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KiioueBble cjIOBa: BHe3amHas CMepTb, BHe3amHas
cepAeyHas CMepPThb, BPOXKAEHHBIN IOPOK CcepAlia, Je-
GUOPWILIATOP, PEKOMEH/JAIUY, CepAevYHasl HeJoCTa-
TOYHOCTh, WMIUIAHTUPYEMBIA  KapAuoBeprep-gedu-
6prIATOp, UHGAPKT MUOKap/Aa, OCTPHI KOPOHAPHBIN
CHUHZIDOM, cepZeyHasi peCHHXPOHU3UDPYIOIas Tepanus,

KapAWOMUOIIaTUs, peaHUMalus, CTabuibHAs HIIEMU-
yeckast 60JIe3Hb cep/ila, BHe3alHasa cepAedHas CMepTh,
TaXWUKapAus, MOpa)keHWe KJIANIaHOB CEPAIA, KeTyJ0d-
KOBasi apuUTMUs, GUOPUILIAIUSA KETYA0IKOB. HeoTmox-
Had kapauosaorua 2019; N¢ 1:19—40.

National clinical guidelines for the control
of the risk of sudden cardiac arrest and
sudden cardiac death, their prevention

and first aid
(part 7)

20

Keywords: sudden death, sudden cardiac death,
congenital heart disease, defibrillator, clinical guide-
line, heart failure, implanted cardioverter defibrillator,
myocardial infarction, acute coronary syndrome, car-
diac resynchronization therapy, cardiomyopathy, resus-

citation, stable ischemic heart disease, sudden cardiac
death, tachycardia, cardiac valve disease, ventricular
arrhythmia, ventricular fibrillation. Emergency Car-
diology 2019; Ne 1:19—40.

CnuCoK COKpaLleHun

AB — ATpUOBEHTPUKYNAPHBLIN (Npeacep-
[HO-KEeNYA0YKOBbIN)

AKITK — AputmoreHHas Kapauomuonatus
NpaBoro XenyLoyKa

AMP — AHTaroHUCT MUHEPANOKOPTUKOUA-
HbIX PeLenTopos

AN® — AHrMOTEH3UHNPEBPALLAIOLMA
bepmeHT

BPA — biiokaTtop peLenTopoB aHrMoTeH-
3uHa ll

B/B — BHyTp1BEHHO

BAC — BHe3anHas aputMuyeckas cMepTb
BBCC — BHesanHas BHerocnurasbHas
cepAeyHas cmepTb

BHOA — Bcepoccuitckoe HaydHoe 06Lue-
CTBO apUTMOJIOroB

BHCH — BHesanHas Heob6bsiCHUMas
CMEpPTb HOBOPOMAEHHOTO

BHC3 — BHesanHas Heo6bsicHMMas
CMepTb Npu 3NUAencumn

BOC — BHesanHas ocTaHOBKa cepaua
BINC — BpoxaeHHbIM NOPOK cepaua

BCC — BHesanHas ceppeyHas cMepTb
BT — BbIxoAHOW TpaKT

BT/} — BbIxo4HOM TPAKT N1€BOr0 Heny-
[oyKa

BTIMK — BbixogHOM TpaKT NpaBoro eny-
J0YKa

FKMI — I'neptpoduyeckas Kapamommo-
natms

[OBXT — Tdp — [iByHanpaBneHHas BepeTe-
HOO6pa3Has WeNyLoYKOBas TaxuKapans —
Torsade de pointes — noaumopdHas
KENyL0YKoBas TaxMKapAna Tna «nupysm»
W — [loBepuTenbHbIA MHTEpPBaAN

JKMM — [lnnataunoHHas kapauomuonartus
A — Menynoukosas aputMus

KT — Henynoukosas Taxukapams

K3 — Henynoykosas aKcTpacucrona

MBC — NUwemnyeckasn 6onesHb cepaua
MKA — UmnnaHTMpyeMmblii KapanoBepTep-
nedubpunnartop

KIMKT — KatexonamuHepruyeckas nonu-
MopdHan KenyaouKkoBas TaxuKkapans

KCP — KomuTeT no cocTaB/ieHMI0 PEKOMEH-
Jnauun
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KT — KomnbtotepHas Tomorpadus

JIK — JleBbIN enynoyeK / NeBOXenyaoY-
KOBbIN

MPT — MarHuTHO-pe30HaHCHas TOMO-
rpapus

Mc — MunnucekyHaa

HKJ, — Hocumbiii KapavoBepTep-aedu-
Gpuansatop

HY}T — HeycronunBas xenyaouxkosas
TaxMKapaus

OKC — OcTpblit KOPOHAPHbLINA CUHAPOM

OP — OTHOLEH1E PUCKOB

OPIKT — OaHOPOTOHHAA IMUCCUOHHAs
KOMMNbIOTEPHAs ToMorpadus

OLL — OTHOWeHKe WwaHcoB

MK — NpaBbi }enyaoyek / npaBoxeny-
JI0YKOBbIV

NCH — Mporpammupyemas CTUMYAALMUA
KENyI04YKOB

PKW — PaHaoMU3MPOBaHHOE KOHTPOAMPYe-
MOE€ UCCNefoBaH1e

CBHC — CnHapom BHe3anHoW HeoObACHH-
MOV CMepTH

CBCH — C1HapoM BHe3amnHoW CMepTy
HOBOPOKAEHHOr0

CPT — CeppieyHasi peCMHXPOHU3MPYloWas
Tepanus

CPT-21 — CepaeyHas peCUHXPOHU3UPYLO-
was Tepanus-aepuopunnaTop

CPT-N — CepaeyHas pecuHXPOHM3MPYIoLWan
Tepanusa-nencMerep (KapanocTumynsaTop)
CYNQT — C1HAPOM YAJIMHEHHOTO UHTEP-
Bana QT

CY-3KI' — CurHan-ycpeaHeHHast Kl
CLUA — CoeanHeHHble LLTathl AMepUKM
®BJTK — dpakums Bbibpoca 1eBoro
KenynoUKa

O — dnbpuAnALMA KenyaouKos

®K — PyHKLMOHaNbHbIA Knacc

®I — dubpunnaums npeacepani

XCH — XpoHuyeckas cepaeyHas HegocTa-
TOYHOCTb

9Kl — 3neKTpoKkapanorpamMmma / aneKTpo-
Kapauorpaduyeckuii

9PN — IneKTpoP13noNorniecKoe 1c-
cnefoBaHue

ACC — AMepu1KaHCKas Konnerus kapam-
0/10roB

AHA — AmepuKaHCcKas accoumnaumus Kap-
AMonoros

EHRA — EBponeiickas accoumauma
apuTMOJIOroB

ESC — EBponeiickoe 06LwecTBo Kapauo-
Noros

ILCOR — MexayHapoaHbIi cornacutenb-
HbI KOMUTET M0 peaHuMaLmum

LMNA — lamuH A/C

LQTS1 — C1HAPOM YAIMHEHHOIO UHTEPBa-
na QT, 1-v mn

LQTS2 — C1HAPOM YAAMHEHHOIO MHTEpBa-
na QT, 2- n

LQTS3 — C1HAPOM YAIMHEHHOIO UHTEPBa-
na QT, 3-n n

NYHA — Hbio-Moprckas kapanonornye-
CKas accoumaums

QTc — KoppurupoBaHHbIi uHTepBan QT
WPW-cuHapom — CuHapom Bonbda—Iap-
KWHCOHa—YaliTa

10.3. Houonamuueckas ubpurrayus
Hceny0ouKos

Jvarno3 uavonarudeckor @K cTaBAT myTeM HCKIIO-
YeHWA, OAHAKO B OYAyIIEM 3Ta CUTyallUs MOXKET U3-
MEHUTHCA 3a CYET YJYy4YIIeHUs METOZOB AUArHOCTUKU
CTPYKTYPHOI NaTOJOTUU cepAla, jexallell B OCHOBe
9TOro 3a00JeBaHUsA, WU NOABIEHUS HOBBIX JAaHHBIX O
HapymeHuAX QYHKIUM UOHHBIX KaHAJIOB. BOJBHBIM C
namonatudeckont PK pexomenzoBana ycranoBka K/ ¢
1[E€JIbI0 BTOPUYHOM MPOPUIaKTUKU.

Jleuenue P-aApeHOOIOKATOPAMM W/UIU aHTUAPHUT-
MudeckuMu IpemnaparaMmu III kigacca MoOXeT yMeHb-
IIUTH YaCTOTY MOBTOPHEIX 31130108 K, HO He crocob-
HO IIOJTHOCTBIO UX IpeJOoTBpaTUTh [169]. Y nanueHTOB
¢ uguomnarudeckoit @K, a takxe y nanuenTtos ¢ XK u
CTPYKTYPHOM IaToJIoTHel cepAlla TpUITepaMU ABJA-
oTca JKD, KOTOprle BO3HUKAIOT B PasHBIX ydacTKax
cucteMsl [lypkuHbe unu B obnactu BTIDK; ux MOXHO
HCII0JIb30BAaTh B KadecTBe MUIIEHeW /A KaTeTepHOH
abnanuu [487, 605—609]. KaTetepHasa abnauusa K3,

Ta6nuua 53. JleueHne namonaTMyeckon GUbPUANALMN KeNya0YKOB

PekomeHaauus Knacca Yposenbb CcbinKac
(l;l)l;fl, PEKOMeH0BaH BCeM NaLuueHTaM, NePEXMUBLIMM NPUCTYN MANONATUYECKON | B 169, 604
KatetepHas abnauus K3, 3anyckatowux nosTopHble npuctynsl G u 487
cpabartbiBaHna UK/, pekomeHL0BaHa BCEM NaLMeHTam npu ycnoBuu BbiNONHEHHUs | | B 605,—608
B CNELManU3npoBaHHOM LieHTpe
KateTepHas abnauus K3, npoBoLMpYOWmX IAEKTPUYECKUIA WITOPM, 487
peKomMeHJ0BaHa BCEM nalueHTaM Npu YCI0BUU BbINOJHEHUS B I B 605,—608
CMeLnanM3MpoBaHHOM LEHTpe

3 — wenynoykoBas akctpacuctona; UKL — nmnnaHtMpyemblit Kapavoseptep-aedubpunnatop; K — duépunaums Kenyno4xos.

a Knacc pekomeHgaumm.
® YpoBeHb [J0Ka3aTeIbHOCTH.
¢ CCbUIKM Ha UCTOYHUK(M), NOATBEPHKAAIOLME PEKOMEHAALMIO.
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3alycKamlux noBTopHble anu3oAbl PXK, mokasana ma-
LHMeHTaM ¢ 9acThIMU npuctynamMu ®XK, ogHako BHIIOI-
HAETCA OHa NpeuMylecTBeHHO Iocie anu3oga OXK unn
3JIEKTPUYECKOro IITOpMa C OMOPOM Ha 3KCTPACHUCTOJBI
BO BpeMsdA IpoueAyphl. [Ipy OTCyTCTBUM CIIOHTaHHBIX
KO mepez mponesypoii cieiyeT BHIIOJIHUTD 12-KaHab-
HOe XOJITepOBCKO€ MOHUTOPHPOBaHUE, KOTOpOe M03BO-
JIUT OLIEHUTH MOPQOJIOrHI0 KOMILJIEKCOB U IIPEAIIPUHATD
MOMBITKY abJalliy Mo JaHHBIM CTUMYJIALMOHHOIO Kap-
TUPOBaHUA.

OTzaneHHBIN yclex IpoleAypsl, N0, KOTOPBIM IIO-
HuMaroT orcytcreue OXK, monmumopdnoii KT niu BOC/
BCC, mo mpoirecTBuu 6osiee 5 et HabmwogaeTcs B 82%
ciaydaeB [607, 609]. BceM GONBHBIM HAUOTATHUYECKOM
@)X nokasana ycraHoBka MK/I, He3aBUCHMO OT pe3yJib-
TaTOB KaTeTEepPHOU abialuu.

10.4. leynanpasneHHas eepemeHoobpasHasn
Hesry0ouKko8das maxukapous ¢ KOpomkum
uUHmMepeaIoMm

JBXKT c KOPOTKUM UHTEPBAJIOM IPeACTaBIAET peAKUN
BapuaHT nmosuMop¢Hoii KT HeU3BeCTHON 3TUOJOTHUU.
Tunuunsle usMeHenuda Ha OKI' nmpu JIBXKT 3axiroua-
I0TCA B NOSIBJIEHWU HEOJHOPOAHOM, HO OpraHM30BaH-
HOHM 3JIEKTPUYECKON aKTHUBHOCTU C IPOTPECCUBHBIMU
U3MEHEHUAMU MOpPGOIOTHH, aMILIUTYAB U MOJSPHO-
ctu. [Ina IBXKT ¢ KOpOTKMM MHTEPBAJIOM XapaKTepeH
O4YeHb KOPDOTKUU UHTEePBaJ IEPBOM XKeNIyA0UYKOBON JKC-
Tpacuctonbl (< 300 Mc), 3amyckarolell TaxUKapAUIO.
OTo 3abosieBaHMe YaCcTO BCTPeYaeTcs Y MOJOABIX JIIO-
Je ¢ xxkajmobaMu Ha O6GMOPOKM HEsSCHOM STHUOJOTUU U
¢ ceMeMHBIM aHaMHe3oM BCC [610—612]. B 60abIInH-
ctBe cayuaeB JIBXT Tpancdopmupyercsa B K. ITaTo-
reHeTHYeCcKHe MeXaHW3MBI 3TOro 3abojieBaHUA elle
He /I0 KOHIIa NIOHATHBHI, OJHAaKO eCThb JJaHHbIE O CBA3U C
avc6aaHCOM BereTaTHMBHOM HEpBHOM cucTteMmbl [613].
OddekTHBHOE TOJABIEHNE APUTMUHM y TaKUX OOJb-
HBIX [IOCTUTAeTCsA TOJIBKO IpU BHYTPHBEHHOM BBeje-

HHUU BepamnaMuja, HO TaKoe JieYeHUe He CHUXKAeT PUCK
BCC [611, 612]. B cBsI3u ¢ 9TUM BCEM MallieHTaM PEKO-
MmeHzoBaHa ycraHoBka MK/ [610]. [Ipu Bo3Bpare KA,
MpOBOIMpPYyeMOi MOHOMOpGHBIMHU KD, HECMOTpsS Ha
MeZNKaMEHTO3HYI0 Tepaluio, PEKOMEHJYeTcs Kare-
TepHas abnanusa. MulneHbio Ajas abaanuu 6yayt XKD,
3amyckaromue JIBXT.

11. BocnaaurejabHbIE
U peBMaTUu4ecKue NopakeHusa
cepzlia 4 ero KJjalaHHOro ariapara

11.1. Muoxkapoum

MUoKapAuT ABIAETCA Pe3yJbTaToM HHQPEKIIMOHHOIO
/UMM ayTOMMMYHHOT'O IIOpa)XeHUs MHUOKapZa, Ko-
TOpOE COIPOBOXKJAAETCA AKTHUBHBIM BOCIAJIEHUEM U
JleCTPYKIMeH KapAUOMUOLMUTOB. MUOKapAUT MOTYyT
BBI3BIBATh pa3JIMYHble MUKPOOPTaHU3MEI, B TOM YMHC-
Jle BUpYCHI, OakTepuy (BKJIKOYAaA XJAMHUAUU U DUK-
KETCUU), TPUOBI U MIPOCTEHNIINE, a TAKXKE TOKCUIECKOe
BO3/lelicTBHe Ha MHUOKAapZ U peaKIUU TUIepYyBCTBU-
TespHocTH [630]. CaMBIMU YacCTBIMH BO3OYAUTEIAMU
MHOKapAuTa fABIAIOTCA 3HTepoBUpychl (Kokcaku B),
aZleHOBUPYCHI, apBoBupyc B19 u Bupyc repueca yesuo-
BeKa TUIA 6. MUOKapAUT TaKXXe MOXET Pa3BUBATHCA Y
60JIbHBIX € 3anyleHHON BUY-uHpekIel B pe3ynbTaTe
KapZHuoToKcHu4YecKuX 3¢ PpeKToB U KJIETOUHOrO aIoITOo-
3a Mo/ BAUSHUEM BUPYCHOTO IIMKompoTernHa 120, Kak
CJIeICTBUE OMMOPTYHUCTHYECKUX MHOEKIUM, ayTOUM-
MYHHOTO OTBETa, KapAHNOTOKCUYHOCTU IIPENapaToB
Y, BO3MOXHO, fepUIiuTa MUTATENbHBIX BeliecTB [630,
631].

XapakTepHas THCToJOTHYeckas KapTHHA, IOJ-
TBepKJawuasa AUarHo3 MUOKapAuTa, IpeJcTaBieHa
COYETaHHEM BOCHAJUTENbHBIX KJIETOK U HEKPOTHU3U-
POBAHHBIX MUOLUTOB. COIIaCHO ONpeJeNeHUI0 B OT-

Ta6nuua 54. /leyeHue AByHanNpaBNeHHOM BEPETEHOOBPA3HOM KeNyN0YKOBON TaXMKaPANUK C KOPOTKUM UHTEPBAJIOM

PeKkomeHaauus Knacca Yposenbb CcbliKac
MK/ pekoMeHa0BaH BCEM NaLMeHTaM C NOATBEPHAEHHBIM AnarHo3om BT | B 610
C KOPOTKUM WMHTEPBAIOM
Cneayet paccMOTpeTb BHYTPMBEHHOE BBEAEHWE BEpanaMmuia ans KpaTKocpo4Horo
nojaBneHusi/npeaoTBpalLeHnst ANEKTPUYECKOrO WTOPMA WK NOBTOPHbIX lla B 611,612
paspsgos UK/
CneayeT paccMOTPETb BbINOJHEHWE KaTeTEPHON abnaunun Ans 4OAr0CPOYHOro
noAaBneHusi/NpeaoTBPalLeHUst ANEKTPUYECKOTO WTOPMA WK NOBTOPHbIX lla B 607
paspagos UK

[JBXT — aByHanpaBneHHast BepeTeHO06pa3Han xenyaoukoBas Taxukapansa; UKL — mnnantupyemblit Kapanoseptep-aedubpunnsrtop

a Knacc pekoMeHaauuu.
® YpoBeHb [10Ka3aTelbHOCTH.
¢ CCbUTKM Ha UCTOMHMK(M), NOATBEPIKAAIOUIME PEKOMEHAALMIO.



01/2019

BCEPOCCUWCKUE KNMHWYECKME PEKOMEHZALMM NO KOHTPOJIO HAZL PUCKOM BHE3AMHOM OCTAHOBKM CEPJLA U BCC

Ta6nuua 55. JleueHwe Kenya04KoBbIX apUTMKIA Ha GOHe BoCnanuTeNbHbIX 3a60neBaHui cepaua

PekomeHpauus

Knacca Yposenbb Ccbinkac

NIeATeNbHOCTU U CNeLpUYECKUX METO0B IeYEHNsS apUTMUIA

MaLmMeHTOB C YrpoXKaoLWwmMmu }MU3HN YCTONYUBBIMU KENYA0HKOBbIMU
TaxnaputMHAMU U KNIMHUYECKMM NOAO3PEHNEM Ha MUOKapAUT PEKOMEHAYETCA
HanpasaATb B CneunanMsnpoBaHHble LEHTPbI, A€ BO3MOXHbI MOHUTOPUHI C
reMoAMHaMUKK, KaTeTepusaumsa cepaua v 3HA0MUOKapananbHas Guoncus, a
TaKKe NPUMEHEHWE YCTPOMCTB MEXaHMYEeCKOM NOAAEPHKN CEPAEYHO-NEer04HOM

614—617

MUOKapanTa/NaHKapanTa

BpeMeHHbIi KapAMOCTUMYNATOP PEKOMEH0BAH NaUueHTam ¢ Gpaaukapavet
1/ MK 6NOKaA0N CepaLa, KOTopbie NpoBoLMPYIoT A BO Bpems 0CTPoi (Gasbl C

614,615

MWOKapanTa

Cneayet paccMOTPeTb Ha3HaYeHWe aHTMAPUTMUYECKON Tepanuu naLueHTam
C CUMNTOMHOW HeyCTOM4MBOW Unu yctonumeoii KT Bo Bpems 0CTpoit Gasbl lla C 615

YcTaHoBKy UK/ niun KapamocTUMynaTopa Npyu BOCNAAUTENbHbIX 3a60/1eBaHUAX
cepaua cneflyeT paccMaTpyBaTh NOCie paspelleHnst ocTpoii ¢pasbl

lla C 614,618

OYHKLMOHANbHLIM CTATYCOM

Cnepnyet paccmoTpeTb npumeHeHne UK/ y nauneHToB ¢ yctonunsom KT u
HapyLWeHUs MU reMOIHaMMKN NOCAEe pa3pelleHns 0cTpor Gasbl, eCiv Oxuaaemas
NPOAOIKUTENBHOCTb KU3HW COCTaBAAET 60ee 0AHOMO roja ¢ XOpoWwnum

lla C 11

3/1IEKTPUYECKON HECTAOMNBbHOCTLIO KeNyL0uKa

Cnepnyet paccMOTPETb NPUMEHEHUE HOCUMOT0 AednbpunnaTopa Ans NOALEPHKKM B
nepuoz BbI3AOPOBNEHUS UAW A0 ycTaHOBKM MK/, naumeHTam ¢ BOCnanuTENbHbIMU
3a601eBaHUAMM CepaLa U 0CTaTOYHO TAKENoN ancoyHKumuen JIXK n/vnm

lla C 619, 620

Mo3HO paccMoTpeTb paHHee npumeHeHne MK/l y naLumeHTOB C rTMraHTOKNETOYHbIM
MMOKapA1TOM UMK CapKOMAO30M, UMEILLMX YCTORYMBYI0 A ¢ HapylweHnem
reMOAMHaMUKK UNK NEPEXMBLIMX OCTAHOBKY CepaLa, yYuTbiBas naoxon NporHo3 IIb C 621
npu AaHHbIX 3a601€BaHNUAX, ECU OXMAaEMas NPOLOIKUTENbHOCTb KU3HU
cocTaBaser 60/1ee OAHOr0 roja ¢ XopowWwnm GyHKLMUOHANbHBIM CTAaTYCOM

BOCNaNuUTeNbHbIX 3a601eBaHUsAX cepaLa

Hanuune nepecvcTupytowie BOCNanuTenbHoOM MHOUAbTPALMKU MUOKapAa no

[JaHHBIM UMMYHOTMCTOXMMUYECKOTO aHanu3a u/uim aHoManbHbIX CKOMIEHWM
$nOPO3HOM TKaHK No AaHHbIM MPT nocne 0CcTporo MUOKapA1Ta MOXKHO b C 622
paccmaTpuBath Kak JONOHUTENbHbIE MapKepbl BbICOKOro pucka BCC npu

BCC — BHe3anHas cepaeyHas cmepTb; A — wenyaoukosas aputmus; T — xenynoykoBas Taxukapaus; UK — umnnaHTMpyemblid KapauosepTep-
nedpubpunnatop; JIK — nesbin wenyaoyuek; MPT — MarHuTHO-pe3oHaHcHas Tomorpadus.

a Knacc pekomeHgaumm.
® YpoBeHb [J0Ka3aTelbHOCTH.
¢ CCbUIKM Ha UCTOYHUK(M), NOATBEPHKAAIOLME PEKOMEHAALMIO.

yete BO3, MuoKapAuT IpeAcTaBisieT coboil Bocnaau-
TeJbHOe 3abosieBaHMEe MHOKapZAa M MOATBEPIKAAETCA
B COOTBETCTBUU C THCTOJOTUYECKUMU, UMMYyHOJIOTU-
YeCKUMHU U HUMMYHOTHCTOXMMUYECKHMU KpUTepusd-
MU [632]. B ToM ke JOKYMeHTe MUOKapAUT B coueTa-
HUU C HapyleHueM QYHKIMU cepZiia 0603HaYeH Kak
BOCIIaJUTebHAs KapAUOMHUOIIATHs, U 06a ompeee-
HUS UCIIONB3YIOTCA B COOTBETCTBYIOIIMUX pPeKOMEH/a-
nusax ESC [614].

