUS
naToreHeTM4YecKoi mytauum y npobaHaa.

PekomeHpauum no npounakTUuKe BHe3anHoM cepaeyHoin
cmepTH

KnaccI
1. NMauyuneHtam c ycTaHoBNeHHbIM AnarHosom KIDKT
(KNMHMYECKM W/MAM C NOMOLLbIO MOJEKYNAPHO-reHeTu-

YeCKOro MCCNefoBaHNA) peKOMeHAyeTcs M3MeHeHue obpasa
U3HW (MaKCUManbHOEe orpaHuyeHue (HU3MYECKUX HArpy3oK,
COpEeBHOBATE/IbHOW CMOPTUBHON AEATENLHOCTY, CUNbHBIX 3MO-
uuit) (B).

2. Mauymentam ¢ pguarHozom KIDKT, ycraHoBneH-
HbIM KNMHWYECKM, PEKOMEHAYeTCs HasHayeHwe [-appe-
Hobnokaropos (C).

3. B uensax sropuyHoi npodunaktuku BCC naymeHTtam
c yctaHoBneHHbIM guarHozom KIMXKT (knuHuueckn u/unn
C NOMOLbI0 MONEKYNAPHO-FEHETUYECKOTO MCCNefoBaHus),
MMEILMX OCHOBHOM (hAaKTOP PUCKA KaK YKa3aHUs B aHaMHe-
3e Ha CepheyHbll apecT, pekomeHayeTtca umnnantauua UK
1 Ha3HaveHue B-agpeHobnokatopos (C).

Knacc Ila

1. B uensx BropuyHon npodunaktukm BCC naumeHTtam
C ycTaHoBeHHbIM guarHosom KIMKT (knuHuyeckn u/mnm ¢ no-
MOLLbIO MOJEKYNIAPHO-TEHETUYECKOrO WUCCNELOBAHUSA), UMeto-
WM TaKOW OCHOBHOM (DaKTOpP PUCKa, KaK yKa3aHWe B aHaM-
He3e Ha CepAeyvHbli apecT, pa3BMBLIMIACA HA (oHe Tepanuu
[-appeHobnokaropamu, pekomeHayetcs umnnantauus UKL (C).

2. JleBOCTOPOHHAS CUMNATIKTOMUSA MOXET 06CyKAATbCSA
y 60/IbHBIX C KNMHKUYecknm auarHosom KIMXKT c yacTbiMu pas-
papamu VK[ Ha doHe npuema B-agpeHobnokatopos (B).

Knacc IIb

1. MaumeHTaM C YCTaHOBAEHHbIM B [ETCKOM WU 3pPenoMm
Bo3pacte AuarHosom KIMKT (c nomowpio MonekynspHo-reHe-
TUYECKOrO UCCNEAO0BaHMA) NPY OTCYTCTBUM KIIMHUYECKMX NPOsB-
NIEHUIA peKomMeHyeTCs HazHauyeHue B-agpeHobnokaropos (C).

IX.13.[1. CuHAPOM PAHHEI PENONSAPU3ALIMM KENYOYKOB

PekomeHpauum no npotuaakTUKe BHe3anHoM cepaeyHon
cmepTH

KnaccI

1. Maumentam c IKM-npusHakamm CPPXK u ykasaHuem
B aHaMHe3e Ha cepfieyHbli apecT unu ycroitumyto KT (ocHoB-
Hble hakTopbl pucka BCC) nokaszaHa umnnantaums UK (B).

2. MaumenTam ¢ IKM-npusHakamm CPPXK u otcyTtcTBMEM
KJMHWUYECKO KapTUHbI PEKOMEH[0BAHO AMHAMUYECKOE Ha-
6nioaeHue 6e3 npoeaeHus neyenus (B).

Knacc Ila

1. Hanuuue J-BonHbl B HUXHUX oTBefeHusax (11, ITI, avF)
MOXET 6bITb OCHOBHbIM (hakTOpoM pucka passutus OX (unm
paxe BCC), a Takxe thakTopoM, yBENMYMBAIOWMM Npefpac-
MOJIOXEHHOCTb K Pa3BuUTMiO dhaTanbHbIX apuUTMUIA BO BpeEMS
uwemun mmokapaa (B).

2. Cpepctom Bbibopa npu passutun KA (OCHOBHOI
thakTop pucka) unu anekTpuyeckoro wropma Ha doHe CPPX
B HWXHUX OTBefeHuAx aBnaetcs yennyeHme YCC 3a cyet npo-
BefeHMA BpemeHHo yyawaiowen IKC unu BBeaeHns usonpo-
TepeHona (B).

3. [anTenbHbI NpreM XMHWAUHA NOKa3aH Ana nposege-
Hua npodunaktukn BCC Ha doHe Hannuma IKM-npu3Hakos
CPPX B HMXHNX oTBeaeHuaAXx (B).
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IX.14. BHE3ANMHAA CEPAEYHAA CMEPTb MPU CUHAPOME OBCTPYKTUBHOIO AITHO3 BO BPEMA CHA
Tabanua I1X.14.1. CtpatuduKaLma pucka BHE3AMNHON CEPAEUHON CMEPTU Y NALIMEHTOB C CUHAPOMOM arnHo3 CHa

