HAIIMOHAJIBHBIE PEKOMEHIALIMU
110 OITPEJAEIEHHNIO PUCKA
N ITPODPUIIAKTUKE

BHE3AITHOUW CEPIEYHOI CMEPTHU
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Kaunnueckue pexomenzaruu

Pa6ouas rpyI1ia 1mo moAroToBKe TEKCTa peKOMeHZ[aI.[I/Iﬁi

akademuk PAMH LLnsixmo E.B. (CaHkm-llemepbype), npogheccop ApymioHos I[1. (Mocksa),
akademuk PAMH u ynen-koppecrnoHdeHm PAH Benerkos O.H. (Mockea)

HpenceaaTenb KOMHUTETA 9KCIIEPTOB:

npogpeccop Apdawee A.B. (Mockea)

CocrtaB KoMHuTeTa IKCIIEPTOB 110 pa3pa60TKe peKOMeHI[aH,PIﬁ:

npogpeccop AsepbsiHos A.B. (Mocksa); npogheccop boliyoe C.A.(Mockea); npogheccop bondyesa C.A. (CaHkm-
lemepbype); npogheccop bopucos UN.A. (Mockea); k.m.H. bymaee T.[ (CaHkm-llemepbype);, k.m.H. Bonkos [.E
(Xapbkos), k.M.H. [appkuHa C.B. (Camapa); 0.m.H [puHesa E.H. (CaHkm-llemepbype); K.m.H. Qymnuc A.FO. (CaHkm-
Memepbype);, 0.m.H. Aynnsakoe [.B.(Camapa); k.m.H. XKenskoe E.I. (Mockea); npogheccop 3aknsisbmuHckas E.B
(Mockea); npogheccop 3ametiwjuxkos A.A. (Mockea); k.m.H. KanuHkuH A.J1. (Mockea); 0.m.H. KapneHko FO.U. (Odecca);
npogheccop Kosuonosa H.A. (lNepmb); k.m.H. Komosnisimoea B.H. (Mockea); k.m.H. KoHes A.B. (Mockea); k.M.H. Koponesa
O.C. (Mocksa); k.m.H. Kpasuyk B.b. (Kues);, npogeccop Kysneuoe C.U. (BopoHex), 0.m.H. PM. Jlunyak (Mockea),
npogheccop Makapos J1.M. (Mockea); akademuk PAMH Moucees B.C. (Mocksa); npogheccop Moucees C.B. (Mocksa);
akademuk PAH u PAMH Myxun H.A. (Mocksa); npogbeccop HoHukos B.E. (Mocksa); k.m.H. Hockosa M.B. (Mocksa); epay-
kapduonoe lNonosa U.B. (Camapa); akademuk PAMH Pesuwsunu A.LL. (Mockea); k.M.H. PbibayeHko M.C. (Mockea);
0.m.H. CatieaHos C.A. (CaHkm-llemepbypa); k.m.H. Capbides 1.B. (BopoHex); npogheccop Cudoperko b.A.(Mockea); K.M.H.
CmupHos b, (Cankm-lTemepbypz);, k.m.H. ComoxuH FKO.A. (Mockea); k.m.H. Cmaghepos A.B. (Mockea), npogheccop
TiopuHa T.B. (CaHkm-llemepbype); 0.m.H. @omuH B.B. (Mockea); 0.m.H. KO38uHkesuy4 C.A. (CaHkm-lNemepbype) 0.M.H.
Aeenoe M.C. (Mocksa); npogheccop AwuH C.M. (CaHkm-lNemepbype).

Oo6uiecrBa:

Pocculickoe HayyHoe MeOuUUuHCKoe 06uecmeso meparnesmos
Obuwecmeo crieyuanucmos no cepdeyHol HedocmamoyHoCmu
Espasutickoe apummorsnozudeckoe obujecmeo
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l_IpI/IBeTCTBI/Ie TAaBHOI'O peJZaKTOpa

YBaxaeMble KOJJIETH, IOPOTne ynuTaTesn!

Ilepen Bamu He BrosHe OOBIYHBI HOMEp KypHaja
«Knunndeckas nmpaktuka». B Hem pa3mertienst Harmonasb-
HbIe PEKOMEH/IAINK 110 TIPO(UIAKTUKE BHE3AITHOW cepied-
Hoii emeptu (BCC). [lo cux 1op «kJamHuueckue pekoMeH/1a-
1n»> GBLIN OJIHON M3 HAINX TPAAMIIMOHHBIX PyOpuK. OHa-
KO BCE paHee OImyOJMKOBaHHBIE MATEPUAJIBI SIBJISIIMCH aJiarl-
THPOBAHHBIM TIEPEBOJIOM 3apYOEKHBIX peKoMeHmarmii. Hoi-
HENTHUN TOKYMEHT I[eJTUKOM TIOJITOTOBJIEH POCCHHCKIMU
criermasincramu. 50 axcrieproB u3 8 pernonoB PD u crpan
6uBiiero Coto3a, BO3TIaBisieMble akageMukamu 1sxTo
E.B., berenkossim [0.H., a Takke mpodeccopom ApyTiOHO-
oM [NII., Ha ocHOBe COBpPEMEHHBIX AOCTIKEHUI OTEYecT-
BEHHBIX U 3aPYOEKHBIX aBTOPOB CUCTEMATH3UPOBAIIN BOII-
POCHI IPOTHO3UPOBaHUs prucka u npeporspamenus BCC y
Pa3JINYHBIX KATETOPUN TIAIIMEHTOB U IPYIIIT HACEJICHUSL.

BCC aBigercsa ool U3 BaKHEHIIIX IIPOOIEM 0TeYeCT-
BEHHOTO 37ipaBooxpaHenust. COraacHoO MaHHBIM AITUIEMUO-
JIOTMYECKUX WCCJIeIoBaHMii, B Poccun oT BHe3arHoil cep-
JiedHoit cmeptu eskeroino ymupaet 200-250 Thicsd yesioBex.

Jlo HACTOSIIETO BPEMEHH He CYTIECTBOBAJIO OOIIENpH-
HATBIX KIMHIYECKAX PEKOMEH/IATIIH 10 TAHHOMY Pasemry
kak B Cesepnoii Amepuke, Tak 1 B EBpome. Ompenesnen-
HBIM 00pa3oM 9TOT NPOOET BOCTIOMHAIN PEKOMEHIAIH
0 JICYCHHIO MAI[MEHTOB C KETyOYKOBBIMUA HAPYIICHUSA-
mu putMma cepana (D.Zipes u ap.). OmHako, 11X BBIXOJ B
ceT B 2006 roy m afanTHPOBAHHBIN TIePeBOT Ha PYCCKUI
S3bIK, BBITIOJIHEHHBIN 1oz pepaknuein A.B. Appamesa u
ony6aMKoBaHHBIN B skypHase «Kapauomorus» B 2011 .,
OYEBHUJIHO, HE YIIOBJIETBOPSIIOT TPEOOBAHUSAM BPEMEHH.

K dwecTr 0TEUeCTBEHHOTO MEIUIIMHCKOTO COOOIECTRA,
MBI TIEPBBIMU TOJACTYNUJIN K 3TON SKUBOTPEIEINyTeit
mpobieMaTiKe, BOUCTUHY TIPOOIeMAaTUKE JKU3HI U CMEPTH.

B ocHOBY HacTOATIIX PeKOMEHIAIINI JIETJIO TTPEICTaB-
JieHre 06 OCHOBHBIX U BTOPOCTEIEHHBIX (DAKTOPAX PHCKa

BCC, «mpommBaioriee» Bech IOKYMEHT OT ME€PBOIi 10 TO-
cJiefiHeil crpaHuIibl. Ty (HAKTOPBI U IIPEACTABIAIOT COO0M
OCHOBHYIO TEPANIeBTUUYECKYIO MUIIEHD JIJisI TIPEIOTBPAIIle-
HUS BHE3AITHON CMEPTH.

Her comHenusi, pekoMeHAAIIMK MO3BOJAT MIUPOKOMY
Kpyry Bpaueil (TepameBTaM W Kap[uoJIoraM, Kapiuo- U
PEHTTEeHXUPYPraM, PeaHNMATOoJIOTaM, KJIMHUIICTAM U CIie-
[MATICTaM aMOyJIATOPHOTO 3BEHA) B MTOBCETHEBHOM KITMHN-
9YeCKOI TIPaKTHUKeE BBIABIATH hakTopsl pricka BCC u paspa-
GaTbIBaTh HanboJIee ONTUMAJILHYIO ITPOrPAMMY I10 ee MPe/Io-
TBPAIIEHNIO B KXK/IOM KOHKPETHOM KIIITHUIECKOM CIIydae.

Cuieryer OT™METHUTb, 4TO 00CYIKAEHUE TIPOEKTa PEKOMEH-
JIAIAH TOJIyYnI0 OOJIBITON PE3OHAHC B IIUPOKMX ME/UIIN-
HCKHUX KPyrax Kak B CTpaHe, Tak u 3a pybexom. Ha ceroa-
HAITHUHN JIeHb PEKOMEH/IAINN TIPUHATHI KaK O(DUITMATbHBIIT
JIOKYMEHT B X0/Ie TIPOoIIeiuX che3fioB Poccuiickoe Hayu-
Hoe MeauIuHckoe obmectso tepanesros (PHMOT) u O6-
IIECTBOM CIIEI[UAJIUCTOB TI0 JIEYEHUIO CEPICYHON HeI0CTa-
toyroctu (OCCH), nepeiinsg u3 craTyca mpoekTa B paHT
HaronaibHbIx pekoMeHganuil. Biiepeau — mmpokoe 06-
CY:KIIEHVE U IUCKYCCUS B TIPE/IBEPHe Che3/ia KapIuoJIoTOB.

XodgeTcs BepUTh, 9YTO HACTOSATINE PEKOMEH/IAIIH, Pa3-
paGoTaHHble MPU AKTHBHOM YYaCTUM CIIEIUAJHUCTOB
DOHKIL ®MBA Poccun, cTanyT OHUM U3 3TAIIOB CO3/1a-
HUS U peayin3aliiy B Kpardaifnmme cpokn a(pheKTUBHOMN
IIPOrpaMMBbI TPOGUIAKTUKI BHE3ATHON Cep/eyHON cMep-
TH B Halllel cTpaHe, U UX He JK/IeT MevaabHas cyapda MHO-
JKECTBA OTEUECTBEHHBIX MHUIMATUB U TpuoputeToB. He-
MOJIIEJIbHBII MHTEPEC CO CTOPOHBI JIBYX €BPOIEHCKIX
APUTMOJIOTHYECKUX COOOIIECTB YIKe TIPOSABJIECH. A UTO MbI?

Tenepanbnbiii gupextop OHKIL DMBA, npodeccop
O.I1.KysoBneB

[Tpencematens Komurera akcmepToBs, podeccop
A.B. Apnaren
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Kaunnueckue pexomenzarmu

I. BBEJIEHUE

CMepTHOCTD OT CEPETHO-COCYTUCTHIX 3a00T€e-
BaHuii B Poccuu siByisieTcst oiHOM M3 Hambosee
BBICOKMX B Mupe u cocTasiger 1462 wa 100 000
sxutesieit B 1o [1]. OcHOBHBIE TPUYUHBI CMEPTH
OT Cep/IeYHO-COCYANCTHIX 3a00JIeBaHUl — TPO-
rpeccupoBaHre XPOHWUYECKOW CepAedyHON Heno-
CTaTOYHOCTU (OKOJIO TIOJIOBUHBI BCEX JIETATbHBIX
MCX0/10B) U BHe3amnHas cepjednas cmepTh (BCC)
(mpyras mosioBuna). CorjlacHO pacuyeTHBIM JlaH-
HbiM B PD BHE3AITHO OT CepieyHbIX IPUYUH €Ke-
rozno ymupaet 200 000-250 000 yesnosek [2]. Co-
orBercTBeHHO, pobema BCC kpaiite akTyaibHa
71T OTe4eCTBEHHOTO 37ipaBooxpaHenus. VHTepec
K 9TOi1 Teme 00yCJIOBIeH 1 TeM (haKTOM, 4TO yac-
tora BCC umeeT TeHAEHINIO K YBEJIUUYECHUIO.
OueBUHO TaKKe W TO, YTO CYIIECTBYET BO3MOK-
HOCTH MCTIOJIb30BaHUS 39 (PEKTUBHBIX PO UIAK-
TUYECKUX Mep, HallPaBJe€HHbIX Ha yJIydllieHue CH-
TyaIum.

B npencrasiennbix Pexomengaiusx, pazpabo-
TAaHHBIX HA OCHOBE COBPEMEHHBIX JIOCTHKEHUI
OTEYECTBEHHBIX U 3apyOeKHBIX CIHEIUAICTOB,
paccMaTpUBAIOTCST BOITPOCHI TPOTHO3UPOBAHUS U
npeporspaiiednss BCC y pa3iuyHbIX KaTeropuii
GOJIBHBIX U TPy Hacesnenus. [anubie Pexomen-
JAIUY TTO3BOJISAT MIMPOKOMY KPYTY Bpaueil (Tepa-
MIEBTOB, KaP/INOJIOTOB, KAPIMOXUPYPTOB, PEHTTeH-
XUPYPTOB, PEAHWMATOJIOTOB) B TOBCEIHEBHOI
KJITMHUYIECKOW MPAKTUKE BBISABIATH (PAKTOPHI PHC-
ka BCC u B KaX7IoM KOHKPETHOM CJIy4ae pa3pa-
GaThIBATh ONTHMAJILHYIO TPOrPAMMY 10 €€ TIPOo-
dbumakTuke.

Hacrosmme Pekomenpaiinum SBJISIIOTCSI OJTHUM
M3 9TANOB CO3/IaHNd U peasn3aiun a(hGeKTUBHON
niporpammbl ipocdumaktuku BCC B Hateil ctpase.

B ocnoBy mactogmux Pexomenpanuii serso
npe/cTaBieHe 00 OCHOBHBIX U BTOPOCTEIIEHHBIX
axropax pucka BCC.

BrisiBiene ocHOBHBIX (haKTOPOB PUCKA TIPE]I-
moJiaraet BIOOP B MOJIB3Y OOJIee aKTHBHBIX METO-
nos mpoduraktuku BCC (mpoBenmeHue wHTEp-
BEHIIMOHHOTO W/WJIU XUPYPTUIECKOTO JICUeHNs ).

Hammune BTOpOCcTeneHHBIX (haKTOPOB PHUCKA
BCC mnpeamnosaraer ucrnosb3oBanue Oosee cuep-
JKAaHHOU TaKTUKHU, KOTOPAs 3aKJII0YAeTCS B MOJIU-
(ukamum pakTOpoB pHUCKa Pa3zBUTHUS OCHOBHOTO
3ab0JIeBaHUsT Y KOHKPETHOTO GOJBHOTO (HArpwH-
Mep, OTKa3 OT KypPEeHUsI, CHUKeHIEe MacChl Tea) 1
ONITUMU3AINN €70 MEJINKAMEHTO3HOTO JIeYeHMSI.

Yurarensm, ganexkum ot mpobaembr BCC, xe-
JIAoMKUM TIy0sKe MOTPY3UThCsT B JAHHYIO TEMY,
MbI PEKOMEH/TYEM:

[IepBoe — o3nakomuthes ¢ I-VI rmaBamuy;

Bropoe — npu pabore ¢ HAMEHTOM C IIEJTHIO
oTipejieJieHNs] PUCKa W OCYIIECTBIEHUS Mpodu-
gaktuku BCC cremyer onpenenuTbes ¢ OCHOB-
HBIM IMarHO30M U HAJTMYMEM U/UJTH OTCYTCTBUEM
ocHoBHBIX (hakTopoB pucka BCC. Ilocae atoro
03HAKOMUTHCST ¢ PyOPUKON cTpaTrUKAIIUN PUC-
ka u mpoduraktuku BCC mpu cooTBeTCTBYIONIEM
3aboneBanun B rase VII;

Tperbe — pexkomeHallUM, MPeNCTaBJIeHHbIE B
COOTBETCTBYIOIIEM pasiesie TiaBbl VI1I, mpenmara-
€M CYMTATh PYKOBO/ICTBOM K JIEHCTBHIO.

II. MEXAHU3MbI 1 ITPUYMHDBI BCC. OIIPE-
JAEJEHWUA 1 TEPMUHDI

Omnpenenenne BCC. Ilonm BHe3amHoil cMepThIO
MTOHUMAIOT HEHACUJILCTBEHHYIO CMEPTh, Pa3BUBIITY-
10CST MOMEHTAJTbHO WJIM HACTYIIUBIIYIO B TeUYeHHE
yaca ¢ MOMEHTa BO3HUKHOBEHUS OCTPBIX M3MeHe-
HUI B KJIMHIYECKOM cTaTyce O0JIbpHOro [3-5].

Caenyer pasjinyarb GHE3anHylo cepoeunyio
cmepmy (BHE3AITHAS CMEPTH OT CEPIEYHON MTPUYU-
HbI) U 8He3annyto cmepmo. Kpurepuu AMarHoCcTu-
K1 Tocsie/iHelt cxomubl ¢ onpexpesenriem BCC, ¢
TEM OTJINYMEM, UTO BHE3AITHAs CMEPTh Pa3BUBAeT-
csl B pe3yJibTaTe HeKapAuaJbHbIX IPUYNH, B YaCT-
HOCTH TaKUX KaK MAaCCHUBHAsi TPOMO0aMO0IIHS Jie-
TOYHOI apTepui, Pa3pbiB AaHEBPU3MBbI COCY/IOB TO-
JIOBHOTO MO3Ta M T.II.

Mexanuamsl BCC. CorracHo JaHHBIM, IIOJIy4€eH-
HbM Tipu nipoBesiennn XM-IKI' y mammentos,
YMEepIINX BHE3AMTHO, YCTAHOBJIEHO, UTO B TTO/IABJIS-
foteM OOJIbITUHCTBE caydaeB (85%) MexaHU3Ma-
mu pazsutus BCC gBisiores sKeayIouKoBbIe Ta-
XMapuTMuu — kesynoukosad taxukapausg (JKT) u
dubpmsiius xkerypoukos (DIK) ¢ nocrenyio-
muM pasutueM acucronun. OcrtaBimecs: 15%
TPUXOJSITCS HA JI0JTI0 GPaZinapuTMUiL 1 aCHCTOINN
[6-8] (puc. I1.1).