30JI0TBIM CTaHZAPTOM JAJA JUATHOCTUKU MUO-
KapauTa SBJAETCA JSHAOMHOKapAuaibHas OUOICH,
0COGEHHO B CJly4ae yTPOXKAIOIIEero XU3HU TedeHUsd
3abosleBaHus. Bce yallle B KIMHUYECKOI MPaKTUKE HUC-
nonb3yercs MPT, koTopas ABAseTCA YyBCTBUTEIbHBIM
Y HEeMHBA3UBHBEIM METOZOM NOJATBEPXKZEHUS OCTPOTrO

MUOKapAUTa, Jake A0 BHINOJTHEHUS >HAOMUOKapAU-
aspHOU 6uorncuu. [lanpeHTaM ¢ MOJO3peHUeM Ha MUO-
KapAuT AJA MOCTAaHOBKM JMarHo3a B IepByI0 odyepe/b
BeinoNHAT OKI' B 12 oTBeJeHUAX, TpaHCTOpaKasb-
HYI0 9X0KapAuorpaduio 1 olpesienAaoT KOHIeHTPaI[HIo
61oMapKepoB (B TOM YHCJIe TPOIIOHMHA), CKOPOCTH Oce-
ganus spurponutoB (CO3) u ypoBeHb C-pEaKTHUBHOTO
6enka. /lmarHo3 MHOKapAUTa YCTAaHABJIWBAIOT B CO-
OTBETCTBUU C KPUTEPHUAMH, ONUCAHHBIMU Kadopuo
(Caforio) c coaBT. [614].

B ocTpoii cTazuy MHUOKapAUT MOXET IIPOTeKaTh 6e3
CHMITOMAaTUKH WU C HecnenupuieCKUMHU CUMIITOMA-
MHU. B 3aBHCHMMOCTH OT XapakTepa 3JI0KaueCTBEHHBIX
apUTMUM, CBA3aHHBIX C MUOKAapJWUTOM, BBIJEIAIOT ABa
PasHBIX KJIMHUYECKUX ClleHapus:
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* OcCTphIli MOJHUEHOCHBI MUOKApAUT C pedpakTep-
HBIMM 3JI0KaYeCTBEHHBIMHU JKeJyZOYKOBBIMU Taxua-
PUTMHAMY, OCTPOH CepAEYHON HEeAOCTATOYHOCTHIO
TSKEJION CTEeNeHHW U IJIOXUM KPaTKOCPOYHBIM IIPO-
THO30M, OBICTPO 3aBepIIAIOIIUKACA CMEPTEIbHBIM KC-
XO/ZIOM B CBSI3U C IIOJIMOPTaHHOM HeZIOCTaTOYHOCTHIO.

e JlnmuTesnbHOE TIpOTpeccupoBaHue 3a60MeBaHusA C pas-
BUTHEM BOCMAJIUTEIbHON KapAUOMHUOIIATUMN U AUC-
dyukuu JIK, CONpsKEHHONW C BBICOKUM PHUCKOM
BCC, kak u B cryyae JKMII.

11.1.1. OcTpsIil 1 MOJTHUEHOCHBIA MUOKAPAUT
JleyeHUE OCTPOr0 MUOKApAUTA OCIOXKHAETCSA BOSHUKHO-
BEHUEM CEpJEeYHOM HeJOCTaTOYHOCTHU U IOTEHIINAIbHO
CMepTeJbHBIX apUTMUM. [ MOJTHUEHOCHOTO MUOKap-
JUTa XapaKTepHa BBICOKAaA CMEPTHOCTb B OCTPOM IIe-
puoJie U BBICOKHUM PUCK pedpaKTEPHBIX JKeNYZOUKOBBIX
TaXWapuUTMUH C yrpo3ol And XU3HU OGoibpHoro. Ila-
[[eHTaM, OOpaTUBIIMMCSA C CHUMIITOMAaMU CEPAEeYHOM
HEZI0CTaTOYHOCTHU, KOTOPbIE MOTYT OBITh TEPBHIM ITPOSIB-
snervem JJIKMII, mpu nozo03peHNY HA OCTPBIN MUOKAPAUT
Ha3HayvaloT oblee MOAJep)KUBalollee JjedyeHUe, WHTU-
6utopsl AII® u B-azpeHO6JIOKATOPHI C LIEJbI0 HEHPO-
TOPMOHAaJIbHOM 6JI0KaZibl 1 PEKOMEH/YIOT BO3/IePiKaThCs
OT QpU3NYeCKUX Harpy3ok. [IporpeccuBHOe HapylueHUe
JBIDKEHUS CEpAEYHOM CTEeHKH, yXyAlleHue (GyHKIIUU
JUK mo paHHBIM 3XOKapAuorpaduu, CTOMKOe MOBBIIIe-
HUe WU KojeOaHUs YPOBHS CepAeYHOro TPOIIOHWHA,
pacuivpenue komiiekca QRS u 4acThle snu3ofbl He-
ycroiunBoi JKA Ipu ocTpoM MHOKapAUTEe MOTYT IIpeJ-
IIECTBOBATh IMOABJEHUIO YCTOMYHUBHIX YTPOXKAIOIIUX
XXKU3HU apuTMui [615, 633].

[MarueHTs! ¢ JKA wiu 6J0KazZoi cepalia Ipu OCTPOM
MUOKapAUTe HYXAAITCA B AJIUTEIbHOM MOHUTOPUHIE
OKT u HOTOMY ZAOJKHBI OBITH T'OCITMTAJIH3UPOBAHBEI B
cTallloHap.

Muokapaut npu 6osne3Hu Jlatima u gubrepuu dYa-
CTO CONpPOBOXJAeTcs GIOKaZOW pas3lIMYHOM CTeleHH,
KOTOpas MOXET IIPOBOLIMPOBATh JKEJNyJOYKOBBIE TaXH-
aputMmuu. [TanjueHTaM ¢ OCTPHIM MUOKapAUTOM U CUM-
nroMaMu 670Kazbl cepZlla peKOMEeH/J0BaHa yCTaHOBKA
BPEMEHHOTO KapAHOCTUMYJIATOPA, KaK U B OCTAJIbHBIX
cIydasx OCTpOM GIoKafbl cepAlia ¢ KIUMHUYECKOH CUM-
nroMatukod. CTUMyJAAIUA TaKXe peKOMeHZOBaHa
MalnueHTaM C CUMIITOMHON AUCOYHKIUEH CHHYCOBO-
ro ysna uau AB-60kazioli mocsie mepeHeceHHOT0 MU-
oKapzuTa (Kak U B OCTATBHBEIX CIydYadaxX AUCOYHKIUU
CHUHYCOBOI'O WU IIpeJCcepAHOXKEIYAOUKOBOIO y3Ja).
[Tpy BO3HUKHOBEHUU >KEJIYZIOYKOBBIX TaXUApPUTMUM Ha
¢donHe AB-6J10Kabl TAXKENON CTeNeHW HEOOXOAMMa TaK-
’Ke BpeMeHHas KapAuocTuMynanud. [lepcucrupytomas
AB-6s0kaza TpebyeT yCTaHOBKH IOCTOSTHHOT'O KapZAHO-
cTuMynATopa. TeM He MeHee IIPU BBIOOpE KapAMOCTH-
mynstopa unu UK/ ¢ dyHKIMel cepAedHON peCUHXPO-
HU3aIuM win 6e3 Hee YUYUTHIBAIOT HaJIU4YUeE, CTENEHb
U NPOrHO3 (BEPOATHOCTH IIPOI'PECCUPOBAaHUA WU pas-
pemenus) aucoynkuuu JK. B ciydyae ruraHTOKJIETOY-
HOTO MHOKapAuTa U CapKOWZ03a, YYWUTBHIBag IIJIOXOH

MPOTHO3, CJIeAyeT PacCMaTpPUBaTh UMILIAHTALUIO CTH-
MyJaATOpa B 6oJiee paHHUe cpoku [617].

MoOJTHUEHOCHBIT MUOKApAUT CUUTAETCA OTZAeJIbHOMU
HO30JIOTUYeCKOM eAVHNIIeHN C MJIOXUM KPaTKOCPOUHBIM
U JOCTATOYHO XOPOIIMM JOJTOCPOYHBIM ITPOTHO30M.
PedpakTepHble YCTOMYMBBIE APUTMUU SBIASIOTCA TH-
MUYHBIM OCJIO)KHEHHWEM MOJHHEHOCHOT'0 MHOKApAUTA.
[To zaHHBIM SMIOHCKOTO perucTpa KpaTKOCpPOYHas BHI-
)KMBaeMOCTh TP MOJTHUEHOCHOM MHUOKapAUTe He IIpe-
BhINIaeT 58% [616, 634].

B ogHOM uccienoBaHuM y 2148 zeTeli ¢ OCTPHIM MU-
OKapZIUTOM JKeJyZ0UYKOBasi TaxuKapAus OblIa CaMbIM
YacThIM BapUaHTOM YCTOWYMBOM aputMmuu: 76% wu3
314 cinydyaeB apuTMuUM 3a BpeMsa Oose3Hu. A manu-
€HTOB C YCTOMUYUBBIMM apUTMUAMU OTMedaju O4YeHb
BBICOKMM PHCK OCTAaHOBKU cepAIla, Heo6XOAMMOCTH
MeXaHUYeCKOH MOAJAEPKKU KpOBOOOpalleHus W/Uiu
CMepPTENBHOTO KMCXO0JA IO CPAaBHEHUIO C APYTHUMH IIa-
nueHtamu 6e3 aputmuu (OI 5,5 [95% AU 3,9, 7,41,
p < 0,001) [617].

T'MraHTOKJIETOYHBI MHOKapAUT — TsKenas ¢popma
MHUOKapAKUTa C KpaifHe HeGJarompUsATHBIM TeUYeHHEM,
4acTo BCTPeYaeTcs B MOJIOZOM Bo3pacTe. JluarHos moJ-
TBEPXK/JAETCA N0 Ppe3yJbTaTaM >SHAOMHOKApPAUATbHOU
6uOoNICUY TIPU 0OHAPYKEHUU TUTTHMYHBIX MHOTOSIIEPHBIX
TUTAHTCKUX KJIETOK B o4arax BocIajJieHHs. Y TaKUuX Ia-
I[MEHTOB MOXXeT pa3BUBaThCsA 6JOKaza cepAna, Tpeby-
oasg WMIUIAaHTAlUW BPEMEHHOTO WM ITOCTOSHHOTO
KapAVuoCTUMYyIsATOpa. HecMOTps Ha arpecCUBHYIO aHTH-
apUTMHUYECKYIO Tepaluio, IPOrHO3 KpaiiHe Hebjaro-
MIPUSTHBIN B CBSA3U C pePppaKTEpPHBIMHU 3JIEKTPUIECKUMU
urropmamu, HernpepbeiBHOHM KT mnu OXK.

VHTepeceH TOT QAKT, YTO Y B3POCIBIX, TIEPEHECITUX
OCTPBI MUOKapJUT, OTJAJE€HHBIH MPOTHO3 JyYIle I
MOJTHUEHOCHOU GOPMBI, YeM /1JIs HEMOJTHUEHOCHOTO MH-
OKapZANTa, KaK II0Ka3aJI0 OHO PETPOCIEKTUBHOE UCCIIe-
noBanme. Yepes 11 et HabmogeHus 93% malleHTOB,
[epeHeCITNX MOJTHUEHOCHBIH MUOKApAUT, BbIKUIU Oe3
TpaHCIUIaHTAlUU CepAla, II0 CpaBHeHUIO ¢ 45% manu-
€HTOB C HEMOJIHMEHOCHOU ¢popmoit [635].

ITpu OCTPOM U MOJTHUEHOCHOM MUOKAPAHUTE B JIOTIOJ-
HeHUe K MeJWKAaMeHTO3HOM Tepamnuu peKOMeHAyeTCs
arpeccuBHas NojJep)kKa reMOZNHAMUKU C ITOMOIIbIO
YPEeCKOXXHON CUCTEMBI CepZiedHO-JIerOYHOM IoAAepKKU
WY BHYTPUAOPTAJbHOM OalJIOHHOM KOHTPIYJIbCAI[UH,
YTOOBl COXPAHWUTDH JKU3Hb MallUe€HTa B TSKENIYI0, HO
MpeofoNUMYI0 ocTpyio ¢asy 3aboseBaHus. Ilepexosa K
YPECKOXXHON CHUCTEMe CepAeYHO-JErOYHON MOoAAepKKU
HeOoOXOZMM B TOM ciydae, ecinu peppakrepHas KT uau
@)X He oTBe4aeT Ha HECKOJIBKO IOMBITOK AebUOPUILIS-
uuu (ot Tpex Ao naTtu) [615].

CBA3b MeX/y HEIMaTHOCTUPOBAHHBIM MUOKAPAUTOM
u BCC noaTBep:KaeTcsa pe3yIbTaTaMy MMaTOJOT0aHATO-
MUYECKOTO uccaeoBaHuA: cpeau xkepTB BCC monogoro
BO3pacTa MOCMEPTHBIN ANUarHo3 MUOKapAUTa ObLI yCTa-
HOBJIeH B 8,6—44% ciy4yaeB [636—640].

Nudopmanuu o mnpuuynHax BCC mpu Muokapiu-
Te HeMHOro. EcTh coobIlleHHMEe O BHe3alHON CMepTH
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5 u3 15 MOJIOABIX MBEACKUX MPOdECCHOHATBHEIX CIIOP-
TCMEHOB (CIIOPTMBHOE OpPHUEHTHPOBAaHWE) B CBA3U C
xnaMuzno3Ho uHdekiuenr (Chlamydia myocarditis);
ZarHO3 OBLI MOATBEPXKJAEH IIOCJIE BBIZENEHUS XJIaMU-
npuiiHoi PHK u3 cepZieuHbIX TKaHel morubmux [640].

YecranoBky UK/l oTkiajblBalOT O paspelieHus
octpoii ¢pasel MUOKapAUTa. ITOCKOIBKY B 3TO BpeMsA MU-
OKapZUT y’Ke MOXKET IIOJTHOCTBIO Pa3pelInThCsA, OoKa3a-
Hua K MK/l 1 BpeMeHHbIEe paMKU OCTalOTCsA CIIOPHBIMU,
Jlake mocJie OcTpoit ¢passl 3ab6oeBaHusA. [lepCcrIeKTUBHBIHN
metoz tedeHus JKT u ©)K Ha poHe MUOKapAUTA, KOTOPHIH
II03BOJIAET IIPEOA0JIEeTh KPUTUYECKUH IEPUOZ U JOKAATh-
CA TIOJTHOTO BBI3/IOPOBJIEHUA, 3aKJII0YAeTCA B IIPUMeEHe-
HUM HOCHMOTO KapAuoBepTepa-Aedpubpusistopa [610,
620]. INpu 3mokavectBeHHOU KA miam 6j0KazZe cepaia
I[P TUTAHTOKJIETOYHOM MMOKapJuTe WIU CapKOUZ03e
cepAria MoXeT notpeboBaThes yecraHoBka MK/l B paHHEM
Iepuoze, yIUThIBas BEICOKUM PUCK aDUTMUYECKOU cMep-
TU ¥ TIOTPeGHOCTH B TpaHCIIaHTAIIUU cepAa [621].

11.1.2. MuokapAuT c MocjaeAyroei
KapauoMuoIaTuei

[To AaHHBIM GOJIBIINX MPOCHEKTUBHBIX UCCIEIOBAHUM,
MUOKapAUT ABJadgeTcsa npuunHoii 10% ciaydae JKMII.
[TocTMuoOKapauTHUeCcKasA KapAUOMHONIATUA UrpaeT Cy-
L[eCTBEHHYI0 posb B natoreHese JKMII, uyTto cBaA3aHO ¢
IUIOXUM IPOTHO30M. B HmccieZoBaHUSX C JIUTENTbHBIM
HabJII0ZIeHUeM 3a MalMeHTaMU, TEPEHECITUMU OCTPHIH
muokapzauTt, JKMII pa3BuBanack B 21% ciydaeB [641].

C Apyroii CTOPOHEL, V¥ ABYX TpeTell MallueHTOB C «UAU-
omatuyeckoi» aucoynkuueit JIXK ObLT BBISIBIEH BUPYC-
HBIM FeHOM B MHOKapze. [lepcUCTUpYIOIe BUPYCHBIE
UHPEKIIUKU cepAilla MOTyT OBITh OCHOBHOH HPUYUHOMN
nporpeccuBHoM anchyHkunu JIK y manpeHToB ¢ JKMIT
U C IOZ03peHUeM Ha IlepeHeceHHBIN paHee MUOKap-
auT [642]. OgHAKO 3TO MpeAIoNoXKeHNE He OBLIO TOA-
TBEPXKJEHO B ucciefoBanuu Kindermann c coasr. [618],
KOTOpOe I0Kasajo CBA3b MeXAY HaJludueM BOCHaJu-
TeJbHBIX UHUIBTPATOB B MUOKap/E 10 JaHHBIM UMMY-
HOTHCTOXMMUHU U yBeJIMYEHUEM PHCKa cepAedYHOU cMep-
TH WIM NMOTPEOHOCTH B TPAHCILUIAHTALIMHU CEPAIA B TPU
pa3a u 60Jee. 3a 5 jieT HabMoAeHU 61% maiueHTOB c I11
nnu IV ©K (NYHA) c HOJOXUTENTbHBIMU Pe3yIbTaTaMU
MMMYHOTHUCTOXUMHWYECKOTO aHaIN3a, He TOoJydaBIlIue
JledeHus B-aApeHobI0KaTOpaMu, YMEPJIU WU TepeHec-
JIU TPaHCIIAHTAIUIo cepALa [618].

¥ mauueHTOB ¢ TOATBepXAeHHOM ycToitunBoii JKT He-
SICHOM 3THOJIOTUY, COIPOBOXZAoIeica KIMHUYeCKON
CUMIITOMaTHUKOM, TaKXe CJIeJyeT UCKIIOYUTh AUATHO3
muokapauta. MPT y Takux ImanyveHTOB MOXET IIOKa-
3aThb aHOMaJIbHbIE YYacTKU GUOGPO3HOM TKAHU B TOJIIE
MUOKap/a, 4alre BCero B cy63muKapAnuaIbHON U UHTPa-
MypaJbHOH 30Hax. Tak, B koropTe 405 alKeHTOB C II0-
Jlo3peHreM Ha MUOKapZAUT, Y BceX NMallieHTOB, KOTOphIe
BHE3AIHO yMepJH, TU60 ObLIM peaHUMHUPOBAHBI MOCTIE
BCC, nubo mepenecau paspsaz MK/, oTMeyasuch u3-
MeHeHus: Ha MPT cepana [622]. HegaBHO GBI omucaH
YCIIENIHBIN ONBIT PAANOYaCTOTHOM KaTETEPHOU abianuu

SMUKApPAUATbHBIX APUTMOTEHHBIX O4aroB IPU MHOKap-
auTte [643].

MezaukamMeHTO3Has Tepamus apuUTMUN NIPU BoOCIa-
JIUTETBHBIX 3200JIeBAHUAX CEPAIIA HE MMEeeT KaKUX-JIH-
60 ocobeHHOcTel. JleueHHe apUTMUI BHE OCTPOH da3bl
MIPOBOAUTCA B COOTBETCTBUM C COBPEMEHHBIMU KJIUHU-
YeCKUMY PeKOMEeHZAUMSIMU T10 JIEYeHUI0 apUTMUU TIpU
XCH [11]. [Tokazauusa k VIK/] mpu BocaauTeIbHOU Kap-
AVOMHUOMNATUY TaKUe Ke, KaK U IPU HeulleMUYeCKOH
JKMII. BropuyHas mnpodunaktuka BCC ¢ IOMOIIbIO
VK] y G0JBHEIX MHOKapJUTOM DEKOMEHJYeTcs IoCie
SMM30Za OCTAHOBKU cepAua mo npuuyuHe DX maum mo-
cie anu3oga cumntoMHol JXKT. CPT-/l pekoMmeHyeTC B
KavyecTBe TEPBUYHOM MPOPUIAKTUKYU Mal[UeHTaM C Ha-
pyumenuem ¢yukiuu JOK (PBJDK < 35%) u 6i0kazou
sneBoit HOXxKU 11pu [I—IV ®K (NYHA) [11]. IIlpumeHeHUe
WK /CPT-/l B paHHEM IIepUOJie He peKOMeHyeTcA, I10-
ckobKy OyHKIMs JDK mpy BOCHAJUTETHHON KapAuo-
MHUOIATUH MOXET CO BpEMEHEM YIYUYIIUTHCSI B COOTBET-
CTBUM C €CTECTBEHHBIM TeuyeHHeM 3abojieBaHUs U/Un
Ha ¢poHe onTUMaIbHOU Tepanuu XCH.