1. BepuouumnposaH auarHo3z COAC
Aa Het
CM. MyHKT 2 Ctpatndukaums pucka u npodunnrakimka BCC Ha ocHOBaHMU
06LENPUHSATLIX MPUHLMMOB
2. IHAEKC anHo3/rMnonHos >15
Aa Hert
Moabop «cunan»-Tepanuu AU HEMHBA3WBHOW BEHTUAALUM CHWXeHne macchbl Teaa, koppekuus AOP-natonoruu, ycTpaHeHue
dakTopoB pucka COAC
3. ECTb AW HapyLLIEeHUst puUTMa 1 NPOBOAMMOCTH BO BPEMS HOYHOIO MAU AHEBHOTO CHa NPW NPOBEAEHUU CYyTOYHOTO MOHUTOPUPOBaHKA KM
Aa Het
CM. pekoMeHpaumn no npodurraktmke BCC npu COAC Ctpatudukaums pucka 1 npodunaktka BCC 6asunpytotcs Ha
OCHOBaHWW BbIABAEHWUSI OCHOBHBbIX M BTOPOCTEMEHHbIX GaKTOPOB

prcka BCC 1 06WENPUHSATLIX MPUHLMNOB NPpodrAaKkTMkn BCC

lMpumeyaHue. NAI — uHaekce anHos/runonHoa, COAC — CUMHAPOM anHo3/rMnomnHoa cHa, BCC — BHe3anHas cepaeyHasl CMepTb.

IX.15. BHE3AMMHAA CEPAEYHAA CMEPTb NPW XXENYA04YKOBbIX APUTMUAX CTPYKTYPHO HOPMAJIbHOTO CEPALIA

OnpeaeneHue pUCKa BHE3aNHOW CEPAEYHOM CMEepPTH Y NALUEHTOB C XKeJYAO0YKOBbIMU apUTMUAMU CTPYKTYPHO HOPMaJIb-
HOro cepaua

Tabauua 1X.15.1. AAroputv cTpatdmUKaLmMmu pucka U NPOGUAAKTUKA BHE3AMHON CEPAEUHON CMEPTU (KAMHUUYECKUE AGHHbIE)

1. 3nn3op BCC B aHamHese

Aa Het
06cyxaaTb UMNAAHTALIMIO KapAroBepTepa-AedUbpuAriTOpa CM. NyHKT 2
1.1.9nm130a BCC Ha doHe obpaTUMbIX MPUUUH

Aa HeT/He n3BecTtHO
YcTpaHeHWe NpuUrH, BbI3BABLLWX OCTAHOBKY cepALa, HabatoaeHWe  O6CyXAaTb MMMAAHTALMIO KapAMOBepTepa-AePpUbpUAAITOPA
1.2.MpUunHOM 0CTaHOBKM cepaLa bbina MoHoMopdHasa XT (AaHHble KT Bo Bpems peaHnMaLMOHHbIX MEPONPUATHIA)

Aa Het/Heun3BecTHO
06cyxaaTh BO3MOXHOCTb PYA CM. NyHKT 2
2. [ONOBOKPYXEHUS, CUHKOMAAbHbIE COCTOAAHUA Ha GoHe KT

Aa Het
06cyxaaTb BO3MOXHOCTb IOU, PYA Cm. nyHKT 3
3. OpablLLKa Npy GU3MYECKMX Harpy3kax Ha doHe KA

Aa Het
06cyxaaTb aHTMapUTMUyeckyto Tepanuto, IOU, PYA CM. NyHKT 4
4. UHpYKumaA XXT UAM yBEAMUEHUE KOAMYECTBA XEAYAOUKOBbBIX SKCTPACUCTOA Ha GOHE GU3UUECKON Harpy3ku AW B BOCCTAHOBUTEABHOM
nepuoae

Aa Het
AAT B-appeHobrokaTopamu, cotaronoM. O6CyxAaTb BO3MOXHOCTb CM. MyHKT 5
30U, PYA
4.1. NopaBaeHne XA Ha doHe PrU3NYecKon Harpysku

Aa Het

AAT 1C knacc/HabatopeHne/obeyxaaThb LeaecoobpasHocTb DU, CM. NyHKT 5
PYA

5. 3ddeKT oT NPOBOAMMONM aHTUAPUTMUYECKON Tepanmm
Aa Het

MpocnektnBHoe HabaloAeHUe CM. PekomeHaaLmm
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Tabauua IX.15.2. Aaroputm cTpatMdUKaLmm pucka U NPOGUAAKTMKA BHE3AMHON CEPACUHON CMEPTU (AHAMHECTUYECKUE AGHHbIE)

1. CUHKONaAbHbIE COCTOSIHUA HEU3BECTHOM STMOAOTUM B aHaMHe3e
Aa Het
MHorocyTouHoe MoHUTOpUpoBaHue KT
ANCTaHLMOHHOE MOHUTOPUPOBaHUE KT
Tunt-Tect
MmnaaHTauma pooaroBpemeHHoro moxnutopa (REVEAL)
06¢cyxaaTb npoBeaeHne IOU CM. NyHKT 2
2. CUHKONAAbHbIE COCTOAAHMSA Y POACTBEHHUKOB
Aa Het
[eHeTMYeCKan KOHCYAbTALLMSA, KAPAMOAOTUUYECKUIA CKPUHWUHT Cm. nyHKT 3
KPOBHbIX POACTBEHHWKOB, B TOM YUMCAE AETEN
3. AaHHbIE 0 HaAMUYMK XENYAOUKOBOM apUTMUK Y POACTBEHHUKOB
Aa Hert
[eHeTHyecKas KOHCyAbTaLLMS, KAPAMOAOTUYECKUI CKPUHUHT CM. NyHkT 4
KPOBHbIX POACTBEHHWKOB, B TOM YMCAE AETEN
4. Peanvsaums NnpoapuUTMOreHHbIx 3GOEKTOB AeKapCTBEHHbIX NpenapaToB
Aa Her
Koppekuus AAT, obcyxaatb IDWU. TeHeTUUECKasA KOHCYAbTALMSA Cm. PekomeHpaumnn