15%

40%

Puc. II.1. Mexanuams BCC. lNpencrasnerqa anarpamma,
OTO6PAXAIOWAs PO PA3NMYHbIX BUAOB HAPYLIEHUS PUTMA 1
nposogumocty cepaua 8 passuti BCC.

bpaau — nons 6panmcuctonuueckux Hapywerni, npusoaswmx k BCC;
DX ~ pubpunnaums xenynoqkos; XT — Xenynoukosas TaxmMkapams.
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Kaunngeckue pexomenzaruu

PasBuTne octpoil JieBOXKEIyIOUKOBOI He0C-
TATOYHOCTU Ha (HOHE apUTMUU COIPOBOKIACTCS
HapyUIeHUsIMU KaK CUCTEeMHOM, TaK U pernoHap-
HOU TeMOIMHAMUKH, TIPEK/Ie BCETO — CO CTOPOHBI
ITHC. B pe3sysibrare MOTYT BOSHUKHYTH HEOOpaTH-
Mble M3MEHEHUs B JKM3HEHHO Ba)KHBIX OPraHax,
MPUBO/AIINE K JeTajibHOMY wucxonay. [loatomy
KJTIOYEBYIO POJIb B KJIMHUYECKON WHTEPIIPETAITT
3JIOKQYeCTBEHHOTO TeYEHVsI JTI000I ApUTMUN U OTI-
penesieHns ee JKU3HeYTPOKaIoIero XxapakTepa ur-
paoT CJIEAYOIINEe CUMITTOMBI: BOSHUKHOBEHHUE 00-
MOPOKa, TPe0OMOPOKa, TOJIOBOKPYKEHUsI, apTe-
pUAIbHON TUIIOTEH3UH, IIPOrpeccupoBaHue IPO-
SBJIEHUH cep/IeyHoil HeJJ0CTaTOYHOCTH, CTeHOKap-
nuto. Hasmmuue nim otcyTeTBrE MpeCyIecTBYIO-
nieil CTPYKTYPHOIN MaTOJIOTUU CEPAIla MOKET
MMETH OTIpeiesigiolee 3HaUeHne /7T a/lal TaIl[iOH-
HBIX U3MEHEHWIT TapaMeTPOB CEePIEYHOTO BHIOPO-
ca, a 3HAUNT, 1 JIJIT XapaKTepa KINHIIECKOTO Tede-
HUS apUTMUMN.

Y manumeHToB € OTCYTCTBUEM BBIPAKEHHOMN
cTpyKTypHO#t atosorun cep/iia BCC, kak mpaBu-
JIO, BO3HUKAET U3-3a pazutus nosnumopduoit KT
wm JKT o tuny torsades de pointes [3]. Y 60iib-
HBIX C HAJIMYUEM CTPYKTYPHOI ITATOJIOTUH CEeP/Ia,
B yactHoctu — ¢ MIBC, xenynoukoBble aputMun
BO3HUKAIOT JTMOO M3-3a TOSIBJIEHUST OCTPOU HIile-
MUK MUOKap/a, 100 B pe3yJibraTe peajn3aliii
MeXaHU3Ma pe-eHmpu B 001acTu MOCTUH(MAPKTHO-
ro pyOma (B 3TOM CJIydae HapyIIeHusI KOPOHAPHOTO
KPOBOTOKA HE SIBJSIOTCS TPUYUHON apuT™Mun) [3-
5, 9]. Uro kacaercss GPaiMCHCTOJIMYECKUX MeXa-
HU3MOB, TO CII€HAPUU, CBA3AHHBIN C X BO3HUKHO-
BeHUEM, XapaKTepeH /1711 TTAIIMeHTOB ¢ TePMUHAIb-
HBIMU CTaIUSIMK CTPYKTYPHOH 11aTOJIOTUU Cep/lia
1 OTHOCHUTEIBHO peiok (mocturaer 15%) [3-8].

[TyckoBbiMu hakTOpaMu pa3zBuUTHS (DaTaTHHBIX
APUTMMI MOT'YT ABJIATHCS U3MEHEHUs] TOHyca Be-
TeTaTUBHON HEPBHON cUCTEMBI (TIOBBINIIEHNE CUM-
MaTUYECKOTO W/WJIU TOHWKeHWe TapacuMITaTh-
4ecKoro), ¢pusndeckas Harpyska, MprueM HEKOTO-
PBIX JIEKAPCTBEHHBIX CPEJICTB, SIEKTPOTUTHBIE HA-
PYIIeHMST, TOKCUYEeCKUE BO3/EHCTBUSA, TUTTOKCHUS.

BeposaTtaocts BCC y nuil ¢ Hasmmymem CTpyK-
TYPHOIi MATOJIOTUU Cepjilla B TeuyeHue roja B 7,5
BBIIIIE, YeM Y TIAI[MEHTOB Oe3 CTPYKTYPHOII marto-
goruu cepana [10, 11]. Cpenu 3abosreBanmii cepi-
1a ocaosrou npuunnoit BCC asmsierca MBC, na
JIOJTI0 KOTOPOii mpuxoautest 10 80% Bcex ciaydaeB
[3-8]. Kpome UBC, BCC BcTpeuaercs y naiueH-
ToB ¢ aumatarmonHoi (JIKMII) [3-8] u runept-
poduueckont kapzunomuonatugamu (F’KMIT) [3-8],
APUTMOTEHHOI JMCIIIa3uell TIPABOTO KeJTyI0uKa

(AITIIK) [3-8], mpu cunppomax bpyrana u yaim-
HeHHoro uHTepBasa QT, aHomanmmsax pasBuUTHA
KOPOHAPHBIX apTepUil U IPYTUX MATOJOTUIECKUX
COCTOSTHUSIX, T€peueHb KOTOPBIX TIPEACTABICH B
tabsme 11.1.

Tabnuya I1.1.

IIpuyuHbl BHE3aNHOU cep/IeYHOl cMepTH
(amanrupoBano u3 J. Ruskin, 1998)

HNbC

JujaaTallMOHHasd KapauoMuUoIiaTuA

runepTpodus JIEBOTO XKeTy10uKa

ruriepTpodrIecKast KapauoOMUOIIaTHS

MMPUOBPETEHHBIE IIOPOKU CEPLIA

BPOXXIEHHbIC TOPOKU cepalia

OCprIf/I MUOKApAUT

APUTMOICHHAaA JUCILIa3uAd ITPaBoro XKejayaodyka

aHOMAaJIMY Pa3BUTUSI KOPOHAPHBIX apTepuit

CapKOUI03

aMMJION103

ONyXOJIU Cepala

JUBEPTUKYJILI JICBOI'O KEJIya04YKa

cuHapom WPW

CHHAPOM YIIMHEHHOTO mHTepBajia QT

cunapoM bpyranga

KaTeXoJJaMNUHYYBCTBUTEIbHASA HOJ'II/IMOp(bHaH
KEJIyaouKoBad Taxukapausia

CHHAPOM KOpoTKoro naTepBaza QT

JIeKapCTBEHHasI TIPOapPUTMUS

KOKaMHOBasA MHTOKCUKAlLIUA

BBIPaXXEHHBIN 2JIEKTPOJUTHBIN AMcCOaTaHC

naruonaTndYeCKad KEa1yJo4yKoBad TaxXnkKapaud

Onpenenenus u repmunbl. Ham npezicraBisercst
11eJ1ecO0OpPa3HBIM JIaTh OIPeIeJIeHe OCHOBHBIM
TEPMUHAM, KOTOPBbIE B MOCJEAYIONeM OyayT
BCTpeUaThCs Jlajiee 1Mo TeKCTY B JaHHBIX PekoMeH-
panusax (tabauna 11.2).

ITII. Knaccsl pekoMeHAanuii U ypOBHU
JI0Ka3aTeJIbHOCTH

ITosoxenud Hacrogaiux PexoMenpaiuii 6a3u-
pyIOTCSI Ha COBPEMEHHBIX IPUHIMAIAX [[OKa3a-
TeJbHOU MeJUIIMHBI U IIpe/ICTaBJeHbl B BHUE
KJIaCCOB [TOKa3aHUIi C TeM NJIM MHBIM YPOBHEM J10-
Ka3aTeJbHOCTH Kak [ METOJI0B JMAarHOCTHUKH,
npuMeHsieMbIx 1pu ctparudukaiuu pucka BCC,
TaK ¥ METOZIOB ee podrtaktuky (tabsmma I11.1).
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Tabnuuya 1.2,
CaoBapb TepMuHOB (110 ajipaBUTy)

2Keaydouxoeas maxuxapous osynanpaeaennas — KT ¢ ambTepHalLIMelt 3JICKTPUIECKOM OCH cepaliia BO
G poHTATBHOI IUIOCKOCTH; €€ Pa3BUTHE YACTO CBSI3aHO ¢ MHTOKCUKAIIMEH CepACcUHBIMU IIMKO3UIAMM.

Keaydouxosas maxuxapous monomopghnas — XT, numeroinasi HeMu3MeHHYI0 Mopdosoruto komruiekca QRS
B 12 orBeneHUsAX ToBepXHOCTHOM DKI.

2Keaydouxosas maxuxapous neycmotinueas (H2KT) — XT, cocrostimast KaK MUHUMYM U3 4-X KeJTyIOUYKOBBIX
KOMILIEKCOB, MaKCUMaJIbHOM ITPOAOJIKUTEILHOCTEIO He 00j1ee 30 ¢, KoTopast MpeKpallaeTcs CaMOCTOSITEIbHO.

2Keaydouxosas maxuxapous no muny torsades de pointes — XKT, KoTopast 0OBIYHO aCCOLIMUPYETCS C YIIMHEHUEM
nHTtepBanoB QT unu QTc. DKI Bo Bpems apuTMuUM XapaKTepu3yeTcs "CKpyuuBaHUEM' HampaBIeHHOCTHU
koMrIutekcoB QRS oTHOCUTENIbHO U302JIEKTPUYECKON JIUHUU.

2Keaydouxoseas maxuxapous noaumopguas — KT, Bo BpeMst KOTOpoii B 12 oTBeIeHUIX MOBepXHOCTHOI DKI
u3MeHsieTcs KoHduryparuust komiuiekca QRS. Yacrora akruBauuu xkenynoukoB Ha ¢oHe KT Haxonurcs B
nunamaszone oT 100 go 250 B MUHYTY.

Keaydouxoeas maxuxapous c yupkyiauueil umnyibca no Hoxckam nyuxa luca no mexanusmy pe-enmpu (bundle-
branch re-entrant tachycardia) — pa3zBrBaeTCcs BCIEICTBUE pealU3allu MeXaHU3Ma pe-eHmpu B cucteMe [uca-
IMypxunbe. O0braHO, Ha TToBepxHOCTHOM DKI perucrpupyercs 2KT ¢ koHpurypanmeir komruiekca QRS mo tumy
61okazsl eBoit HoXKM Tydka [ica (BJIHIIT); BeickowacToTHasT (okoo 200 ymapoB B MUHYTY); YaCTO BOZHUKACT
y nnauueHToB ¢ JIKMII.

Keaydouxoeas maxuxapous ycmoituueasn (Y2KT) — 1o KT nponoskurenbHocTbio 6osee 30 ¢, 3a4acTyio He
KYITUPYIOIIAsIiCS CIIOHTAHHO.

Keaydouroewvie napymenus pumma cemoounamuuecku necmaouavnovte — OXK, TK, ycroitunBasi/HeycToitanBast
KT u/unu xerynoukoBasi 3KCTPACUCTOJNSI, KOTOPbIE COTIPOBOXKIAIOTCSI BIPAXKEHHBIMU TeMOIMHAMUYECKU
3HAUMMBbIMU KJIIMHUYECKUMU TIPOSIBICHUSIMU (TOJIOBOKPYKEHUE, IPECUHKOIIE, CUHKOIIE, TUTIOTEH3USI,
MPOTPeCCUPOBaHNUE TIPOSIBIICHUI CEPAEYHOM HEMOCTATOYHOCTH, CTEHOKAP/INS ).

2Keayoouroenie napywenus pumma cemoounamunecku cmabuavhvle — ycroitunpasi/Heycroitumsast KT u/vmm
KeTymoukoBast akcrpacuctomus (2KD), KoTopble COMPOBOXIAIOTCS MUHUMATbHBIMUA KIMHAYECKUMU
MIPOSIBICHUSIMU (HATIPUMED, JIETKOE TOJIOBOKPYKEHNE, OLIYIIeHUE cepaieOneHts], TEHICHIUS K TUTTIOTOHUN).

Ocmanogka kpogoobpauienus (ocmanoexa cepoua) — nNpekpalleHe cepaeuHO-COCYANCTOMN NesITeIbHOCTHU.

OmHuowenue wancoé — Mepa BBIPAXKCHHOCTHU CBSI3M MEXKIY COCTOSHHUEM WJIM BO3ICUCTBUEM M 3a00JIeBaHUEM
i ucxonoM. [laHc BOSHMKHOBEHUSI COOBITHS SIBIISICTCSI OTHOIIIEHNEM MEXIY BEPOSITHOCTBIO €T0 TTOSIBICHUS
1 BEepOSITHOCTBIO €ro HemosBaeHUsI. OTHOIIEHUE IITaHCOB BBHIYMCIISICTCS B PE3yJIbTaTe ACJICHUS BEPOSITHOCTU
MOSIBJICHUST COOBITUSI B OIHOM IPYIIe Ha BEPOSITHOCTD €ro MOSIBJICHUS B IPYTOA.

Ilenempanmuocme — NONYJNSIIIMOHHOE TIOHSITUE, O3HAYAET JAOJI0 UHAUBUAOB, Y KOTOPBIX UMEIOTCS MPOSIBICHUS
Kakoro-jnbo mpusHaka (3aboyieBaHus ), CPEAU BCEX JIMIL, O0IAIAI0NINX MyTalliell B 3aMHTEPECOBAHHOM TEHE.

Ilpobano — niepBbIit WIEH CEMbU, KOTOPHIH/TI0 TTOBOAY KOTOPOTO MPOBOIUTCS MEAUKO-TEHETUUECKOe
KOHCYJIETUPOBaHUE.

Ilpopuaaxmura eénezannoii cepdeunoli cmepmu — 3T0 KOMITIEKC MEPOTIPUSITUIA, TTPOBOAMMBIX Y JIUII, TIEPEXKUBIITNX
CepIeuHbIi apecT (BTOpUYHAS Mpo(pUIaKTUKA) WX Y IMaIlMeHTOB 0e3 3IM3010B CEPASYHOIO apecTa B aHaMHe3e,
MMEIOINX BICOKUH prcK pa3Butusi BCC (rmepBuaHas mpomIakThKa).

Pacnpocmpanennocme 3ab604e6anusa — 10151 JIA1L B TOMYJISILIUY, UMEIOIIUX TaHHOE 3a00JIeBaHME B TAHHBIN MIEpUO
BpEMEHM.

Puck omnocumeavnwiii — OTHOILIEHUE YACTOTHl BOBHMKHOBEHUST COOBITUS B I/ICCI[CI[Y@MOﬁ T'pynIie K 4aCcTtoTe
BO3HUKHOBEHUSI COOBITUS B KOHTpOJ’IbHOfI TpyIimne
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Cepoeunblii apecm — 3TO TIpeKpallleHUE CepICIHO-COCYIUCTON NeITETHHOCTH BCICICTBHUE XKETyIOUKOBOM
TaxXuKapIuu 1/vian (prOpMIUISILINY XKeJIyI0IKOB, TOKYMEHTHPOBAHHBIX 3JIEKTPOKApANOTrpadUIeCKUM CITOCOO0M

(6e3 DKI'-Bepudukauu He CyIIEeCTBYeT Ae(OUHUIININ).

Tpenemanue jxnceayoouxoe — opraHuzoBaHHas1 (KoJieOaHUs JUTMHBI LIMKIIA He mpeBbllaloT 30 MC) Xely10uKoBas
apUTMMSI C YACTOTOM aKTUBALIMU XKeJTya0ukoB okojio 300 B MuHyTy (aanHa mukiia — 200 Mc), XxapakTepusyloliascs
MoHoOMOpPGhHOI KoHpuUrypamueit KomriekcoB QRS Ha moBepxHocTHOM DKI' 11 OTCYTCTBHEM M303JIEKTPUUISCKOTO
MHTEpBaja MEXIy COCETHUMU KeTYTOUYKOBBIMUA KOMILIEKCAMMU.

Daxmopst pucka — 3T0 KIMHUYECKUE TPU3HAKU, YKa3bIBaIOLIME HA BEPOSITHOCTH pa3Butust BCC y KOHKPETHOTO

nalnueHTa B TCKYHIEM KaJICHIAPpHOM TI'O4Y.

Dubpuaasyus Heeay0o4K08 — BHICOKOYACTOTHBIN, 00br9HO Oosiee 300 ymapoB B MUHYTY (IUIMHA IIUKJIA COCTABIISIET
180 Mc m MeHee) HepeTYISIPHBIN KETyTOUKOBbIN PUTM C BBIPAKEHHOI BapraOeIbHOCTHIO JJIMHBI LIKJIA,

MOP(OJIOTUM U aMITIUTYAbI KoMITIeKcoB QRS.

Yacmoma ecmpexwaemocmu (UHUUOEHMHOCMY) 3a004e6anus — N0JIS1 JILL B MONYJISILMU, Y KOTOPBIX 3a00/1eBaH1e
BO3HHMKAET B TEUCHUE OIPEIEICHHOTO IIPOMEXYTKA BPEMEHMU.

Arcnpeccugnocms — CTeTIeHb KOJTMYECTBEHHON BBIPaKEHHOCTU KaKOTO-1100 Tpu3HaKa (3aboieBaHus).

Ahpexm apummozennwtii — IPSIMOI PE3YJIBTAT HEMPEACKAZYEMOTO 3JIEKTPODU3NO0TOTHIECKOTO TEHCTBUS
AHTUAPUTMHMYECKOTO MperapaTa Ha KJIETKH IPOBOISIIECH CUCTEMBI cepAlla U MUoKap/a, 00yCIIaBIMBaIOIINIA

MOABJICHHUEC HOBBIX apI/ITMI/Iﬁ .

Apghexm npoapummuneckuii — yTsoKeIeHIEC KITMHMYSCKOTO BapraHTa TEUCHUS M/ WUIN YXYIIIEHUE XapaKTepUCTUK
MPECYIIEeCTBYIOIEH apUTMUHU, BCICACTBUE Ha3HAUCHUSI aHTUAPUTMUYECKON Teparuu.

Tabnuua I11.1.