11.2. BHdokapdum

[MosBnenue XXKA y 607bHBIX UHPEKIIMOHHBIM 3HAO0KapAU-
TOM CBUZETENbCTBYET 06 OYeHB IIJIOXOM IIPOTHO3e [644].
OnHaKo KaKUX-TU60 CHelraabHBIX PEKOMEHZALUM IT0
JIeYeHNI0 apUTMUM B 9TOM I'pyIIie NalieHToB HeT. Pop-
MupoBaHue abciecca B obsactu GUOPO3HOr0 KOJIbIA
kjanaHa (Jalje aopTajbHOrO, pexke MUTPaJbHOI'0) MO-
JKeT NIPUBECTH K OI0KaZie cepZlia IepBOM WJIH BTOPOM
creneHu. [Ipu mepBoM 31H304e 6JI0KaAbI cepalia y 60ib-
HOT'0 DHZIOKapAUTOM CJIEAYET Cpa3y UCKIIOYUTD abclecce
cepzua. OcTpoe HapylleHUe I'eMOAWHAMUKU B CBA3U C
OCTPO BO3HHUKIIIEN a0PTaIbHOU perypruraiueii Ha ¢poHe
9HZ0KapANuTa MOXXeT IIpuBecTU K ycrorunsoi KT u aAB-
JifgeTcs MOKa3aHUeM K paHHeMy XUPYpPruiecKoMy BMe-
IaTeabCTBY [626].

11.3. Peemamuueckoe nopajceHue cepoua

OcTpasd peBMaTHueckas JUXOpaZKa MOXKET COIpPOBO-
XJaTbCA pa3BUTHEM IaHKapAuTa C IMOopa)keHueM BCexX
cjoeB cepAna. B HacToAllee BpeMA HET OTAENbHBIX JaH-
HBIX 110 JKA Ipy peBMaTH4YeCKOM IIOPaXeHUH cepAla, U
JledeHre TaKUX MalMeHTOB IIPOBOJAT B COOTBETCTBUU C
06LIMMU peKOMEHAIIUIMHU.

IMorHass AB-6Ji0kaza BO BpeMs OCTPOM peBMaTHye-
CKOM JTMXOpaZK¥ BCTPeYaeTcs PeJKO U OOBIYHO HOCHUT
BpeMeHHBIN XapakTep. IIpy BOBHUKHOBEHUU CHUMIITOM-
HBIX WIH Tsxenblx JKA cieyeT pacCMOTPETD BBITIOTHE-
HUe BpeMeHHOH KapANOCTUMYIAIUU.

11.4. Ilepukapdum

BOC/BCC MoxeT pasBUTbCA Ha ¢oHe IepUKapAUTa B
CBA3U C Pa3TMYHBIMU 1ATOJIOTMYECKUMU MeXaHU3MaMy,
BKJIIOYas KOHCTPUKTUBHbBIE U PECTPUKTHBHBIE U3MeHe-
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HUS B pe3yJabTaTe TPaBMBI, BOCHajeHus, HOBOoGpa3o-
BaHUU mau nHpekui. TeM He MeHee Ha CETOAHSITHUN
JleHb HeT JaHHBIX O CBsA3u crenududeckux KA ¢ mo-
paxeHueM nepukapzga. bosee Toro, BOC/BCC y Takux
GOJIbHBIX Yallle pa3BUBAETCSA II0 IPUYNHE TEMOJUHAMHU-
YeCKUX U3MEHEHUH, HO HE apUTMUH.

11.5. Capxoudos cepoua

Capkounzios cepzlia — peZKoe U TpyAHOe A1 JUaTrHOCTU-
KU 3a60JIeBaHUE C IIMPOKUM CIIEKTPOM IIPOSBIEHUM: OT
He3HAuYUTENbHBIX U3MeHeHUH Ha DKI' 6e3 KINHUYECKOMH
cumnromaruku 0 XCH u BOC/BCC. Capkouzos cepaua
pezako Boi3biBaeT JXKT (5% oT Bcex HeMIIeMHUYECKUX Kap-
JVOMHMOIIaTUH, cBsI3aHHBIX ¢ JKT).

HccnenoBaHuA C BOJBTAXXHBIM KapTUPOBaHUEM IIO-
3BOJUJINA YCTAHOBUTH PacClIpPOCTpaHEHHBIE U CJIUBAIO-
muecs pybiioBbie naMeHeHus TKauu [DK, mpeumyiie-
CTBEHHO JIHUKapAWaIbHON JOKanu3aluu. Py6IiioBbie
usMmeHeHus B JIXK nMenu 04aroBbIf XapaKTep C JIOKaJIH-
3aireil B 6a3ajbHON YaCTH NIEPETOPOJKH, 10 TEpeAHe
CTEHKe U OKOJIO KjIamaHoB. Takoil cy6cTpaT MOXKET MOJ-
ZIeP’KUBATh OOJIBIIIOE YHUCJIO IIUKJIOB PUEHTPH.

KareTepHas abianus B COYeTaHWU C aHTUAPUTMHU-
YeCcKUMU IpenaparaMu spiasgercsa 3GPpeKTUBHOU mas-
JINATUBHOM TPOLeAYPOii U B 6OTBIINHCTBE CIy4YaeB MO-
3BOJIAET YCTPAHUTD JIEKTPUYECKUH IITOPM U OAHY UJIU
HecKoJsbKo uHAynupyemsix JKT, ofHaKO HeEpeAKO OTMe-
JaeTcda pelyuuB apuTMUHU, B CBA3U € YeM TaKUM ITallv-
eHTaM peKkoMeHAyeTca uMmtantanusa UK/ [645, 646].

11.6. IlopaxceHue kaanaHoe cepoud

[NopakeHue KIallaHOB cepAlia IpeJpaciosaraeT K pa3Bu-
Tuto JKA, B TOM 4mcJIe Ioc/e XUPYPrudecKoi KoppeKuu
KJIalIaHHOT'O NOPOKa. [IpruuYrHaMU CIIOXKHBIX JKeJTyL0YKO-
BBIX TaXWapUTMUM, KOTOpPBEle MOTYT NIPUBECTU K YCTOMU-
yuBod JKT wnu BCC, y Takux MAIMEHTOB ABJIAIOTCA

yBeJWYeHre MacChl MUOKap/a, AUIaTalusA JKeJayA0uKa 1
pacTsoKeHUe ero CTeHKH, a Takke cy6aHAoOKapAuaibHas
nmemusa B oTcyTcTBre VIBC, HapAzy ¢ XpOHUYeCKUM I10-
pa’keHHeM MHOKapja U ATPOTeHHBIM (GUOPO30M TOCTe
XUpYyprudeckoro BMellaTenbcTBa [627]. /lononHUTENB-
HBIM 3JIOKQUeCTBEHHEIM CyOCTpaToM apUTMUM MOTyT
OBITH YacThle COMYTCTBYIOIIME OpraHUYecKue 3aboseBa-
HUA cepAla, aBHbIM o6pazom UBC u XCH.

B mpomsioM HeKOTOpble aBTOPHI YKa3blBaJWU Ha IIO-
BBHIIIEHHY0 YacToTy pa3Butus HYKT y 6OJBHBIX C ITO-
pa’keHueM aopTaJbHOI'0 U MUTPAJIbHOTrO KjanaHa [647,
648]. B paHHUX UCCIeJOBAaHUAX €CTECTBEHHOrO Teue-
HuUs 3a60/IeBaHUI KJIalTaHOB Cep/Illa YacTOTa BHE3AMHOM
CMEPTH ¥ B3POCJIbIX OOTBHBIX A0PTaJTbHBIM CTEHO30M JI0-
crurana 15—20% npu cpegHem Bospacte 60 snet. Cpeau
[IallMeHTOB C HaJW4YheM CHUMIITOMOB, He IOJIYYMBIINX
XUPYPrudecKoro JjedeHus, paclpoCTPaHEHHOCTb BHe-
3aIHOM cMepTH cocTasideT Ao 34% [649, 650]. B ogHOM
HCCIeJOBAHUU Y TALMEHTOB C TAXKEJOM MHUTPaJbHOU
perypruranuei, He IpoIIeJIINX XUPYPruiecKoro jeve-
HusA, 60% Bcex cepAedHBIX CMePTel UMeNn BHe3aImHbIN
xapaxkTep [651].

HccnenoBaHue y 348 manueHTOB ¢ MUTpaJbHOMN pe-
ryprutanueyi, CBA3aHHOU C IIPOJIAIICOM CTBODOK, ITOKa-
3aJ10, YTO BHe3aIHas CMePTh B 3TOU MOMYIALNH MTOXKH-
JIBIX OOJIBHBIX, MTOJMYYAIOUIUX KOHCEPBATUBHOE JIeUeHNUE,
BCTpeyaeTcs He TaK peJKo. YCTpaHeHHe 3TOT0 TUIla MU-
TPaJIbHOU PerypruTaliy COIpoBOXK/aeTcs yMeHbIIeH!-
€M 4acCTOTHl BHE3aNMHOW CMEePTHU, YTO CBUJETENbCTBYET B
10J1b3y PAaHHEH PEKOHCTPYKLIMU KJIallaHa, epe/ BBIIOJI-
HEHHEM KOTOPOU clle/lyeT UCKJIIOYUTh COIYTCTBYIOIIYIO
UBC [652]. Eciiu mocJte ycTpaHeHU ST MUTPAJIbHOU PEeTryp-
TUTAlMU Y GOJBHOTO BO3HUKAET GoJjiee JBYX SMU30/I0B
HYXXT npu cyTo4HOM MOHUTOPUPOBAHUH, 3TO ABIAETCA
IIporHoCcTUYeCcKUM GpaKTOpOM prcKa BHe3aIHOU cMepTU
B Teuenue 9 yiet [653]. O6imas yacrora BCC y manueHTOB
C IPOTE3MPOBAHHBIMU KJIallaHAMU KoJyie6eTcs B 60JIb-
mux npezenax, ot 15 go 30%, 1 roJ0BOM PUCK COCTaB-

Ta6nuua 56. JleueHve Kenyao4KoBbIX apUTMUI NPKU NOPAXKEHUM KNanaHoB cepaua
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Knacca Yposenbb Ccbinkac

WK BTOpMYHOM npodunaktnke BCC

MK/ pekomeHa0BaH nauueHTaM ¢ 3a60seBaHUAMU KnanaHoB cepaua, KoTopble
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(o]

623-625

OTCYTCTBWUM NPOTUBOMOKA3aHWI K TaKOMY METOLY JIeYeHuUA

Xvpypruyeckas KOppeKLMs 0CTPOM aopTanbHOW peryprutaLmm, BO3HUKLLENR Ha
(dOoHe 3HAOKapaAKUTa ¥ ConpoBOXAatoLLencs ycTonumaoit KT, pekomeHaoBaHa npu

(o]

626, 627

Cneayet paccmoTpeTb BbinosHeHWe IPU ¢ kaTeTepHO abnaumnein nauueHTam, y
KOTOPbIX NOC/E ONepaLumn Ha KnanaHe cepaua nossunach XT, ¢ Lebio BbiABNEHUS
u ycTpaHeHnus XT ¢ umMpkynaunen Bo30yxaeHNUs N0 HOXKaM nydyka ['1ca

la C 628, 629

BCC — BHe3anHas cepaeyHas cmepTb; T — xenynoukoBas Taxukapaus; UKL — umnnaHtMpyemblid kapauoBeptep-aedubpunnstop; IOU —

3NEKTPOGU3MON0rMYECKOE UCCNEN0BAHNE.
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nset 0,2—0,9% [654]. B 6osbinoii cepun u3 1533 ma-
LIMEHTOB, KOTOPHIM IPOTE3NPOBAJM AOPTAJbHBIN WU
MUTpPaJbHBIN KjamaH, 6% cMepTeil ObUIM BBEI3BaHbI
aputmMuaMu [655]. B gpyrom wucciefoBaHWU, MIPOBO-
ausmieMcs B CIITA, Ha f0/10 BHE3aITHOM CMepTU IIPUXO0-
aunoch 23% OT Bcex cMepTell mocje MpoTe3MpoBaHUA
MUTPAJbHOTO KJanmaHa U 16% mocse mpoTe3npoBaHUA
aopTaJILHOTO Kj1amnaHa [656, 657].

Wccneposanue Martinez-Rubio ¢ coaBr. [628] noka3sa-
Jo, uto uHAyKIus KT B coueTaHuu ¢ 06beMHOM Tepe-
rpy3koit JDK sABjAeTCS NPOrHOCTHUYECKUM (GaKTOPOM
3JI0KaYe€CTBEHHBIX aPUTMUYECKUX COOBITUN y HallHeH-
ToB ¢ KT, ®XK nnu o6Mopokamu. DDV MOKET JaTh BaXK-
HYI0 WHPOPMAILHUIO AJs MaleHTOB, Y KOTOPHIX IOCJE
olepaluu Ha KjamnaHe cepzua nosasuiachk JKT. B 30%
cinyqaeB JKT, pasBuBaBIIasAcs MpenMYyI[eCTBEHHO B Te-
yeHHe 1 Mecsilia MOcCjIe onepanny, OblIa CBA3aHa C IUp-
KyJaAanuel Bo30yKAeHUA [0 HOXXKaM Iydka ['muca; takas
APUTMU A XOPOIIO MOAZAETCA IEYEHUIO C IIOMOIIBIO KaTe-
TepHo abianuu [629].

[MopakeHue KJIAIIaHOB CEP/LA, TI0 BCell BEPOATHOCTH,
ABJISIETCA IJIABHOM NPUYMHOK OKOJO 7% obpameHui
a1 ycraHoBku WKJ| ¢ 1enbi0 BTOPUYHON HpoduIak-
Tuku [623]. B 2TOM OZHOIIEHTPOBOM HCCJIEeJOBAHUU Y
31 marueHTa C MOpa)keHWeM KJIallaHOB CepAIla U 3JI0Kave-
CTBEHHBIMU XKEJTyZIOYKOBEIMY TAXUAPUTMUSIMU OTMEeYaJI-
cs1 6y1aronpUsTHBIN McxoZ oz 3amuToin MK/, BerkrBae-
MOCTH TaKUX MMAIIUEHTOB ObLIA HE Xy3Ke, YeM Y TTal[IEHTOB
¢ UBC, u nyume, yeMm y maruenTtoB ¢ JKMII [623]. ITo
JaHHBIM Yang c coaBT. [624], maiueHTH ¢ IopakeHHeM
KJIAIIaHOB Cep/lla U ocTaTouHou auchyHkIiue JIXK mocie
omepanuu Ha KJanaHe, KOTOPEIM ObL1 ycTaHoBiaeH MK/
JIUIS1 IEPBUYHOM TPOGUIAKTUKY, C YIETOM UHANBUIYaTb-
HBIX 0COOEHHOCTEN, UMeNU TaKyIO JKe OOLIYI0 BBIXKHBae-
MOCTb U BBI)KMBAEMOCTDb OT apUTMUU, KaK U MaI[UeHTHI C
UIIEMUYECKON KapANOMUOIIaTHUEH.

HegaBHO OBLIO IOKa3aHO, YTO /I HALIMEHTOB C IIO-
pakeHmeM KJIAaTIaHOB CepAIla, KOTOPBIM YCTaHABIUBAIOT

Ta6nuua 57. PUcK apuTMKUIn Npu NCUXMYECKUX 3a601€BaHUAX

VIK/ ¢ 11e/1b0 TIEPBUYHOM UJIU BTOPUYHOM TpodUIaKTU-
ku BCC, xapaKTepHBbI TaKas jKe 9acTOTa 000CHOBAHHBIX
cpabateiBanuii MK/ 1 Takye ke TIOKa3aTelu CMEPTHO-
CTH, 4YTO U A nanueHToB ¢ UBC wiu IKMIT [625].

12. Puck apuTMHui B OTAEJIbHBIX
MOMY/IALAAX

12.1. Ilauuenmsul ¢ hcuxuveckumu
3abonesaHusmu

12.1.1. SmaeMHuOJIOTHS

Puck BHe3amHOW cMepTH y GOJBHBIX HIN30ppeHUEH,
HEPBHO-TICUXUYECKOW aHOPEKCHEH U APYTUMU ICUXU-
YeCKUMHU 3a00J1eBaHUAMM BBIIIE, YEM MOXXHO OBILIO OBbI
MIPEeAIONOXKUTL [664]. DTO MOXET OBITh CBSI3aHO KakK C
CaMMMM IICUXUYECKUMHU 3a00/J€BaHUAMU, TaK U C UX
snedeHreM. Hampumep, y 60JbHBIX MKU30bpeHneil prcK
BCC B Tpu pasa BbIllle, YeM B 061Ieli monyaanuu [665].
Bosee Toro, HEKOTOPhIE HEHPONENTUKU U aHTUJEIIPEC-
CaHTHI TaKXe yBeanuuBaoT puck KA u BCC [660], B oc-
HOBe 4ero, Kak IpPUHATO CUUTATh, 1exuT JIBXKT [666].

Ray c coaBT. [667] usyyanu cBA3b MeXJy JedeHUeM
HeliposenTukaMu (B OCHOBHOM THUIIUYHBIMU HEUPO-
JIEITUKAaMH) W BHE3aIlHOM CMepPThI0 Ha BHIOOPKE CBBI-
e 480 000 malyeHTOB; OHM OIMCAJIH J0303aBUCHUMBIH
3¢ deKT c MOBHIIIEHMEM PUCKA y MAIIUEHTOB C Cepzedy-
HO-COCYAMCTHIMU 3a60ieBaHUsIMHU. B IpyroM HeJaBHEM
HCC/IeZIOBAHUY TeX JKe aBTOPOB ObLI IIOKAa3aH aHAJIOTHY-
HBIHM Z0303aBUCUMBIA 3QPeKT [T aTUIINYHBIX Heipo-
JIETITUKOB Ha ZI0OCTAaTOYHO OOJIBIION BEIOOPKE.

B uccnepoBanuu Wu c coast. [660] y 17 718 nanuesn-
TOB C BIepBhle BhiABIeHHOMN KA n/unu ¢ BCC oneHuBa-
JI1 BIUAHUE HeliposenTukos Ha puck JKA/BCC. Jlede-
HHE HEUPOJENTHUKAMU COIPOBOXKZAJNOCH MOBHIIIEHUEM
pucka XA u/unmu BCC B 1,53 paza (95% U 1,38, 1,70;

PekomeHpauus

Knacca Yposenbb Ccbinkac

PekomeHayeTcs M3MEHEHME 103kl UM OTMEHA NpenapaTta ¢ apUTMOreHHbIM
[eACTBMEM, eCaM NOCNE Havyana NevyeHns HeMpoaenTukom nHTepean QTc I C 658
npesbiwaer 500 Mc nau Beipoc 6onee 4em Ha 60 MC B CPAaBHEHUM C UCXOAHLIM

Bo Bpems JieueHus HerponenTMKaMu PEKOMEHAYETCA MOCTOSAHHBIA KOHTPOJIb

KOHLIEHTPaLMK Kanusi B nna3me KPOBM, 4TOObI M36eXKaTb rMNoKanMemMmu ! ¢ 659
PekomeHnayeTcsi He HasHa4vaTb 60Nee 0AHOMO Npenapara, Bbi3biBaKOWEr0

| C 660, 661
yanuHeHue uHtepeana QT
CneayeT paccMOTPETb BO3SMOKHOCTb OLEHKM MHTepBana QT Ao Havyana neyeHuns u lla c 659, 662,
npy U3MEHEHWUU [03bl HeponenTuKa 663

QTc — KoppurupoBaHHbIi uHTepsan QT.
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p < 0,005), mpruyemM MakcUMaJabHBIM PUCK OTMedascs
JUUIS1 HEPOJIETITUKOB, BHI3BIBAIOLINX OJI0KAaZy KaJlUeBBIX
HERG-kaHaoB.

12.1.2. /lmarHocTUKa

[Tpu neyeHUU TPUIUKJINYECKUMU aHTHU/ENpeccaHTaMU
oTMevaroT Gosbiilee yBenuueHue QTc u 6osee dacToe
pasButue JIBXKT, ueMm mpu JeyeHUU UHTUOUTOpPaMU 06-
paTHOTO 3axBaTa CEPOTOHWHA. DTU HAPYIUIEHWs 4YacTO
CBSI3aHBI C TsOKeJION OJI0OKaZIol HaTPHEBBIX KaHAJOB
U UCXOAHBIMH (paKTOpaMU PUCKA, BKJOYas HaIU4YUe
apuUTMUH B aHaMHe3e, HapyuieHue ¢yHkunu JOK, mpuem
JUTOKCUHA U THUITOKaneMuto (Ha poHe mpueMa guype-
TUKOB) [659, 663, 669, 670]. CregyeT o6paiaTh BHUMA-
HUe Ha BO3MOXXHbIe ) EKTH PyrUX MpenapaTos, Jaxe
ecJId He I0OKa3aHo, YTO OHU YAJUHAIOT nHTepBax QT.

12.1.3. JleyeHue

PekoMeHZyeTCA OLIEHKA KapAHUOJIOTMYECKOTO PHUCKa, a
mpyu OBHApyXeHUM KaKUX-TUOO OTKJIOHEHWH — KOH-
cynbTanua Kapauosora. [locie Havasa jedeHus OIeHU-
BaIOT paboTy cep/lia u, eCiv 0OHAPYKUBAIOT yAJIUHEHUE
uHTepBasa QTc > 500 MC uau HOBBIE CHUMIITOMBL CO
CTOPOHHI cepAlla, Ha3HaueHHoe JieyeHUe IlepecMaTpu-
BatoT [662]. Cnexyer usberaTb Ha3HauYe€HUsS AOTOJ-
HUTEJIbHBIX IpernapaToB, BIAUAIIAX HAa MeTaboaU3M
y)Ke Ha3HaueHHOTO IIpelnapaTa, CIOCOOHOTrO YAJTUHSITH
uHTepBan QT. BakHO 3HATh 060 BCEX JIEKAPCTBEHHBIX
Ipenaparax, KOTOpble IpMHUMAaeT NalWeHT, BKJIOYas
6e3pelenTypHBIe cpeacTBa [662].

12.2. I[lauueHmbul ¢ He8poJaO2UHECKUMU
3abonesaHusmu

12.2.1. BHe3anmHasa HeOObACHUMAs CMEPTh

IIPHU SITUIETICUU

BHe3amHas HeOOBSCHWMAS CMEPTh IIPU JSMUJIEICUH
(BHCD) — cMepTb 60IbHOTO SIUJIENICHEH, He CBSI3aHHAsA
C HECYACTHBIM cydaeM. B 6onpinHCcTBe cayyaeB BHCD
HaCcTyIllaeT B HOYHOE BpeMs WIH B IIepuo/ cHa, 6e3 cBU-
gerteneir [671]. OcHoBHBEIMEU ¢akTopaMu pucka BHCD
SIBJIAIOTCA YacThle CYAOPOXKHBIE TPUIMAAKH, OCOOEHHO
reHepaju30BaHHblE TOHUKO-KJIOHUYECKHEe IIpUNaj-
Ku [672—681].