Tabaunua 1X.15.3. AAroputM cTpaTUdmrKaLmMm pucka 1 npoduraktka BCC (paHHble KT 1 XOATEPOBCKOrO MOHUTOPUPOBAHKSA)

1. CtabuabHble napokcuambl XT
Aa Het
06cyxpatb AOU, PYA (npn HeaddekTuBHOCTH — UKA) CMm. nyHKT 4
2. AAUTEABHOCTb LMKAa XXT <360 mc
Aa Hert
06¢cyxaatb IOU Ha NpeAMET MHAYKLMU GUOPUAAALUM XKENYAOUKOB Cm. nyHKT 1
(PX), 3a UCKAOUEHWEM CAYYaEB GaCLMKYASPHON Taxmkapauu. Ecav
®X He nHAyuMpyeTca — CM. MyHKT 1
3. WnpwuHa aktonmyeckoro komnaekca QRS >160 mc npu XT
Aa Het
06¢yxaatb IOU Ha NPeAMET MHAYKLUMK MOAUMOPGHOM XKT nan OX Cm. nyHKT 1
(3a UckatoueHreM XT 13 NPoeKLMU NPaBoro UAW HEKOPOHaPHOTO
CUHyca BanbcanbBbl aopThbl, 13 BTAX)

4. KoAnyecTBo X3 no AaHHbIM NOBTOPHbIX XM 60nee 20 Tbic./cyT

Aa Hert
Moabop AAT, obeyxaate AU, PUYA CM. NyHKT 5
5. BbIABAEHWE MO3AHUX MOTEHLIMANOB XEAYAOUKOB

Aa Hert
06cyxAaTb MPOBEAEHUE HAarpy30UHbIX Npob, DU CM. NyHKT 6

6. TpaH3UTOPHOE U3MEHEHUE AAMTEABHOCTH QTC 3a NPeAeAbl HOPMATUBHbIX 3HAYEHMI MO AaHHbIM XM
Aa Hert

AHaAU3 NPUHUMAEMbIX aHTUAPUTMUYECKUX NPENapaToB; CM. NyHKT 7
reHETMYECKOE KOHCYALTUPOBaHUE
7. Amcnepcus uHTepsana QT >100 mc
Aa Het
06cyxAaTb MPOBEAEHUE HArpy30UHbIX Npob, DU CM. NyHKT 8
8. Hannumne ancuAoH-BOAHbI Ha KT, B TOM YMCAE TPAH3UTOPHOM, MO AAHHBIM XM
Aa Het

[eHeTUYecKoe KOHCYAbTUpOBaHME Ha npeaMeT aebrota AAMK CM. NyHKT 9
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OkoHuaHue Tabanubl 1X.15.3

9. Hannuue J-BoAHbl Ha KT, B TOM UMcAe TPaH3UTOPHOW, MO AAHHbIM XM

Aa
[eHeTnueckoe KOHCYABTUPOBaAHWE

Het
Cm. nyHkT 10

10. Hannuue «3a3yb6purH» Ha R-3ybLie aKTOMMUECKOro KoMmnaekca QRS

Aa

06cyxaaTb NPOBEAEHWE HArpy30UHbIX Npob, IOU

Het

Cm. nyHkT 11

11. BbisBAEHWE MUKPOBOALTHOM anbTepHaLmuy 3ybua T no AaHHbIM XM

Aa
06cyxaaTb MPOBEAEHUE HArPy30UHbIX NPob, IOU

Het
CMm. nyHKT 12

12. MNpexoaaLime HapyLweHUs aTPUOBEHTPUKYASPHON U/ UAU BHYTPUKEAYAOUKOBOM MPOBOAMMOCTU

Aa
06cyxAaTb MPOBEAEHUE HArpy30UHbIX Npob, IDU;

Het
Cm. nyHkT 13

UMMYHOAOIM4YEeCKOoe NCCAepAOBaHUE Ha NaTEHTHbIN MWOKapAUT

13. MoaunTtonHblie XA 6onee 10 Tbic./cyT
Aa
06cyxAaTh NPOBEAEHWE Harpy304Hbix Npobd, IOU;

Het
Cm. nyHkT 14

WMMYHOAOIMYECKOE NCCAEAOBaAHUE Ha NATEHTHbIN MWOKapAUT

14. CouetaHue NPEACEPAHBIX U XEAYAOUKOBbIX apUTMUI

Aa

Het

MMMyHOAOTMYECKOE UCCAEAOBAHUE Ha AaTEHTHbIN MWOKapAUT MpocnektnBHoe HabAtoAEHWE

Tabauua IX.15.4. AAroputm cTpatdUKaLm pUcka U NPOGUAAKTUKE BHEZAMHON CEPACUHON CMEPTH (AGHHbBIE MHCTPYMEHTaAbHbIX

METOAOB UCCAEAOBAHMSA)

1. MPT: 30Hbl $1bP03a/UCTOHUEHUS B MUOKAPAE XEAYAOUKOB CepALIa

Aa Hert
AnddepeHunanbHbIi pnarHo3 mexay Aebrotom AAMXK 1 AaTeHTHBIM - CM. MyHKT 2
MWOKaPAUTOM
2. MPT: 30HbI XWPOBbIX BKAKQYEHUIN MHTPAMUOKAPAUAABHO

Aa Hert
AHaAU3 AMarHocTuyeckux kputepmen AATK CM. nyHKT 3
3. MPT: 30Hbl XWPOBbIX BKAOUEHWI 3NUKaPAUAABHO