Kiaaccel mokazanmii

Knacc nokazanmii KommenTapuu
Koace 1 VYcnoBus, 11 KOTOPBIX UMEIOTCS T0Ka3aTeJbCTBA U/ WIW €AMHOAYIIME O TI0JIb3e U
9(bGhEKTUBHOCTY AUATHOCTUYECKON MPOLEAYPhI WJIM METOJA JIeUSHUS
YcnoBus, 111 KOTOPBIX MMEIOTCSI IIPOTUBOPEUYMBBIE CBUACTEILCTBA M/UIN PACXOXKICHUE
Knacce I1 MHEHUI OTHOCUTEBHO MOJb3bl U 3(PHEKTUBHOCTU IUATHOCTUYECKON MPOLIeTYPhl WU
MeToaa JICUCHMS
Koace Ila ITpeobnanaoT noKa3aTeabCTBA WJIM MHEHUS B TTOJIb3y JUAarHOCTUYECKON MPOLIETYPhI
WA METOJA JICUCHUS
Koace 1Ib [Tonp3a 1 3¢ GEeKTUBHOCTS TMATHOCTUIECKOM MPOIIeIyphl MM METOIa JICUCHNST MeHEe
000CHOBaHBI TOKAa3aTeJIbCTBAMU I MHEHUEM 3KCIICPTOB
YcnoBus, i KOTOPBIX UMEIOTCS ToKa3aTeJbCTBA U/ WU €IMHOAYIIME O TOM, UTO TaHHas
Knacc I11 JIMarHoCTUYecKasl rpoleaypa Uid MeTO JIeUeHUs He SIBISIETCS MOJIe3HbIM
1 3G HEKTUBHBIM, a B HEKOTOPBIX CIIydasiXx MOXeT TPUHOCUTD BpeT

YpoBenb 10Ka3aTEIBHOCTH TOTO UITU WHOTO TI0-
JIOKEHUS CAUTAETCST:

Hausvlcuum (Knacc A) — IpU HATMYWU JTAHHBIX
GOJIBIIOrO  KOJMYECTBA PaHIOMU3NPOBAHHBIX
KJIMHUYECKUX MCCJIEJ0BAHUI W/WJIN JTaHHBIX Me-
Ta-aHaIn3a.

cpednum (knace B) — npu Hajmmumy orpaHuyeH-
HOTO KOJIMYECTBA PAHIOMU3UPOBAHHOTO (OTHOTO)
1/ HEPAH/IOMU3NPOBAHHBIX NCCIIEIOBAHMI.

nuswum (kracce C) — ecim OCHOBAHWEM JIJIST €TO
BBE€AEHUA ITOCTYIKNJIO OITMCAHWE OTAEJTbHbIX KJIM-
HUYECKUX CJIyYyaeB U/UJIU MHEHHUE SKCIIEPTOB.

IV. 9nmuaemuoaoruga BCC

JlanHbie oUITMATBHBIX CTATUCTUYECKUX OTYe-
toB B PD (IlenTpasbHas 06asa CTaTUCTUYECKUX
nanubix MeepanbHON CITyKOBI TOCYIaPCTBEHHOI
cratuctuku, www.gks.ru/dbscripts/Cbsd) we co-

KnuHnyeckas npaktuka Ne4, 2012

http://clinpractice.ru 9




Kaunnueckue pexomenzaruu

nepxat wHpopmanuu otHocutespHo BCC B
CTPYKType CMepTHOCTHU HacesieHus1 Poccum.

Pacyernble nmaHHbBIE, COCTaBIEHHBIE C Y4eTOM
KO3 UITMEHTOB, TTOJYYEHHBIX B XOJI€ AMUIEMHIO-
gornueckux uccaenopanuii B CIITA u crpanax
EBportbl, cBUETENBCTBYIOT O IMPOKOM /THATIA30-
e Bo3moxkuoi vactorel BCC B Poccun B rox — or
141 ToIcsy yeoBek 10 460 Toicsy (Tabsauma IV.1).
OpHako GoJiee peabHBIME MPEICTABIISIOTCS 3HA-
genust 200-250 Toicsty yesioBek B rof [12].

[lepBble aMMAEMUOIOTUYECKIE UCCIEIOBAHUS
BCC na reppuropun 6siiiero CCCP 6blin BbI-
noJiHeHbI B 70-X To/1aX MPOILJIOTO CTOJIETHUS B PAM-
kax mporpammbl BO3 «Peructp ocrporo MM»
[13]. Ha 100 000 racenerus r. MocKkBbI aBTOpamMu
OBLIO 3aPErMCTPUPOBAHO 78 BHE3AIHBIX CMEpPTEil
y MyKuMH U 37 — y sKeHIIUH. YyTb I03kKe CXOJ-
HbIE TaHHbIe OBLTN TOTyYeHbl U B T. HoBocubupc-
ke [14] u r. Bosorze [15]. 9tu nccienoBanust Bbi-
SABUJIN PSIJL SIUAEMHUOJOTHIECKUX OCOOCHHOCTEI:
B YACTHOCTU, OHW YCTAHOBUJIA OTYETJIUBYIO acCO-
nuanuio BCC ¢ pactipocTpaneHHOCTBIO MH(MApKTa
MHOKapja, a Takxe siBHoe mpeobaaganne BCC y
MY>KYMH 110 CpaBHEHUIO ¢ skeHIMHaMu. COOTHO-
IIeHNe BHE3AITHO YMEPIIUX MYKYMH U JKEHIUH
cocrasuo 2,1-6,6:1.

HenaBHo 3akoHumBIIEecs KpPYITHOE OTEYeCT-
BerHoe ucciaenoBanne PESOHAHC, nposenen-
HOe B Tpex poccuiickux ropojax (Pssanb, Bopo-
Hesk, XaHTbl-MaHCHIICK) 1 BKJIIOUaBIIee MOIyJis-
o GobHbIX ¢ UBC unciennoctsio 285 736 ue-
JIOBEK, OBLJIO CIUIAHMPOBAHO C TIEJIbI0 YTOUHEHUST
pacmpoctpanennoct BCC, a Tak:ke kauecTBa iu-
arHoCTUKM ¥ ctatuctuyeckoro ydyera BCC B me-
nunHCKUX yupexaenugx [16]. Cornacho jpuar-

HO3aM, 3apEerucCTPUPOBAHHBIM B MEIUITUHCKUX
cBUETEIbCTBAxX 0 cMepTH, yactota BCC na done
NBC cocraBuia B My:KcKoil nonymsiuu 69 ciy-
yaeB Ha 100 000 mys:kckoro HacejieHUsI B TOJ, B
xeHckol — 26 ma 100 000 sxeHCKOTO HAceTeHNs B
rof. Onnako 6oJiee AeTaNIbHbII OTOTHUTETbHBIN
aHaIN3 MEIUITMHCKON MOKYMEHTAINU, OIpoca
POJICTBEHHUKOB, CBUJIETENIell CMEPTH, a TaKsKe Jie-
Jalux Bpaueil u Bpaveil us3 Opuraj CKOPOn Meu-
IIUHCKOH TIOMOIINM MPUBEJT K BBIBOAY, YTO yTOY-
HenHast yactota BCC Bbllle 3aperucTpupoBaHHO-
ro O(UIUAIBHOTO YPOBHA B 2,3 pa3za y My>KUuH U
B 2,8 pasa y JKEeHIIUH U COCTABJISIET COOTBETCTBEH-
HO 156 u 72 cayuas rna 100 000 naceseHust B ro.

Takum 06pa3oM, B OTEYECTBEHHOM MTPAKTUYeC-
KOM 3/IpaBOOXPAHEHWU He BBISBISETCS KasKIbIi
Bropoii cayuait BCC y 6ospubix UBC myskckoro
nosa, u 2/3 — y 6ompubix UBC kerckoro moua,
YTO IPUBOJIUT K HEJIOOIIEHKE BEPOSITHOCTU Pa3BU-
g BCC B momysatiun. OCHOBHBIMY TPUYNHAMA
takoro Hepoyuera BCC y 6ombHbix UBC npusHa-
HbI HEJIOCTATOYHO AKTWBHO IPOBEJIEHHBII uar-
HOCTUYECKWH TTOUCK TIPU YCTAHOBJIEHUN TTPUYTHBI
cmeptu (45,4%) n omubKu ohOpMIEHUST MeIn-
IUHCKOM fokyMeHTanunu (55,6%).

[To maHHBIM APYTOTO POCCUICKOTO HCCIEI0BA-
Hust [17], mpoBemeHHOTO B OOIIEN TOMYJISIIIAN
r. MockBbI, cpefi BcexX NMPUYUH CMEPTH, HACTY-
MUBIEN BHE MEAUIIMHCKUX YUPEKIECHUMU, OIS
BCC nocruraer 39,4% u cocrasisier 92,5 caydaeB
Ha 100 000 sxureseii B roz.

B CHIA exeroansbiii mokasareab BCC koe6-
sercs ot 1 10 2 crygaes va 1000 nacenenus, 9to B
abcomoTHbIX ymcaax coorsercreyer 200 000 -
450 000 yesoBek [18, 19]. Takoii paz6bpoc B 0OCHOB-

Tabnuuya IV.1.

Yucaennocts (2009 r.) u cmeptHoctb (2010 1.) Hacenennsa B Poccun

IToka3aren O6mee ynciio, n Honsa, %
YucieHHOCTb MOCTOSHHOIO HaceleHUus'! 141 909 244
OO011ee YMCI0 yMEPIIUX JULI2 2028516 100,0
Yucyio yMepumx OT €CTECTBEHHbBIX TPUYUH? 1711528 84.4
Yucao ymepiunx ot 001€3HEN CUCTEMBI KPOBOOOPAILIEH NS 1151917 56,8
PacueTHo€e ynciIo yMepiux vl 1o Mexanusmy BCC3 141 909 - 460 766

1~ Uentpansras 6asa cratictiyeckux aatHsx enepansHoii cnyx6sl rocyaapctaentori cramctiku, 2009 r. (www.gks.ru/dbscripts/Chsd)
2 — llentpansHas 6a3a cratnctideckux aamHsix PeaepansbHoli cnyx6el rocyaapctserHoi cramictuky, 2010 r. (www.gks.ru/dbscripts/Cbsd)
3 — pacueTHble AGHHbIE (MUHUMANBHOMY Y1CAY COOTBETCTBYET | % OT YUCAEHHOCTH HaceneHus, makcumansHomy — 40% oT umucna ymeplumx ot

GonesHelt cuctemsl KpoBoobpaLLeHHs).

10 KnnHnyeckas npaktvika Ne4, 2012

http://clinpractice.ru




Kaunnueckue pexomenzaryu

HOM OO0YCJIOBJIEH Pa3JIUYUSIMU HCIOJIb3YEMbIX
KpUTEpUEB BKJIOYEHMs], B MEPBYIO Oo4Yepe/b, CBS-
3aHHBIX C Pa3HBIMU BPEMEHHBIMU paMKaM¥ CHH/]I-
poma BCC (ot 24 yacos, npumensiBimxcs B 1980-
1990 rr., 1o 1 waca — B COBpeMEHHBIX PEKOMEH/Ia-
1USX). YcpeHeHHbIe STHIeMUOJIOTHIEeCKUe TOKa-
3ates B CIITA cBUIETETBCTBYIOT O TOM, YTO JIOJIST
BCC (1pu ycioBum 1-yacoBOro KpuTepust BKIIO-
YeHUsI) B CTPYKType 0OIeil CMEPTHOCTH COCTaB-
Jsiet okoato 13%, a B cMepTHOCTH OT GOJIe3Hei cuc-
TeMbl KpoBooGparienuss — okojio 40% [19]. B To
’Ke BpeMsl, Pe3yJIbTaThbl TOJJIAHICKOTO MCCIIe/I0Ba-
HUSI, B KOTOPOM MCIIOJIb30BaJICS 24-4acOBOH Kpu-
TepUil AMAarHOCTUKH, ITOKa3asu, uTo yactota BCC
cocraBuia 18,5% cpemnu Bcex emepreii [20]. B ymo-
MUHaBIIEMcsT poccuiickoM uccaenopannu PE30O-
HAHC [16] B kauecTBe BepXHEro BPeMEHHOTO
kpurepust BCC 6bin ipusHan 12-yacoBoii nHTED-
BaJI, a pacuerHas 1011 BCC B cTpykType 001meit
cMepTHOCTH coctaBuiia 16,3%.

B Esporie vactora BCC B 11e710M comnocraBuma
¢ rakosoii B CIITA. Ho, BMecTe ¢ TeM, OHA 3HAYN-
TEJBHO KOJIEOJIETCS B PA3JIMYHBIX €BPOTEHCKIX
CTpaHaX B 3aBUCUMOCTU OT 9KOHOMHYECKOTO W
reorpacduyeckoro nosoxenus: [21]. Kpome Toro,
MIPOCJIEKUBACTCST OTUETINBAST B3AMMOCBSI3b MEXK-
ny yactotoit BCC 1 BO3pacToM, 1MoJioM 1 pacipo-
crpanernoctbio UBC [12, 22]. Tlopasasiorniee
6osbiHCTBO caydaes (80-85%) BCC acconmu-
posato ¢ UBC, mpuyem OoJiee MOJTOBUHBI M3 HUX
CBSI3aHO C OCTPBIM HapyIlleHWeM KOPOHAPHOTO
KkpoBooOpamnienus [23]. AGCoMIOTHOE KOJIUYECTBO
ciyyaeB BCC Gouibliie y My;KUMH W YBEJTUINBACT-
Cs1 TIPOITOPIIMOHAJIBHO € BO3PACTOM B MOTYJISIINH,
oanako nojs1 BCC B crpykrype o01ieii cMepTHoC-
TH MaKCUMaJIbHa y JIUIL B Bo3pacte 35-44 jet [23].
B sToM ke mccireoBaHuy ObIJIO MTOKAa3aHO, YTO B
80% ciuryyaeB cMepTh HACTyIaeT B JOMAIIHUX YC-
JIOBHSIX, eliie B 15% — Ha yJiuile nin B myOInaHOM
MecTe. bostee ueM B TpeTu ciydaeB cMepTh HACTY-
naer 6e3 cBuETE e}l

Takum 06pa3oM, JIUITH HE3HAYUTETHHOE YUCTIO
MAIMEeHTOB YMUPAIOT B TTPUCYTCTBUU MEIUTINHC-
KUX PaOOTHUKOB ¥ TEOPETHYECKU UMEIOT OOJIbIIE
IIAHCOB Ha YCIIENIHble PeaHUMAIlMOHHbIE MEpPO-
NPUATUS ¥, COOTBETCTBEHHO, BbIKMBaHUE. ITU
JIAaHHbBIE TIPUBOJISAT K BBIBO/LY, YTO OCHOBHBIE Me-
POTIPUSITHSI JIOJIKHBI OBITH CKOHIIEHTPUPOBAHBI Ha
BBISBJIEHUU TPyNI ToBbIIeHHOTO prcka BCC n
IPOBeIEHN N TPOMUIAKTUYECKUX MEPOTIPUSTHIH.

AXTyasThHOCTB 3TOTO TIOJIO’KEHUS HATJISITHO Jie-
MOHCTpUpYyeT pucyHok IV.1.

Yacrora passutust BCC muHMMaibHa B 00mieit

TOTTYJISIITNY, O/THAKO, UMEHHO CPE/IU JIUIT ATOH Ka-
TETOPUK PETUCTPUPYETCST HanOOJIbIIIee YMCIIO Ta-
Kux cMmepreit. VI Haobopot, B rpyiie Hanbosee
Bbicokoro pucka BCC, nanpumep, y Juil, 1epe-
HECIITUX OCTAaHOBKY CEP/IA, W/Uau MHHAPKT MHUO-
Kap/la U WMeIoNNX JKeyJ09KOBble HapyIleHUsT
purMma, goias BCC makcumanbHa, HO B abGCOJIIOT-
HBIX IM(pax OHA 3HAYUTETHHO MEHbIIIEe TAKOBOI B
00111eil Ty JISINN.

OTH JIaHHble, BIIEPBbIE TPOAEMOHCTPUPOBAH-
Hele ouTH 20 JIeT Haza/, COXPaHSIOT aKTyalb-
HOCTb ¥ B HacTosiee Bpemsi. OHM CBUIETEIbCTBY -
0T, C OJTHOI CTOPOHBI, O TOM, 4TO 3((HEKTUBHOCTD
npeaynpexaeans BCC 3a aTo BpeMs u3MeHnIach
SBHO HEOCTATOYHO, C PYTOl — 4YTO KpaliHe Ba-
JKeH ITOMCK HOBBIX KPUTEPHUEB, KOTOPHIE TTO3BOJIH-
Jiu ObI UAEHTU(UITIPOBATE TPYIITY TTOBBIIEHHOTO
pucka B obmieit momysiun [12].

V. @DakTtopsl pucka U crpatTuuUKaUs
pucka BCC B kiMHMYecKoil IpaKTHKe

Yacrora passurust BCC MunmMasbHa B 00111eit
HOIYJIAIUN, B KOTOPOW PErucTpUpyeTcs Hau-
GoJiblllee YMCIIO TakuX cMmepreil. Ilpu Haauymm
(hakTopos pucka BCC uacrora ee pa3BuTHS BbI-
1e, HO B aOCOMOTHBIX T pax OHA 3HAYUTETHHO
MeHbIIIe, 4eM B 0011eil oy s, B aToil cBsizu
BOIIPOC O TIPOTHOCTMYECKON 3HAYMMOCTHU TOTO
W WHOTO (haKToOpa M UX COYETAHUs B OTHOIIE-
Hun pucka pazsutusi BCC saBasiercs upe3Bbryaii-
HO aKTYaJIbHBIM.

Omnpenenenne pucka passutus BCC ckiajbi-
BAaeTCS M3 BBISBJICHUS OTIETBHBIX (DaKTOPOB M

Obwas nonynayms

‘ 300.000

NaumeHnTs © farTopamu pucka
Maumentoi c MBC
XCH ¢ @B meHee 30%

MoctuHdapkTHOIA

@ 150.000
HapAWoCKNepos

NepemunBwne
cepaeYHbIi apect

Obuwee wonwuecTeo BCC & nonynawum

b4 *® ® L

0 10 0
Pucx pazeurtua BCC & Teuerue 1 roga, %

Puc. IV.1. Yacrora passutms u abeconiotioe amncno BCC B obuen
nonNyASuM 1 cneundryeckmx rpynnax naumeHTos (QAanTMpoBaHo 13
RJ. Myerburg u coaer., 1992).

K obuesi nonynsumm oTHOCHTCS HECENeKTUBHAS rPYNNa MAUMEeHTOB
crapwe 35 net, nogrpynsl BICOKOro pUcka COCTABNSIOT NAUMEHTbI
€ MHOXECTBOM (paKTOPOB PUCKQ PA3BUTHS NEPBOO KOPOHAPHOTO
cobbitna. Yacrora passumms BCC munmmansrHa 8 obweri nonynaumm
7ML, B KOTOPOU PErNCTPUPYETCS HaMBOMBLIEE YMCTIO TAKUX CMEPTEV.
B rpynnax pucka pons BCC Hanbonbwas, HO B abCOMOTHBIX LMppax
OHQ 3HAYUTENBHO MEHbLUE TAKOBOWM B 0bLLel nonNynaumm.
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olipefieJieHNs UX 3HAYMMOCTU Y KaKIOTO KOHK-
peTHoro nanuenTa. Hamnyue Heckoabkux axro-
POB PHUCKa II03BOJISIET OTHECTH IHAIMEHTa K OIpe-
JIeJIEHHBIM KJIMHUYECKUM TIOIpyIIaM, orpe/e-
auth puck pazsutusi BCC Bo BpeMenu 1, B KOHeY-
HOM WUTOTe, OlpefieideT ONTUMAJIbHYI0 TaKTUKY
MpOoPUIAKTHIECKIX MEPOTTPUSTHI.