BceM 6GosibHBIM 3muienichedl moka3aH JKI-CKpUHUHT
JUTS1 UCKJIIOUEHUA APYTUX 3a001eBaHul, KOTOpPbE MOT'YT
HaloMHUHAaTh dnuencuio. Kpome toro, cama snuiencus
MOXKeT OBITb CBs3aHa C HEBPOJIOTUYECKON KaHaJOMaTU-
eli, IpY KOTOPOH BO3MOXKHA CBA3b MeX/y HapyLUIeHUAMU
GYHKIIMY MOHHBIX KaHAJIOB B T'OJIOBHOM MO3Te U CepA-
1a [679, 682—685]. Camblii apPeKTUBHBIIN crI0cob Mmpo-
¢unaktukn BHCD — MaKcHMalbHBIA KOHTPOJIb CYZAO-
POXXHOM aKTUBHOCTH.

12.2.2. HepBHO-MbIIIEYHbIE 3a601€eBaHUs
MpeiledHbIE Z[I/ICTpOd)I/II/I — T'pyIlllla HacCJ€ACTBEHHBIX
3ab0/ieBaHUM, NMPU KOTOPHIX IOPaA’KAETCsA IOIEPEY-

Ho-TloJIocaTasd MycKyJjaTypa U cepJedyHas MBIIIIA.
[TopaxkeHue cepAna NpoTeKaeT 10 TUIY JereHepaTUB-
HOTO mporecca ¢ Gubpo3oM U KUPOBEIM 3aMelleHUeM
Muokapza [687] u uame Bcero mposBisSeTCS B BHUJE
AWaTallOHHOM KapJUOMUONIATUU U HapyIleHu! Ipo-
Be/leHUA, KOTOpble MOTYT co4yeTaTbCd APYT C JPYTOM.
KayecTBO M MNpOAOIKUTENBHOCTh JXKU3HU IPU BCEX
MBIIIEYHBIX AUCTPOOUAX 3aBUCAT OT IOPAKEHUS JbI-
XaTeJbHbIX MBI, KOTOPOE CJIeAyeT YYUTHIBATh IIpU
BBIOOpE METOJOB MPOPUITAKTUKU.

[TopakeHHe cepAlia 4YacTO OTMedaeTcsA NpU MbIIIey-
HBIX aucTtpoduax /JromeHHa U Bekkepa, MUOTOHMYe-
ckoit auctpoduu 1-ro tuma (6osne3Hp IllTeiiHepra),
MBIIIEYHON AucTpoduu OMepu—/peiidyca U KoHeu-
HOCTHO-TIOsICHOU aAucTpodum 1B Tuma [687]. ¥V 6osb-
HBIX C MBIIIEYHBIMU gucTpodusmu /lomeHHa U bek-
Kepa JOCTaTOYHO 4YacTO pa3BUBaeTcA JuJaTallMOHHAaA
kapguomuonarua [687]. Aputmum (KemayAod4KoBad
akctpacuctoausa u HYXKT) u HapymmeHusa npoBeieHUS
MOABJAIOTCA yKe TII0Ciae pasBUTHA JAWIaTallMOHHON
KapZUOMMUOIIATUH, II03TOMY UX JieueHHe NPOU3BOJUTCS
[0 TEM JKe MPUHIUIAM, 4TO U y 60osbpHBIX JKMII. BHe-
3amHas CMepTh IIPU MBINIeYHOH AucTpoduu JfomeHHa
HacTyIaeT yallle BCEero MpU COYeTaHUU AbIXaTeJIbHON U
cepAedYHON HegocTaToyHOCTU. HeT TowyHOU uHOpMa-
IIUM O TOM, B KAKOM IIPOLIEHTE CJIy4aeB CMepPTh HACTY-
raeT OT apuTMuu, ogHako KA 1 BHe3anHasa CMepTh IIpU
3THX HEePBHO-MBINIEYHHIX 3a00/IeBaHUAX HAOIIOAAI0TCA
C TOH >Ke 4acTOTOH, 4YTO U CpeJy NallMeHTOB C Heulle-
MUYECKOH AumaTalluoHHON KapauoMuonartueil. I[Tpodu-
JlakTudeckoe npuMeHeHue MK/l nmoguuHaeTcsa TeM xe
OPUHIUIAM, YTO U NIpU ApYyrux Gopmax AuIaTaloOH-
HOU KapauoMmuonaruu [687].

MuoTonuveckas auctpoous 1-ro tuna (6ose3Hb
[lIteiinepTa) npoABAAeTCA HapyLIEeHUAMHU IpOBeje-
HUS, 9aCTO C HEO6XOAUMOCThIO KapAUOCTUMYJIAIIUY, 1
B HEKOTOPHIX CAyYadx — AWJIaTallMOHHOU KapJUOMHU-
omaTueli. TpeTh Bcex cMepTel NpU 3TOM 3a60JeBaHUH
HOCUT BHe3alHBIU WU HEOXKUAAHHEIN xapakTep [687].
0630p pe3ynbTaToB 18 wmcciesoBaHUM ¢ OOINEld BHI-
6opkoii 1828 manueHTOB, BHINNOJHEHHBIN Petri c co-
aBT. [688], mokasas pasBuTre AB-6G0ka bl 1-if cTeneHu
noutu y 30% manueHToB, AnuTeabHocTb QRS > 120 mc
y 20% nanueHTOB, 4acThle JKO y 15% u HYXKT y 4%.
Cucronuueckyo auchynknuio JK ormevanu y 7,2%
nanueHToB, ®I1 unu TpeneraHue npegcepsuit — y 5%
MaIMeHTOB. YYUTHIBASA BBICOKYIO YaCTOTY HapyUIEHUH
IIpOBe/ieHN, Ipe/oIaraiy, YTO OCHOBHON IPUYNHON
BCC mpu 60se3nu lllTeliHepTa BAAETCA NPOTPECCUDPY-
Iolllee HapyllleHUe IpoBeJeHud. OfHAKO caydyau BHe-
3alHOM CMepTU cpejy NallMeHTOB C KapAUOCTUMYJIATO-
poM [694] 1 an11U30ABI CIIOHTAHHON WU UHAYUPYyeMOM
JKT yka3bIBarOT Ha TO, YTO YaCTh BHE3AIHBIX CMepTeH B
9TOl rpyne 60JbHBIX CBA3aHa ¢ XKA.

Lallemand c coaBrt. [689] B cBoeM HccIeZOBaHUU V
manueHToB c 6osnesHpio llITeliHepTa BHINOJHANIN SH-
JlOKapAuaJbHOe usMepeHue nHTepBasa HV u nokasa-
JIX, 9TO B T€YEHHUE 5 JIET IOCJIe MOABJIEHUA TIEPBUYHBIX
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KNMHUYECKON CUMNTOMATUKN M M3MEHEHUI Ha IKI

Bcewm nauueHTam ¢ MbllLEeYHbIMU AUCTPOGUAMU PEKOMEHAYETCH EHErogHoe
o6cnefoBaHue, Jaxe B NaTEHTHbIM neproj 3a60neBaHNUs NPy OTCYTCTBUU

los)

686—689

HENPOMBbILWEYHbIX 3a601eBaHNUI

MauneHTam ¢ HeipOMbILWEYHBIMW 3a601€BaHUAMU M COMYTCTBYIOWMMM
A pekoMeHAyeTCs TaKoe ke eYeHne, Kak 1 nauueHTam ¢ KA 6e3 C

MHeHMe 3KcnepToB,
y4acTBOBAaBLUNX B
MOAroTOBKE AaHHbIX
PEKOMEHAALINI

MMnnaHTaums nocTOAHHOr0 KapAMoCTUMYNATOpa PEKOMEHAYETCA

3-11 cTenenun unu Taxenov AB-6nokaaon 2-i cteneHun Ha to6om
aHaTOMMUYECKOM YPOBHE

nauueHTam ¢ HeipoMblleYHbIMK 3a601eBaHMAMU U AB-610Kaaow

B 690

GbICTPOrO NPOrPECcMpPOBaHUA

MOXHO pacCMOTPETb UMMNAHTALIMIO MOCTOSAHHOTO KapAMOCTUMYAATOPA

Yy NaLMeHTOB C MMOTOHWMYECKON ancTpoduen 1-ro Tuna (6onesHs LLteiHepta),
cungpomom KepHca—Celpa nnn KOHEYHOCTHO-NOACHOM AUCTPOdUEN Npu lb B
AB-6n0kage nto6oi cteneHun (BKIYas 1-t0 CTeneHb) € y4eTOM pUCKa

687, 690—693

MoxHO paccMoTpeTb npumeHeHne UK/ y nauneHToB ¢ MUOTOHUYECKOH
anctpoduent 1-ro tuna (6one3ub LUTelHepTa), MbllWeYHOR AMCTpoduen m B
Imepu—Lipeiidyca N KOHEYHOCTHO-NOACHOM AucTpoduer 1B TMNa npu

HaNMYMM NOKa3aHUI K CTUMYASLIMK U NPU3HAKOB HKENYA0YKOBbIX apUTMUI

79, 690, 693-695

AB — aTproBeHTPUKYNAPHbLIN; A — wenyaoukoBas aputmus; UKL — uMmnnaHTMpyeMblii kapanosepTep-aedubpunnsatop; KM — aneKkTpokapavorpamma.

a Knacc pekomeHaauuu.
® YpoBeHb [10Ka3aTelbHOCTH.
¢ CCbIIKM Ha UCTOYHUK(M), NOATBEPHAAIOLUIME PEKOMEHAALMIO.

HapyUIEHU! NMPOBeJEHUA K HUM IMPUCOEAUHAETCA Y/-
JUHeHWe WHQParucoBoro ImnpoBeeHus. VcciemoBa-
Hue Laurent c coaBT. [694] Tak)Xe HMOATBEPAUJIO, UTO
yanuHeHue uHTepBasa HV > 70 Mc 110 JaHHBIM 3HJO-
kapzauanbHoro DDV ABsgeTCA MPOrHOCTUYECKUM (ak-
TOpoM TOJHON AB-6y0kazbl B TeyeHue 6 yer. Groh c
coaBT. [690] obcnemoBanu 406 B3POCHBIX MAl[EHTOB
C MHUOTOHUYECKOH AucTpoduel 1-ro Tumna, MoATBEpPHK-
JIeHHOU TeHEeTUYEeCKH, W IToKa3ajau, YTO TIKecTb AB-
60KaAbl U/WAW HapylIeHUH BHYTPUKETYJOUYKOBOTO
IpoBeJleHUA, a TakK)Xe BO3HUKHOBEHHe Ipe/icepHBIX
ApUTMUH SABJIAIOTCA HE3aBUCHUMBIMU (paKTOpaMU pH-
CKa BHe3amHOW cMmepTu. B wuccrezoBanmu Wahbi c
coaBT. [693] BemmonHeHue JPU c mocnegylomeil UM-
IUIAaHTaed KapAMOCTUMYJISATOpAa MallMeHTaM C WH-
TepBasioM HV > 70 mc m03BOJAJO CHU3UTH YaCTOTY
CMepTeJbHBIX MCXO/I0B II0 CPaBHEHUIO C MalueHTaMU
Ha DKI-MoHUTOpUHTE.

Ilpu MblmeyHoit Aucrpoduu dMmepu—/peiibyca u
KOHEYHOCTHO-ITOSICHOM AucTpoduu 1B Tuma, cBsi3aHHOMN
¢ MyTalusAMU B reHax jamuHa A win C, Ha JIOJII0 BHe-
3amHoi cmepTu npuxogutcsa 30% OT BceX cMepTebHBIX
cinydaes [79].

HexkoTopble uccieoBaHust 60JbHBIX AUCTPOGUIMU C
JBOMHON MyTauuei reHa jamuHa A/C MO3BOJUIN cle-
JIaTh MIPEJONIOKEHNE, UTO pa3BuTHe AB-610Ka/ibl TOBO-
PUT O TIJIOXOM UCXOZE Y YTO OAHOUM KapAUOCTUMYJISALNN
HeJI0CTaTOYHO i npodmaakTuku BCC, moaaep:xuBas

TeM caMbIM npoduirakTuyeckoe npuMmeHeHue WK/, Ho
HE KapJAUOCTUMYJSITOPOB Yy OOJBHBIX C MOpPa’KeHHEM
cepaua [695]. ®akTopaMu pucka BHE3aITHOM CMepTHU
u HeappekTuBHOCTH WK]| ABIAIOTCA HEYCTOMYMBAS
KT, ®BJIK < 45%, My>XCKOM IOJ U He-MUCCEHC MyTa-
uuu jamuHa A unu C [79]. JleueHne peKOro BapuaHTa
X-CIIeTJIEHHOM peLeCCUBHONW MBINIIEYHON AucTpoduu
Omepu—/lpetidyca, CBA3aHHOH C MyTalUAMU B TeHe
SMepHHa, NIpe/CTaBiAeT HEKOTOPhIEe CJI0KHOCTHU B CBA3U
C HeZIOCTaTKOM KJIMHUYECKUX JaHHBIX. [Ipu oTCyTCTBUU
reHcrienuduyHOd UHPoOpMAIUM A/ JIedeHUA TaKUX
GOJIBHBIX 1[€1eCO00Pa3HO UCIIOIb30BATh T€ JKe PEeKOMEH-
Jaluy, YTO U JAJIA JIeYeHUs GOJbHBIX C JOMUHAHTHBIM
BapHMaHTOM MBbIIIEYHON aAuctpodum IOMepu—/peiidy-
ca [687,692].

12.3. bepemeHHOCMb

12.3.1. AputmMumM, He CBA3aHHEBIE
C TIOCIEPOAI0OBOM KapAuOMUOIaTUeN

12.3.1.1. Snudemuonozus

BepeMeHHOCTh CBsi3aHa CO 3HAYUTENBHBIM PHCKOM Yy
KEHIIUH CO CTPYKTYypHOM marosoruei cepgua [696,
700—702]. ¥V XeHIIUH C BpOXK/JEeHHBIM CHHAPOMOM VA-
JIMHEHHOTO NHTepBasia QT 0TMeYaloT CyLIeCTBEHHOE I10-
BBHIIIIEHVE PUCKA CepPAEYHEIX COOBITUI B IOCIEPOZOBOM
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Ta6auua 59. P1UCK apuTMuUit BO BpeMs 6epeMeHHOCTH
PexomeHpaauus Knacca Yposenbb Ccbinkac
MHeHuWe aKcnepTos,
JleyeHue B-agpeHobnokatopamu peKoMeHZyeTcs BO BpeMs 6epeMeHHOCTH ma%igzizl”:ﬁ:blx
¥ B NOC/IEPOJOBOM NEepMoae NauueHTKam ¢ CUHAPOMOM YAJMHEHHOIO | C eﬂomeH 3 ﬁlm
nutepBana QT uan KIMKT P Aal
696, 697
Ha3sHauyeHne MeTONponona, nponpaHooaa uiu Bepanamuna
BHYTPb PEKOMEHAYeTCA Ans AUTENbHOM Tepanuu nauonaTuyecKon | C 696, 698
yctonumon KT
IKCTpEHHas 3NEKTPUYECKas KapAMOBEPCUS PEKOMEHAYETCA Npu | c 696. 698
ycToiunsov KT, 0CO6EHHO C HAapYLWEHWEM reMOAUHAMUKK !
MHeHue 3KcnepTos,
y4aCTBOBABLUMX B
Mpy HaAM4YMKM COOTBETCTBYIOLLMX MOKa3aHWii CleayeT paccMOTPeTb lla C MOArOTOBKE AaHHbIX
umnnaHTauuto UKJ Bo Bpems 6epeMeHHOCTH peKoMeHaauuit
696
CneayeTt paccMOTPETb BHYTPUBEHHOE BBE/IEHUE COTan0Na Unu
NPOKauHamuaa Ans IKCTPEHHOM KOHBEPCUM MOHOMOPOHOM YCTOMYMBOM lla C 696
T 6e3 HapyLWeHWH reMofMHaMUKK
CnepnyeT paccMOTPETb BHYTPMBEHHOE BBEAEHME aMWOAapOHa Ans
3KCTPEHHOMN KOHBEPCUK MOHOMOPGHOM ycTonumnBOM KT ¢ HapyweHuem
reMouHaM1KK, pedpaKTepPHOW K 3NIEKTPUYECKON KapAroBEPCHUU UK lla ¢ 696, 698, 699
He 0TBEYaloLLEN Ha MeAMKAMEHTO3HYI0 Tepanuio
MOXHO pacCMOTPETb BbINOSHEHWE KATETEPHOW abnauun ans nevyeHus
pedpaKTepHbIX K MEAUKAMEHTO3HOM Tepanuu 1 NaoXo NepeHOCUMBIX Ilb C 696
TaxMKapaun
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KT — wenynoukoBas Taxukapaus; MK — umnnaHtupyemblit kapanoseptep-agedubpunnatop; KMKT — Katexonamuuepruyeckas nonumopdHas

Henyao4ykoBas TaxMkapauns.

2 Knacc pekomeHgauum.
® YpoBeHb [J0Ka3aTelbHOCTH.
¢ CCblIKM Ha UCTOYHMK(M), NOATBEPHKAAIOLME PEKOMEHAALMIO.

nepuoge (B TeueHue 40 Hezeslb MOCTE POJOB), B CBIA3U
C 4YeM UM HeOOXOAMMBI B-aZipeH06I0KaTOPbl BO BpeEMS
6epeMeHHOCTH U B IIOCJIEPOJOBOM Nepuoze [697, 703].
VY JKeHIIWH ¢ cuHAPOMOM Bpyrasa 6epeMeHHOCTh, POZABI
Y TIOC/IEPOZAOBEIM TIepro/ 0OBIYHO MPOXOAAT 6e3 AOTOoI-
HUTEJbHBIX pUCKOB [704, 705].

12.3.1.2. /luazHnocmuxa

[loBBIIEHHAs YAacTOTA CEPAEYHBIX COKPAUIEHUH MO-
)KeT OBITh O00YCJIOBJIEHA CHUHYCOBOM TaxuKapAHUeH,
MpeACepAHbBIMU WM JKEJTYAOYKOBBIMHU 3KCTPACHUCTO-
JlaMH, OZHAaKO B GOJBIIMHCTBE CIy4aeB OHU HE fAB-
JISIIOTCSA TIPOTHOCTUYECKU HebJarompusaTHHIMU [698,
706—709]. ¥ MHOTHX OOJBHBIX MapOKCHU3MaJbHOMN
Ha/’KeJNyZOYKOBOW TaxuKapAuel BO BpeMs GepeMeH-
HOCTU HaOJoJaeTcs ee yXyJAlUIeHUWE C TOABJIeHUEM
CHMIITOMaTUKU. Bo BpeMs 6epeMeHHOCTU TaKyKe MO-
JKeT BO3HUKATh mepBHY anuson XKT [698, 706—709],
YTO CBSI3aHO C IIOBBHINIEHWEM YPOBHS KaTeXoJaMH-
HOB [710]. Puck nmoBTopHo# KT BeIlle y marnueHTOK

¢ XXT B aHaMHe3e U CTPYKTYpPHOH IlaToJOTHeH cepj-
na [697, 711, 712].

12.3.1.3. /leueHue
[Ipy BBIABIEHUU JO0OPOKAUYECTBEHHON apUTMUU Tal[U-
€HTKY CTOUT B IIEPBYIO OYEPE/b YCIIOKOUTh U PEKOMEH-
JIOBaTh BO3/IEPXKAThCS OT CTHUMYJUPYIOMIUX BEIIECTB,
Takux Kak KodeuH, Tabak U ajakoroib. Ilo moBozay
CHMIITOMHBIX TaXWAPUTMHUM BBHIMOJHSIOT KaTETEPHYIO
abnanuio 0 3a4aTus, ecau OepeMeHHOCTh IJIAHUPY-
eTcsa 3apaHee. Eciu Heo6xoznMma MeAMKaMeHTO3Has
Tepanus, MpemnapaThl Ha3HAYalT MO BO3MOKHOCTHU Ha
MO3HUX CPOKaX 6€peMEHHOCTH U B MUHUMAJIbHON 3(-
deKTUBHOM 03€.

ApuTMHUU BO BpeMsi 6€PeMEHHOCTHU MPH OTCYTCTBUU
y MalUeHTKU CTPYKTYPHOH IATOJOTUM CepAila OOBITHO
XOpOIIIO OTBeyaloT Ha JedeHHe [-agpeHo6IoKaTOpa-
Mu [696, 713, 714]. Eciu B-agpeHO6I0KATOPHl OKasa-
such Hedb(EKTUBHBI, MOXKHO HA3HAUYUTh COTAJON WU
6JI0KaTOPHI HATPUEBHIX KaHaoB (kiacc IC).



01/2019

BCEPOCCUWCKUE KNMHWYECKME PEKOMEHZALMM NO KOHTPOJIO HAZL PUCKOM BHE3AMHOM OCTAHOBKM CEPJLA U BCC

MezukaMeHTO3HasA Tepalus B IIepBOM TpuUMecCTpe
CBfI3aHa C BBICOKUM PHUCKOM TEPATOreHHBIX 3¢dex-
TOB, Ha 60Jlee MO3ZHUX CPOKAX — C HEXeJaTeIbHbIM
BJMAHNUEM Ha POCT U pa3BUTHE IJIOZA, & TaKXe C Io-
BBIIIEHHBIM PHCKOM IIPOAPUTMHUYECKOTO JeicTBUA.
YnpaBjeHHe IO KOHTPOJIIO 3a NMUIIEBBIMU IPOAYKTa-
MU U JekapcTBeHHbIMU cpefcTBaMu CIIIA (FDA) BHI-
JleJIgeT MATh KaTeropui, ONMMCHBAIOIINX IPUMeHEHUe
aHTUApUTMHUYECKUX IIpenapaTtoB BO BpeMs OGepeMeH-
HocTtu [715]:

1. Kateropusa A: KOHTpoJUpyeMble HCCIeJOBaHUA He
BBIABWJIN JIOIIOJHUTENbHBIX PUCKOB (B 3Ty KaTero-
PHIO He TIoNIalaeT HU OZJMH aHTUAPUTMUYECKUH IIpe-
mapar).