Aa Hert
MMMyHOAOTMYECKOE UCCAEAOBAHUE HA AGTEHTHbIV MUOKaPAUT CM. NyHKT 4
4. MPT: HakonAeHWe KOHTpacTa MHTPaMUOKaPAMAABLHO B PaHHIOK dasy

Aa Het
MMMyHOAOTMYECKOE MCCAEAOBAHWE Ha AGTEHTHbIV MUOKapAUT CMm. NyHKT 5
5. MPT: HaKonAeHWe KOHTpacTa MHTPaMUOKapAMAAbHO B OTCPOYEHHYHO a3y

Aa Het
AndodepeHumanbHbii AnarHo3 mexay aebrotom AAMXK 1 AaTeHTHbIM — CM. NYHKT 6
MWOKapAUTOM
6. MPT: paclumMpeHue BbIXOAHOTO Tpakra NpaBoro UAM AEBOIO XeAYyAOUKa

Aa Her
AnddepeHunanbHbIi AnarHo3 mexay Aebrotom AAMXK 1 AaTEHTHBIM - CM. MyHKT 7
MWUOKapAUTOM
7. CupHTMrpadus: 30HbI MO3anyHOM runonepodysnn Muokapaa /K

Aa Hert
MMMyHOAOTMYECKOE UCCAEAOBAHUE HA AGTEHTHbIV MUOKaPAUT MpocnekTnBHOE HabAtOAEHWE
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Tabamua IX.15.5. AAroputv cTpatdmKaLmm pucka
U NPOGUAAKTUKA BHE3AMHOW CEPAEYHON CMEPTU (AAHHbIE
3HAOKapAnanbHoro AON)

1. UHpaykuma OX Ha poHe cTaHAapPTHOM NPOrpaMmMUpOBaHHOM
CTUMYAALMN

Aa Het
06¢cyxaatb KA
2. UHAYKUMA noaMmopdHon XT Ha doHe cTaHAapTHOWM

CM. MyHKT 2

NpPOrpaMMMUpPOBaHHON CTUMYAALIMA
Aa Het
06¢yxaatb MKA

3. UHAYKUmMA MoHOMOpPdHOM KT ¢ AAMTEABHOCTBIO LIMKAG

CM. NyHKT 3

MeHee 360 Mc Ha poHe CTaHAAPTHOM NPOrpaMMUPOBaAHHOM
CTUMYAALMN

Aa Het
06cyxaatb PYA/UKA 06¢cyxaatb PYA/AAT

MNpocdunakTuka BHEe3anHoOW cepAeyHON CMepTH
Y NaLMeHTOB C }KeJIYA0YKOBbIMU apUTMUAMU CTPYKTYPHO
HOpManbHOro cepaua

KnaccI

1. PYA nokasaHa nauueHTam 6e3 CTPYKTYpHOM nNatoso-
TMW cepiua C NAapoKCU3MANbHOW WM HenpepbiBHO-peuuau-
supytoleii KT n3 BTIXK/BT/IXK npu HeaddekTnBHoCTH AAT (B).

2. PYA nokasaHa BceMm nauueHTam C NEBOXENYA0YKOBOM
thacumkynapHoii Taxukapgauen (A).

3. lMpodunaktnyeckas AAT nokasaHa nauueHTam co
CTPYKTYPHO HOPMasbHbIM CEPALEM MPU CYTOYHOM MHAEKCE
Harpy3ke aputmuen 6onee 20% (C).

4. Tlpu BbIABNEHUM KMUHUMANBHBIX U3MeHeHn» MK/,
VKNa[bIBAIOLMXCA B PAMKM aPUTMOreHHOTO BapuaHTa naTeHT-
HOTO MMOKapAuTa Kak NpU4MHbl BO3HWKHOBeHMA XA, noka-
3aHO NaToreHeTMYecKoe W 3TUOTPOMHOEe leYyeHe OCHOBHOMO
3aboneBaHus, HE3aBUCUMO OT ANNUTeNbHOCTH aHaMHe3a (C).

5. llpu BbIABNEHUU «MUHUMANbHLIX U3MeHeHuny» [
(pexxe — J1XK), He yKnagblBaloWMXCs B paMKK NATEHTHOTO
MUOKapAMTa KaK NpUYMHbl BO3HWKHOBeHMA YA, nokasaHsl
MPT muokappa ¢ KOHTPaCTMpOBaHWMEM W aHANU3 AUArHOCTM-
YecKux KpuTepues ans ucknioderus gebiota AQMK.

6. MmnnanTauus kapgnosepTepa-gedudpunnstopa (MKL)
noKasaHa nauueHTam 6e3 CTPYKTYpHOW natoforuu ceppua
C XKeNyLoUYKOBbIMM apuTMuaMHK, nepexuslunm BCC 6e3 nposo-
LMpyioLLMX 06paTUMbIX npuymH (B).

7. VK[ nokaszaHa nauueHTam 6e3 CTpYKTYpHOI natono-
rMu cepaua c yctoitumnsoit T, Tpebyioweil aAns KynupoBaHus
Me[MKaMeHTO3HOW WIN 3NeKTPUYECKON KapAanoBepcuu, npu
oTcyTCcTBMM 3pdekTa oT npodunaktuyeckoit AAT u Head-
tektusHoctu PHA (C).

Knacc Ila

1. PYA nokasaHa nauueHTam 6e3 CTpyKTypHOi naronoruu
ceppua C YCTONYMBON UM HenpepbiBHO peuuausupytollen KT
Kak anstepHarusa ycnewHoii AAT npu xenanuu naumenta (C).