Ddaxtopsi pucka BCC

Ha nam B3ruisi, 1iesecoo6pasto BbIAEISATh 0C-
HOBHble W emopocmenenHvle (HAKTOPBI pUCKA
BCC. K ocrosnvim daxtopam prcka OTHOCATCS:
AMN30/] CEPJIEYHOTO apecTa B aHaMHe3e U /UJIN Te-
MoOZIMHAMUYecku 3Haunmas ycroitunsas KT, yka-
3aHUe B aHAMHe3€ Ha MepeHeCeHHbII NHPaPKT MU-
okapzaa (MIM), amu3oabl CMHKOIIE, BBISBJICHHAS
[IPU UHCTPYMEHTATIBHOM 00CJIE/JOBAHUU CUCTOJIH-
yeckasd MUCHYHKINS, COMPOBOKIAAIONIALCS CHU-
JKeHneM (pakinuu BBIOPOCA JIEBOTO JKETYMI0YKA
(DB JIK) menee 40%, KD u/umm animsos Heyc-
tottuuBoii JKT.

[Tpy HaMWMUMU y KOHKPETHOIO GOJBHOIO OC-
HOBHBIX (DaKTOPOB PHCKA CYIIECTBYET BBICOKASI
WM yMepeHHasl BEPOSITHOCTh PEIUINBUPOBAHUS
37I0KQUECTBEHHBIX JKEJYAOUYKOBBIX HapyIIeHU
putma (JKHP) ¢ pasButrem octpoil cepaedHoi
HejocTaTouHoCTH, U B KoHeuHoMm urtore — BCC. K
emopocmenenHvim (HaKTOPaM PHUCKA OTHOCSTCS:
runieptpousi MHUOKap/Aa JEeBOTO JKeJIyIouka
(IVIK), aprepuanbuas runeprensus (Al), rumep-
munaeMust, caxapubrii auaber (CJI), xypenue,
u30BITOUHBII BeC, YBEJIMUYEHUE YaCTOThI Cepied-
Hpix cokpamienuii (HCC), rumepcuMmaTukoTo-
HUS U . 00CyKIaeMble HUIKE TPU3HAKU.

OcHoBHbIE (PaKTOPBI PUCKA

[Ton ocHoBHBIMU (hakTOpaMM pUCKA TTO/IPasy-
MeBaloTCA KJIMHUYECKUe MPU3HAKK, HaJIUnIue KO-
TOPBIX TIPE/ITIOJIATAeT OTHeCeHne OOJIBHOTO K KaTe-
TOPUH JIUI] C BBICOKUM WMJIM YMEPEHHBIM PUCKOM
BCC B Teuenue xkaseH1apHOTO ro/1a (BEPOSITHOCT-
HBII puck mMoxer gocturath 20-50% wmm 5-15%
COOTBETCTBEHHO).

INu30/ cepieYHOro apecTa B aHaMHe3e U/ WH
reMoJiiHaMuyecKn 3HauuMmas ycroiunmBas sKT.
Haubosiee cepbe3HbiM (haKTOPOM PHCKA PA3BUTHS
BCC gaBasiercss Hanmmume 3mMu30/ia CEPAEYHOTO
apectra B anamuese. Ilo gannbim JT Bigger puck
BCC y aroii kaTeropuu naeHToB B TeYEHNE ro-
na cocrasisier 30-50% [24]. Dt pamHbIe OBLIN
MOATBEPIK/IEHBI B KOHIIE MTPOIILIOTO BeKa B MCCJIe-
JIOBAHUSIX, MOCBSIIEHHBIX WUCIIOJTH30BAHUIO WMII-
JIAHTUPYEMBIX KapIHOBEPTEPOB-1ehUOPUILISTO-

poB (MUK/l) B messx BTOpUIHON NMPOMUTAKTUKI
BCC (AVID, CASH, CIDS) y nannoii kaTeropuu
narenToB [25-27].

Ykazanus B aHaMHe3e Ha TePEHEeCEHHBIN WH-
dapkT muoxapza. /Jlanuble, MoIydyeHHBbIE B CCIE-
noBaausx mo orenke AAIIl y marmeHTOB, mepeHec-
mmx OMM (EMIAT, CAMIAT u DIAMOND-
MI), apurmuyeckasi JieTaJIbHOCTb B pe3yJibrare
pasutus ;KT n @K B Teuenue roga coctapiisieT
5%, a B Tedenue 2 et — 9% [28-30].

Cucrosmyeckas quchyHKIUS J1€BOTO Key-
nouka. Cumxkennag OB JIJK asingerca nezasucu-
MBIM TIPEIMKTOPOM O0TIeH, CEPAEUHO-COCY TUCTON
U apuUTMUYeCKOi cMmepTHOCTH. /laHHOE mosoxke-
Hte OBLIIO TIOATBEPIKAEHO KAK Pe3yJIbTaTaMu JTIH-
nemuonorndecknx gaHHbIX (B T.4. IITOXA), Tak
U pe3yJbTaTaMU WCCJEOBAHU, MOCBAIIEHHBIX
ottenke addexruBHoctn MK/ B oTHOMEHNY TIep-
BUYHOIN u BTopuyHOil mpodunaktuku BCC, Bo
MHOTUX U3 KOTOPBIX OJTHUM U3 KPUTEPUEB BKITIO-
YeHUsT SBIAATACH CUCTOJMYEcKas ANCHYHKITUS
[20, 25-27, 31-34].

Cunkonaipnble cocrossuusa. Puck BCC y na-
I[HEHTOB ¢ CUHKOIIE MOKET OBITh CBsI3aH KaK C Ha-
JINYMEeM CTPYKTYPHOI NATOJIOTUM CEP/IIA, TaK U C
MeXaHM3MOM pa3Butust o6Mopokos. Dpamun-
refiMCKOe MCCJIe[IOBaHNe IPOJEMOHCTPHUPOBAJIO,
YTO CMEPTHOCTH TMAIMEHTOB C KapAMOTEeHHBIMU
00MOpOKaMU B TedeHUe KaJeHJapPHOTO To/a 3Ha-
qurebHO BbIle (10 33%), ueM y GOJNBHBIX C He-
KapauaabHbIMu npuarHamu (10 12 %) wim 06mo-
pokamu HesicHOTO TeHe3a (10 6 %) [35, 36]. Ilpn
06MOpOKax pehIeKTOPHOTO MTPOUCXOKIEHUST, KO-
TOpbIE Yallle Pa3BUBAIOTCS Y MOJIOJBIX JojIel 6e3
CTPYKTYPHBIX 3a00JI€BAHUN CEPJIlla UK DTEKTPHU-
4eCKON HeCTaOUIBHOCTH MHUOKap/a, TPOTrHO3 GJ1a-
ronpusTHbIil [35]. Tem He MeHee, umerorcs: Hab-
JIOJIEHUsI, CBUJIETEJNbCTBYIONE O BO3MOKHOI
cBsi3u pedirekTopHbIX 0OMopokoB 1 BCC [37]. ¥V
MOJIOZIBIX CTIOPTCMEHOB, CKJIOHHBIX K Ba30BaraJb-
HBIM 00OMOpOKaM, He MCKJII0UaeTcst ydactue ped-
JIEKTOPHBIX MEXaHU3MOB 1 B 0OMOPOKaX, WHIYIIH-
pyeMbIX (pU3UIEeCKOil HArPy3KOW — WX pe3yJibTa-
TOM WHOT/IA SIBJISIZIACH CMEPTh B Pe3yJIbTaTe acuc-
tomn [38]. UccaenoBanne EGSYS-2 craBuio
CBOEH 11eJ1bI0 OTIpe/iesieHne pucka panHei (B Teve-
nre 1 Mecsana) u nosaHeir (B Tedyenwe 2 JieT)
CMEPTHOCTH TMAlUeHToB ¢ oOMopokamu. [IpusHa-
KaMH1 <IJIOXOTO» KPATKOCPOYHOTO MTPOTHO32 ObLIHN
usmenenust Ha JKI, oxprinka, rematokpur <30%,
cuctosmaeckoe AJl <90 Mm prt. cT., aHamMHe3 3ac-
TOWHOI cepaeunoii HegocraTtounoctu (The San
Francisco Syncope Rule). Puck BCC cpemau maru-
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€HTOB BBICOKOTO PHCKa OKA3aJICsI MAaKCUMATbHBIM
B Te€YEHME HECKOJbKUX JHEH, CJAEeAYIONNX 3a 00-
MOpPOKOM. HeTbIpe 13 ATH CMePTel MPOU30IILIN B
TedyeHre 48 U 1mocyie TMOCTYIJIEHUSI B OT/ieJieHUe
HEOTJIO)KHON ITOMOIIM B CBSI3U C OOMOPOKOM
(STePS study) [39].

Heycroitunsas ;KT n gactas K. B 70-x ro-
JIaX TPOIIJIOTO BeKa MOSIBUJIUCH PabOThI, B KOTO-
PbIX OBLIO TIOKA3aHO, YTO Y TMAI[MEHTOB C YKa3aHU-
MU B aHaMHe3e Ha TiepeHecendbiii MIM u yacTtyio
K3 u/unm snmzone Heycroitunboit KT nmeercs
nosbieHHbIit puck BCC. OcHoBbIBasgCh Ha pe-
gyabratax uccaeposanuiic MADIT T u MUSST,
nocBAIeHHbIX olenke adhdexrtnBHoctn UK/ y
nanueHToB ¢ JKI m Heycrouusoit KT, MoxHO
YTBEPK/IaTh, YTO YCTOMYMUBOCTD ITUX aPUTMUH K
antuaputmudeckum npernaparam (AAITD) [A krac-
ca n ux Tpanchopmarug B ycroiruuyio ;KT B xo-
ne npoenenusi sH10I DU sBisieTcss hakTopom
pucka BCC [31].

Bropocrenennbie (hakTOpbl pHCKa

[Ton BTOpOCTENEHHBIMU (AaKTOPAMHU PHUCKA
MO/IPa3yMeBAIOTCS KJIMHUYECKHE TPU3HAKU, Ha-
Jinure KOTOPBIX MOXKeT onpezesats puck BCC
BBIIIIE OOIIENONYJISIIIUOHHOTO YPOBHSL.

ApTtepuanbHasi THIIEPTEH3Us U runeprpodus
JIeBOro keayouka. Al gaBisercsa xopolio usBe-
ctHbIM haktopom pucka MBC, xoTst manHbIe 0O
ToM, uTo Hammuue Al sgBisiercst (pakTopoM pucka
passutust BCC ocratorcst mpotnBopednBbivu [40,
41]. TJDK sBasiercst Mmopdoiornueckum cyberpa-
TOM, Ostaroziapst kotopomy AT mpezgpaciiosaraer K
BbicokoMY pucKy pazsutusi BCC Beaenctsue KA.
K dakropam, criocoberBytonmmM pasputiio TJIK
OTHOCSAT BO3PACT, U30BITOYHBINA BEC, HAPYIICHUSI
TOJIEPAHTHOCTH K IJTIOKO3€, TeHeTUYeCKIe N3MeHe-
Hus [42]. UsBecTHO, yTOo Hanmmuue JKI-mpusna-
koB [VIJK (yBesnmuenue Bosbrazka 3yO1os R u Ha-
PYIIEHUIl PernoJsapu3alun) accoluupyeTcs: ¢
33%-oii u 21%-01i JIeTaIbHOCTHIO B TEUEHHE D JIET
Y MY>KYMH U )KeHIUH COOTBETCTBEHHO [42].

Puck passutusa BCC mpu yciaoBum Hammans
IKTI-mpuznaxos [JIJK comoctaBuM ¢ TakoBBIM y
narenToB ¢ UBC u XCH. B psne nccienoanmit
ObLIO YCTAHOBJIEHO, YTO YBEJUYEHIE MACChl MUO-
kapaa JIJK, BoisgBasiemoe nipu nipoesnennn IXO0O-
KT, xapakrepusyercsa puckom BCC. 1o manubim
OpaMUHTEIMCKOTO HUCCIEI0BAHNUST OTHOIIEHUE
puckoB (OP) passutust BCC cocraBuio 1,45
(95%-/IN 1,10-1.92, P=0,008) mas kaxmbix 50
r/m* ysenmuenus maccebt JIJK npu yenosun nasm-
yns apyrux dakropoB pucka [43]. Bepudunupo-
BanHad Ha DKT nmm IXO-KT VK aBasiercs He-

3aBUCUMBIM (haKTOPOM PHUCKA Pa3BUTHSI CePJeY-
HO-COCYAMCTBIX cOObITHH. A Hammune kak JKI-
tak u IXO-KI-npusnakos IJIK ere B 6obineit
CTETIeHW YBEJUYMBAET 3TOT PUCK. Pe3ysrbraTh,
MOJIy9eHHbIE B PAaHIOMU3UPOBAHHBIX KOHTPOJIU-
PYEMBIX MCCJeIOBAaHUAX, HE JAIOT MCYEPITHIBAIO-
ero OTBeTa Ha BOMPOC, KaK BJMSET CHUKEHUE
A/l na puck passutusg BCC. M3BecTHO, 4TO Y TI0-
JKUJIBIX MYKYMH C M30JMPOBAHHON CHUCTOJNYEC-
Koii runeprensueii puck pazsutusgs BCC Bwiie,
deM y keHIuH [41]. DToT hakT KocBeHHBIM 06pa-
30M COTIJIacyeTcsl € TAaHHBIMK Pe3yJIbTaTOB UCCJIe-
JIOBAaHUI 110 JIEYEHUIO U30JUPOBAHHON CUCTOJIN-
YECKOU TUTIEPTEH3NU Y TTOKUJIBIX JIUII, B KOTOPBIX
OTMeYaeTcsl yMeHbIIleHne 00Iell CMeEPTHOCTH Ha
17% u cmeptroctu or OMM, Briaouas BCC, Ha
25% na cdone koppekiuu Al [44]. [lannbie MeTa-
aHaJM3a Pe3yJIbTaTOB PAHIOMU3NPOBAHHBIX WC-
ciaemoBaHWil 1Mo cHWKeHuio A/l y marnumenToB
CpeIHeTO BO3pacTa ¢ MPEenMYIEeCTBEHHO TUACTO-
muaeckoit Al [45] cBuzmerenbcTBytoT 0 14% (95
N 4-22%, P<0,01) cHM:KeHUM CMEPTHOCTH OT
NBC nm ne dparampaoro OM.

Junuapi. Xopolio u3BeCTHA 3aBUCHUMOCTH
MEK/ly BBICOKMM YPOBHEM XOJIECTEDUHA W PHUC-
koM pazsutug MBC, Bkmouas BCC [46-48]. B
KJIMHWUYECKUX MCCIEOBAHUSAX, TOCBIIIEHHBIX
OIleHKe BJUSHUS CHUKEHUS YPOBHS JIUTIHUIOB B
nesgx nepsuuHoil npodunaktuku MBC, puck
passutus BCC crnenuajbHO He OINPeNeNsics, u
CTATUCTUYECKN [OCTOBEPHBIE JaHHBIE HA 3TOT
cYeT OTCYTCTBYIOT. Eciu mpeArnonoxuTh, 4To CHU-
sxkenne pucka BCC Oyzer npoMCXOAUTH Iapai-
JIeJTbHO €O cHusKeHneM cMmepTtHoctn ot MUBC u
OlM, to HazHaueHMWe CTAaTUHOB MOKET HMEThb
3HaUYeHUe /IS yMEHbIIIEHNSI OTHOCUTETbHOTO PUC-
ka BCC na 30-40% [49, 50]. Muorwue anugemuo-
JIOTUYECKUE WCCIEIOBAHUS CBUIETETBCTBYIOT O
TOM, 4TO Bbicokuil puck pazsutug UBC (Bepost-
HO 1 BCC) acconumpyercs ¢ IueTOl, BKIIOUA0-
el TOBBINIEHHOE COJlep;KaHue HaCBIEHHBIX
JKUPHBIX KUCJIOT, ¥ HU3KOW TIPECTaBICHHOCTHIO
nosimHeHachimenubix [51]. Ha ceropmsminumii
JIeHb OTCYTCTBYIOT JIAHHBIE O TOM, UTO JIMeTa C BbI-
COKHUM COJIepsKaHieM HACBITIEHHBIX JKUPHBIX KUC-
sot yBenmunBaeT puck passutusi BCC. Tem ne
Menee, B uccaegopanun US Physicians Study, B
KOTOpPOM TIpuHuMaso ydactue 20551 MysKuuH B
Bo3pacrte ot 40 no 84 jert, paHee He IEePEHOCHB-
mux OVIM, 610 YCTaHOBJIEHO, YTO €KEHEe -
Hoe yroTpebsieHne puiObl CHUKAET OTHOCHUTEJIb-
ubiii pruck pazsutus BCC B 2 pasza (95% /11 0,24-
0,96; P=0,04). 3toT achdeKT He 3aBHUCENT OT HAJIU-
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uyist ApyTux akropos pucka [52]. Mcmonb3oBa-
HUE B PallMOHE MOPEIIPOYKTOB C BBICOKUM COJIep-
sxkanmem [THJKK Takke accommmpoBasioch ¢
ymenblenueM pucka BCC.

Mdusnueckasi akTHBHOCTh. CyIlleCTBYeT B3au-
MOCB$I3b MEXJ/ly WHTEHCUBHOU (HhU3MUecKol Ha-
rpyskoit u pazsutnem BCC. Tem He menee, mexa-
HU3M €€ Pa3BUTUSI OCTAeTCs HEeSICHBIM. B 6oJib-
ITUHCTBE CJIy4yaeB JIUIA, YMepIIne BHE3AMHO BO
BpeMs (pU3NYECKOI HArpy3Ku, paHee PeryJsipHO
He TpenupoBaauch [53]. Takum o6Gpasom, puck
pazsutust BCC niu OVM noBseimaercst y Herpe-
HUPOBAHHBIX JIUI, BO BPeMsI UHTeHCUBHOW (HU3u-
yeckoil Harpysku. B nomyJisiimonnom ucceseosa-
HUK ObLJIO YCTAaHOBJIEHO, YTO TIOCJe MOjanbuKa-
uu paxtopoB pucka MBC oTHOCUTENBHBIN PUCK
pazsutusi BCC nipu ymepeHHOU (hrusndeckoi ak-
TUBHOCTH (paboTa B cajy, Melire MpOoryJiKu) Win
UHTEHCUBHBIX PETYJSPHBIX TpeHUpPoBKax (OoJiee
60 MuH B Hese10) HAXOAUTCS B iania3one B 3-4
pasa HIKe, 4eM Y JIUIT, Y KOTOPBIX OTCYTCTBYET TO-
nobHast (husmyeckass akTUBHOCTD |54 ]. Pesysibra-
TBl 9TOTO MCCJEOBaHUS TIOKA3aJd, YTO OTCYT-
cTBUE (DU3NYECKON aKTUBHOCTHU ABJISIETCS TIPUYN-
HOIl Pa3BUTHUSI KOPOHAPHBIX COOBITHIT (CTEHOKAP-
must, OKC, OMM) B 43% (95% /11 26-60), naxe
npu ycjaoBun a(hheKTUBHON MOAM(PUKAIINN TAKUX
(bakTopoB pucka kak KypeHue, 3pPeKTUBHBIN
KoHTposib A/l 1 yrorpebJienue aiKorosi.