2. Kareropus B: oyeHb Majiad BepOATHOCTb BPEJHOTO
BO3/IeMCTBUA Ha IO, (COTaI0, TUAOKAWH).

3. Kareropusa C: BO3MOXXHad I0Jb3a JIeYEHUA IlepeBe-
1IMBaeT ero puck (XMHUAWH, aleHO3UH, METONPOJIO,
NIpOIIpaHOJIO/, BepamaMuJ, AWITHa3eM, AUTOKCUH,
daexaunHu, nponadeHoH).

4. Kareropus D: ucciesoBaHUA NOATBEPXKAAIOT PHUCKU
s oga (GeHUTOWH, aMUOAAPOH).

5. Kareropus X: IpoTHBOIIOKa3aHO BO BpeMs OepeMeH-
HOCTH.

Jns neyenus uguonarudeckoit XKT us BTTIIXK HasHa-
YaloT BepamaMuI WK B-afpeHo6I0KaToOphl (METOMPO-
JIOJI WY COTAJoN) C Lenbio mpoduaakTuky, ecau KT
COTIPOBOXKJAETCS TAXKENON CUMIITOMaTUKOM WU Hapy-
neHueM TeMOJWHaMUKHU. B ciydae mauonaTuyecKoin
JIEBOXKETYZOYKOBOM (aCUUKYISIPHON TaXUKapAuu Jie-
yeHUe B-agpeHo6I0KaTOpaMu OOBIYHO HedpPeKTUBHO,
B CBfA3U C YeM TaKUM IallMeHTKaM Ha3HavaloT Bepara-
MUJI. B ocHOBe MexaHM3Ma pa3BUTHA dTOI'O BUJA TaXU-
KapZuM JIeXKUT MeJJieHHOe NPOHUKHOBEHHE KajbIUd
B YaCTUYHO /eloJApU30BaHHBIE BOJIOKHA I[lypKuHbe.
Ecnu taxukapaus pedpakTepHa K MeAUKaMEHTO3HOU
Tepanuy WM IJIOXO IEPEHOCUTCS, MOXKET IIOTPe6OBATh-
cs KaTeTepHas abmanus. Y manueHToK ¢ MK/l BoaMokHa
HOpMaJibHasA 6€pEMEHHOCTh 6€3 KaKUX-THO0 OCIOXKHE-
Hui a1 maozaa [716—718]. Eciu nokaszanus k UK/l Bo3-
HUKAIOT BO BpeMs 6epeMeHHOCTH, MOXKHO UCITOJb30BaTh
mogkoxkHbIH MK/, uyTo6Bl M36exaTh (GII00POCKONNY;

OIHAKO CJIeflyeT YYUTBHIBaTb, YTO OIBIT IPUMEHEHU:
3TUX YCTPOUCTB y 6epeMeHHbIX OTPAaHUYEH.

12.3.2. ApuTMuH, CBI3aHHbIE C MOCIEPOJOBOM
KapguoMuoIaTuei

[ocnepozoBass (mepunapTajibHas) KapAUOMUOIATUS
XapaKTepusyeTcs pa3BUTHEM CHCTOJHYECKOH JHC-
¢dyskuuu JXK u cepedyHO HEZOCTATOYHOCTU HA IM03[-
HUX CPOKaxX 6€peMEeHHOCTH WU B TeYeHUE HECKOTbKUX
MecsIeB mnocye pozoB [721]. IlpuyumHa mOCIEPOJOBOM
KapAUOMHOIIATUU HESICHA, OJHAKO IpeJIoaraeTcs
ompezieleHHas POJIb UHPEKITMOHHBIX, BOCIAJIUTETbHBIX
U ayTOMMMYHHBIX ¢akTopoB [722]. YacToTa pa3BUTUA
coctasudgeT 50 cay4yaeB Ha 100 000 XKUBOPOXAEHHBIX
peteii [723]. CMepTHOCTD B CBSI3U C ITOCTIEPOJOBOM Kap-
auomuonarueii B CIIIA xosmebieTca oT 6 70 10% [724].
CoracHO TOCJTeIHUM HCCJIEJOBAHUAM, IOCIEPOAOBAs
KapZAUOMUOIIATHsI MOXKET OBITh IPOABIEHUEM CEMENHOM
JKMII, cBA3aHHOU C TeHHBIMU MyTanusamu [725].

[MociepozoBas KapAUOMHUONATHS OOBIYHO TIPOABIIA-
eTcs B BU/IE CEP/IEUHON HEJOCTAaTOYHOCTU Ha (HOHE CH-
cronndeckor auchyukunu JIK Ha mo3gHUX cpoKax bOe-
PEMEHHOCTH WJIU B Te€YEHUE HECKOJIBKUX MECSAIIEB ITOCIIE
pozoB. [Ipu 2TOM MOXKeT He HabIIOAaThCA AUIATAI[UN
JUK, Ho dpakius BeIOpoca MpaKTUIECKH BCETAA CHUXKe-
Ha (< 45%) [719]. CornacHO moc/ieJHEMY ONPeAeTeHUIO
MTOCJIEPO/IOBOM KapAMOMHONATHUH, BPEMEHHbIE pPaMKU
pasBuUTHS 3ab0JeBaHUS JOCTAaTOYHO Pa3MBITHL [726].
Pe3ynbTaToOM IIOCJIEPOJOBOM KapAHMOMHOIATHUA MOTYT
6bITh ciokHBIE KA ¥ BHe3amHas OCTaHOBKA cepAla.
VY Bcex maIMeHTOK C BrepBble Bo3HUKIIEeH JKT B mocies-
HUe 6 HeZieb 6epeMEHHOCTH UJIN B paHHEM MTOCJIEPO/O-
BOM IE€pHOJiEe CIEAYET UCKIIOUUTD MOCIEPOAOBYIO Kap-
AvomuonaTuio [727].

K maumeHTKaM C MOC/IepOLOBOM KapAMOMHUOIATHER
IIPYMEHUMBI CTaHAapTHbIE PEKOMEH/AIINH TI0 JIEeYeHHUIO
oCTpoli cepaeuHoi HegoctatouHocTu [10]. Bo Bpems
6epeMeHHOCTH MPOTUBOIOKA3aHbl UHTHUOUTOpPH AIID,
BPA u uHruburtopsl penuHa [720, 728]. Bera-agpeHo-
6JIOKaTOPBI TIOKA3aHBI BCEM OOJIBHBIM CEPAEYHOUN HEJZO-
CTaTOYHOCTHIO IIPU YCJIOBUU UX HOPMaJbHOU MEPEHOCH-
MOCTH; IpEeAINOYTEHNE OTJAAIOT IpernaparaM, KOTOpBIe

Ta6auua 60. JleyeHne apuTMUiA, CBA3aHHBIX C NOCNEPOAOBOM KapanomuonaTuen

PexkomeHaauus Knacca YposeHbb CcbliKac
AneKTpryecKasn KapanoBepcua uan aeduépunaLuus peKoMeHa0BaHa BO BpeEMS | B 719
6epeMeHHOCTM npu pa3suTuK KT uan O ¢ HapyweHnem remoanHaMmnKm
bepeMeHHbIM KeHILMHaM PEKOMEHI0BAHO CTaHAapTHOE neveHne XCH, 3a
UCKNIOYEHWEM NpEenapaToB, KOTOPble NPOTMBONOKa3aHbl BO Bpems 6epemeHHocTH | | C 719, 720
(nHrnéutopbl AN, BPA 1 MHTMGUTOPBI pEHMHA)

AN® — aHrnoTeH3nHNpespaLalnii depment; BPA — 6nokaTtop peuentopos aHrnoteHsuHa Il; T — xenyaoukosas Taxukapans; X — dubpunnauua

Henyao4KoB; XCH — xpoHWyeckas cepaeyHas HefoCTaTOYHOCTb.

a Knacc pekomeHgaumm.
® YpoBeHb [10Ka3aTelbHOCTH.
¢ CCbUTKM Ha UCTOYHMK(M), NOATBEPKAAIOUIME PEKOMEHAALMIO.
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6JIOKMPYIOT ITIPEUMYIIECTBEHHO [3,-a/peHOPeLenTOpPhl
(HampuMep, MeTOIPOJION). ATEHOJION TaKUM TalueHT-
KaM He peKoMeHZIoBaH [729], Tak ke kak u AMP [730].
[Tpy pa3BUTHUM YTPOXKAIOMINX >KU3HU KETYJOUYKOBBIX
TaxXUapUTMUN NPUOErarT K 3JIEKTPUIECKON KapAuoBep-
cuu. [lpumenenue MK/ y nanueHTok c JKA nim HU3Kon
¢dpakuueit BeIGpoca cieAyeT CTaHAAPTHBIM PeKOMeH/a-
uusAaM. [Ipy 3TOM ciie[yeT yIYUTHIBATh BEICOKYIO YaCTOTY
(50%) crioHTaHHOTO pa3pelleHus JUIaTallUOHHON Kap-
JAVOMUONATHY IOCyIe pooB [731].

12.4. Cundpom 8He3anHoil cmepmu
mnaderues (CBCM)

IMog cuHAPOMOM BHe3amHOM cMepTH MiazeHeB (CBCM)
MMOHUMAIOT HEOXKUJAHHYIO HEHACUJIBCTBEHHYIO CMepPTh
BHEIIIHE 3/J0POBOTO pebeHKa MMepBOro Irofia KU3HHU, MPU
KOTOPOM OTCYTCTBYIOT aJeKBaTHbIE [JiA OOBICHEHUS
MPUYUHBI CMEPTHU JaHHblE aHAMHe3a U IaToOMOp¢oJIo-
rudyeckoro ucciaezoBaHuda. BO3 mpusnasa CBCM 3Ha-
YUMo po6siemoii B 1974 1., Toraa ke B CIIIA Havanach
perucTpanus cay4aeB BHE3AITHON, HEOXKUZAHHOU cMep-
TU JeTell IepBOro roja >XU3HU. B HacTodllee BpeMs
CBCM npusHaH OZHOM U3 BeAyIIUX NPUYUH IIOCTHEO-
HaTaJbHOM MJIa/[eHYECKOM CMEPTHOCTU B GOJIBIIMHCTBE
NIPOMBILIJIEHHO Pa3BUTHIX CTpaH Mupa [732, 733].

B MexayHnapoaHoii kinaccudukaiuu 6one3neit X me-
pecMoTpa JaHHbIH CUHAPOM 0003HaYeH KaK «BHE3aMMHA s
CMepTh IpyAHOro pebeHKa» nof pyoprkoi R 95 B pas-
Jlejle «<HeU3BeCTHHIe IPUYUHBL cMepTU». Jluaraos CBCM
CTaBUTCA METOJOM HCKJIIOUEHHUS BCEX BO3MOXXHBIX ITPU-
YUH CMEPTH IOCJIe TIIaTeJbHO IPOBEJEHHON ayTOIICUH,
HCCIeTOBaHUS 0OCTOATEBCTB CMEPTH U COOTBETCTBYIO-
el MeUIMHCKOU JokyMeHTauu. B Poccun CBCM Ha-
4yaJl perucTpupoBarbes ¢ 1999 r.

OCHOBHBIMHU U Haubosiee CTaOUIBHBIMU XapaKTepH-
crukaMu CBCM ABIAIOTCA: HAaCTyIlJIEHHE CMEePTH BO CHe
U, IPEVMYIIECTBEHHO, B IOJIOXKEHUY Ha XXUBOTE; UK
caydaes CBCM B BO3pacTHOM JuamnasoHe 2—4 Mec; II0-
BBILIIEHVE YaCTOThl BCTPEYaeMOCTH Y HEeJOHOUIEHHBIX U
JleTel ¢ HU3KOM Maccoil Tesa pu poxXJeHUHU, a TaKxKe y
ManbuuKoB (60%); mpezliecTByoOINe CUMITOMEL Jer-
KO peciupaTopHoi nHbekuuu [734].

BBIZENAIOT TPU OCHOBHBIE T'PYINBI JeTel, OTHOCH-
IIUXCA K IPYIIIe BBICOKOTO pUCKa 1o passutuio CBCM:

* HeJIOHOIIeHHEBIE JIeTU C Maccoy Teja IpU POXKAEHUU

meHee 2000 T;

* JleTU, IepeHeclire O4YeBUAHBbIE KHU3HeyrpoXKarollue

COCTOSITHUS;

* cubcs xxepTB CBCM.

12.4.1. ITatrodusnonorudeckue mexannsmbl CBCM
Bo3MmoxxHBIe MexaHH3MBI TaHaToreHe3za CBCM Ha cerog-
HANITHUY JeHb IPOJOJKAIOT OCTaBaThCA IIpeIMeTOM HH-
TEeHCHBHOI'0 U3ydeHUA. HecOMHeHHBIM ABJIAETCA OCTPOe
BUTAJIbHOE HapyIllleHWe OCHOBHBIX GYHKIIUH XKU3HEEA-
TeJIbHOCTH OpraHu3Ma y pebeHKa C BbhIpa’KeHHOH Je3a-
JanTaruel B MOCTHATAIbHOM nepuoze [734, 735].

B 1994 r. B pe3ynbpTaTe MHOTOYUCIEHHBIX HCCIEZO-
BaHWH, MOCBAIEHHBIX Mpo6ieme CBCM, Gblia mpezsio-
»KeHa MoJieJIb TPoHoro prcka [736]. CorracHo JaHHOU
MO/IeJIY, B IaTOreHe3e CUHAPOMa OCHOBHYIO POJIb UI'pa-
€T B3auMoJelcTBUe HecKOAbKUX GpaKkTopoB. OCHOBHEIM
daxTopoM ABngeTca ucxogHas MoppodyHKIIMOHATPHAA
He3peJIoCTh, ONpeJiesdlonas yaA3BUMOCTb MJaJeHIla K
BO3JENCTBUIO He6IaronpUsATHHIX (AaKTOPOB BHEIIHEH
cpezbl. CileAyIOMUM IO Ba)XKHOCTU (GAKTOPOM CIIYKHUT
KPUTHYECKUM NepuoJ, pa3BUTHA, KOTOPHIM Ha IepBOM
roZly KVU3HU ABJAETCA Bo3pacT 2—4 mecana. M nocnes-
HUH GaKTOP — 3TO 3K30TEHHBIN CTPECCOp, BeAYIIUH K
HapylLIeHHI0 TOMeocTasa, U B KauyeCcTBe TAKOI'0 CTPecco-
Pa MOXKeT BBICTYIIAaTh aCOUKCHS.

Ha ceroguAmHui eHb runoTesa KapuopecnupaTop-
HBIX HapylLleHui JOMUHUDYyeT B HcciegoBaHuUM. Kiu-
HUueckye HabIIofleHUs, aHa/lIN3 CepAeYHOTOo pUTMa U
JABIXaHUA y AeTel, BIocaeAcTBUU yMmepuinx ot CBCM, a
TaK)Xe UCC/IeJ0OBaHMUsA Ha )KUBOTHBIX CBU/ETEIbCTBYIOT O
PO KapAuopecnypaTOPHbIX HapylleHUl B IaToreHese
CBCM. B cBsA3M ¢ 35TUM Ha CerofHAIIHUNI JeHb Hauboee
aKTyaJbHBIMU ABJAIOTCA pecliupaToOpHas YU KapAuallb-
HasA TUIIOTE3HI.

B ocHOBe pecniupaTOpPHOM I'MIIOTE3H JIEKUT Hapyllle-
HYe aBTOHOMHOU PeryysALNY JbIXaTeJbHON JeATeIbHO-
ctu [737]. PecniupaTopHbl MexaHu3M pa3Butusa CBCM
BKJIIOYAeT HECKOJBKO 3TAIlOB: XKU3HEYTpoOXKalolllee Co-
6BITHE, BOBHUKAIOIIEE BO CHE; HECOBepLIEHHAs arousal-
peaxkuusA, IPU KOTOPOU NOBBILIEHHWE B KPOBU yDPOBHA
YIJIEKUCJIOTO Tasa U CHU)KeHMe YPOBHA KHUCJIOpoJa He
TOJIBKO He CTUMYJIUPYET, HO U ellle 6OJIbIlle YTHETAET Abl-
XaTeJbHBIN IIeHTp; porpeccupyoomas achuKcus, Ipu-
BOZAIAsA K [TOTepe CO3HAHUS, apedIeKCUU U Pa3BUTUIO
TUNIOKCUYeCKONW KOMBI.

KapzanorenHbsle MexaHU3MBI TaHaToreHesa rnpu CBCM
B NIepBYI0 Odepesb aCCOLIMUPYIOTCA C PasBUTHEM >KHU3-
Heyrpoxartomeii aputmuu [738]. B ucciegoBaHmu Kap-
JUOTeHHEIX MexaHu3MoB CBCM 6osbiioe BHUMaHUe
yaensercs yanuHeHuio uHTepBana QT (CYUQT) kak
OCHOBHOT'O MeXaHH3Ma, CIIOCOOCTBYIOIIETO Pa3BUTUIO
KU3HeyTpoxalolel apuTMuu. Schwartz ¢ coaBT. Ucce-
JOBaJU MOJIEKY/ASpHO-TeHeTHYeCKue MeXaHU3MEI, OT-
BeTCTBeHHBIE 3a pa3Buthe CYVQT, 1 nx BO3MOXXHOe y4Ja-
CTHe B IaTtoreHe3e BHe3anmHoU cMmeptu npu CBCM [739].
Ocoboe BHUMaHUE IIPU 3TOM yZeNAeTcs MyTalluu reHa
SCN5A, oTBeTCTBEHHOM 3a HapyuIeHUe QYHKIIMH HaTpHe-
BBIX KaHaJIOB. BEIsABJIEHO, 4TO 50% JeTel, B JaJlbHEHIIIEM
morubmux or CBCM, uMesnu Ha MEPBOH Hezese XU3HU
6oJiee BbicOKHMeE 3HaUeHUA uHTepBana QT (> 440 mc). [Ipu
3TOM y pojuTesieli HOBOPOXK/EHHBIX pPeruCTPUPOBAINUCH
abCoMIOTHO HOpPMaJIbHble 3HAUEHUs JAHHOTO IToKa3are-
s Ha JKI. Takum obpasom, GbLTa MPOZAEeMOHCTPUPOBA-
Ha KaK BO3MOXXHOCTb BO3HWKHOBEHUS CIOHTAaHHOU MY-
Tanuu de NOVO y HOBOPOXKZAEHHBIX, TAK U BEPOSATHOCTH
HaJu4usa y JeTel, B gaapHelmeM norubmux or CBCM,
HacseacTBeHHOoro CYVQT c HM3KOM IeHeTPaHTHOCTHIO.
Haubonee yacTo BcTpeuyaroTcss myTtanuu reHa SCNSA,
HO TaKXe MOr'yT BcTpedaTbed MyTauuu reHos KCNQ1 u
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PekomeHpauus Knacca Yposenbb CcbiiKac
YknagblBaTb A€TeN NEPBOro rOAa KMU3HW CNaTh TONKO Ha CMIMHE, Ha KECTKON
NOBEPXHOCTU
Pe6eHOK J0NKEH cnaTb B OTAENbHOW KPOBATKE, HO B KOMHATE C POAUTENSMM
M3beraTtb neperpeBaHusi, BO3aeNCTBUA TabayuHOro AbiMa
CoxpaHsTb €CTECTBEHHOE BCKAPM/IMBAHWE KaK MOXHO J0fblue MHeHve
MaKcHMManbHO TECHBLIN TAKTUIBHBIA KOHTAKT Matepu ¢ pe6eHKOM 3KCNEpTOB,
WUCKNI0YUTbL aIKOTOJb U IPYrUe HEPEKOMEH0BaHHbIE Npenapatkl BO BPeMs I I y4acTBoBaBLINX
6epeMeHHOCTH 1 FPYAHOr0 BCKapMIMBAHMS B NOAroToBKe

[JlaHHbIX

MNpeanaratb pe6eHKy NEPBOro rofia W3HU COCKY BO BPEMSt IHEBHOIO U PeKOMeHAaLMii
HOYHOr0 CHa
CBoeBpeMeHHasn MMMyHM3aLMs COrlacHO NPUBMBOYHOMY KaleHAapH
Nepemellatb AeTel U3 aBTOMOGUIbHBIX KPECEN, KONSCOK, IETCKUX KayanoK
U NEPEHOCOK, ECAM OHW TaM 3aCHY/I, C LENIbK0 YMEHbLIEHUS PUCKA Pa3BUTUSA
ractpoasodaranbHoro pedokca

2 Knacc pekomeHAaLuu.
® YpoBeHb [J0Ka3aTe/lbHOCTH.
¢ CCbUTKM Ha UCTOYHMK(M), NOATBEPIKAAIOLME PEKOMEHAALMIO.

KCNH2. CnoHTaHHBIe de NOVO MyTallMy JAaHHBIX FE€HOB,
ompezesAloiie HapyIleHns GyHKINY MOHHBIX KaHaIOB
B KapJUOMMOLUTAX, MOTYT JIe)KaTb B OCHOBE PAa3BUTHUA
YKU3HeyTrpoXKalollell apUTMUH U IBUThCSA IPUYNHOMN BHe-
3anHol cMepTu ipy CBCM. CYVIQT 6511 06HApYKeH y 9%
*kepTB CBCM [739].

[MpuunHO# cMepTH 1pu CBCM MOTYT ABIATHCSA reHe-
THUYECKU JeTepPMUHHPOBAHHBIE JIeTaJbHBIE CEpAEYHBIE
KaHaJIONATUH C NIPEeUMYIeCTBEHHBIM MOpa)KeHUEM Ha-
TPUEBBIX KaHaJOB. [Ipy M3y4eHUUN 4YeTHIpEX OCHOBHBIX
TeHOB, KOAUpPYIOIUX OeTa-cyObeAUHULY HaTPUEBO-
ro KaHaJja, BBISIBJEHBl PeJKHe MyTal[uu T'eHOB beta3-
V36M, beta3-V54G u beta4-S206L B 3 u3 292 ciy4yaeB
cmept oT CBCM. Takum o6pa3oM, TeHETUYECKU 00y-
cyIoBleHHBIE daTaJbHble KaHAJONATHU JIEXKAT B OCHOBE
1% cnygaeB CBCM [740].

bosblioe BHMMaHWe B IOCAeJHHE TOABl YAeNdeT-
cA H3y4YeHHI0 TeHeTHYeCKUX MeXaHU3MOB pa3BUTHUA
CBCM. VHTepec K MOJEKYJAAPHO-TeHETUYECKUM acIeK-
TaM CBCM 06ycJIOBJIEH B TOM YUCJIe HOBBIIIEHHBIM PU-
CKOM pa3BUTHUA CHHApPOMA y cu6coB (B 4—7 pa3 BHIIIE,
4yeM B LIeJIOM B nonyaanuu). Ha cerogHAMHNUY 1eHb BBI-
SIBJIEHBI OIIpe/leJIeHHbIE TeHETUYECKHE TOJUMOPGU3MBI,
cBsA3aHHble ¢ CBCM [741]. B nmpoiible Ba AeCATUIETUA
IIOMCK I'€HOB BOCIPUMMYHBOCTH OCHOBBIBAJICA Ha TH-
norese, 4To CBCM — romeocraTudeckoe HapylleHUe.
CesaszaHHble ¢ CBCM reHsl noauMopdu3Ma OTBETCTBEH-
HBI 32 BereTaTUBHble QYHKIMY, SHEpPreTUYeCKU MeTa-
60J113M, peaK1nio Ha MHGEKI[MOHHBIH MTPoIiece, a TaKKe
IIpe/CTaBJeHbl B reHax-HelpoTpaHcmuTTepax. [Ipu us-
y4eHUU HeHPOTPAaHCMUTTEPHBIX pEeIeNToOpPOB, B 0CO-
6GEHHOCTU XOJUHEPTUYECKUX, OBLIO 0OHAPYIKEHO, YTO Y
HeKOTOPHIX kepTB CBCM 6BIJIO 3HAYUTENBHO CHUXKEHO

KOJINYECTBO XOJIMHEPrUYeCKUX PeleNTOpOB M0 CpaBHe-
HUIO C ICTbMH, YMEPIIUMHU OT APYyTUX IPUYHH.