2. Mpodunaktuyeckas AAT B-agpeHobnokaTopamu uaw
COTa/I0NOM NOKa3aHa nauueHTam 6e3 CTPYKTYpHON Natonoruu
cepaua Mpu CYyTOYHOM WMHAEKCE Harpy3Kku aputmueit 6onee

20%, npoBoLupyoLLenca hu3nyeckon Harpy3Koi u perucTpu-
pytoweiica npu XM npeumyiiectseHHo B AHeBHoe Bpema (C).

3. Mpodunaktnyeckas AAT npenapatamu IC knacca no-
Ka3aHa nauueHTam 6e3 CTPYKTYpHOI# MaTtonoruu cepaLa npu
rpajauumn XA npu cyTOYHOM MHAEKCE Harpy3ku aputmuen
6onee 20%, Bo3HMKaloWell Ha OHe CUHYCOBOI Bpagukap-
auu, nogasnsowencs GuU3nM4eckoi Harpy3Kom u perucrpu-
pytoweiics npu XM npeumylyectBeHHo B Ho4Hoe Bpems (C).

4. JHpokapavanbHoe IOU LenecoobpasHo y naumMeHToB
c XA 6e3 cTpyKTypHOI1 natonoruu cepaua ¢ xanobamu Ha
ceppLebuerne, aNnU304bl TOJOBOKPYKEHNUS U CUHKOMANbHbIE
COCTOSIHWSA, €CIM B KayecTBe NPUYUHBI UX BO3HUKHOBEHUS
npepnonaraercsa XKT (B).

Knacc IIb

1. PYA nokasaHa nauueHTam 6e3 CTPyKTYpHOW naTono-
rMu ceppua c ycronymnsoit moHoTonHoi XA u3 BTIK/BTIXK
Npu CYTOYUHOM MHAEKCE Harpysku aputmmueit 6onee 20% Kak
ansTepHatuBa ycnewHoit AAT npu xenaHum nauunenta (C).

2. BcnomoratenbHas npodunakTuyeckas Tepanvs npenapa-
Tamu oMera-3 NoIMHEHACHILLEHHbIX XKUPHBIX KUCNOT PEeKOMeHAy-
eTcs naumenTam ¢ XA 6e3 ctpykTypHoii natonorum cepaua (C).

Knacc III

1. Mpodunaktuyeckas AAT He nokasaHa nayueHTam 6e3
CTPYKTYPHOWN NaTonorun cepaLa npu CyToYHOM MHAEKCe IKC-
TpacucTonuyeckon Harpysku mernee 20% (C).

2. Mpodunaktuyeckas AAT He NokasaHa nauueHTam 6es
CTPYKTYpHOM natonoruu cepgua c febiotom XA (anutens-
HOCTb aHamHe3a o 3 mec) (C).

3. PYA He nokasaHa nauueHtam 6e3 CTPYKTYpHOI narono-
W cepaua c yctoituuBoit MoHoTonHoi XA 13 BTIK/BTIIK npu
CYTOYHOM MHAEKCE Harpy3ku aputMueit meHee 20% (C).

4. PYA He nokasaHa nauueHTam 6e3 CTpyKTypHO# nato-
norum cepaua c pebiotom KA (EnuTenbHocTb aHamMHesa fio 6
mec) (C).

5. PYA He nokasaHa mauueHTaMm C BbIBAEHHbIMU «MU-
HUManbHbIMKU U3MeHeHusmu TXK/JK», yknapeiBaowmmmcs
B PaMKW apUTMOTreHHOro BapuaHTa NaTeHTHOr0 MMOKapAnTa,
[0 NPOBELEHNs NaTOreHeTUYeCKON 1 3TUOTPONHON Tepanum
OCHOBHOTO 3a60N1eBaHUs, B Cly4ae AANTENbHOCTU aHaMHe3a
apuTMun meHee 1 ropaa, npu nonutonHon KA.

MeToabl NnponNaKTUKK BHE3AMHON CEpAEYHON CMEpTH
Y NaLMUEeHTOB CO CTPYKTYPHO HOPMaJibHbIM CEpALEM
Npu 3EKTPOJIMTHOM AucGanaHce

KnaccI

1. MpumeHeHWe conen Kanua 1 MarHus onpaefaHo Mpw
NeYeHUN W Ana NpoUNAKTUKM HKENyAOYKOBBIX apUTMUN
Y NauMeHTOB CO CTPYKTYPHO HOPManbHbIM MUOKApAOM Mpw
npueme TMasnAHbIX Auypetnkos (B).

2. lNpumeHeHue conen Kanua 1 MarHus onpaefaHo Mpw
NeYeHUN W Ana NpoUNAKTUKM HKENyAOYKOBBIX apUTMUN
Y NaLWeHToB CO CTPYKTYPHO HOPMaNbHbIM MUOKApAOM nochne
onepauuit C UCKYCCTBEHHBIM KpoBooGpalyeHueM, Ha doHe
06s3aTenbHOl Koppekuum nokasareneit pH kposu (B).

Knacc Ila
1. Y nauneHToB C BepUULMPOBAHHBIMU YrpOXKaOLWM-
MU XM3HU XA 1 CTPYKTYPHO HOpManbHbIM CepALeM Lene-
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€006pa3HO NOAAEPKMBATb YPOBEHDb Kains CbIBOPOTKM KPOBH
B MHTepBane 4,5-5,5 mmonsb/n (C).

2. MpumeHeHWe coneit Kanus U MarHus OnNpaBAaHo npw
NeYeHnn U Ans npodUNAKTUKW KENYLOYKOBBIX apUTMUN
Y NalMeHTOB CO CTPYKTYPHO HOPMajibHbIM MUOKApAOM Mpw
WHTOKCUKALMW cepLeyHbIMU mnkosugamu (B).