Yonorpeoiaenue ajikoroias. HeompHosHauHb
JTaHHBIE O B3AMMOCBSI3U YIOTPEOIEHIST aJTKOTOJIS
u BCC. I136bITounHOE yoTpebiieHne KPeIrKux aji-
KOTOJIbHBIX HAIMMTKOB YBEJWYNBAET PUCK PA3BU-
st BCC [47, 55]. D10t (hakT MOKET 0OBACHATH-
cs1 yBesinyenueM nnrepsaia QT, koropoe Hepeako
BCTpeuaeTcs: y ankoroiaukos [56]. C apyroii cTo-
POHBI, UMEIOTCS JJaHHbIE UCCJIe/JOBAaHUN O TPOTEK-
TUBHOM JIEUCTBUN HEOOJIBIINX /103 ATKOTOJISI B OT-
HOIIIEHUN Pa3BUTUS KU3HEYTPOXKAIOMINX JKEJy-
JIOYKOBBIX apuT™Muii [57]. B mpocnexTuBHOM WC-
caenoBanuu British Regional Heart Survey 6b110
MOKA3aHO, YTO yHoTpebJieHre aJKOTOJIbHBIX Ha-
MTUTKOB B HEOOJIBIIIOM KOJTMIECTBE ACCOIUUPYETCS
CO CHUXeHueM pucka ¢aTaabHOTO WCXOAA TMPU
Pa3BUTHH MIEPBOTO GOJIBIIIOTO KOPOHAPHOTO COOBI-
tus (OP 0,61, P<0,05)[47].

YCC u BapnabesbHOCTh PUTMA CEPAIA. YBe-
smuennie YCC gBiigercs He3aBUCUMBIM (DaKTO-
pom pucka BCC [46, 47]. B3anMocBs3b BBICOKOU
YHCC u pucka passutus BCC orMmeuaercs Kak y
JIMIL C IMAaTHOCTUPOBAHHBIM paHee 3ab0JieBaHNEM
cepiia, Tak 1 6Ge3 Hero, BHe 3aBHCUMOCTH OT WH-
JIeKCa MacChl Tejla M YPOBHS (DU3UYECKON aKTHB-

HocTH [46]. [Iprunna 9TOI1 B3aUMOCBSI3U /10 KOH-
11a HensBecTHA. OHUM U3 OOBSICHEHUIT SIBIISIETCST
yYMEHbIIIeHWe aKTUBHOCTU IapacuMIIaTUYeCKON
HepBHOI cucreMbl. VccimenoBanusi Bapuabesb-
HOCTH PUTMa CEP/IIa CBUAETENbCTBYIOT O TOM, UYTO
B MY’KCKOU TIOTIYJISITTAM OTHOCUTENBHBIN PUCK 00-
et CMEPTHOCTHU Y TIAIMEHTOB CPETHETO BO3pacTa
B TeueHue 5 jietT HabJoaenus Obul Boiire B 2,1 pa-
3a (95% /11 1,4-3,0) B caryuasix, Korja mokasaTelib
SDNN 6611 Meree 20 Mc, B CpaBHEHUH C JIMI[AMH,
COIMOCTAaBUMBIMHU TI0 BO3PACTY, Y KOTOPBIX BEJTMYN-
na SDNN cocrasisina 20-39 mc [58].

Kypenue. B nonyissiimoHHBIX MCCIeI0OBAaHUSIX
OBLJIO YCTAHOBJIEHO, UTO KyPEHHE SIBJISIETCST He3a-
BUCUMBIM (pakTopoM pucka kak BCC, tak u OUM
[47, 48]. ITo MOSMIOKEHNE OTHOCUTCS B T.4. U K JIN-
11am, y Kotopbix Het rpusnakoB UBC [59, 60]. Ky-
peHue SIBJgeTCS BaXKHBIM JIOJTOCPOYHBIM (HaKTO-
pom pucka pazsutusg BCC [46]. Taxxke n3BecTHO,
YTO KypeHUe SBJSETCS MOIIHBIM TPEIUKTOPOM
passutusg umenno BCC, a ue BCC or UBC [47].
OmHako B psifie UCCTIEIOBAHUIL JIAHHbBIE O HEIPO-
MOpIMOHAIBHOM BussHUM Kypenusi Ha BCC ne
ObLIn noaTBepskaensl [47]. TIpomoiskenue Kype-
HUSI TIOCJIE TIEPEKUTOTO BHE JIe4eOHOTO yupex/ie-
HUSI CEP/IEYHOTO apecTa SBJISETCS He3aBUCUMBIM
MPEANKTOPOM Pa3BUTHUS MOBTOPHOTO 3MN30/1a
BCC [60].

CaxapHubiii [uader. SIBjsiercst i HapyIieHue
TOJIEPAHTHOCTH K TJIIOKO3€ HE3aBUCUMBIM TIpe-
nukropom BCC — neunsBectHo. Tax, B nccienona-
nun Honolulu Heart Program B teuenue 23 jer
Habmomanu 8006 marreHToB. BbLI0 yeTaHOBIEHO,
4TO Yy JIWI] C HAPYIIEHWEM TOJIEPAHTHOCTH K TJTIO-
KO3€ M CaxapHbIM JuabeToM BeJUYUHA OTHOCH-
tesibHOTO pucka pazsutug BCC cocraBuma 2,22 n
2,76 (P=0,05) coorBerctBenno [61]. Cxoxue gan-
Hble Obln Tosryuerbl B ABctpun (OII1=4,2, 95%
N 1,39-12,81) [47]. Bo @Opannun perpocriek-
tuBHBIN ananu3 Gosee 18000 BCC mokasa, uto
Cll asagercs dakropom pucka BCC Tosbko y
qutr ¢ UBC [62]. [IpocriekTuBHBIE HCCae0BaHNS,
nposeziernbie B Ounisguann u Beankobpuranuu,
He TOATBEP/INIIN TToJI0KeHne 0 ToM, uto C/I saBs-
eTcst HesaBUCUMBIM TipefinkTopoM BCC [47, 62].

Namenenus na IKI. /lenpeccus cermenta ST
u u3MeHeHus T-BOJIHBI SABJSAIOTCS WHGOPMATUB-
wbivMu B marnoctuke MUBC n TJIJK. CymecrByer
B3aUMOCBSI3b MeXy Jenpeccreii cermenta ST ¢
M3MEHEHUSIMU BOJTHBI T 1 BHICOKUM PUCKOM Pa3BU-
TUSI CEPAEYHO-COCYANCTON cMepTH. B yactHOCTH, B
benbrum ananusz KT 9117 mysxunn n skeHiuy, y
KOTOPBIX B aHAMHe3e He ObLJIO YKa3aHW Ha 91TH30-
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JIbI CTeHOKapauu uim neperecenubiii OIM, noka-
3aJ1, 4To uieMuyeckue nsmenernst Ha DKI' Gbiim
BbIsiBJIEHDI Y 8,4% MmyxkunH u 10,6% xentmn. [Toc-
Jie TIPOBEJICHST MEPOTIPUATHIT B OTHOIIEHUN KOP-
PeKIUu Ipyrux (PaKTOpOB PHCKA CEPEYHO-COCY-
JIMCTHIX 3a00JIEBAHIIT OTHOCUTETLHBIN PUCK PAa3BU-
THUS CEPIETHO-COCYIUCTON CMEPTHOCTU Y MY>KUYMH
coctaBua 2,45 (95% AN 1,70-3,53) u 2,16 (95%
JIN 1,30-3,58) y sxentiun [63]. ITu 1aHHbIE TAKKe
ObLIN TIOATBEPKAEHBI PSAIOM APYTUX HCCIIEN0Ba-
Huii [64]. Ans npornosupoBanus passutust BCC
MMeeT 3HAUeHre yBeJTMYeHre BeJTMINHbl MHTEPBa-
ga QT wu ero qucnepenst. AHANU3 JTAHHBIX TOITY-
JISIMOHHBIX MCCJIEOBAHNH TIOKA3aJI, YTO yBeJInJe-
Hue uaTepBaia QT MokeT GBITH TaK/Ke CBSI3aHO CO
crpykrypHo# narosnorueit cepana (IJI7K). Bemn-
yuHa nnrepsaysa QT> 420 mc aBisgeTcsa NpeauKTo-
pom BCC [65, 66]. YoenutembHbIX JaHHBIX O TOM,
yTO mucnepcust natepsana QT saBigercs mpeank-
topoMm BCC, nonydeno ne 6b110 [66-68].

Crparudukanusa pucka pazsurusa BCC

B 1984 1. Bigger J.T. Boiesin hakTOpsI, OTIpe-
JleJISTole BeposiTHOCTHBIN puck passutus BCC
B TeyeHue KajeHgapHoro roga (tabsuma. V.1). B
HaIUX PEKOMEH/IAIUSX 9TH (haKTOPhI pACCMaTpPH-
BalOTCS Kak OCHOBHbIe. OHU UCIOB30BATUCH KaK
KPUTEPUHN BKIIOUEHUS B MCCIEIOBAHUS 10 OTICHKE
a(hhekTUBHOCTH MMIITAHTUPYEMBIX KaparoBep-
tepoB-aedpudpumaaropos (MK/) nis npoduiax-
tukn BCC [24-26, 30-34].

Peamuzarmusa BCC mpoucxoaut mo aputMudec-

KOMY MeXaHU3MY, U CJIeJIOBATEIbHO, BbISBJIECHUE
TOTO WJIM MHOTO BU/Ia HAPYIIEHUI PUTMA U TIPOBO-
JTMMOCTH CEP/IIIA Y KaXK/0TO KOHKPETHOTO TTalleH-
ta Oyer TpeboBaTh MX MPOTHOCTUYECKON OIEHKH
B otHomeanu pucka BCC. B aToii cBs131 3acyKu-
BaeT BHUMaHUS CTPAaTU(UKAINS PUCKA PA3BUTUS
BCC y narnmenToB ¢ HapymieHUsIMUA puTMa u Ipo-
BOJIUMOCTH CepJIlla BHE 3aBUCUMOCTU OT HATTMYUS
WJIU OTCYTCTBUS CTPYKTYPHOI MATOJIOTUU CEP/IIIa,
npenyoxkernnass R. Fogoros [69] (tabiuia V.2).
ITa KiraccuuKaIms, Ha Halll B3TJIsl, BHOCUT OII-
pelesIeHHOCTh B MPE/ICTaBJIEHUE O KU3HEYTPOKa-
IONMX HapYIIEHUSIX puTMa cep/ia. TakuM obpa-
30M, TIPE/ICTABJISIETCS BO3MOKHBIM OIPEIETUTHCS
CO 3JI0KQUeCTBEHHBIM TeYeHNEM apUTMUN He TOJIb-
KO Ha OCHOBAaHUU ee BbIPAKEHHOW TeMOINHAMU-
4eCKOI 3HAUMMOCTH, HO U Oa3MPysICh Ha ee DJIEKT-
pokapauorpagpuIeckoM TopTpeTe.

MerTozpl UccieI0BaHusl, HEOOXOUMbIE ISk
crpatuduxanuu pucka BCC

Omnpenenenne pucka pazsutusg BCC ocHoBano
Ha KJIMHUYECKOU OlleHKe IallMeHTa, BKII0Yaloeinl
B cebs1 JaHHbIe aHaMHe3a, (PU3UKaIbHOTO OCMOTPa
U Pe3yJIbTaThl, IPOBEAEHHBIX NHCTPYMEHTATBHBIX
nccaeloBaHu.

B ra6uuie V.3 npejcrasiieH mepedeHb OCHOB-
HBIX MHCTPYMEHTAJbHBIX ¥ JIaOOPAaTOPHBIX HC-
CJIeJIOBAHUI, BBITIOJTHEHNE KOTOPBIX HEOOXOIMMO
st onpenenennst pucka BCC, a Takke Kjacchl
MOKa3aHMl K WX MPOBEIEHUI0 U YPOBHU /TOKA3a-
TeJTLHOCTH.

Tabnuua V.1.

Puck pazsutusa BCC (o Bigger JT, 1984)

Tpymms1 pucka Puck pa3BuTu§0];§C B TEKYyIlleM
Ipynna ymepennoeo pucka

OUM B anamuese wiu OB Hxe 40% 5%

OUM+®B nuxe 40% v OUM + gacras KD win @B vuxke 40% + KD 10%

OUM + OB Huxe 40% + KD 15%

Ipynna evicoroeo pucka

nalueHThl, nepexusiinre BCC 30-50%

KT + cunkore 30-50%

KT + MUHUMAaJIbHBIE KIIMHAYECKUE MPOSIBJICHUS 20-30%

[Npumedarme: OMIM — octpeiii uH$papkT mrokapaa; PB — ppakums BeGpoca nesoro xenyaouka; X3 — xenyno4kosas SKCTPACUCTONMS;

BCC - sresanHas cepaeuras cmepts; XT — xenyoukosasi Taxukapams.
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Tabnuya V.2.
Puck BHe3amHoOIi cep/ieyHOli CMEPTH y MAIMEeHTOB ¢ HapYIIEeHUSIMH PUTMa M MPOBOJAMMOCTH Ccep/la
(mo R.Fogoros, 2006)

Bricokuii prck CpenHuii puck Huskuii puck
1. OUOPUILIALINS KETYIOIKOB 1. KenynoukoBasi 5KTONUS HA

¢doHe CTPYKTYPHOU MaTOJIOTHH 1. I1pencepmHast SKTOIMS
2. XKenymoykoBast TaxuKapaust cepaua

2. KenymoukoBasi 9KTomnus 6e3
3. AB-6nokana III cT. ¢ HU3KoOI 2. AB-6nokana II cT. CTPYKTYPHOI MaTOJOTUU cepaLia
YaCTOTOM 3aMeIaloNIero puTMa

3. AB-6mokana Il cT. ¢ 3. CynpaBeHTPUKYJISIpHbIE
4. Cungpom WPW ¢ aIeKBaTHOM YacTOTOM TaXuKapauu
aHTEePOrpaaHbIM MPOBEACHNEM TTIO|  3aMeIaloIIero puTMa
JIABC Ha ¢oHe pubpuassunm 4. AB-6nokapa I ct.
npencepaui 4. OuOPWILISALIMS TIPEICePaniA

[Mpumeyarme: JABC - gobasourHoe atproseHTpukynspHoe coeaunterne; WPW — Bonsg-Napkurcon-Yarit, AB — atproseHtpukynspHas

Tabnuya V.3.
HNucTpyMeHTadbHbIE HCCIE0BaHUS,
NpoBe/IeHHe KOTOPBIX MOKET ObITh He0OX0MMO /ISt crpaTudukanun pucka BCC

Kitacc YpoBeHb

HccnenoBanue KommenTtapuu .
MOKa3aHUli | 10Ka3aTeJIbHOCTH

DnexTpokaparorpadus:

TO3BOJISIET BBISIBUTH BPOXICHHBIE aHOMAJIMU, CBSI-
3aHHbIE C BBICOKMM prckoM pa3Butus BCC (Hanpu-
Mep, CUHIPOM yITMHeHHOTo uHTepBaia QT, cuHma-
12 omeedenuii poMm ykopoueHHoro nHtepBana QT, cunapom bpyra-
nosepxrnocmuoit IKI' na, AIITXK), a takke onpeneauTs nHbsie DKI'-kpu-
Tepuu (HampuMep, TPU3HAKU 3SIEKTPOIUTHBIX
pPacCTpONCTB, HAPYIIEHMsI IPOBOIMMOCTH B CUCTEME
Tuca-Ilypkunbe, npusHaku [JI2K).

MOKA3aHO NMAalUMEeHTaM C apUTMHUYECKOH cuMITOMa-
TUKOM, YTOOBI ONPENEUTh, BbI3BAHA JIM OHA ApUT- I B
Xoameposckoe MUSAMM MOTEHLHUAIBHO YIPOXKAIOIIUMM XHU3HM Ma-

Monumopuposanue HKI' | 1WMeHTa (M. Tad. V.2)

Moka3zaHo TauyeHTaM ¢ HaimuneMm KD Ha DKI B
OTCYTCTBUM KAKMX-JIMOO MHBIX CUMIITOMOB

PEKOMEHIOBAaHbI B3POCJ/IBIM IALIMEHTaM, UMEIOLIUM
daxropsl pucka pazsButusg MBC n cumnromaTuxy, 1 B
KOTOpasi, BO3MOXHO, CBsI3aHa C apUTMUSIMU

ITOKa3aHbI MMalleHTaM ¢ Bepu(pUIIMPOBAHHBIMU pa-
Hee WM mpenrnosnaraeMbiMu KA, BO3HMKAIOIIMMU
Hazpysounbie npobo. Ha ¢oHe (U3MYECKOI Harpy3KH, BKJIIOUas KaTexo- I B
namuH3aBucumMyto KT, mis yupexxaeHus [uardosa u
OIpeieJIeHNs] KIIMHUIECKOM 3HAYMMOCTH TaxuKap-
AW IIJIST TallieHTa

MoKa3aHbl TMalMeHTaM CpPEIHEero U CTaplliero
Bo3pacTta ¢ HaiquyueM KO Ha OKI B orcyrcTBuUe ITb C
KaKUX-JTM0O0 WHBIX CUMIITOMOB.
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Tabnuya V.3. (npodomxeHue)

WccnenoBanue

KomMmeHnTapuu

Kitacc
TOKa3aHUui

YpoBeHb

J0Ka3aTCJIbHOCTU

Hmnaanmupyemoie
3anucvlgaroujue
ycmpoiicmea

WMIUTIaHTAIMST TTOKa3aHa MallMeHTaM CO cJ1abo BbIpaXKeH-
HOW CHMNTOMATUKOM, KOTOpasi, BO3MOXHO, CBsI3aHa C
ApUTMUSIMU, HapuMep, B ciayyae 0OMOPOYHBIX COCTOSI-
Huii (OC), ecnu npu MOMOILIU OOBIYHOTO TUATHOCTUYEC-
koro DKT'-uccnenoBanusi HEBO3MOXHO YCTAHOBUTD TIPU -
YUHHO-CJIEICTBEHHYIO B3aUMOCBSI3b MEXX/y HapyllIeHueM
pUTMa cepaLa M pa3sBUTUEM CUMIITOMATUKA

Dxo
Kapauorpadus

MMOKa3aHa TALMEHTaM C ITOJO3PEHMEM Ha CTPYKTYPHYIO
TaTOJIOTUIO ceparia

ToKa3aHa MmalueHTaM ¢ BBICOKUM puckoMm paszsutusi BCC
n kapauomuonatusmu (AKMII, T'KMII, AIIIX),
MOCTUH(hAPKTHBIM KapAMOCKIEPO30M U POJCTBEHHUKAM
MalMEHTOB C HACJIEICTBEHHBIMU 3a00JIEBAHUSIMU, acCO-
LIMMPOBaHHBIMU C puckoM pa3Butus BCC.