BrisiBieHHble Mopdosiornyeckue M HeHpoxuMuue-
CKIHe U3MEHEHM B CTPYKTypax CTBOJIA FOJIOBHOI'O MO3ra
CBU/IETEJIBCTBYIOT O IIOBHIIIEHHOU YS3BUMOCTH JeTel,
moru6mux or CBCM, Kk Heb6iarompuaTHEIM ¢daKTopam
BHeIIHel cpezbl U BBICOKOM BEPOATHOCTH HeazeKBaT-
HBIX KOMIIEHCAaTOPHBIX peaKIui B OTBET Ha BO3HUKAIO-
Y0 aCOUKCUIO U TUITOKCHIO.

C mocnegHel JeKabl MPOILIJIOTO BeKa CYyLIeCTBYIOT
pekoMeHzgauuu no npoduaaktuke CBCM. 3HaUUTEb-
Has 4acThb JAHHBIX peKOMeHZauuil Oblia pa3paborta-
Ha AJIA poAuTesell U JeTCKUX yupexzeHuil. [lo3nHee
651 cHOPMYJNIUPOBAHBl INPUHIUINEL MEAUIIUHCKON
npodunaktuku CBCM. Haubosee mosHOe oTpa)keHue
JlaHHble peKOMeH/Ial[M ¥ HAIILJIU B 0OHOBJIEHHOM Bepcuu
PexoMeHzauMi AMEpPUKAaHCKONW MeAuaTPUIECKON aKa-
pemuu B 2016 1. [742]. laHHBIN OKYMEHT JIET B OCHOBY
peKoMeHJanui, TPpUHATH X KOMUTeTOM 3KCIIepToB.

OCHOBHEIMHY ITPUHIIUIIAMY MeAUIIMHCKOM poduiak-
Tk CBCM aBnAm0TCA:

* HayaJo B aHTeHaTaJIbHOM IIepHoJe;

* OXBaT BCeX 6€3 UCKIIOUEeHUSI HOBOPOX/EHHBIX;

* IleJleHalpaBJeHHOe IIPOBe/IeHNeE B TPYIIIIax PUCKa;

* OpHEeHTal¥A Ha BCIO CEMBIO C LeJIbI0 IpeyIpexe-

HUA IOBTOPHBIX C/IydyaeB CMEPTHU AeTel.

Ha cerogHAmHUN JeHb 3HAYUTEJNbHBIM Iporpecc B
npodunaktuke CBCM ZocTUTHYT 6arofaps MOMyJis-
pu3anuy nNpobieMbl, 03HAKOMJIEHUIO C HEll He TOJIBKO
CIeMajJuCTOB-MeAUKOB, HO U IIMPOKMX Macc Hace-
seHusa. TakuM ob6pa3oM, pacnpocTpaHeHUe 3HAHUU O
CBCM sBisieTcs KI0YEBHIM GaKTOPOM AJIS €Tr0o IPpodu-
JIaKTUKU.
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12.5. O6cmpykmueHoe HOUHOe AnHO3

12.5.1. douaeMmuoaorusa

B HacTosIee BpeMs HET OJHO3HAUHBIX JaHHBIX 11O pac-
IIPOCTPAHEHHOCTH OOCTPYKTHUBHOTO HOYHOI'O AIlHOD B
obImeil MOIy/NAMYU B CBA3M C CYIIeCTBEHHOHN reTepo-
F€HHOCTBIO WCCJIEJOBAHHBIX MOMYIAUUN. 1o AaHHBIM
OZIHOTO CKPYIYJIE3HOT'O IONYJIAIIMOHHOTO MCCJIe/I0Ba-
HUS MUJEMUOJOTUH 0OCTPYKTUBHOTO HOYHOTO aIllHO?,
PacIpoCTpaHEHHOCTh 3a00/IEBaHUA B HCCIeSYEMOH IT0-
nynsanuu u3 602 B3pocibix mofei B Bospacte oT 30 10
60 neT cocTaBuia 9% cpeiu KeHIUH U 24% cpegu MyX-
yuH [745]. PacnpocTpaHeHHOCTb apUTMUN BO MHOTOM
3aBHCUT OT COMyTCTBYIOIIMX 3ab0jeBaHUi, BCTpeya-
IOIIUXCA B PAa3HBIX IONMYJAAUAX. Pe3ynbTaTsl HcciIeso-
BaHui Marshall ¢ coaBTt. [746] u Young c coaBt. [747]
YKa3bIBAIOT Ha CBA3b OOCTPYKTUBHOI'O HOYHOT'O aITHOD C
MIOBBILIIEHHOM CMePTHOCTBIO. BelyTcA CIIOpEl O HAJIMYUU
CBA3U MeX/y 3TuM 3aboseBanuem u BCC.

HegaBuo Gami c coasr. [744] mokasanu, 4TO 00-
CTPYKTUBHOE HOYHOE aIllHO3 C YMeHblIeHUeM cpeAHeil
HOYHOU carypanuu kucjaopoga < 93% v MUHUMAaJbHas
HOYHadA carypanusa kuciaopoga < 78% ABAAKOTCA He-
3aBUCUMBIMU dpakTopamu pucka BCC (p < 0,0001). ITo
3TO¥ MPUYMHE AUATHOCTUKA OOCTPYKTHUBHOTO HOYHOTO
aImHo3 JO/KHA BXOAUTH B aJITOPUTM OOCJIEZOBAaHUA AJIA
crparudukaiuu pucka BCC. YacToTa apuTMUiA, TIaB-
HBIM 00pa3oM HOYHBIX, BO3pacTaeT IIPOIOPIHOHAIBHO
YBEJIWYEHUIO TAKECTHU CHUHJApPOMa HOYHOI'O aIllHO3-THU-
nomnHoa [748—750].

12.5.2. /luarHocTHKA

Haubosee 4yacTBIMU HapylIeHUAMU PUTMa MPU CHUH-
JpoMe HOYHOT'O AaIHO3-TUIOMHO3 SBJIAIOTCS CHUHYCO-
Basg OpaguKapaus, CHUHYCOBBle may3bl, AB-6ioKazbl
1-%i u 2-fi cTrenedu Tuma Moburti] I, a Tak)Xe 4YacTbie
KO [751—756]. UccnemoBaHusa Aokasaau LUPKaZAHBIN
xapaxrep JKA [744, 757—761] 1 NOBHIIIEHHYIO YaCTOTY
BCC B mepurog cHa (OT MOJTYHOYH /IO IIECTU YaCOB YTPa).

12.5.3. Jleyenue

Ha CeI‘O,ZLHHU.IHI/Iﬁ A€HDb HET JaHHBbIX, KOTOPbIE€ yKa3blBa-
g1 6Bl HAa HEOOXOAMMOCTDH OTZEIbHBIX pEeKOMeHJallui
o jedeHuio KA IIpyu CUHZAPOME HOYHOI'O alTHOS-T'UIIOII-

HO3. Kpome Toro, 0 CUX MOp He SCHO, KaKoe 3HaueHue
MMeeT II0Ka3aTeb IIOCTOSHHOI'O IIOJ0XKUTENBHOTO JaB-
JIEHUA B ABIXATEJIbHBIX My TAX 15 TpoduaakTuku XKA u
BCC [743, 762—765].

HeT moATBepKAeHUS TOMY, YTO OITHMAaJbHOE Jieye-
HUEe HOYHOTO OGCTPYKTUBHOTO aliHO3 MOJKET MOBJIUATH
Ha KJIWHUYECKHE TPOSBIEHUS apUTMUN U HeoOXoAu-
MOCTh YCTAaHOBKM KapAHOCTUMYJIATOPA B TEX CAyYaX,
KOT/la apUTMHUU CBsA3aHBI CYTy00 ¢ 0O6CTPyKIUEH AbIXa-
TeJIbHBIX ITyTel [765—771].

B HacTosilliee BpeMs HCCIEAYIOT HOBBIE METOZBI Jie-
YeHUS LeHTPaJbHON GOPMBI HOYHOT'O alTHO3-TUIIOITHO3,
Takue KaK CTUMYJAALUA AuadparMajbHOrO HepBa U
BEPXHUX ABIXaTENbHBIX MyTeH Mpu 06CTPYKTUBHOM TH-
ne [772].

12.6. ApummozeHHoe Oelicmaue
JlekapcmeeHHbLX Npenapamos

12.6.1. BsaaumozeiicTBre MeXIY
JleKapCTBeHHBIM IpenapaToM

H cyOCTpaTOM OCHOBHOTO 3a00JIeBaHUSA

[Ipy IepBOM IIOZO3PEHUH Ha apUTMOTEHHOe JeiicTBUe
IpenapaTa ero cjiefyeT OTMEHHUTb, a TaKXKe IIPOBECTU
HOJTHOLIEHHOe 06cIefloBaHue [ UCKIIIOYEHUA cepred-
HO-COCYZUCTHIX (paKTOPOB PUCKA, KOTOPHIE MOIJIU CIIO-
co6CTBOBAaTh BOBHUKHOBEHUIO apuTMHUU. O0 apUTMUSIX,
BBI3BAHHBIX J€HCTBUEM JIEKapCTBEHHBIX IIPENapaToB,
TOBOPAT B TOM CJIy4dae, eclay OBIT MCKJIIOYEH Hacjes-
CTBEHHBI WJIM TPUOOPETEHHBIN CybCcTpaT pa3BUTHUA
apuUTMUM U €ClIM TaIl[MeHT MOoJydaeT MperapaThl, KO-
TOpBIE MOTYT BJUATH HA JMEKTPUYECKYI0 AaKTHUBHOCTb
cepaua (Hampumep, yaIuHATh nHTepBai QT) wiu BbI3HI-
BaTh HapylIeHue 6asaHca 3JIeKTPOTUTOB.

CoTasoJ, a TaKXXe aHTHapUTMUYecKye npemnapatsl IC
kiaacca (bnexanHuUA, nponadeHOH U Jp.) MOTYT pea-
JIN30BaTh CBOE apUTMOTeHOe JEeHCTBUE MPU HaIuduu
runeprpodun muokapza JIXK, ocobeHHO Ipu ero BeIpa-
JKeHHOU runeptpoduu (TONMIMMHA CTEHKU > 1,4 cm), a
Takxe y 6onbHBIX IBC [775, 776].

AHTHapuTMHYecKHe NpenapaThl [ knacca (6okaro-
PHI HATPHEBBIX KaHAJIOB) HE A0JKHbBI Ha3HAYaThCSA MOCIIE
mepeHeceHHoro uHdapkTa MuokKapzaa [144], a Takxke y

Ta6nuua 62. JleueHve Kenyao4KoBbIX apUTMUI U BpaanapuUTMuii Ha GOHE 0BCTPYKTMBHOIO HOYHOIO anHO3

PexkomeHaauus Knacca Yposenbb CcbinKac
CWMHAPOM HOYHOTO arnHo3 ciefyeT paccMaTpuBaTh B Ka4ecTBe NPUYMHBI NPK lla B 743
anddepeHUManbHOM AMarHocTMKke 6paanapuTMni
HOYHOE anHo3 U CHUKEHWe caTypaLun KUCA0poaa MOKHO paccMaTpuBaTh Kak m c 744
dakTopbl pucka BCC y naLMeHTOB C HapyWeHWeM [blxaHWUsi BO BPEMS CHa

BCC — BHe3anHas cepaeyHas CMepTb.

a Knacc pekomeHgaumm.
® YpoBeHb [10Ka3aTesIbHOCTH.
¢ CCbUIKM Ha UCTOYHUK(M), NOATBEPHKAAIOLME PEKOMEHAALMIO.
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PekomeHpauus

Knacca Yposenbb Ccbinkac

npenapata(oB), KOTOPbIE MOT/IU BbI3BaTb aPUTMUID

Mpu NOA03PEHNUN Ha apUTMOreHHOe AENCTBUE EKAPCTBEHHOMO CPEACTBA U
nocne UCKNIYEHUs ApYrx apuUTMOreHHbIX GakTopoB PeKOMEHAYEeTCH OTMEHA

los)

373

PUCKA BOSHUKHOBEHUSA YrPOKAIOWMX KKU3HU HA B Gyayliem

HecMoTpsi Ha 06paTUMbIM XapaKTep apMTMOrEHHOr0 AEMCTBUA KaK NpuynHbl KA,
CNneflyeT paccMOTPETb BONPOC 0 NpuMeHeHnn MK/ ¢ y4eToM MHAMBKAYaAbHOMO

la C 773,774

KA — wenygoukosas aputmus; UK — uMnnaHTMpyeMblii KapanosepTep-Aepubpunnatop.

a Knacc pekomeHaauum.
® YpoBeHb [J0Ka3aTelbHOCTH.
¢ CCbUIKM Ha UCTOYHWK(M), NOATBEPHKAAIOLME PEKOMEHAALMIO.

nmanueHToB ¢ JKA BcieicTBHE OpraHU4ecKoro 3aboseBa-
HUA cepAla. Y TaKUX MalUeHTOB cIeAyeT u3beraTb MpH-
MeHeHUA U [pyrux (HecepZiledHbIX) IIpernaparoB, CIIO-
co6HBIX 6JIOKMPOBATh HATPHUEBBIE KAHAJIBI, B TOM YHCJIE
TPUILUKINYECKUX aHTUAETIPECCAHTOB.

12.6.2. JlekapcTBeHHbIE B3aIMO/leiCTBUA
OTZleJIbHBIX IIpenapaToB U UX coOUYeTaHUuN

MHorve HecepAedyHble MpenapaTsl MOTYT GJIOKMPOBATh
KaJiMeBble KaHa/bl U NOBBIIIATL PUCK pasBuTua JBXKT-
Tdp y mnpezpacmosoXeHHBIX NalueHTOB. HekoToprle
MPOTUBOMHUKPOOHBIE TpemnapaThl, B TOM 4ucjie ¢$Top-
XWHOJIOHBI M MaKpOJIHU/bI, Cyl[eCTBEHHO YBeIUYNBAIOT
PHUCK HapylleHuH puTMa cepzua u cMmeptu [140, 777—
779]. [lpyrue MaKpoOJWAHbIE aHTUOMOTHUKH, BKJIOYAS
SPUTPOMULIMH U KJIAPUTPOMULINH, B MeTabOIM3Me KO-
TOPBIX y4acTByeT UUTOXpoM P450 3A4, MOBBIIIAIOT PUCK
nmosumopdHoi KT U cepaedHOil cMepTH, OCOGEHHO Yy
»keHIUH [780]. CorsacHo mocjieJHUM AaHHBIM, cOYeTa-
HUe UHI'MOUTOPOB PEHUH-aHIMOTEH3MHOBOH CUCTEMBI U
aHTUOUOTHKOB, HallpUMep KO-TPUMOKCa3o0Ja, y maljheH-
TOB C HEBBIABJIEHHOH Ir'UllepKajreMue COIIpAKEHO C I10-
BBIIIEHHBIM PUCKOM BHe3amHoOU cMepTtH [781].

[MpemnapaTsl, crtOCOOHBIE GIOKUPOBATh HATPHUEBLIE Ka-
HaJlbl, B TOM 4YHCJIe TPULUMKINYeCcKre aHTUAETIPeCCaHThI,
MoryT yaauHATbE QRS u BeI3biBaTh 3MeHeHuUA OKI, cxoza-
HBIe C TAKOBBIMU ITpU cuHZpoMe bpyraza [782]. Kapauo-
TOKCUYHOCTh aHTPAIIUKINHOB 3aBUCUT OT WX JO3bl: 4eM
BbIIlle KyMYJIATHBHAA 033, TeM BBILIe PHUCK pa3sBUTUA
KapZUOMUOIIATUN U CMepPTeJIbHbIX apuTMuil [783, 784].
[Ipu seveHuu 5-¢propypanmiaom mMoxeT Bo3HHUKATh DK
B CBfI3U CO CIIa3MOM KOPOHAapHBIX apTepuil [785—787].
JKabuit sz (6ydoTeHMH) MOXKET OKa3bIBaTh TOKCUYECKOE
JleiCTBYE, CXOZHOE C IEWCTBUEM AUTOKCHHA [788], paBHO
Kak U IIpenapaTsl Ha OCHOBe TPaB, BKJIIOYas HalepCTaH-
Ky [789, 790]. MHorue gpyrue npemnapaTsl Tak:ke MOI'YT
BBI3BIBaTh CIIa3M KOPOHApHBIX apTepuii [791—793].

[lpy mozo3peHMU Ha AapUTMOrEHHOEe JEeHCTBUE Jie-
KapCTBEHHOIO IIpernapaTa, He3aBUCUMO OT TOr'0, KaKoH
mpemapatr Mor Bui3biBaTh JIBXKT-Tdp, ciegyer mo BO3-
MOXXHOCTH BO3/lep)KaTbCA OT JeKapCTBEHHON Tepaluu.
BHyTpUBeHHOE BBeZleHHe CyabdaTa MarHus M03BOJAET

mozaBuTh anusonbl JABXKT-Tdp, Hepegko 6e3 yKopode-
HuA uHTepBana QT, gake y manUeHTOB C HOPMaJbHON
KOHIIeHTpanuei MarHus B KpoBH [794]. Xopomuunii ad-
dexT B nevenun IBXKT-Tdp maeT BpeMeHHas Kap/uo-
CTUMYNANUA. MOXHO HCIONIb30BaTh H30IPOTEPEHOI.
Bo Bcex ciy4yasx peKOMeHAyeTCA OTMeHa IIpernaparos,
CIIOCOOHBIX BBI3BAaTh apUTMUIO, U KOPPEKLIUA 3IEeKTPO-
JIUTHBIX HapyLIeHUH.

12.6.3. Puck apuTMOT€HHOTO JIeHiCTBUA IPHU
JIe4eHUU aHTUapUTMUYECKUMMMU [IpernapaTamu
AHTHapUTMUYECKUE ITpernapaThl OKa3bIBAIOT HEIOCPes-
CTBEHHOE BJMAHVE Ha HOHHBIE KaHAJHl cepaua. Tak,
¢dnexkanHuz, nponadpeHOH U XUHUAWH GJIOKUPYIOT Ha-
TpUeBBle KaHalbl [795]. B GONBIINX KIMHUYECKUX HC-
clefoBaHUAX, Bkiatodasa uccaegoBanusa CAST u CASH,
HCIOJTb30BaHME IIPENnapaToB, OJOKUPYIOIUX HaTpue-
Bble KaHaJIbl, COIIPOBOXK/IAIOCH MTOBHIIIEHNEM ITOKa3aTe-
JIeli TeTaNIbHOCTY CpeZiU ITAlleHTOB, pPaHee [IepeHeClInX
nHbapKT MHoKapza [144, 796]. AHaIOIMYHYIO 3aKOHO-
MepHOCTb HabII0Jaau B MCCIeJOBAHUAX AU3OTHPAMU-
za [373]. Y 6onbHBIX cTOlKOM KT 3TH mpenapaThl MOTYT
MPOBOIIMPOBATH y4allleHUe MPUCTYIIOB TaXUKapAUH, KO-
TOpbIe C TPYZAOM IOAZAIOTCS KapAuoBepcuu [797, 798].
TeHZieHIIUA K BO3PACTAHUIO CMEPTHOCTH IIPU HCIIOJb-
30BaHHUU MEKCUJIETHHA ¥ 3TUX GOJBHBIX CTATUCTHYECKU
Hez0CTOBepHaA [374].

[IpumeHeHue D-coTasnona, CIOCOGHOTO YAMUHATD UH-
tepBan QT (amTHapuTMudeckuii npemnapat III kiacca),
COIIPOBOXK/AJIOCH HEKOTOPHIM yBEIHMYEeHHEM CMEPTHO-
ctu B 6osnbimom PKV Ha manueHTax, MepeHecIinX WH-
¢dapkT mmokapza [152]. B uccrezoBanuu DIAMOND y
3,3% nauneHToB c Taxenod XCH B nepBele 72 4 mociie
Hauasia jedeHus godeTunngom mossuiack JBXKT [799].
AwmuogapoH BeI3piBaeT /JIBXKT namHOro pexe, 4eM Apy-
rue aHTUAPUTMHUYECKUe IIperaparsl, YAJUHAIOIINE
uHTepBas QT [800]; onucanwl cayyau nosasieHus JKI-
MPU3HAKOB CUHApPOMa Bpyraza mpu jeyeHuu 60KaTo-
POM HaTpHUEBbIX KaHaIOB dTanu3nHoM (kyacc IC) [801].

BpagmapuTMuu SBIAAIOTCS OOBIYHBIM U OXUZAe-
MbIM ¢apMakosorudeckuM 3¢p¢HeKToM AUTOKCUHA, Be-
pamaMwuia, guiaThazeMa U 6eTa-aJpeHOOJIOKATOPOB.
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YcusneHue mpeAcepAHON, y3J0BOM WJIN KeNyZOYKOBOM
aBTOMAaTUYECKOM aKTUBHOCTH, YACTO B COYETaHUH ¢ AB-
6JIOKAZION, SABJIAIOTCA TUMWYHBIMU IIPOSABIECHUSAMU [IU-
FATAJIUCHON MHTOKCUKAI[AU.