Knacc IIb

1. lpumeHeHune coneil Kanua 1 MarHWa onpasAaHO Mpu
nevyeHun wn pgna I'IpOCl)I/IﬂaKTMKVI Kenyno4KoBbIX apVITMVII‘/'I
Y NauMeHToB CO CTPYKTYPHO HOPMaJibHbIM MUOKApPAOM Npu
OCTPbIX U XPOHUYECKUX aNKOTOJIbHbIX U HAPKOTUYECKUX UH-
TOKCUKaumsx, aHopekcun (C).

Knacc III

1. NMpumeHeHne coneil Kanua U MarHus He ONpaBAAHO
V NauMeHTOB C OCTPOW U XPOHWUYECKOW MOYeYHON HepoCTa-
To4yHoCTblO (B).

X.17. CTPATUOGUKALIUA PUCKA N NPOPUNAKTUKA
BHE3AMHOM CEPAEYHON CMEPTU Y OTAENBLHbBIX FPYNN
HACENEHMA

IX.17.A. BHE3ANHAA CEPAEYHAA CMEPTb Y COPTCMEHOB
Pekomenpauuun no npogunaktuke BCC: cnopTcmeHbl

Knaccl

1. Y cnopTCcMeHOB peKoMeHAyeTCs TlaTeNnbHbIi cobop aHaM-
He3a C Lienbto BbisBneHua goHosoit natonorum CCC, HapylweHuit
PUTMa, CUHKONaNbHBIX 3NM30408 uiu ciyyaes BCC B cembe (C).

2. lpu BbisBneHun wusmeHeHun IKI, nosBonswowmx
NPeAnoNoXnTb Hanuuue CTPYKTYPHOW Mnatonoruu cepaua,
pekomeH0BaHoO BbinonHeHue IxoKI n/unu MPT cepgua (C).

Knacc Ila

1. Y MONOAbIX CMOPTCMEHOB C Lefblo CKPUHUHIA NMepef
COpPeBHOBAHUAMU PEKOMEHJO0BaHbI TlATeNbHOE (U3NKaNb-
Hoe obcneposaHue u peructpauus K nokos (C).

2. Nluuam cpepHero Bo3pacTa, MPUHMMAIOLWUM yyacTue
B BbICOKOMHTEHCUBHBIX CUNOBbIX TPEHMPOBKAX, C LeNbio
CKPUHWHTIA CnefyeT NpoBOAUTH (hU3nKanbHoe obcnefoBaHmne
C OLLeHKOW Xanob u faHHbIX aHamHe3a, peructpaumio KT no-
Kos 1 onpegeneHue pucka no wkane SCORE (C).

3. Cnepyet npoBoAnTh 06y4YeHWe NepcoHana, NpUHUMa-
foLLero y4acTue B OpraHnu3aLnm CnopTUBHbLIX COPEBHOBAHMUIA,
HaBblKaM CepfieYHO-NEeroYHOW peaHuMaLmyu U NpaBuUNbHOMY
MCrMOJIb30BAHUID aBTOMATUYECKUX HApYXHbIX fedubpunns-
Topos (C).

IX.17.5. CTPATUOUKALIUA PUCKA W MPODUNAKTUKA
BHE3AMHOW CEPAEYHOM CMEPTM Y NMOMXKUAbIX NALWEHTOB

PekomeHpauun no crpatuuKkaumm pucka
u npocgunaktuke BCC

KnaccI

1. Moxunsle naymeHTsl ¢ XA BOMKHBI Ne4UTLCA, Kak
npaBuUio, Tak e, Kak U 6GonbHbIE MONOAOrO BO3pacTa.
370 noppasymeBaeT, 4TO CTpaTMdUKALUA PUCKA U Npo-
tunaktnuka BCC y noxunbix nauneHTOB OCYLLeCTBAAIOTCA
Ha OCHOBAHWMW BbIABNEHUA OCHOBHBIX W BTOPOCTEMEHHbBIX
thakTopos pucka. llposefenune npodpunaktukm BCC Brnto-

yaeT B ToM yucne umnnantaumnio MKL v IKC naymenTam,
KOTOpble NOAy4YalT [JNTENbHYK ONTUMANbHYl NeKap-
CTBEHHYIO TEPANMUIo, C XOPOWMUM PYHKLMOHANBHbIM CTaTy-
COM 1 6N1aronpuATHLIM MPOrHO30M BbIXXMBAEMOCTH B Teye-
Hue 1 ropa u 6onee (C).

2. Bcem naumeHTaM noxunoro Bospacta ciefyeT peko-
MeHJ0BaTb 0TKa3aTbCA OT KypPeHWs U 3noynotpebneHus an-
koronem (B).

3. B-AmpeHobnokaropsl (A). Hebusonon umeer Hanbonb-
Lyio joKa3aTesbHylo 6asy cpeau nauueHTos cTapie 70 et (B).

4. wATN® (pamunpun, 3Hananpun, nepuHAONpPUA, TpaHLo-
Nanpun) y NOXuNbIX NALUEHTOB C CUCTONMYECKON ANCHYHK-
umeit JIXK acpdektnsHo npepotspauatot BCC (B).

5. MAN® (npectapuym noxunsim monoxe 70 net u pa-
MUNpUN — 6e3 BO3PACTHbIX OrpaHMyeHUit) y NaLUeHTOB C co-
xpaHHoi ®B. Bo3moxHocTu apyrux nAMN® B 3Toil Kateropum
nalLMeHTOB B HacToALlLee BpeMs He u3yyeHsl (B).