Harpy304HoOe TECTUPOBaHUE C BO3MOXKHOCTHIO Dxo-KI'-
BU3yallu3allMi [JIs BBISIBICHUS 0e300J1eBoil (hopMBbl
UIIEeMUM MMOKapJa peKOMEHIOBaHbI ManueHTaM ¢ KA,
¢ yMepeHHbIM puckoM paszButus MBC, mnonayyamommnm
cepleuHble MKo3uabl; nauueHTaM ¢ I'JI2K; mauueHTam
¢ nmemnpeccueii cermeHTa ST B mokoe Oojee 1 MM;
nauueHTaM ¢ cuHapoMoM WPW wunu npu Haauuuun
npusHakoB BJIHIIT.

Ox0-KI' ¢ dapmakomornyeckoit Harpy3koit peKOMeHIy-
eTcsI IS BBISIBIICHUs 6€30071eBol (POpMBI UILIEMUNT MHO-
Kapia y TalMEeHTOB C YMEPEHHBIM PUCKOM DPa3BUTHUS
UBC, kotopble (U3MYECKU HE CMOCOOHBI BBIMOJIHUTH
Harpy304Hylo mpooy

Menuko-
TreHEeTUYECKOe
KOHCYJIETUPOBaHNE
U T€HETUUECKOE
TeCTUPOBaHUE
(IHK-
JIMarHOCTUKA).

HanpaBﬂeHo Ha BBISIBJICHUE l/I/I/lJll/l YTOYHCHUEC JUarHo3a
HacJIeCTBEHHOTO 3a00J1eBaHuUS.

BxrouaeT o6cykneHre ¢ MauueHTOM U/WIN YIeHaMU eT0o
ceMbM MH(pOpPMAaLIMU O HACJIeACTBEHHO MpUpoie 3a00J1e-
BaHUsI, TUIIE HACJETOBaHUS, OLIEHKE PHUCKA ITOBTOPHOTO
poxXneHus pedbeHKa ¢ 3a00IeBaHMEM WM pUCKa Ieperadun
3a00JieBaHUS MOTOMKaM. [IpemocraBieHne nHGOPMALIIT
0 eCTECTBEHHOM Te4YeHUU 3a00JeBaHMs, creuupruIecKux
daxkTopax pHcKa, BO3MOXHBIX Mepax TNpoGUIAKTUKHU,
JIeYeHUs] W/WIW TOAJEPXKUBAIOIICH Teparnuu, a Takxke O
BBIOOPE BO3MOXKHBIX PEMTPOIYKTUBHBIX CTPATETHIA.

PCKOMCHﬂ,yCTCH BCEM OOJIbHBIM U UX POACTBEHHUKAM C
CEMEUHBIMU 33.60J'[€B3.HI/I$IMI/I, n OO0J2KHO BKJIKOYaTb
O6CY)KI[CHI/IC BO3MOXHOCTEM IPOBCACHUA KIMHUYCCKOTO
O6CJ'[C}IOB3HI/ISI, IPpEUMYIIECTB U PUCKOB I'€HCTUYCCKOI'O
TECTUPOBAHMUSA.

MarHuTHo-
pe30oHaHCHast
ToMorpabus
(MPT),
KOMITbIOTEpHOM
tomorpadpuu (KT)
cepaua

nokasaHa nanueHtam ¢ 2KA B Tex ciyvasx, korga OxoKI'
HEe TI03BOJISIET TOYHO oueHUTh (yHkuuioo JIZK u TTK
1/WIH BBISIBUTH UX CTPYKTYPHBIC U3MEHEHUS.

I1a
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I/IHCprMeHTaJIbeIe HcciaeaoBanus,

Tabnuua V.3. (npodomkeHue)

npoBe/eHre KOTOPIX MO3KeT ObITh He00X0AUMO s cTpatudukaiuu pucka BCC

Kuacc YpoBeHb
WUccnenoBanue KommenTtapuu .
ITOKa3aHUM | 10Ka3aTCJIbHOCTU
nokasaHa nauveHtam ¢ MbC u yrpoxaromumu XU3HU
Koponaporpadus | KA (Beicokuii u cpeanuii puck BCC, cm. Taba. V.2), a | C
TAKXKC JIMIaM, IICPCXKMBIINM cepz[equH?I apecT
DHIoDPU ¢ ucnosbzoBaHUEM (HapMaKOJIOTHUYECKUX
CpEacCTB MO?KCT OBITH MCIIOJBb30BAHO I OHEHKU KJtacchl MOKa3aHUil 1 YPOBHU
SHHOKapﬂHaﬂbHOC KJ'[I/IHI/I‘]ISC((ZEEOI/I 3HAYUMOCTHU apUTMUU U CTpaTI/Iq)I/IKaHI/II/I JI0KA3aTeNbHOCTH OTPEIeIsi-
QJICKTPO- pucka : I0TCA B KaXXK10M KOHKPETHOM
¢usnonoruieckoe DHIoDDU TaKKe UCMOMb3YETCs 1151 MHAYKLUMU 1 Bepu- | TAHUICCKOM Clydac u
chneﬂggfgne dukarmu KT, kouTposnst abdekTnBHOCTH HazHadyeHHONH | 1 pemaMeHIT)pr}OTCH anuo-
(Bnn0 ) AAT, mipoBeIcHHO# KaTeTepHOI aOJsIIuM, OIpeacIeHUs I];a[—J[TSIX)%IiI | nggeHﬂaHHHMH
pucka passutus KT unu BCC, B nmarHoctuke ooMopo- L [70].
KOB, JJIs1 OTIpeAesieHusI moKa3aHuii K uMrutantauuu MKJI.
[Npumedanme: ALK — aputmorenHas aucnnasus npasoro xenygodxa; [JDK — runeprpogus nesoro xenynodxka; X2 — xenynodkosas
skctpacuctomms; KA - xenygoukosas aputmus; IKMIT - aunataumonrHas kapamommonatus; [KMIT - runeptpoguyeckas kapanommonatms;
BJIHII — 6nokaga nesovi Hoxkm nydxa [vca; MK - umnnaxtupyemsivi kapanoseptep-aedubpunnatop; DxoKl — axokapamorpadus;
BHOA - Bcepocceurickoe HayuHoe obLiecTso apuTmonoros.

VI. MIPO®UJIAKTUKA BCC

[Ipocpunaktuka BCC — 310 KOMILIEKC MEPOII-
pUATHH, TTPOBOIUMBIX C TEJbIO MPEYTTPEsKICHUS
WJIM yMeHbllleHus BepositHocTH paszButug BCC,
KOTOPBII OCYIIECTBJISETCS Y JII, TEePeKUBIITIX
cep/ieyHbIil apecT (BTOpUYHas TPODUITAKTUKA),
WJIN Y TIAIIMEHTOB (€3 SINU30/I0B CEPAEYHOr0 apecTa
B aHaMHe3e, HO UMeolnX (haKTOPbI PUCKa Pa3BU-
tug BCC (mepBuunas npodunaktuka). IIpodu-
sakruka pucka BCC moskHa BKtoyath B cebst MO-
nudukanmio GakTopoB pUCcKa pasBUTHsI 3a00J1eBa-
HU, a TakXe TPOBEJeHNe a/IEKBATHOTO MeINKa-
MEHTO3HOTO JieYeHUsI OCHOBHOM M COITY TCTBYTOTIEN
narosjorun. CoBpemennas addexkruBHast mnpodu-
gaktka BCC ocHOBaHa Ha KOMILJIEKCHOM TIOJIXO-
Jie, BKJTIOYAIOIIeM B cebst IpUMeHEHNE MeInKaMeH-
TO3HBIX, MHTEPBEHIITMOHHBIX U XUPYPTUUYECKUX Me-
tozos npodunakTrk BCC. O6beM MPOBOIMMBIX
PO UIAKTHIECKUX MEPOTIPUSTHIT Oy/IeT OTpe/ie-
JIATHCS B 3aBUCUMOCTH OT TOTO, K KaKOW KaTerOprun
Oy/IeT OTHECEH KasK/IbIil KOHKPETHBIN MAIUEeHT.

MeaukaMeHTO3HbIE METOIbI

Wcnonmb3oBanne pa3iMIHbIX TPYII MeIUKa-
MEHTO3HBIX CPEJICTB C TEJThI0 IEPBUYHOM UJIN BTO-
puunoit npodunakTuku BCC umeeT pa3ivmunbliii
KJIacc TMOKa3aHWN 1 yPOBEHb /0KA3aTENbHOCTH, 1
OTIpeIesISIETCSI HO30J0TUUECKOl (OpMOil OCHOB-
noro 3abonesanns, @K XCH, cocrosnueM cucrto-
quyeckoil (pyHkimn muokapaa JIJK, xkinHuvec-

KON CHUMIITOMATUKOM, XapaKTepoM HapylleHui
putma. C 3TOi 11eJ1bI0 MOTYT UCTIOJIb30BATHCS KaK
MpemnapaThl, OTHOCSIIIIAECS K CPENCTBAM JICUEeHUS
OCHOBHOTO 3a00JIeBaHUsI, TaK W aHTHAPUTMUIEC-
kue npenapatbl (AAIL).
Bera-aapenooiaokaropsl. IlosoxkureabHoe
Biausinue Gera-6;10katopos (BB) u ux pasnoob-
pasubie 3 GhEKThH XOPOIIO U3y4eHbl B 9KCIEPH-
MeHTaX W B KJIWHWKe. AHTHAPUTMHUYECKUI a-
dekT Geta-0JI0KaTOPOB CBSA3BIBAIOT KaK C UX aH-
TUMIIEMUYECKUM JIEHCTBUEM, TaK U CO CHUKEHU-
eM CUMIIaTHYecKOl akTuBHOCTH. MeTa-ananus 25
HccyeloBaHNM, KacaloluXcd OIEHKU BIUSHUS
JIAHHBIX TIPerapaToB Ha BbIKUBAEMOCTb Y TIOCT-
UHMAPKTHBIX OOJBHBIX, BKJIOYABIIUN ITOYTH
25000 mammenToB, BBIIBWJI, UTO HazHadyeHUe Oe-
Ta-0JI0KATOPOB COMPOBOKIAETCS yBEJTMYEHUEM
BBIKMBAEMOCTH, CHIKEHUEM OOIIeN U cepedHo-
COCYINICTON JIETAJIBHOCTH, a TaKyKe YMEHbIIeHU-
em vactotel pazsutug BCC [71]. Ilonoxurens-
Hble 9 dekTsl Oera-610KaTOPOB B OTHOIIEHHUH
JKA u BCC rakske poKkasaHbl U st GOJIBHBIX C
XCH wumemuyeckoil 1 HeUIeMUYeCcKON MPUpo-
aer (JIKMII, TKMII, cunapomMoM yAJIUHEHHOTO
QT, karexolaMUHEPTrUUEeCKOW TOAUMOPGHHON
KT, ALK, aoprambabiM cTeHO30M) [72-75].
[MpeumymectBo bb 3akiovaercd Takske B TOM,
YTO UX MOXKHO couetarsb ¢ apyrumu AAII, B vact-
HOCTH — ¢ amMuogapoHoM. [76]. Berbop 6era-6.10-
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KaTopa M MOAXO/bl K TUTPOBAHUIO /103 OTIPE/Ieis -
I0TCSI OCHOBHBIM 3a60JIeBaHIEM, KOTOPOE HMEET-
cs1 'y 6osproOTO (nepeHecenusiii OMUM, XCH, AT
u apyrue). Takum o6pasom, Oeta-610KaTOPBI SIB-
JagioTcst 9GPEeKTUBHBIM U, TIPU HAJJIEKAIIEM OT-
60pe OOJIBHBIX U MOAX0/aX K MoAb0py /103, Oe30-
MACHBIMHU CPEICTBAMHU, UMEIOT CaMyI0 OOJBIIYIO
J0KasaTeJbHyl0 0a3y ¥ B HacTosIlee BpeMs
JIOJIKHBI pacCMaTPUBAThCS B KayecTBe Ipemnapa-
TOB IePBON JTUHUU JIJI TPOBEICHUS TIEPBUYHOU U
sropuunoii npopunaktuku BCC (1, A) [4, 12].
Nuru6utopsl AIID u 610KaTOPbl aHTHOTEH-
3WHOBBIX pernentopoB. [lonoxurenbHoOe BIussHIE
unrn6uropos AIID nHa teuernnie UBC xopoino us-
BECTHBI. DTU TIPENapaThl BJAUSIIOT HA 3JIeKTPOdu-
3WOJIOTUYECKHE TIPOIECChl B MUOKap/le, BO3JIeii-
ctBys Ha pynakimio K- u Ca-kaHaioB, a TakKe yBe-
JUYUBAIOT PedpPaKTEPHOCTb W PETOJISPUIAIIIIO
MUOKap/ia KeTyI0UKOB, TPEAYTpesKIas pa3BUTHe
ApPUTMUIL 110 MEXaHU3MY pe-eHmpu, Y OOJbHBIX ¢
XCH u @OJK umremuueckoro reHesa. AHTUAPUTMU-
yeckoe zneiictBue AIID Takke 0ObsICHSIETCS UX
YTHETAOMIUM JIeCTBUEM Ha CUMIIATUYECKYTO
HepBHYIO cuctemy. OHM MHTHOUPYIOT IIUPKYJIAPY-
OIMe KaTeXOJAMUHbBI U aHTMOTEH3WH-2, TIOBbIIIA-
10T YPOBEHb KaJusl B KPOBU. B HeckosbKux pabo-
tTax ObLIO TOKazaHo, yto WAIID mnoswimaoT
YyBCTBUTEJIBHOCTh Oapopediekca U yJIydIIaroT
nokazarenu BCP. Haxoner, anTuaputMudeckuit
adpdext nAITD MoxkeT 0OBACHIATHCS TPOTUBOBOC-
MATUTEbHBIMU CBOMCTBAMH M YMEHbBIIICHUEM BBI-
Pa’kKeHHOCTH TIPOIECCOB MOCTUH(APKTHOTO pPeMO-
JIeTMPOBaHUS MUOKap/ia Ha (hOHE UX TPUMEHEHMSI.
JlokazaTenmbCTBa TMOJIOKUTENBHOTO BIUSTHUS
nATIID Ha BBIKUBAEMOCTH GOJIBHBIX, TEPEHECIINX
OMM, a taxxke Ha OOJIBHBIX C CEPIEYHOI HeI0CTa-
TOYHOCTBIO KaK WIEMUYECKON, TaK U HEUIeMu-
YeCKOI MPUPOJIBI MOJYIEHBI B GOJIBIIIOM KOJHYE-
CTBe KJIMHWYECKUX MCCJE/JOBAaHUM, TTOKA3aBIINX,
yro HAII®D K0CTOBEPHO CHILKAIOT OOIIYIO U Cep-
JIEYHO-COCYIUCTYTO JIETATbHOCTD Y IAaHHOH KaTero-
pun manueHTtoB |[77-82]. Ognaxo, B oTamune ot
6eTa-610KaTOPOB, B OOJIBITUHCTBE STUX KIMHUYEC-
kux ucnbitanuit BCC B kauecTBe KOHEYHOM TOYKA
He paccMmaTpuBajiach. VckiaoueHueM SIBJISETCS
panziomusupoBannoe ucciaenoBanue TRACE, B
KOTOPOM M3yYaJIOCh BJIMSTHUE TPAHIOJANPUIa Ha
BCC, rue 6bu1 10Ka3aH €ro MMOJIOKUTEIbHbIN 9(-
dexr [82]. Crenyer 3aMeTnTh, 4TO BepUDUKAIIUSI
MexaHusaMma cmepru, ocoberro npu BCC, mpe-
CTaBJISIET U3BECTHBIE TPYAHOCTH, OCOOEHHO — B
KJIMHUYECKNX WCCIeOBAHUAX, KOT/a CJIydau
CMepTH, KaK MPaBUJIO, OIEHUBAIOTCS PETPOCIIEK-

TUBHO. BMecTe ¢ TeM, He BbI3bIBAE€T COMHEHUI TOT
(daxr, uTo mouTH NoI0BKUHA GoabHbIX VIBC, B 0co-
6enHoctu Jmia, neperecme OVIM, morubaror
BHe3amHO. OUeBUIHO, MBI IMEEM TIPABO IKCTPATIO-
JIUPOBATh TOJydeHHbIE yOEeUTETbHbIE PE3yJIbTa-
TbI 0 CHUKeHuu ¢ nomolnbio HATID ceppeuno-co-
cynucroit jetansnoctd 1 Ha BCC. Iloarepskie-
HUEM BBITIECKA3aHHOMY SBJISIETCS KPYITHBIN MeTa-
arasms [80], 1es1bio KOTOporo ObLIa OIEHKA BIIHS-
Hust nAII® na puck pazsutus BCC. PesysbraTs
ATOTO aHajam3a, BKJIouasiiero gannsie 15104 ma-
IIUEHTOB, TpUHUMaBIIUX yyactue B 30 uccenona-
HYsiX (13 HUX 15 ObLIH CJierbie, paHIOMI3HPOBaH-
Hble, T1ae60-KOHTPOJIMPYEMBIE), TOKA3aJH, 4TO
naznauenre WAIID mnamuentam, mepeHecHTUM
VM, compoBOXKIaeTCs yMEHbIIeHneM OO0Ieil u
CEepIeYHO-COCYIUCTON CMEPTHOCTH, TIPU 9TOM Yac-
tora pazsutusi BCC cumxkaercs wa 20% (2356
cirydaeB cMepTH, n3 Hux BHesarmHoi — 900). B cBa-
3u ¢ 9TuM, nosioxkenue 00 achdexrusnoct uAITD
st ipoduaktukn BCC 'y GosbHBIX, TiepeHec-
mux UM, u nanuentoB ¢ XCH (cucrommaeckoit
McYHKIMe) MPUCYTCTBYET BO BCEX COBPEMEH-
HBIX OTEYECTBEHHBIX U 3apyOEKHBIX PEKOMEH/A-
nusix 1o npodpunaktuke BCC n mMeeT caMblii BbI-
COKUIl ypoBeHb fokazatesbHocTH (I, A).