B GOJBIIMHCTBE CAydYaeB JieyeHUE 3aKII0YaeTcs B
OTMeHe TIperapara, TIlaTeJlbHOM HabJI0ZIEeHUH 3a cep-
JIETHBIM PUTMOM U MO AepKaHUU HOPMaJbHOM KOHIEH-
Tpaliy Kajlus B CHIBOPOTKe. BHYTpUBeHHOE BBeJeHUE
cynbdpaTa MarHusi U BpeMeHHas KapAWOCTUMYJISIUS
MOTYT ZaTh MOJIOXKUTEIbHbIE pe3yabTaThl [794]. MoKHO
HCTIOJIb30BaTh M30IPOTEPEHOJ, KOTOPHIH YBEIUYUBAET
YaCTOTY CepAEYHBIX COKpAIeHU U YMeHbIaeT MPoJ0JI-
JKUTEJNbHOCTh MOTEeHIMaNa JeHCTBUA KapAUOMUOIIUTOB
JKEJYZI0YKOB, YCKOPSsS PEIOJApU3aIvui0 U yKOpauuBas
nHTepBan QT, ¥ MPENATCTBYeT TEM CAMBIM Pa3BUTHUIO
JBXXT-Tdp [794, 802—804].

12.6.4. IlyckoBbie GaKTOPBI KeIYJOIKOBBIX
apuTMun
OnucaHo HECKONIBKO ITYCKOBBIX (GAKTOPOB, KOTOpPHIE
MoryT mnposonupoBarb KA u BCC: rumokanmemMus
(< 3,5 MMoib), GBICTPOE IOBBINIEHHE BHEKJIETOYHOM
KOHI[eHTpaluu Kaausa u runomarHuemusa [805, 806].
I'unomarHueMus ABAAETCA MIHPOKO U3BECTHBIM IIyCKO-
BEIM dakTopoM noarmopdHoii XKT nau JABXKT-TdP, no-
3TOMY B JIEYeHUU 3TUX BUJOB TaXUKapAUU C XOPOIIUM
3¢ beKTOM UCTIONB3YIOT BHYTPUBEHHBIOE BBEAEHIE MarT-
HuA cynbdara [807, 808]. ['unokaiueMus B COYETaHUU
¢ TUIoMarHueMueil wiu 6e3 Hee MOXKET OBITb IPUYH-
HO¥ KA y 6ONbHBIX apTepuasbHOM rumnepTeH3ueit u 3a-
CTOIHO¥ cepZieuHOM HeZI0CTaTOYHOCThIO; OHA ellle 6osee
ycyrybiseTcs B CBS3M C NPUMEHEHWEM THAa3UJHBIX U
meTIeBbX JuypeTukoB [807]. MHorue apyrue GpakTopsl
MoryT mpoBoiupoBaTh JKA u BCC, B ToM uucie 6paau-
KapZusd, UIIeMUsd, clla3M KOPOHApHBIX apTepuii, TpOM-
603 U JJUTeNbHOE U3HYpUTENIbHOe rosoganue [809],
a Tak)Ke OCTpas aJKOTOJbHasg WHTOKCUKAIWs/ abcTu-
HeHTHBIN cuHApoM [810, 811]. Pabota UK/ u CPT-/] Tak-
’Ke MOXKeT MPOBOLMPOBaTh nosBaeHue KA [812—814].
Bo Bcex ciyyasx apuTMOreHHOI'O IefiCTBUA PeKOMEH-
ZiyeTcs OTMeHa IIpelaparoB, KOTOpble MOIJIM BBEI3BAaTh
ApUTMUIO, U KOPPEKIIUS BO3MOXHBIX 3JIEKTPOJUTHBIX
HapyIIeHUHN.

12.7. BHe3anHas cepOevHast cMepib
nocze mpancniaHmauuu cepoua

Bo MHOTMX KJIMHMYECKUX HCCIeJOBAHUAX HaOI0JaIn
JIOCTATOYHO BBICOKYIO YaCTOTY BHe3alTHOM CMepTH ITocye
TpaHcIUTaHTauuu cepana (> 10% perunuenTton) [815].
Y HEeKOTOpHIX MallUeHTOB BHe3alHasA CMepTh MOXeT Ha-
CTYIIUTH IIOCJIe HECKOJIbKUX 3MIU30J0B TAXKEJIOr0 OTTOP-
JKeHUA TpaHCIJIaHTaTa.

OcTpoe OTTOpXXeHUE MOXKEeT COIPOBOXKAATbCA Hapy-
IIEHUSIMYU PabOThl TMPOBOASAIEN CHCTEMBI CEPAIA, YTO
BeZieT K pa3Butuio JKA u BHe3almHOU cMepTH. Y TaKUX
MAaIIeHTOB BBICOK PUCK PAa3BUTHUA aPUTMHUUN BO BpeMs
reMoZVHaMUYeCKOI'0 cTpecca — IIpY reMoJuaan3e Uin

masmadepese [816]. [Ipu maTrosoroaHaTOMUYeCKOM HC-
ceIOBaHUM Y OGOJBIIMHCTBA JIUI], TIEPEHECHTUX TPaHC-
IJIAHTALMIO CepAlla M YMepIIUX BHE3aMHO, HaXOJWUJIU
mopa’keHre KOPOHAPHBIX apTEPUi; CMEPTH B TAKUX CJIY-
yasgx MOXeT OBITh CBSi3aHA C TUIEPKaJUeMUEeH, reMo-
JUaTN30M WM I1a3Madepe3oM, KOTOpbIe BEICTYIAIOT B
KaveCcTBe MPOBOLUPYIONUX GaKTOPOB, TG0 UMETH Mpe-
UMYIEeCTBEHHO apUTMUYECKUH XapaKTep.

Y HEKOTOPBIX MAIlMEHTOB C BHICOKUM PHUCKOM IOCJIE
TPAHCIUIAHTAIIUM CepAlla MOXeT OBIThH IIeecoobpasHo
npuMeneHue UK/ [817].

12.8. Bue3anHas cepOeuHas cMepms
Y CnOpmcmeHo8

Puck BOC/BCC cpeau CHOPTCMEHOB HAMHOTO BBHI-
e TI0 CpaBHEHUIO C JIMIIAMU TOT'O XXe Bo3pacTa, He 3a-
HUMAMIUXCA MpodeCcCHOHATBHBIM cropToM [32]:
exxeroziHad yacrora BCC y MOJIOABIX CIIOPTCMEHOB B
Bo3pacrte zio 35 jeT kosebnercs ot 0,7 10 3,0 ciydyaes Ha
100 000 cmoprcmenoB [821]. Cpeau CHmOpTCMEHOB
cTapuiero Bo3pacra 3TOT IIOKA3aTesb elle BhIIIe U yBe-
JINYVBaeTCs MPOMOPIUOHANIBHO Bo3pacTy [822]. IHTeH-
CHUBHOCTH GpU3NYECKUX HAT'PY30K U BO3PACT CIIOPTCMEHA
SIBJIAIOTCA OCHOBHBIMU paKTOpaMU pPUCKA.

CaMbIMM YaCTHIMM TNPUYMHAMU BHE3AITHON CMep-
THU Y MOJIOABIX CIIOPTCMEHOB SIBJISIOTCS HACJEJCTBEH-
Hble apUTMOTeHHble 3abosieBaHUsA (KapAMOMHONATUU
u KaHasomatuu) U VUBC (BpoXXJeHHas WU TpUOGpe-
TeHHas). B AMepuKaHCKOM HaIlMOHAJIbHOM perucTpe
BHE3aIIHOM CMepTH CpeAu CIOPTCMEHOB, KOTODPHIH
6Bl opraHu3oBaH B 1980-x rr. B MHCTUTyTe cepAia
(r. MuHHearnoJsuc), 3a 27 jeT HabmoaeHus 3adpuKcUpo-
BaHO 1866 ciyyaeB BHe3aITHON CMePTHU Cpely CIIOPTCMe-
HOB B Bo3spacte 2o 40 seT. [Ipu aTom 36% Bcex ciydaeB
BHE3aIHOM CMepTHU OBIIN CBA3aHbI C TOATBEPKAEHHBIMU
CepAeYHO-COCYAUCTHIMU 3a060/I€BAaHUAMM, U3 KOTOPHIX
caMbiMU YacTeiMU Obliu [KMIT (36%), BpOXAeHHBIE
aHOMaJuU KOpOHapHBIX apTepuil (17%), MUOKapAuT
(6%), AKITXK (4%) u xkananonaruu (3,6%) [33]. OnHako
JaHHBIe 0 craTtucTuke BCC B criopTe IpOTUBOPEYUBHI,
YacTo 3aBUCAT OT KPUTEPHEB BKIIOUEHUs, 06beMa U UH-
TepIpeTanuy MOCMEPTHBIX U3MEHEHUH U APyTux ¢dak-
TopoB [823].

B uranpaHckoMm pernoHe BeHero B neproz ¢ 1979 mo
1999 r. mpoBesu IMPOCHEeKTUBHOE KOIOPTHOE HCCIeZO0-
BaHMUe, B KOTOPOM y4acTBOBaJU JHlla Mojoxe 36 jerT,
3aHATHIE B COPEBHOBATENbHBIX BUax cropta. CaMoii ya-
croit mpuunHoit BCC B 3TOM ucciegoBanuu 6pma AKITIK
(24%), nocyie yero cnegoanu VBC arepockiepoTude-
ckoro reHesa (20%), aHOMaJbHOE OTXOXJEHHE KOpPO-
HapHBIX apTepuii (14%) u mpoJiarc MUTPaJbHOIO KJIarna-
Ha (12%) [32]. Cpeau cIIOPTCMEHOB CTaplIero Bo3pacra
(> 35—40 snet) 6osnee monoBuHEl caydaeB BCC 6bLIO
cBs3ano ¢ MIBC, kak u B obuiedi monyasauuu [35]. Oxna-
KO Ha/ZI0 OTMETUTH, YTO 3a IOCJIeHUE OBl CYIeCTBEeH-
HO M3MEHUJINUCHh B3IAAB Ha reHe3 BCC y ciopTCMeHOB.
Ecim 20—30 JjileT HasajJ CUMTANOCh, YTO B OOJIBIINH-
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PekomeHpauus Knacca Yposenbb CcbiiKac
MHenune
. KcnepToB
Y BCex CNOPTCMEHOB PEKOMEH/YETCS TulaTeNbHbIM C60p aHaMHe3a ans Sqacfé)osaémwx
BbISIBJIEHWUSI OCHOBHOMO CEPAEYHO-COCYANCTOr0 3a601eBaHNs, HapyLWEHW | C é NOATOTOBKE
put™Ma, 06MOPOKOB WK CeMerHOro aHamHesa BCC
[DaHHbIX
peKomMeHAaL i
MHeHve
3KCNepToB,
Mpw BbiIBNEHUM U3MeHeHUI Ha JKT, yKasblBaOWMX Ha CTPYKTYPHYIO NaTONOTUI0 | c y4acTBOBABLIMX
cepaua, pEKOMeHAYeTCs BbiNONHEHUE axoKapanorpadum u/wav MPT B NOArOTOBKE
[NaHHbIX
peKoMeHAaLMi
MHeHune
3KCNepToB,
CneayeT paccmoTpeTh BbinosHeHMe 06uiero ocmotpa u KM B 12 otBeeHMAX B lla c y4acTBOBABILMX
MOKOE B KAY4eCTBE CKPMHMHIA MOJI0JbIX CMOPTCMEHOB Nepej COPEeBHOBAHUAMM B NM0AroTOBKE
[JaHHbIX
pPeKoMeHAaLMi
CneayeT paccMOTPETb CKPMHMHIOBOE 06CNe0BaHK1e 1L, CpeaHero Bo3pacTa,
3aHATbIX B BUAX CNOPTA C BLICOKUMU HArpyskamu, KOTOpoe BK/KYaeT coop lla C 817
aHamHesa, 06wt ocMoTp, oueHKy no wkane SCORE n KT B nokoe
Heo6xoanMmo 0byyeHne nepcoHana CnopTUBHBIX LEHTPOB AeVCTBMAM B CyYae
9KCTPEHHbIX CUTYaLMI, NPOBEAEHUIO CEPAEYHO-NEr0YHOM peaHuMaLmm 1 lla C 195, 818
UCMONIb30BAHUI0 aBTOMATUYECKMX HAPYKHbIX AedUOPUINATOPOB

BCC — BHe3anHas cepfeyHas cmeptb; MPT — MarHuMTHO-pe3oHaHcHas Tomorpadus; 3K — anekTpokapauorpamMma.

a Knacc pekomeHaaumu.
b YpoBEHb A0KA3aTENbHOCTH.
¢ CCbUIKM Ha UCTOYHMK(M), NOATBEPHAAIOLME PEKOMEHAALMIO.

CTBe CJIyyaeB B OCHOBE CMepPTH JIeXKUT HeBbIABJIeHHas
IIPY JKU3HU runeprpodrieckas KapAUOMUOIATUA WU
apUTMOreHHas KapAWOMHUONIATHS IPaBOr0 JKeayJod-
ka [32, 33], To B HacTosIIee BpeMs B 32—36% ciyuaeB
Ha BCKPBITUU Y MOJIOABIX ATJETOB HE BHIABIAETCA OYe-
BugHas Mopdosorndeckas npuyruHa cMmeprtu [824, 825].
[To ;aHHBIM aMepHUKaHCKOM aTIeTH4YeCcKO! accolalum,
I'KMII B cTpykType BCC y cmopTcMeHOB 3aHUMaeT 6%,
crosbko ke — CYMQT [824]; mpuMepHO Takue e Ipo-
MOPIIVY TpUBEJEHbl B MacCIITAOHOM 3MHAEMUOJIOTHYE-
ckoM uccienoBannu Bo @pannuu [825]: wactora TKMII
kak nmpuuuHbl BCC y Monozbix (o 35 yeT) aTieTos, Bo-
BJIEYEHHBIX B COpPEBHOBATeJbHBIN CIIOPT, COCTaBUJA
10%, CYNQT — 2%.

Heckonbko OTIMYarTCA AaHHBE ['epMaHCKOIoO pe-
ructpa BCC, cBs3aHHOI ¢ $U3UIECKON aKTUBHOCTHIO.
[Ipu aHanuse 144 ciayyaeB BCC BBHIABJIEHO, YTO 6OJIb-
IIMHCTBO CMepTel perucTpoBasoch y MyK4uH (97%) B
cpeaHel BospacTHOM rpynme (50—59 seTt), 3aHATHIX B
HECOPEBHOBATEJIbHBIX JIIOOUTENbCKUX BHAAX CIOPTHUB-
HOU aKTUBHOCTH (CpeJHUI BO3paCT B IPYIIIEe MOTUOIINX
B 1esioM Ob1T 46,8 + 16,2 rozga) [826]. B cTpyKType BbI-
ABJICHHOW Ha ayTOIICUM IaTOJOI'MU BO BCEX BO3pacTax
npeobiazas HeolpeZeNeHHBIH BapHaHT 3aKJII0YeHUd

(38%), 28% cocTaBuu 3a60I€BaHUSI KOPOHAPHBIX COCY-
Z10B ¥ 15% — BO3MOXKHbIe 3a60JIeBaHUs KOPOHAPHBIX CO-
cyZoB, 8% MHOKapAuTHL, 2% BHe3amHasa HEOObACHUMAS
cMepThb U 1% kaHasnonaTuu. B rpymnne Mosoxe 35 JeT Ha
ayToICcuy npeobyiaZany MUOKApAUTHL U 3aKJII0UYEHUE O
HeoIlpeJieJleHHOH nmpupoze cMepTu (24 1 28% cooTBeT-
CTBEHHO), Ha KOpPOHapHbIe 3a601eBaHUA NPUXOAUIOCH
16%, Ha KapAUOMHOIATUU W BHE3aMHYI0 HEOOBSICHU-
MY cMepTb — 10 14%, Ha KaHajonaTuu (Ipeumyiie-
cTBeHHO cuHApoM Bpyrazga) — 2%.

CKpUHUHT IlepeJ; ydyacTHeM B CODEBHOBaHUAX fAB-
gsgerca 3GQPEeKTUBHBIM  METOJOM  INPOOUIAKTHUKHU
BCC [827], omnako mporpaMMbl CKPDUHUHIA Cylie-
CTBEHHO OTJIMYAIOTCSA B PA3HBIX €BPOIEHCKUX CTpaHax
u B CIITA [828]. KapanosoruiecKuii CKpUHUHT JOJKEH
VYUTHIBATh BO3PAaCT CIOPTCMEHa U XapaKTepHbIe g
JIAHHOTO Bo3pacTa GaKTOpEl pUcKa. Y MOJIOJBIX CIOp-
TcMeHOB (< 35 JieT) CKPUHUHT J0J)KeH OBITh HallpaBJjieH
Ha BBHIIBJIEHWE HAC/IeJCTBEHHBIX KapAWOMHUOIATUH U
KaHasonatui (cMm. paszessl 8 1 9). Y ClTOPTCMEHOB cTap-
rero Bo3pacra caMoli yacto¥ npuuyuHoii BCC aBiageTca
WBC, 03TOMYy CKPUHUHT ZOJKEH OBITh HaIllpaBjeH Ha
BBIAIBJIEHWe Ipu3HakoB umemuu [829]. EBpomelickas
acconuanusa 1o NpoduUIaKTHUKe CepedHO-COCYAUCTHIX
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3abosneBanuii u peabunuranuu (EACPR) ony6inkoBaia
PEKOMeHIAIUH IO KapAMO0JIOTNUYeCKOMY CKPUHUHTY JIUII
CpeZHero U MOXKUJIOTO BO3pacTa, 3aHATHIX JIIOOUTEh-
ckuMu Bugamu cropra [829]. Menafoglio ¢ coaBt. [818]
OIIEHWJIX TPYyJ03aTpPaThl, Pe3yJbTaTUBHOCTb U 3KOHO-
MUWYECKHE U3/JIEPKKU ITOM NMPEBEHTUBHOW CTPATErUU y
785 cnopTcMeHOB B Bo3pacTe 35—65 yeT, IpaKTUKYIO-
IIUX BU/BI CIIOPTA C BHICOKUMU Harpyskamu. I1o pesyiib-
TaTaM TaKOro CKpHHHMHTa HOBOe, paHee He JAMArHOCTH-
poBaHHOe 3a60leBaHUE CEPAEYHO-COCYAUCTON CUCTEMBI
OBLJIO BHIABJIEHO Y 2,8% CIOPTCMEHOB; SKOHOMHUYECKUE
uszgepxku cocrasunu 199 posnapos CIIA Ha ozHOrO
CropTcMeHa. ABTOPBL MCCJIEAOBAHUA CYUTAIOT, YTO Ta-
KOU CKPUHUHT ABJISETCS 11e1ecO06pasHbIM U TIpUeMJie-
MBIM 110 3aTpaTam [818].

CrlefyeT OTMETUTh Ba)XKHOCTh OOYUYEHUSA TPEHEPOB U
MepCcoHAaa CIOPTUBHBIX I[EHTPOB ZEHCTBUSAM B CiIydae
SKCTPEHHBIX CUTYyallUH, IIPOBEJEHUIO CEPJEYHO-JIEr0Y-
HON peaHWMallM¥ U HCIOJb30BAHUIO aBTOMAaTHYECKUX
HapyXHBIX ZepubprLIATOpoB [195, 819].

12.9. Cundpom Bonvgpa—IlapkurcoHa—
Yaiima

CuHzpom Bonbpa—IlapkrHCOHA—YaHTa (WPW-
CUH/ZIPOM) — JOCTAaTOYHO peAakasa npuunHa BCC, Ha ero
npostto mpuxogutes ot 0,05 zo 0,2% ciydaes B roz [831].
BCC moxeT HactymaTb Kak ciefctBue @I ¢ BBICOKOH
4YacTOTOM IpOBeJeHUs HMIIYJIbCOB Ha JKEeJNyJOYKU IIO
JONoJIHUTeNbHOMY NyTH ¢ pa3ButueM ®XK [832]. Oc-
HOBHBIM ¢akTopoM pucka BCC fABisfeTcsa mpucyTcTBUE
JIOTIOJTHUTENBHOTO IIYTAU C KOPOTKUM aHTerpaZHbIM
pedpakTepHbIM TeproA0oM. 110 JaHHBIM TPOCIIEKTUBHO-
ro perucTpa, 3a 8 jeT HabaogeHus 3a 2169 maiueHTa-
mu ¢ WPW-cungpomowm, BCC HacTymnana npexzie BCero
y GOJIbHBIX C aHTEerpagHbIM pedppaKTEPHBIM MEPUOAOM
JIOTIOJTHUTENBHOTO IYyTH < 240 MC ¥ ¥ GONBHBIX C TIpej-
CEpAHO-KETYNOYKOBOM PENUNPOKHONU TaxXWUKapAuewn,
nHunuupyiomei OIT [830].

Bcem manuentam ¢ WPW-cuHzpoMoM, peaHUMU-
POBaHHBIM ITOC/Ie OCTAaHOBKU cepzna B cBsa3u ¢ DI u
BBICOKOM 4acTOTON IIpOBeJeHUA UMIIYJIbCOB Ha JKely-
JOYKU TIO JOMNOJHUTENBHOMY IIyTH c pasButueMm DX,

pexomengoBanbl OPU u katetepHas abaarusa [833]. Lie-
JlecooO6pa3HoCTh BHIMOMHeHUA DU u abrauuu Takxke
CJleyeT pacCMOTPeTh Y OOJNBHBIX C KIWMHUYECKOU CHUM-
TOMaTUKoON (0OMOpPOKH, y4YallleHHOe cepAlebreHue)
u/unu  pedpakTepHBIM IEPHOZOM JOIOTHUTEIBHOTO
nytu < 240 Mc [830]. OPU B Takux cilydasax BKIIOUYAET
u3MepeHUe Hambosiee KOPOTKOTO UHTepBaia RR mexay
JKEJNYZLOYKOBEIMU KOMIUIEKCAMH C TIPU3HAKaMU IIPeABO3-
OyKZeHUsA BO BpeMs MHAyKuupoBaHHoU OI1 (wiu Hau-
60Jiee KOPOTKOro MHTepBania RR MeXAy KelyJOIKOBBI-
MU KOMIUIEKCAMU C IIpPU3HAKaMU IIPeBO30YXIAEeHUSI BO
BpeMsI YacTOU CTUMYJIAILUM NIpeJicepAnii), onpezeieHre
KOJMYeCTBa U JIOKAJU3aLWHU JOIOJHUTEIbHBIX ITyTeH,
XapaKTEepUCTUKYU AHTErpaZHOrO U PEeTPOrpasHOro 3d-
beKTUBHEIX pedPaKTEPHBIX IEPUOJOB JOIOJTHUTENbHBIX
nyTeld u AB-y3ia, a Takke aQpPeKTUBHOTO pedppaKTepHO-
ro NepHoia KelTyJ04YKOB, U3MePEeHHBIX IIPU HECKOIbKUX
3HAYEHUAX JJIUHBI HABA3aHHOT'O CEPAEYHOr0 ITMKIIA.