6. APA II MoryT ucnonb30BaTbCA KaK anbTepHaTuBa
UAT® npu HenepeHOCMMOCTU NOCAEAHUX A NPOUNAKTUKN
BCCy noxwunbix nauneHToB.

7. Mpu cobniofieHUn NpaBUABHOTO 0OTOGOPA NaLMUEH-
TOB (MPM MCXOQHO HOPMaNbHbIX YPOBHAX Kanus, Kpeartu-
HUHA KpOBMW) foOaBfeHMe CMUPOHONAKTOHA/3NnepeHoHa
K AN®, B-agpeHobnokaTtopamM 3MHEKTUBHO CHUXKAET Be-
poaTHocTb BCC y moxunsix mauyuentos ¢ XCH III-IV OK
C cucTonmyeckoin auchyHkumen mmokapga JIXK. Mpu 3Tom
3NNEPeHOH JOCTOBEPHO YNy4LliaeT NPOrHo3 Takke ny 60b-
Hbix ¢ IT @K XCH (A).

8. lpuMeHeHMe aueTMNCANULMAOBON KUCNOTHI B [03aX
75-100 mMr noka3aHo Bcem nauueHtam ¢ bC BHe 3aBucumo-
CTV OT BO3pacTa WiW nauueHTaMm C BbICOKMM KapAWOBACKY-
NISPHBIM PUCKOM He cTaplue 70 et (A).

9. CratuHbl noka3saHsl Bcem nauymentam ¢ NBC unu Bbico-
KMM KapANOBACKYNAPHLIM PUCKOM BHe 3aBUCMMOCTU OT BO3-
pacta (B).

10. Mpu oOTCYTCTBMM NpOTUBOMOKA3aHWit K [3-aapeHo-
Gnokatopam M BbicokoM pucke BCC BO3MOXHO mpuMeHeHue
aMMoapoHa BMecTe ¢ [3-afipeH0610KaTopoM Ans NpodunakTm-
KW apUTMUYECKOW CMEPTU Y NALMEHTOB C UMEIOWMMUCA Keny-
LOYKOBbIMU HapylleHusmMmu putma cepaua (B).

11. Jlo3upoBku 1 nog6op fo3 AAM pomxHbl 6bITb CKOp-
PEKTUPOBAHbI C YYETOM U3MEHEHHOW (apMaKOKMHETUKN
y noxunbix naumeHTos (C).

Knacc Ila

1. NMpumeHeHne omera-3-MHXK sBnsetca 6e3onacHbiM.
OpHako nx apdekTuBHOCTL B npodunakTuke BCC y nauueH-
ToB cTapue 70 net TpebyeT AONONHUTENLHOTO NOATBEPKAE-
HUsA B KNUHUYecKux nccneposanusax (C).

2. Bo3moxHo wucnonb3osatb APA II HenocpepcTBeHHO
KaK cTapToBbIi npenapart ans 6nokaasl PAAC (6e3 npepBapu-
TenbHOro HasHaveHus nAN®) (C).

Knacc III

1. NMposepeHne NK[-Tepanuu y naumeHToB C NPOrHO3U-
pyeMoii NpofoMKNTENbHOCTbIO XU3HU MeHee 1 rofia BCnea-
CTBME OCHOBHBIX W COMYTCTBYLOLWMX 3ab6oneBaHUi Hellene-
coobpasHo (C).

2. AAT I knacca He BOMKHbBI HAa3HAYaTbCA NOXUNbIM Na-
LMEeHTaM C opraHuyeckumu 3abonesanuamu cepgua (A).

3. He cnegyet couetats APA ¢ nANO®.
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NPOMHOCTUHECKUNE ®AKTOPbLI CMEPTHOCTWU

B OTAAAEHHOM NEPWOAE NOCAE CEPAEHHOIN
PECNHXPOHW3WPYIOLLEN TEPANNA Y NAUVNEHTOB

C CEPAE4YHOW HEAOCTATOYHOCTbLIO AEMKO CTENEHN
N BAOKAAOIN AEBOI HOXKIK NYYKA MICA

CeppeyHas pecuHxpoHusnpytowas Tepanus (CPT) NprHOCKT 3HAUUTENBHYIO NONb3Y NALMEHTAM
C cepaeyvHoi HegocTatouHocTblo (CH) 1 6nokagoi nesoit Hoxku nyyka Mmuca (BJTHIT), ogHako go
30% nauMeHTOB B 3TOI rpynne Ha Tepanuio He pearupyloT. ABTOpPbI BbIABUHYNW TUNOTE3Y O TOM,
4TO ANS pa3paboTKM NPOCTOro nokasartens cTpatudukaymm pucka cmeptu npu CPT moryT ucnons-
30BaTbCA KIMHUYECKME U IXOKapAnorpatbuyeckme napamerpsbl.

Llesib pa6oTbl — onpeaenuTb NPoCToi KNMHUYECKUi NOKa3aTesb PUCKa CMEPTU OT BCEX MPUYMH.

Marepuan u metogbl. B MmHoroueHTpoBOM nccnenoBaHuu CPT c umMnnaHTauuen aBToMaTuyeckoro
pedubpunnsTopa npuHAAKM yyactue 756 naumeHtos ¢ BJTHNT, oTHeceHHbix B rpynny CPT ¢ dyHKumeit
pedubpunnsumm (CPT-0). NMpoBOAMAN aHANN3 Perpeccum Hauny4yWnx NoAMHOXeCTB (Mogenb Npo-
NOPLMOHaNbHbIX pUcKoB). MonyyeHHbIN NoKa3aTenb NPUMeHAN LS OLEeHKMU PUCKA CMEPTH B rpynne
CPT-[1 v cBSA31 CO CHUMKEHMEM YPOBHSA cMepTHOCTM B rpynne CPT-[ no cpaBHeHMIO € rpynnoi uMnaaH-
TUpyeMoro kapauoBepTepa-gedubpunnatopa (MKI) B kaxaoi kateropum pucka.