Yro kacaercsa JaHHBIX 00 9(h(HEKTUBHOCTH
uAII® s npexynpexaeanss BCC y 60bHBIX ¢
COXpaHHOM (hyHKIIMEH JIeBOTO KeTyI0uKa, TO UH-
(opmaruu Ha 3Ty TEeMy CYIIECTBEHHO MEHBIIIE.
NwmeroTcst pe3ysnbTaThl HECKOJTBKUX WCCIIEI0BA-
nuit (HOPE, EUROPA), nokaszaBimmx mpenmy-
MecTBa TaKUX TIPeNnapaToB, KaK PAMUTIPUI U Tie-
PUHIONIPUJ B OTHOIeHun ipefoTspaiierns BCC
y GOJIbHBIX C BHICOKMM PUCKOM PA3BUTHSI CEPIIeY-
HO-COCYZIUCTBIX ocyoxkHenuit [78, 79]. Cruemyer
OTMETHUTH, 4TO B 3TuX ucciaenopanusx BCC ne
paccMaTpuBaJiach B KauecTBe CAMOCTOSITETHHOMN
KOHeYHOU Touku. Tem He MeHee, Ha3HaueHUe
uAII® pexomengyiorcsi 6ombabiM XCH ¢ co-
XPaHHOU (PyHKITMEN JIeBOTO KeJyZouKa, TaK Kak
TpenymnpeskaaeT pa3BUTHE W TIPOTPECCHUPOBAHME
XCH (IIa, B) .

Taxkum o6pazom, HATID Takske BXOAAT B IPYII-
Iy [PerapaToB, HEOOXOUMBbIX JIJIsI TIPO(DUIAKTH-
ku BCC, npexie Bcero, y mocTuHMDAPKTHBIX 00JTb-
HbIX W TIAIIUEHTOB C CEP/AEYHON HEI0CTATOY-
HOCTBIO.

Yro kacaercst GJOKATOPOB aHTMOTEH3UHOBBIX
PelenTopoB, TO B IJIAHE CHU)KEHUS CMEPTHOCTH
npu XCH nokasarenbHas 6a3a nx a(hGeKTHBHOC-
1 MeHnbire yeM y nAIID. VI3BecTHbI TOIOXKU-
TeJTbHbIE Pe3YJIbTaThl CHUKEHUS PUCKA CePAeYHO-
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cocyaucToil cmeptHocTi y GosbHbIX ¢ XCH, 110~
JIy4aBIIUX BajIcapTaH U Jjio3apTaH. B mnccienosa-
Hun CHARM [83] npencraButesb TOM TPYIIIbI
npenapaTtoB xaudecapman 'y nanenToB ¢ XCH n
CHUZKEHHOU CUCTONMYecKON (DyHKIIMeH MUOKapa
JIOK nmokasan BeIpaskeHHYIO 2(hGHEKTUBHOCTH B
YMEHBIIEHUN ToKa3aTesJell CMepTHOCTH OT cep-
JEYHO-COCY/ITUCTBIX TPUYUH U XapaKTePUCTHUK
BHe3arHoi cMepTHOCTH (15% — CHUIKeHNE PHCKa,
p=0,036). [loatomy, mo-BuaMMOMY, B HacTosIIee
BpeMs KaH/eCcapTaH MOKET UCII0JIb30BAThCS [T
npoduraktukn BCC y 6osbabix XCH 1 cHukeH-
noit MB JIJK, napaBue ¢ nuAll®. B orHomenun
npexaynpexkaenuss BCC ¢ momonipio 6J10KaTOPOB
AHTMOTEH3WHOBBIX PEIENTOPOB Y OOJBHBIX C CO-
xpanHoi ¢ynkiueii JIZK B HacTogiee BpeMs OT-
CYTCTBYIOT yO€IUTeIbHbIE TAHHbIE,
AHTaroHucTsl aapaocTepoHa. PeTpocrnekTus-
Hbli anamus ucciegoBanus SOLVD (6797 6oib-
HBIX, 424 ciydast cCMepTH) TPOJEMOHCTPHUPOBAT
B3aMMOCBSI3b MEX/y TPUMEHEHUEM UyPETUKOB
npu XCH u puckom BCC. IIpuuem, mpu ucross-
30BaHUM KAJIHIICOEPETAIONIIX ITYPETUKOB, KaK OT-
JIeJTbHO, TaK ¥ B KOMOUHAIUY C [PYTHMHU MOYETOH-
HBIMHU, TaKas B3aMMOCBSI3b HE IPOCJIEKUBAJIACH.
Uccnenosanre RALES (1663 60sbHBIX) ObLIO
IPEKPAIeHo J0CPOYHO, TaK KaK Y GOJBHBIX C BbI-
paxkenHot XCH, npuHUMAaBINUX CIIUPOHOJIAKTOH,
[0 CPaBHEHUIO ¢ OOJBLHBIMH, WCIOJb30BABITIMU
HeTJieBble JMYPETUKH, uepes 2 rojga HabIoeHus
OBLIIM JIOCTOBEPHO HYZKE TMOKasaTeu olIieit Jie-
tagbHOCTH (35% nipotus 46%) u BCC (10% mpo-
tuB 13%). [Ipu 9TOM CyI1ecTBEHHOTO YMEHBIIEHWS
YaCTOTHI BbISIBJICHUS JKETYJI0UKOBBIX aDUTMUIT OT-
MeueHo He Ob110 |84 ]. TTokazaHo, 4TO 2JIEKTPOIUT-
Hble HApYIIEeHUs], BO3HUKAIONINE TP Ha3HAYEHUN
HeKaIniicOeperaromx ANypeTHKOB, MOTYT CIIOCO-
6CTBOBATH Pa3BUTUIO (hATATBHBIX APUTMUH, TOT/A
KaK aHTaroHUCTBI aTb/IOCTEPOHA, BEPOSITHO, UTPa-
0T TIPOTEKTUBHYIO POJib. B masbHedinem ObLTO O-
Ka3aHo, YTO aHTUAPUTMUYECKUI 2 (PeKT TaHHBIX
npernaparoB GoJiee cioskeH. bBiokana axbaocrepo-
HOBBIX PEIeNnTOPOB MOMIUMO COXPAHEHUS KaJIs U
MarHus MPUBOIUT K YCTPAHEHUIO CUCTEMHOI Ba30-
KOHCTPUKIIUHU, TIPEAYIIPEKIAECT CTUMYJISINAIO 00-
pa3oBaHUs KoJITareHa u pasButre (pubposa B MHO-
Kap/ie, a TaKyKe OKa3bIBAeT BJUSIHUE HA AaBTOHOM-
HYIO HEPBHYIO CUCTEMY, SBJISIONIYIOCS aKTHUBHBIM
YYaCTHUKOM apUTMOTeHe3a, YJIydlas oKasaTen
BCP u nioBbIiast 9yBCTBUTENBLHOCTD Oapopeduiek-
ca [85, 86]. B mocsenmue rogpl cTaan JAOCTYITHBI
pe3yJIbTaThl TMPUMEHEHUsS HOBOTO AaHTarOHUCTA
aJIbIOCTEPOHA — AIIJIEPEHOHA, KOTOPbIE MOITBEPIK-

natoT 3(hEeKTUBHOCTD 3TON IPYIIILI IIPENapaToB B
cumkenun pucka BCC. CienoBaresibHo, A5 1Ipe-
nynpexaenust BCC y 6oapubix ¢ XCH B cxemy Te-
panuy peKOMEH/IyeTCs BKJYATh aHTaTOHUCTBI
ampioctepona (I, A), mpuuem He TOJTBKO TIPU 3ac-
TOWHOU CEpAeYHON HEAOCTaTOYHOCTH, HO W TIPU
XCH II ©K [87].

AleTHICAINIIIOBAsT KUCJAOTa. YOeUTEeNbHO
JIOKA3aHO, YTO Ha3HAYEHWE alleTUJICATUIINIOBOIM
KHUCJIOTBl MMeeT TIO3UTHUBHOE 3HAaYeHWe Kak [
MTEPBUYHOM, TaK ¥ JIJII BTOPUYHOUN TTPOMPUIAKTUKI
KOPOHApPHBIX cOObITHI. TTOMIMO ie3arrperanTHbIX
CBOWCTB, UMeeT 3HaueHue ITPOTUBOBOCHAIUTEIb-
HOe JIefiCTBUE TIperapara, YTo yMeHbIIaeT Ipoliec-
Cbl PEMOJIEJIMPOBAHUS B 3/I0POBBIX TKaHAX. Pet-
POCIIEKTUBHBIN aHATU3 PE3YJIBTAaTOB UCCJIe0Ba-
aust SOLVD nokasat, uto y 6osbabix ¢ XCH Hasz-
HaueHue aleTUICATUIUIOBOIM KUCAOThl Ha 24%
cumkano yacrory passutusg BCC [88]. Cornacho
CYIIECTBYIOIUM PEKOMEH/IAITNSM, TAHHBIN TTpera-
paT BXOIUT B CTAHAAPTHI MTPO(PUIAKTUIECKOTO Jie-
deHust Kak y 00JbHbIX, nepeneciinx OVIM, tak u'y
HAIMEHTOB CO CTabUJIbHOI CTEHOKapAueil U ocT-
pbiM KopoHapHbIM cuHipoMoM (I, A).

Cratunbl. O630p TaHHBIX JIUTEPATYPHI CBHU/IE-
TeJIbCTBYET O CYIECTBEHHOM CHUKEHUU Cepey-
HO-COCY/IUCTON CMEPTHOCTH IIPU UCIIOJIb30BAHUS
cratutoB y 6ospibix UBC. B GosbiincTBe 13
MMPOBeZIEHHBIX KanHWYeckux wucnbitanuii BCC,
KaK OT/leJIbHAss KOHeYHas TOYKa, He OIeHUBAJIACD.
Tem He MeHee, B MICCJIeIOBAaHUM 4S TIpU IpUMeHe-
HUW CUMBACTaTUHA, HAPSAy C CYIIECTBEHHBIM
CHUZKEHHMEM OO0Ieit CMEPTHOCTH ¥ CMEPTHOCTH OT
KOPOHApPHOH 0GOJIe3HN Cep/IIla, OTMeYaiach TeH-
neHnms K ymenbiienuto yactorsl BCC. Anaso-
TUYHBIE PE3YJIBTaThl ObLIN TTOJYyYeHbl B OTHOIIE-
Huu npaBactatua (LIPID). KpymHserit meTa-ana-
sm3, BrmodaBmuii 90 000 marmeHTOB, MPUHUMAB-
X yyactue B 14 panzoMu3npoBaHHbIX UCCIIE/0-
BaHUSX, IpoBeaeHHbIi 10 2005 roza, qoKkasan ad-
(bexTuBHOCTD cTaTUHOB [y TpopusakTuky BCC
y 6osbibix IBC [89]. [ToaTomy B cyIecTByoOnux
pexkoMenanusx no npopunaktuke BCC ncnosb-
30BaHue cTatuHoB y Gosbbix UBC npusnaercs
neobxonumbim (I, A) [4, 12, 90]. /st mpounak-
TUKU Pa3BUTHUS CEPJEUYHO-COCYUCTBIX OCJIOKHE-
HUIl Ha3HayeHue CTATUHOB PEKOMEHyeTCsl BCeM
GOJIBHBIM, OTHOCSIIITMCST K TPYTITIE BBICOKOTO Cep-
JIEYHO-COCYIUCTOTO pucka. YTo KacaeTcs: npume-
HeHUs1 ctatruHOB i ipodumaktukn BCC y na-
muenToB ¢ XCH HeunrieMuyeckoil 9TUOJIOTUH, TO
JIOKa3aTeIbHON 6a3bl JIIsT ATOH KaTeropuu OOJIb-
HBIX B HACTOSIIIEE BPEMS HE CYIIECTBYET.
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Owmera-3-noJMHeHaChIIeHHbIE ;KUPHbIE KUC-
sotel (03-ITHIKK). Ilepsbie coobiienust 06 agh-
dexruBroctn [TH/KK s npodumaktuku BCC
6b1n TosTyuensl B uccyenoBanun DART, kotopoe
MPOIEMOHCTPUPOBAJIO, YTO Y JIUI, YIIOTPEeOJIsiB-
MIUX JKUPHYIO PBIOY /[Ba pasa B HeAENo 1 OoJiee,
HaOmoganoch 30%-e CHUKEHUEe 4acTOThl Cepled-
HO-COCY/TUCTOM JIETATbHOCTH, TTPEUMYTIECTBEHHO
3a cuet ymenblnenus ciaydae DIK.

B pasnpHeiiimem rumoresa OblLia IIpOBEpeHa B
OKCIIEPUMEHTAX Ha JKUBOTHBIX, U B YaCTHOCTH, ObI-
Jio mokazaHo, uto ®3-1THKK, ocHoBHBIE JKUpHbBIE
KHCJIOTBI, TIPUCYTCTBYIOIINE B KMPHOM pbiOe, OKa-
3BIBAIOT IPOTEKTUBHOE JEHCTBUE B OTHOIIEHUU
DOJK. beumm nsyyeHbl MeXaHU3Mbl aHTUAPUTMU-
yeckoro neiictBus ®3-1TH/KK, kortopsie 3akiio-
YaloTCs B TOM, UTO TIOCJIE/IHUE, B YCIOBUSIX UIIle-
MUU WJIN a[PEHEPTUIECKOI CTUMYJISIIIUY, cTabu-
JIMBUPYIOT MEMOPaHy KapAHOMUOIIUTOB, BIUSIS Ha
paboTy HATPHEBBIX, KaJIMEBBIX U KaJbIIMEBBIX
MOHHBIX KaHa/IoB, gelictByst nmogobuo AAII Ib
Kjacca (MEKCUJIETUH-TIOZ00HOe [IeiicTBIE), HO He
obJtajiast TIPU HTOM IIPOAPUTMUYECKUM U apUTMO-
redHbIM adhdexramu. C asekTpodusnogornyiec-
KOl TOUKHU 3PEeHUs 3alUTHOE JIeNICTBUE OT Ha3Ha-
yenusa ®3-ITHKK 3akaoyaercd B ToM, 4TO Ha
(hoHe MX IpUMeHeHUsT HeoOXOoIMMa OOJTbIIIAst AMII-
JIUTY/Ia 3JIEKTPUIECKOTO HKCTPACTUMYJIA /LIS WH-
NYKITUW «aPUTMUYECKOTO» TTOTEHITNAA 1eCTBIS,
a TakXe OTMeYaeTcsl yBeJIMYeHUe JJINTEeTbHOCTH
addexTuBHOTO pedhpakTepHOTO MEPUOIA KapIUO-
MUOITUTOB, UTO TIPEAYIPEKIAET 3aMycK (aTaib-
HbIX apuTMuii, B Tom yncie u OK [91].

[ToMrMO CypporaTHoro caboBBIPasKEHHOTO
aHTUApUTMUUYECKOTO a(hdeKrTa, ITU IMpermapaThl
00J1a1al0T TIPOTUBOBOCIIAIUTEIbHBIM JEiCTBUEM,
CHIZKAIOT 06pasoBaHue KUCTOPOIHBIX PAIUKATIOB
U YMEHbINAOT perep@y3noHHbIE OCIO0KHEHUS,
MTOBBIMIAIOT CUHTE3 HHEPTUM B MUTOXOHIPUSIX,
YIYUIIAIOT 9HI0TENNATBHYIO (DYHKITUIO, CHUKAIOT
YPOBeHb TPOMOOKCAHA W arperamnuio TPOMOOIH-
T0OB. B psize pabot mokaszano, uto ®3-ITHKK yse-
sununBaiot mapamerpsl @B JIJK u ynyummaor mo-
kazatesn BCP, okasbiBast, TakuM 00pa3oM, MOJIH-
(putmpyronee BAMAHMS HA OCHOBHBIE I BTOPOCTE-
nennble gakropsl pucka BCC [92].

Y6enurenbHas pokaszaTeabHas 6a3a B OTHOIIIE-
Huu ©3-TTHKK 6bL1a nojydyeHa B ABYX KPYITHBIX
uccsaenoBanusax. B uccneposanun GISSI-preven-
zione y 6osbHbIX ¢ OVIM npuMeHeHne oMakopa B
no3e 1 r/cyT conpoBOKIAIOCH JOCTOBEPHBIM CHHU-
xenneM prcka BCC na 45 %, cepiedHo-cocyauc-
Toii cMepTHOCTH — Ha 30% W yMeHbIIIeHeM PUCKa

o6ieit cmepti — Ha 20% [93]. Pesysbrarel MHOTO-
IIEHTPOBOTO JIBOIHOTO CJIENOTO T11aebo-KOHTPO-
supyemoro uccaenosanust GISSI-HF, ony6imko-
Bannble B 2008 r., Tokazaiu, 4To Ha3HAYEHUE OMa-
kopa B so3e 1 r/cyt y 6ospubix ¢ XCH Ha done
OTNITUMAJIbHON MeTMKaMEHTO3HOU Teparmuu COTpo-
BOJK/IAETCSI CHYKEHUEM PHCKa o0Ieil cMepTu Ha
9% u yMeHbIlIeHUeM KOJTMUECTBA TOCTTATATU3AIU I
10 TIPUYMHE KeTYJ0YKOBBIX HAPYIIEHUH pUTMA.
[Tpu sToM KOIMYecTBO HOOOUHBIX 3(h(EKTOB B
rpynne jgederus ©3-ITHKK we ortsmyanocs ot
TPyl KOHTPOJIS [94].

CyriectByeT psiji yOJIMKaIiii, B KOTOPBIX 110-
Ka3aHO BJIMSIHHME OMaKopa Ha BBIPAKEHHOCTD JKe-
JIyIOYKOBBIX HapyllleHuil put™a. B oxHoil ns Hux
yIKe uepe3 MeCsIIl OT Havajia Tepanuu go0aBieHre
®3-ITHKK marenTam co crabmisaoit UBC mpu-
BEJIO K CTAaTUCTUYECKHN JOCTOBEPHOMY yMEHbIITe-
HUIO yrcsia anu30710B HeycroitunBoii JKT n uncra
MaPHBIX JKETYA0OYKOBBIX dKCTpacucTo [95].

TakuM 06pa3oM, K HACTOSIIIIEMY BpeMeHH yoe-
JINTEJIBHO TIPOZIEMOHCTPUPOBAH TPOhUIaKTIYeC-
kuit ahdext ®3-ITHIKK y 60/IbHBIX, epeHecInx
ONM, B ornomennu pucka pazsutusg BCC. Co-
[JIACHO CYIECTBYIONMM PEKOMEH/IANUSIM, GOJIb-
HeiM ¢ VIM B anHamHe3se, ciefyer yrnoTpedsisitb B
nenb 1 rpamm o 3-T1TH/KK, a umentno — omakop, a
TaKke ycTpauBaTh «pbiOHBIE AHU> (0K0J0 200 T
JKMPHOU PHIOBI) TI0 MEHBINEH Mepe — JIBaK/bl B He-
nemo [96, 97]. JlaHHBIX 0 BO3MOKHOCTU MCTIOTH30-
Banug ©3-1THKK nng Bropmunoit mpodumaktu-
k1t BCC y 60/IbHBIX, TIEPEKMBIITIX OCTAHOBKY KPO-
BOOOpAIIEHYS], B HACTOSIIIIee BPEMs HEI0CTaTOY-
HO, HO MCCJIEZIOBAHUS HA 3TY TeMy (B YaCTHOCTH, Yy
6oubHbIx ¢ TK/I) nipomoskaiorest.