[Marmentam ¢ WPW-cuHzpoMoM cieayeT usberaTthb
JIeYeHUsI aHTAarOHUCTAaMU KalbLusAa (BepalaMui) U Ju-
TOKCHHOM, ITOCKOJIBKY 3TH IIpernapaThl MOI'YT IIOTEHIU-
pOBaTh aHTETpaHOe IIPOBeIeHNE 10 JOIOIHHUTENIbHOMY
OyTH.

12.10. Ilpogpunakmuka eHe3anHoil
cepOeyHOll cMepmu 8 NONHCUIOM 803pacme

[Tpn Ha3HAYeHUU AaHTUAPUTMUYECKUX IpernaparoB IO-
JKUJIBIM MAllMEHTaM YYUTBHIBAIOT CHUXKeHUE (PyHKIHO-
HaJbHOM aKTHUBHOCTHU IIOYEK U [TeYeHOYHOI'o KJIMpeHca,
M3MeHeHUs coCcTaBa TKaHel Tesa U Hajlnu4yue COILyTCTBY-
IOIUX 3a60eBaHui. TakKe cieJyeT MOMHUTDH O PUCKe
JIEKapCTBEHHBbIX B3aUMOJENUCTBUN U TIpU Heob6XOAU-
MOCTH KOPPEKTHPOBATh 03y IpenaparoB. [I0XMIbIM
MmalnueHTaM, nepeHeciiuM UHPapKT MUOKapAa, IIpU OT-
CYTCTBUM MPOTHUBOIIOKA3aHUM Ileseco06pa3Ho Ha3Ha-
yaTh [-aZipeHO06JOKAaTOPE, KOTOPhE YMEHBIIAIOT PUCK
BCC B Bo3pacTe mocie 65 et [834].

WK/l o4eHb 4acTO UCIOJb3YIOTCA Y MOXKUJIBIX MalU-
€HTOB; pe3yJbTaThl aHalIM3a IO MOATPYIIAaM B HCCIe-
poBaHUunx AVID u MADIT-II cBuzieTeIbCTBYIOT O PaBHOM
nonb3e UMK/l y MonoOABIX M MOXKUIBIX HanueHToB [70,
168]. MeTaaHanu3 1o pe3yJabTaTaM HCCJIeJOBaHUH, IIO-

Ta6nuua 65. JleueHne 60/bHbIX C cMHAPOMOM Bonbda—IlapkuHcoHa—Yata

PekomeHaauus Knacca YposeHbb CcbliKac
Bcem naunentam ¢ WPW-cuHAPOMOM, peaHMMUPOBAHHLIM NOCAE BHE3AMHOM
OCTaHOBKM cepaLa B €BA3n ¢ @I 1 6bICTPbIM NPOBEAEHWUEM MO JONONHUTENBHOMY | | B 830
nyTv ¢ passutuem O, pekomeHa0BaHa KaTeTepHas abnauums
AbBnauuio TakKe cnefyet pacCMOTPETb Y 60JIbHbIX C KNIMHUYECKON CUMNTOMATUKOM lla B 330
U/ nnn pedpaKTepHbiM NepMoAOM AOMONHUTENLHOIO Ny < 240 Mc

X — dubpunnauus xenynoukos; O — dubpunnaums npeacepamii; WPW-cuiapom — cuHapom Bonbda—apkuHcoHa—YaliiTa.
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CBAILIEHHBIX NIepBUYHOMN npodunaktuke BCC (MUSTT,
MADIT-II, DEFINITE u SCD-HeFT), nmoka3saii, uto UK/
CHI)XKaeT OOIIYI0 CMEPTHOCTh CpeJy MalueHTOB B BO3-
pacte = 75 jleT IIPU OTCYTCTBUU OCJIOKHEHUH, CBA3aH-
HBIX ¢ 3TUM ycTpoiictBoM (OP 0,73 [95% IV 0,51, 0,974],
p = 0,03) [835]. OxHako aBTOpPHI APyroro MeTaaHaaKU3a
npeanonoxuan, uro MK/ moxeT 6bITh MeHee dbdek-
THUBEH Y MOXXWJIBIX TAIIUEHTOB C TSXKEJOH AUCHYHKIIU-
et JIDK (OP 0,75 [95% AU 0,61, 0,91]) [836]. CoriacHo
aHanu3y oO6beJUHEHHBIX AAHHBIX HCCJIEJOBAaHUN BTO-
puuHoi npodunaktuku (AVID, CASH u CIDS), UK/ mo-
3BOJISET CYI[ECTBEHHO YMEHBUIUTH OOILIYI0 CMEPTHOCTD
U YUCJIO apUTMUYECKUX CMepPTeH y MaIlMeHTOB B BO3-
pacte < 75 JieT, HO He y IalJUeHTOB B Bo3pacTe = 75 JeT
(OP gns obmieti cmepTHocTH 1,06 [95% AU 0,69, 1,64],
p = 0,79; OP ana apurMudeckoii cmeptHoctu 0,90 [95%
N 0,42, 1,95], p = 0,79) [837]. O6cepBaliOHHbIE UC-
CIeZIOBaHUA U PETUCTPBI IO MEPBUYHOU NMPOUIAKTH-
Ke CBUJIeTEJIbCTBYIOT, UTO HE CJlelyeT OTKa3blBaThCA OT
ycTtaHoBkU MK/l TOoJIbKO Ha OCHOBaHUHU BO3pacTa Manu-
enTa [838, 839].

Pemenve o6 ycraHoBke VK] ciesyeT MPUHUMATH C
y4eToM IOCIeACTBUM [ KadecTBa KU3HU NalleHTa.
B cy6ucciaegoBanuu MADIT-II He 6b110 OTMeYeHO 3HAYU-
MOT'O YMEHBIIIeHUS YMUCa JIeT XKU3HU C YUeTOM ee Kaue-
CTBa /11 MAIIMEeHTOB B Bo3pacTe = 65 set [840]. B 11esiom
BO3pAacCT He SIBJISIETCSI KpUTEPHEM, KOTOPBIN onpe/esnseT
npuMmeHeHue HMK/l: HeKOTOpble MOXUJBIE JIOLU, YMU-
parlre BHE3aITHO, MOTYT MMETh XOPOUWINH (PyHKIHUO-
HaJIBHBIH CTATYC ZjaXke 3a Mecs1] 10 cBoeil cmepTH [841].
JlomyckaeTcsd OTKJIOHEHUE OT CTaHAAPTHHIX peKOMeH/a-
unii mo npuMeHeHuto MK/l Ha OCHOBaHUY KJIMHUYECKO-
ro Cy»XJeHUsd Jledallero Bpava u XKeJlaHus nalnyeHTa u/
WU €T0 OJIN3KHX.

12.11. TepmuHanbHble COCMOSAHUA

Y GONBbHBIX B TEPMHUHAJBHOM COCTOSTHHUU YacTO BO3-
HUKAIOT IPOILIeCCHl, Mpepaciojarapuie K pasBUTHIO
apuTMUi (TUMokcus, 60yb, HapyIIEeHUS IEKTPOJTUTHO-
ro 6asanca); moutu 20% TepMUHaAIBHO 60IBHBIX ¢ MK/
HCIIBITBIBAIOT YacThle cpabaThIBAHUS YCTPOMCTBA B IIO-
cjlelHUE He/leIu cBoel XKU3HU [842, 844, 845].

Ta6nuua 66. BeaeHne nauMeHTOB B TEPMUHANLHOM COCTOSHU

BakHBIN acleKT BeJleHUs TaKUX OOJbHBIX, KOTOPHIM
4acTo MpeHe6peraioT, 3aKA0YaeTCsA B 0OCYKIEHUU [Je-
axtuBanuu MK/l ¢ manreHToM U ero GJIM3KUMU, YTOOBI
n36eKaTh JUIIHETO CTpecca U OOMH i YMUPAIOLIETO
yesioBeKa. B aTom Bompoce pelraroliee 3HaueHUE HMe-
10T INYHBIE NTOXKeJaHW MalueHTa, U cjlelyeT B paBHOMU
CTeleHu MPUHUMATh KaK NMHPOPMUPOBAHHOE COIJIACHE,
Tak 1 UHGOPMHUPOBAaHHBIN OTKa3 OT AeakTuBauuu MK/I.
Eciu manueHT He crnocobeH MPUHATH TaKOe pelleHue
CaMOCTOAITENbHO, 3TO JOJIKEH CJeNaTb €ro poJCTBEH-
HUK WIM MHOE YIIOJHOMOYEHHOE JIUIOo, JU6O0 cieayeT
MpUZAEPKUBAThCs BOJIU OOJBHOTO, YKa3aHHOM B 3aBella-
HUH, eCcJIM TaKoBoe uMmeeTcs [842, 845, 846]. YuurtsiBas
CJIOXKHOCTB 3TOT'O BOIIPOCa, Mbl pEKOMEHAYEM 06paTUTh-
cA K JOKyMEeHTaM, B KOTOPBIX IPUBOAATCA PeKOMeHJa-
LMY 10 IPUHATUIO pellleHUs o AeakTuBanuu UK/ [842,
846]. UK/l feakTUBUPYIOT IyTeM IIpOrpaMMUpPOBaHU,
a ecjiy 9TO HeBO3MOXXHO, IPUKJIa/[bIBAlOT MAarHUT NIPSIMO
MMOBEPX ycTpoiicTBa. MHorza IienecoobpasHo JeaKTH-
BHPOBaTh TOJBKO aHTUTAXUKapAUYECKYI0O QYHKITUIO U
OCTaBUTb OpaZiMKapAUYECKyI0 CTUMYJISALMIO, YTOOBI He
JOIIYCTUTD YXYAILIEHUA CUMITOMOB.

13. 3akiaroueHue

3avacTylo BHe3aIlHas cepjeyHas CMepTh MOXXeT OBITh
MEPBHIM U ITOCJIEAHUM NPOSIBJIEHUEM 3a60IeBaHUA CepA-
I1a, TO3TOMY BEISBJIEHHE OOJBHEIX C BBICOKMM PHCKOM
BHE3aIlHOM cMepTH ocTaeTcs KpaeyroJbHBIM KaMHEM
apUTMOJIOTUM U MHOTHX JPYTUX HallpaBJIeHUU coBpe-
MEeHHOU MeJULIMHCKON HayKu. O4eBUAHO, YTO yPOBEHb
COBpeMeHHOH cTpaTuduKaluu pUCKa C IIOMOIIbIO HH-
TEePBEHIMOHHbIX U HEWHTEPBEHIIMOHHBIX METOJOB He
COOTBETCTBYeT KOHIENIWU IIepBUYHON IpoduiakTu-
K{ BHE3almHOW cepAevyHoi cMepTu. Heobxogumo pas-
BUBaTh CYIIECTBYIOL[ME WU CO3/laBaTb HOBBIE METOALI
crpaTudukanuu prucka BCC, B ToM 4ucie cocTaBjleHUe
reHetudyeckoro mnpodunsa, DKI-CKPUHUHT U METOZBI
Busyasusanuu. CerogHs TpeOyIOTCS HOBble METOABI U
HOBBIE IOAXOJBI, KOTOpEE OYAYT YZAOBIETBOPATH Tpe-
60BaHUAM BBICOKOM TOYHOCTH IPOIHO3MPOBAHUSA,
BO3MOXXHOCTSAM MacCOBOI'O MCIIO/Ib30BaHMUA IIPU OTHOCH-
TeJIbHO HeBBICOKOM CTOMMOCTH UX IpUMeHeHUA. KpaiiHne

PekomeHaauus Knacca YposeHbb CcbliKac
O6cywaenus aeaktuauun MK npy TepMUHANLHOM COCTOSIHUK CleayeT
paccMoTpeTb elle A0 ycTaHoBkM UK/ 1 BO BpeMs KPUTUYECKMX NEPUOAOB B lla C 842,843
Te4YeHUn 60/1e3HM
ggﬁﬂzg;é)accmmpem BO3MOKHOCTb AeaKTuBauuun UKL, npu yxyaweHUn cocTosHUA lla c 842, 843

WKL — umnnaHTUpyemblit KapanosepTep-aedubpunnaTop.

a Knacc pekomeHgaumm.
® YpoBeHb [0Ka3aTebHOCTH.
¢ CCbUIKM Ha UCTOYHUK(M), NOATBEPHKAAIOLME PEKOMEHAALMIO.

39



BCEPOCCUWCKUE KNMHWYECKME PEKOMEHZALMM NO KOHTPOJIHO HAZL PUCKOM BHE3ANHOM OCTAHOBKM CEPJLA U BCC

01/2019

40

Ba)kHO o6ecmeyuTh 3PpPEKTUBHYIO CHCTEMY MeHUIMH-
CKOIi TIOMOIIIM KePTBaM BHE3AITHOH OCTaHOBKH CepAla,
KOTOpasi MO3BOJIMJIA OBl YAYYIIUTh X BHIKUBAEMOCTbD.
Jl71s1 5TOro HeOO6XOAUMO TIPOBEIEHUE UCCIe0BAHUM, KO-
TOpBIE MTO3BOJIAT ONPE/ETUTh ONTUMAIBHYIO CTPYKTYPY
MEeJUIIMHCKOW TOMOINU TaKUM IalUeHTaM, BKJIIOYas
JIOTOCIIUTATbHBIN U TOCITUTAIbHBIIN STAIIHL.

Hawubonee 3HauuMbiM pakTopoM B mpobieme BOC/
BCC siBiisieTcs1 MOJIOZOM BO3pacT MalueHTOB. V3BECTHO,
YTO IUK JIaHHOTO ABJIEHUS MPUXOAUTCSA Ha BO3PACTHYIO
rpynmy oT 35 70 45 jeT — Bo3pacT pacliBeTa TPy/Z0BOMH
Y TBOPYECKOH aKTHUBHOCTH YesioBeka. CerofHs ompe/e-
JIEHHO MOXXHO KOHCTaTHUpPOBaTh TEHAEHLMIO K CHUXKe-
HUIO BO3PaCTHBIX MOKasaresei cpeau xkeptB BCC, 4To
SIBJISIETCS TPEBOXXHBIM 3HAKOM, TPEOYIOUUM 3HAYUTEb-
HBIX YCUJINI 110 U3yYEeHUIO U MPEeJOTBPAIleHUI0 JaHHO-
ro sBjeHUs. Bojsee 4eM B IOJIOBUHE C/Iy4YyaeB BHe3al-
HOH OCTaHOBKHU CepZlia NalHeHTHl UMEIT COXPaHHYIO
¢dysknuo JIK, korga mexanusmel BOC/BCC ocraroTcsa
Hepaclo3HaHHBIMM, KOTZa ayTOIICHs He MOXeT AaTh
OTIpeZieIEeHHOTO 3aKJII0YEHUS UIU KOT/a, K COXKaJIeHUIO,
HCITOJIb3YIOTCSA IabJOHHBIE 3aKIIOYEHUSA, YBOAAIIUE OT
yCTaHOBJIEHUS UCTUHEL [I03TOMY HEOOXO[UMBI HCCIIEZO-
BaHUs, KOTOpPbIE TIOMOTYT MOHITh MEXaHU3MBI BO3HUK-
HOBEHUsI BHE3AMMHOW CMepPTH MPU OTCYTCTBUM AUATHO-
CTUPOBAHHOTO 3ab0JieBaHUS CepAlla U MPU COXPaHHOMH
¢yukiuu JDK. ITogobHble Mccaef0BaHUS HEBO3MOXKHBI
6e3 MEXIUCIUIIMHAPHOTO COTPYJHUYECTBA U YYaCTUS
CIEIUATUCTOB Ppa3HbIX HAIMPaBJIEHUH NPaKTUYECKOU
MeJUIMHB ¥ MeJULIMHCKON HayKu. B pesynbraTe Mbl
JIOJKHBI TTONTYIUTh paHHee U 3pPpeKTHBHOE BhISBIEHUE
MalMeHTOB C HACAEACTBEHHBIMU KapAUOMUONMATUAMH U
HacJeJCTBEHHBIMU apUTMOTEHHBIMU 3a00JIeBaHUIMU,
HOBBIE TPUHIUIIBI CTpAaTUPUKAIUU PHCKA BHE3AMTHOH
CMepTH y nmanueHToB ¢ guchyHkiuei JK, a Takxe Me-
TO/bI OIIEHKM PUCKA BHE3AITHOM CMEPTH CpeJU MalueH-
TOB C cOXpaHHO# dyHKIHe JIK.

B 3akiioueHue ciefyeT elle pa3 MOBTOPUTH, YTO BHE-
3alHas cepieyHas CMePTh OblJla U OCTAETCS OJHON U3
BaKHEHIINX Mpo6seM MEAUIIMHBL U 3/paBOOXPAHEHUS
7151 GONBIIMHCTBA MHAYCTPUANBHO Pa3BUTHIX CTpaH.
Ocob6yt0 BaXHOCTh ITpobeMa MpUoOOpeTaeT B CBETE pe-
$OpPMEBI OTEYECTBEHHOTO 3ZIpaBOOXPaHEHM s, KOTIa MHO-
roe MPEeJCTOUT ellle cAeIaTh, YTOOB 0beceduTh 3ddek-
TUBHYIO CUCTEMY NMPOQUIAKTUKU BHE3AMMHON CMEPTH U
OKa3aHUs MepBOI IMOMOIIY IIPU BHE3ANMHOW OCTAHOBKE
KPOBOOGpaIeHUS.

Pa6oTa HaJ KJIMHUYECKUMU PEKOMEHJAIUSIMH, TI0-
CBSIIEHHBIM CTOJIb CJIOKHOU U MHOTOT'pPaHHOI TpobJie-

Me, KaKOBOU fABJIAETCA BHe3allHas cepAedyHas CMepTh,

IoKasana HeoO6XOAMMOCTb MEeXJUCIUILINHAPHOTO CO-

TpyJHUYECTBA U ydacTHsA CIEeIUaJHUCTOB pa3HBIX Ha-

IpaBJeHUY MeJUIMHCKON Hayku. Pe3yspTraToM Takoro

COTpPYAHUYECTBA ABJsAETCSA AaHHBIM JOKYMEHT, 00beU-

HUBIIWI MpeACTaBUTENEN WECTH MeAUIMHCKUX obIe-

CTBEHHBIX OpraHU3aluH.

B mporecce co3zaHuA KIMHUYECKUX PEeKOMeHJAAIui
nepes, Komurerem sKclepToB cTosAJIa TpyZAHasd 3afaua,
KOTOpas 3aKJioyajnach B He0OOXOAMMOCTU IPUHATHUSA pe-
LIeHUs B NI0JIb3y IPUMEHEHUA BBICOKOTeXHOJIOTUYHBIX U
JIOPOTOCTOSIIINX METOZOB AMATHOCTHUKHU, TPOGUIAKTU-
KU U JIedeHUA nanueHToB ¢ puckoM BOC/BCC npu Hanu-
YUY OYEBUHBIX CIOKHOCTEN Ha My TU UX MPAaKTUYeCKON
peanuzanuu. OZHAKO IIpU 00CYKAeHUU psAZa TOJO0OHBIX
BonpocoB KomureT sKCIepTOB OcCTaBajiCA eJUHOAYII-
HBIM BO MHEHHM, YTO KJIWHHWYEeCKHe peKOMeHJAalluu
JIOJDKHBEL COOTBETCTBOBATh BBICOKMM CTaHZApTaM 00JIb-
IIMHCTBA Pa3BUTHIX CTPaH Ha 9TOM HallpaBJIeHUU, YTO-
65! BIIOC/IEZICTBUY JJAHHBIN JOKYMEHT MOT CTaTh YeTKUM
OPUEHTHUPOM B Pa3BUTHUU OT€YECTBEHHON MeJULIMHCKON
HayKU U NMpaKTUKU B O6oppbe ¢ BHE3AIHOM cepieyHON
CMEPTHIO Ha 0603PUMBIH TEPUOJ BPEMEHMU.

Bcepoccuiickue KJIWMHWYECKHWE PeKOMEHJAIluu II0
KOHTPOJIIO Ha/i PUCKOM BHEe3aIllHON OCTaHOBKU cep/lia U
BHE3aITHOM CEpPAEYHON CMepTH, MTPOPUIAKTUKE U OKa3a-
HUIO TEPBOI IOMOIIY IIPOLULIN 06CYKAeHNEe Ha HIKeIle-
pEeYUCIeHHbIX KOHPEPEHIIUAX U KOHTI'PeCccax:

1. XII Mexaynapozusiii Kourpecc «Kapguoctum»; 18—
20 ¢eBpans 2016 roga, CaukT-IleTepOypr. B pamkax
OTKPBITOTO 3acejaHus Bcepoccuiickoro Hay4HOI'O
obmlecTBa apUTMOJIOrOB U Poccuiickoro HaloHasb-
HOT'O COBeTa II0 peaHUMalluy II0 00CYKJeHUIO ZlaH-
HBIX PEKOMEeH/aIui.

2. X Bcepoccutickas koHdpepeHI[U «BHe3amHass CMEPTh:
OT KPUTEPHUEB PUCKA K NMPOPUIAKTUKE»; 6—7 OKTH-
6ps1 2016 roga, CankT-IleTepbypr. B pamkax coBmMecT-
HOTr'0 3ace/laHuA CeKIIUU 110 BHe3anHol cmepTy BHOA
1 Poccuiickoro HallMOHAJBHOI'O COBeTa II0 peaHUMa-
IIUY TI0 06CYK/AEHUIO JaHHBIX PeKOMEeHaI .

3. Kondepenuus ¢ MexxgyHapoZHBEIM yyactueM B LIKB
ympaBieHus genamu IlpesugeHta PP «[Ipodunak-
THKa BHE3aITHOM cep/leYHON CMepTH IIPHU XKeJTyJ0UKO-
BBIX aDUTMHUAX»; 18 HOs6psa 2016 roza, MockBa.

4. VI TloBo/kckasd HaydyHoO-IIpaKTHdeckasd KoHdepeH-
IMA «AKTyaJbHble BOIIPOCHI COBPEMEHHOH apuT-
Mosiorun», 16—17 pgexabps 2016 rozma, IleHsa.
«O6cyxaeHre PocCUNCKUX KIMHUYECKHUX PEKOMEH-
Jauui no npopunaktuke BCC».

OxoHuaHue 8 cedyrouem Homepe