Pe3ynbratbl. [TokasaTtens ypoBHA pucKa BKNIOYAN 4 KINHUYECKME NepeMeHHble: BO3pacT =65 nerT,
YPOBEHb KpeaTuHUHa >1,4 Mr/nj, KOpOHapHOe WYHTMPOBaHWE B aHaMHe3e W dpaKkLuio Bbibpoca
neBoro xenygoyka (PBJIXK) <26%. Kaxpoe nosbileHWe NoKasaTens ypoBHA pUCKa Ha efuHuLy
6bl710 CBA3aHO C BO3pacTaHMeM ypoBHs cMepTHocTM B rpynne CPT-[, B 2 pa3a (p<0,001). CPT-[ no
cpaBHeHuio ¢ K], 6bina cBAizaHa CO CHUMXKEHUEM YPOBHS CMEPTHOCTU TOMbKO Y NALMEHTOB C yMe-
peHHbIM puckom cMepTy nocne CPT: BenuumnHa nokasarens pucka 0 [otHoweHwe puckos (OP)=0,80,
p=0,615], BenuumnHa nokasarens 1 (OP=0,54, p=0,019), Bennunna nokasarens 2 (OP=0,54, p=0,016),
BeNMYMHA nokasatens 3-4 (OP=1,08, p=0,811), 0fHaKO CBA3b MeXAY UCCNeyeMbIM YCTPOICTBOM
W BEIMYMHOIA NoKa3saTens pucka cmeptu nocne CPT He Obina cTaTUCTUYECKM 3HAUMMOI (p=0,306).
BenuuuHa nokasarens ABnsnach CTaTUCTUYECKM 3HAYUMbIM MPOTHOCTUYECKUM (haKTOPOM 06paTHO-
ro peMOAeNnpoBaHus NeBoro xenyaoyka (p<0,001).

3aKntoueHue. 4 KIMHUYECKUX NapamMeTpa MOTYT UCMO/b30BaThCs As 6onee TOYHO cTpaTUdy-
Kauuum pucka cmepTun y nauuentoB ¢ CH nerkoii ctenenun u BJTHIT u3 rpynnel CPT-A.

© Wiley Periodicals Inc., 2018.
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CPABHEHWE OBLLEN YACTOTbI 3NN30A0B KPOBOTEYEHNI
NP1 TEPANNN PNBAPOKCABAHOM N BAP®OAPVNHOM

Y NAUNEHTOB C ®NEPUNNSILNEN NPEACEPANIA,
NOAYHAIOWNX AHTUAIMPEFAHTHYIO TEPANNIO NOCAE
HYPECKO>KHOIN O KOPOHAPHOIO BMEWATENABCTBA

Y nauuenTos ¢ pubpunnsaumeit npegcepanii (P1), KOTOPbIM BEIMOHANM YPECKOXKHOE KOPOHAP-
Hoe BMewatenbcTBo (YKB), puBapokcabaH B coyeTaHuu ¢ POHOBOW aHTUArperaHTHoOI Tepanueii
CTaTUCTMYECKM 3HAYMMO CHUXKAN YacTOTy PerncTpaLum NnepBoro ann3oAa KPOBOTEYEHUA NO CPaB-
HeHWIo C TPOItHONM Tepanueil, BKitovawoLeit BapdapuH. B gaHHoOM nccnegosanum 6bina BblABUHYTA
rMnoTesa o ToM, YTo 06LLas YacToTa 3NM3040B KPOBOTEYEHUS, B TOM YUC/IE INU30L0B NOCE NEPBO-
ro KPOBOTEYEHMUS, MPU CXeMax Tepanuu, BKIOYaloWnx puBapokcabaH, yaeT Huxe.

Marepuan n metoppbl. B uccnegosanne PIONEER AF-PCI 2099 Bkntoyanu gaHHble y4acTHUKOB
N3 MOANMULMPOBAHHON NONYAALMN NALUEHTOB, HAYaBLLMX JleyeHue. Bce oHu Gbinn paHaomMu3npo-
BaHbl B 3 rpynnbl (3a BceMu B TeYeHue 12 Mec Benu KNMHUYecKoe HabntofeHune): 1) puBapokcabaH
15 mr 1 pa3 B cyTKM + MHTMO6UTOPBI P2Y12-peuenTtopoB (n=696); 2) puBapokcabaH 2,5 Mr 2 pasa
B CYTKM + [iBOiHas aHTUTpoMbouuTapHas Tepanus (LAT) (n=706); 3) BapthapuH B UHLMBULYANbHO
nopobpaHHoi fo3e + AT (n=697). [ins y4acTHUKOB C >1 3NU30[0M KPOBOTEYEHUIH BbIM paccuu-
TaHbl AaHHble onucaTenbHoi cTatucTuku. ObLyee YUCNO 3NU30[0B KPOBOTEYEHUIA B TpyNnax feye-
HusA cpaBHMBanu no metopy Bes, Jluna n Baitccdenspa.

Pesynbratbl. Ha npoTsxeHun nccnefoBaHus B 06Leil CNOXKHOCTU 6GblO 3aperncTpupo-
BaHO 514 1 439 3130408 KNMHUYECKM 3HAUUMbIX KPOBOTEYEHMUI N KPOBOTEUYEHMIA, NnoTpe6o-
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