Hurpartsl. [lockosbKy OHUM U3 MeXaHU3MOB
BCC moryT 6bITh HIlIeMIYecKHe COOBITHSI, BEPOSIT-
HO, offHuM u3 nyteit npodunaktukn BCC y atnx
GOJIBHBIX MOTYT ObITh HUTPATHI. J[OJTOCPOYHBIX
PaHIIOMU3UPOBAHHBIX HCCJIEOBAHUI, OIEHUBAB-
mux ahdekT aHTuanrnHaabHOl Tepanuu Ha JKHP,
He TIPOBOJINJIOCH, M OHU He BKJIIOUEHBI B MEK/TyHA-
POIHBIE M OTeYeCTBEHHBbIE PEKOMEHIAINH TI0 WX
Jgedennio. Tem He MeHee, UMEIOTCS TaHHbIE, CBU/IE-
TeJTBCTBYIOMINE O MOJOKUTETBHOM BIUSHUN TEPa-
MUY HUTPATaMU Ha JKeJTy0YKOBYIO 3KTOIMTNYECKYIO
AKTMBHOCTD, U UX Ha3HAYEHUE MOXKET 0OCY KIaTh-
cd ipu siedernu unemndeckux JKHP [98].

AAII IC knacca. [Ipumenenne AAII piig mipo-
dumaktuku BCC nMmeeT 3HaunTe/IbHBIE OTPAHIYE-
HUs, a B psjie CJIyyaeB, COIVIACHO JIaHHBIM MHOTO-
IEHTPOBBIX PAaHIOMU3MPOBAHHBIX MCCJIETOBAHUM,
MOJKET TIPUBECTU K YBEJIMYEHUIO PUCKA CEPbE3HBIX
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HeKeIaTebHbIX TOCAe[ICTBUN. B yacTHOCTH, CO-
riracuo panubiM uccaexoBannil CAST u CAST-II,
HazHaueHue npernaparoB [C kiacca manueHTaMm ¢
JKHP n ykasanussMu B aHaMHe3e Ha IlepeHeceH-
HbIll panee OVIM cornpoBoKaaeTcss OCTOBEPHBIM
yBesimyenneM xapakrepuctuk BCC [99, 100]. Tem
He MeHee, CYIIEeCTBYeT PSl CUTYaluid, Tpu KOTO-
pbix HazHaueHre AAT MoKeT GbITh OITPaBIAHO.

[Tpesxkne Bcero, 3TO MANMEHTHI ¢ UMILJIAHTHPO-
BaHHBIMK KapAKroBepTepaMu-iedeOpuiissTopaMu
(MKI) n yactbiMu 060CHOBaHHBIMU cpabaThiBa-
HUAMU 110 ToBoy penuausupyiorieii KT/ DK.
Takag cutyarusg B CBOUX KPaWHUX MPOSIBIEHUIX
Ha3bIBAETCSI APUTMHUYECKUM IITOPMOM 1 00YCIIOB-
JIMBaeT HeoOXOIMMOCTD JIOTIOJTHUTEIhHOTO Ha3Ha-
yenus AAT pnst repanum JK'T u ymMeHbIlIeHUST KO-
JmmaecTBa amu30108 Tepanun MK/,

AMHOIapOH U COTAJOJ. AHTUAPUTMUYECKUIA
addext npermraparos 11 kracca, Taknx, Kak aMuo-
TApOH W COTAJOJ, CBSI3aH C yAJUHEHWEeM MOTEH-
1uajga JefCTBUS M yBeJIWYEHUEM JJTUTEeJTbHOCTH
pedpakTepHOro mepuoa, 4To crocoOCTBYeT Ipe-
PBIBAHUIO TUPKYJISIINH 9JTEKTPUIECKOTO UMITYJIh-
ca B TIeTJIe pe-enmpu, & TAKKe TIO/IaBJISIET ADUTMUM,
BO3HUKAIOIIUE 110 TPUTTEpHOMY MexaHusmy. [lo-
JIOKUTEJbHOE BIUIHUE aMUO/IapOHA M COTAJ0JIA
MPU AaPUTMUSIX CBSI3aHO, B TOM YKCJIE, C UX aHTHU-
uieMudeckuM jieiictBueM, ymenbliiieanem YCC,
HeHpoOMOLYyIUPYIONUME d(hheKTaMu 1 BAUSHUEM
Ha COKPATUTEJIbHYIO (DYHKIIMIO JIEBOTO KETy/10U-
ka [101]. Borrpoc o BimsiHUM IaHHBIX MTPENapaToB
Ha BBIKUBAEMOCTD TIPU WX JIOJATOCPOYHOM Ha3Ha-
YEeHUU OCTAETCS OTKPBITBIM. P KIMHMYECKUX
WUCTIBITAHUN W OJMH MeTa-aHajan3, BKJIIOYaBITAN
HECKOJIPKUX KPYITHBIX UCCJIEIOBAHUM, TPOIEMOH-
ctpupoBaiu cHuzkenre yactorsl BCC npu HasHa-
YEeHNW aMUO/IapOHa y TIAIUEHTOB ¢ IUChYHKITUEH
JI7K ocne nepenecennoro OVIM u nHenimemuuec-
koit JIKMII [102]. Onrako GoJbIIUHCTBO GOJIB-
HBIX B 3TUX KJIMHUYECKUX UCCIEOBAHUSX HAPSILY
C aMUOJIaPOHOM TPUHUMAIN U GeTa-GJI0KATOPBI.
KpymHoe, xopo1io craHnpoBaHHOE HMCCIeI0Ba-
uue SCD-HeFT, B koTopoMm ortenuBaimach mpodu-
Jaktrdeckas 3(h@GeKTUBHOCTh aMUOapoHa B OT-
nomenun npenorspaiienus BCC npu XCH, ne
BBISIBUJIO €TO TIPEMMYIIECTB 110 CPAaBHEHUIO C TLJIa-
11e60 y 6ospabIx ¢ IV OK XCH [103].

Bwmecre ¢ Tem, cieyeT oTMETUTB, UTO COTAJION,
KaK M aMHOJApPOH, SIBJISAIOTCS Hambosee ahdek-
TUBHBIMU cpejicTBamu 1ipu jedyennu KA. OHako
WX JITUTEJIbHOE Ha3HAaueHue MPUBOJIAT K Y/IJINHE-
Huto naTtepBasa QT m MOKeT OKa3bIBaTh, TAKUM
00pasoM, MPOAPUTMHUIECKOE JTENHCTBHE.

B nacrosiiiiee BpeMmsi HeT yOeqMTeNbHBIX JaH-
HBIX 00 YJIYYIIEHIH BHIKUBAEMOCTHU TIPH UCTIOJIb-
soBanmu AAIT 111 kacca y 60JIbHBIX ¢ Kapuaib-
Hoit matosiorueit u JKHP. VIx nagnaueHue mosker
OBbITH OTIPaB/IaHO y TareHToB ¢ KA B coueTaHnu
¢ Gera-agpenobaokaropamMu (I aMHOJapoOHa —
ITa, B; nis coramona — 1la, C) npu TiiaTebHOM
KOHTPOJIE 32 BO3MOKHBIMU TIOOOYHBIMU PEaKIUs-
MU OT UX Ha3HAUYEeHUs, a TAKKe aDUTMOTEHHBIMU 1
nmpoaputTMudeckuMu adexramu.

Takum 06pa3oM, caMblil BBICOKHIT YPOBEHbD J10-
KazaTeJbHOI 0a3bl B OTHOIIEHUH TIPOMOUIAKTHKI
BCC umeercst y 6era-610KaTOPOB, KOTOPbIE CJIe-
JlyeT HasHayaTb (IIPU OTCYTCTBUU IPOTHUBOIIOKA-
3aHU) ¢ 11esbI0 TepBuYHON Tpoduiaktuku BCC
BceM 00JbHBIM, TTepeHecinm OVIM, a takske ma-
IUeHTaM ¢ cuctoimueckoin auchynkmmeit JIK,
KaK UIIeMUYEeCKOTO, TaK U HEUTIIEMIIeCKOTO TeHe-
3a BHE 3aBUCUMOCTH OT apUTMUYECKOTO aHAMHe3a
[1, 4,12, 104-106].

C Toil e 1enbi0 y OOJbHBIX, TTEPEHECIINX
MM, naznavaiorcst uAIID /APA, ctaTtunbl, acnu-
put, ©3-TTHKK [107-109]. ¥V 6ombubix ¢ XCH
HEUIIIEMIYECKOTO TeHe3a 00s13aTeIbHO Ha3Have-
nue nAIID/APA, aHTaroHuCcTOB aJb0CTEPOHA,
o3-1THKK [87].

HNHTepBeHIIIOHHBbIE METO/IbI

B manHOM mojpaszesie 00CYKIAOTCST COBpe-
MeHHBbIE BO3MOKHOCTHM TIPUMEHEHUS Pa3InIHBIX
MHTEPBEHIIMOHHBIX METO/IOB B TPOGUIAKTUKE
BCC. Hcnomp3oBanue KaKIOTO W3 HUX WMeeT
Pa3IMUHBIN KJIacC TTOKAa3aHWN M YPOBEHbD JI0Ka3a-
TEJbHOCTU ¥ OIpPeNeaseTcs HO30J0TTYecKoi
dhopmoii ocrosroro 3ab0seBanust, DK cepaeunoit
HEJI0CTAaTOYHOCTH, COCTOSTHUEM CHUCTOJIMYECKOM
ynkmun muokapaa JIJK, knmuandeckoit cumno-
MaTHUKOI, HAJIMYMeM HapylIeHUi puT™a.

1519

CoBpeMeHHBII UMIIJIAHTUPYEMBIN KapuoBep-
tep-pepubpunarop (UKJ) mnpencrasisier co-
6oii cucTeMy, COCTOSIIILYO U3 YCTPOICTBA, KOTOPOE
3aKJII0YEHO B HeOOJIBIIO TUTAHOBBII KOPILYC, KO-
TOPBIA pa3Melaercsl MOAKOKHO WU ToAdaciin-
AJTbHO B JIEBOH MOAKIIOYNYHOM 06JIACTH U OJTHOTO
u 6oJjiee 2JIEKTPOJIOB, YCTAHOBJIEHHBIX B KaMe-
pax cepaua. Ha cerogusiiiHuil 1eHb NPUMEHSIOT-
csl OJHO-, JIBYX- U TpexkamepHbie (OMBEHTPUKY-
JIIPHBIE) CHUCTEMBI. B GOJIBIIMHCTBE allapaTosn
CcaMO YCTPOUCTBO, 3aKJTIOUEHHOE B TUTAHOBYIO KO-
POOKY, SIBJISIETCSI YacThiO Ienu paspsiaa aedud-
puigropa [110] (puc. VI.1).

B ocHOBe JieTeKIIY apUTMUI JIEKUT aHAJIU3 UH-

22 KnnHnyeckas npaktvika Ne4, 2012

http://clinpractice.ru



Kaunngeckue pexomenzaruu

"4
_,,\ Lene deghubpunnayuu

Puc. VI.T Cxema cospemennsix KL, Yetporicteo coctomT 13
TuTaHosoro kopnyca (1) n BHyTprceneuHoro anektpona (2). Lens
paspsaa VKL saknodeHa mexay kopnycom yCTpOHCTBA M KATYLIKOM
(3), Haxoaswerics Ha 2nexkTpoae. C MOMOLLbI0 AMCTANLHOMO KOHYMKA
snexkTpoAa (4) ocywectsngeTcs aetekums apUTMUYECKIX COBLITUI 1
NpOBEAEHIE QHTUTAXM- U AHTMBPQAM- SNEKTPOKAPANOCTMYASLMM.

tepBasia R-R, ¢dopMmbI kemymoukoBoro curHasa,
crabunpHOoCcTH RR-MHTEpBaja, COOTHOIIEHUST Xa-
PaKTEPUCTUK TIPEACEPAHON U KEJTYIOUYKOBOU aK-
TUBHOCTU (B JBYXKaMEpPHBIX cucTeMax). Bxoms-
W CUTHAJ TIPOXOAUT (PUIIBTPAIINIO, B Pe3yJIbTaTe
KOTOPOII 9JIMMUHUPYIOTCS U He TIOJBEPTaioTcs Jie-
TEeKIMN HU3KoYacToTHbIE (00ycioBaeHHble T-BoJI-
HOI) ¥ BBICOKOYACTOTHBIE KOMITOHEHTHI (00yCJI0B-
JIEHHBIE AaKTUBHOCTBIO CKEJIETHON MYCKYJIATyPBhI).

B nedubpuiisitopax cymnecTByOT pasindHble
30HBI JIETEKITUN YacCTOThI CEPJEYHbIX COKpare-
Huit. Harpumep, ecim 9acToTa apuTMUT TOTIAaeT
B 30HY (DUOPHILISAIMN JKeTyJ0YKOB (T/1e 4acToTa
coKpaleHnii keaysoukoB mpebimaer 200 B Mu-
HYTY), TO TIPOUCXOAUT Paspsij AehubpuiisTopa
st teparmuu MK mam BeicokowyactotHoit KT
(puc. V1.2).

3oHa 3oHa
KenyfouKoBomn drbpunnaumumn
Taxukapaun KenyaoukoB

30Ha 30Ha
6paau- HOpMOCKCTONUM

Yacmoma cepdeyHbix cokpaujeHut, yo. 8 MuH.

[
|

~40 ~120 ~200

ATCu/unu
Kapduosepcus/
Oepubpunnayus

Jemekyus,

HC mepanus He nposodumcs

Jlegpubpunnayus

Puc. VI.2. 3ons pnetekumm 8 VIKL. [Npepctasneqa cxema,
oTobpaxaioLas 30Hsl getekuym B cospemerbix VKL, s
30BUCMMOCTM OT YOCTOTbI KENYAOYKOBLIX COKPALLEHMH.

B «6pagmcucronmyeckoit sore» (HCC Huxe 40 8 muryty)
nposoautcs 0bsiuHas IKC 8 yCTOHOBIEHHOM peximme; B
«HopmocwcTonmdekoit soHes (HCC 40 -150 & munyTy) annapar
OCYLECTBASET JINLLb AETEKUMIO COOLITUI 1 SNEKTPOKAPANOTEPANMS
He MpoBOAMTCS; B 30He xenynoykosod Taxvkapam (HCC 150 -200
8 MUHYTY) MoxeT nposoanTscs anTuTaxmukapamyeckas IKC (ATC)
win kapauosepcus; 8 30He pubpunnsumm xenypodkos (npu YCC
200 8 MuHyTy 1 BhiLe] Mcnonb3yeTcs Aedubpunaums.

B 3one KT Bo3MokHO 1TpoBesieHNe pa3InuHbIX
BUJIOB aHTUTAXMKAPAMYECKOI KeJyJA0UYKOBOI
CTUMYJIAINN JIJIs1 TIoJlaBjienust aputmuii. Tak, re-
MOJIMHAMUYECKN He3HAunuMasi, OTHOCUTEJbHO
MeeHHasd KT, peructpupyemasi B HUI3KO4aCTOT-
HOU 30HE JETEKITNH, MOKET OBITh YCIENTHO KyTIn-
pOBaHA AHTUTAXUKAPIUTUYECKON CTUMYJISIUECH.
JKT mosxer 6piTh KynupoBana B peskume BURST
(cTUMYJISIMST KOPOTKUMU TTAYKaMU UMITYJIbCOB C
yacrotoii, Ha 10-30% mnpeBbiinaolieii 4acToTy Ta-
xuKapann), RAMP (cTUMYJISIUS UMITYJIbCAMU C
MOCTEeTNIEHHO yBeJMYuBaloleiica 4acToToil, mpu
KOTOPOU KaXK/IbII MOCJEYIONNI UMITYJIbC YKOPa-
YUBAET I[UKJ CTUMYJISAIMM 110 CPaBHEHUIO C IIpe-
AbLyM) uin RAMP+ (cTumyJsidaius OANHOY-
HBIM CKaHUPYIONIUM 3KCTPACTUMYJIOM, KOTOPBIT
HAHOCUTCS B 3aBUCUMOCTHU OT JIJTUHBI IIUKJIA TaXW-
Kap/Iu¥ yCTAHOBJEHHBIM HWHTEPBAJIOM CIIeTlie-
Hus). [lpu nx HeahHEeKTUBHOCTU BBITTOTHSIETCS
kapanoBepcust (puc. VI.3).

R R Vp Ve Vp Vp Vp
A 400 A 360 320 320 320 320 ms
lNanens A V V V V
R R Vp vp Vp vp vp
400 340 320 310 300 290 ms
lManens b
L1 Rvt Vp Ren Rsn
400 360 450 500 ms

lNaHens B V V

Puc. VI.3. Buasl antutaxukapomtmyeckori ctumynsumm. Ha nanene A
cxematnyHo npeactasner Burst pexim ATC. Onuna umkna XT (uk-
repsan R-R) cocrasnaet 400 mc. ATC nposoautcs ¢ puKcHposaH-
HOW anmkHot ukna (uHtepean Vp-Vp) 320 mc, coctasnsiowmii 80%
ot gnmnsl umkna XT. Ha naxene b cxematnaqo npeacrasner Ramp
pexum ATC. Hauna umkna XT (untepean R-R) cocrasnser 400 mc.
[poBoanTCS CTUMYISILMS MMMYNLCAMM C MOCTENEHHO YBENUYUBAIO-
LLEVCa HOCTOTOW, MNP KOTOPOM KAXAbIM MMMTY/bC yKOPAYMBAET LMK
CTUMynSILMM Mo cpasHeHuio ¢ npeasiayimm Ha 10 mc. Ha nanene B
cxematniHo npegctasned Ramp+ wnm ckanmpyiowmin pexim ATC.
nnna umxna XT (uHrepsan RVT-RVT) cocrasnser 400 mc.
[poBoanTcs CTUMynSLMsS OOMHOYHBIM CKAHMPYIOLLMM
akcTpacTumysnom (Vp), KoTopbIsi HAHOCUTCS B 3ABMCUMMOCTH OT [MHbI
uMKkna Taxukapgmn. B naHHom npumepe ckanmpytoLmii
skcTpactumyn npepsisaet XT.
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B 1.1, HOpMOcucTommueckoit 3oHe (HCC Haxo-
mutest B auanasone 40-150 yzapoB B MUHYTY)
WK/ nerektupyer put™, a B OpajnCHCTOJNYEC-
koit 3one (HCC Huzke 40 yiapoB B MUHYTY ) alliia-
paT OCYIIECTBIISAET 3JIEKTPOKAPAUOCTUMYJISIINIO B
3aITPOrPaMMUPOBAHHOM BPAYOM PEsKIMe.

[TapameTpbl feTEKIMU W AJITOPUTMBI Teparuu
1711 KQKIOM 30HBI YCTAHABJIMBAIOTCST BO BPEM:I TeC-
TUPOBAHNS YCTPOUCTBA C TIOMOIIIBIO TTPOTPAMMATO-
pa. B 3aBucuMocTH OT KJIMHWUYECKOI cuTyaluu,
MTPOBOIUMOI Me/IUKaMEHTO3HOU Tepalnu, 3T1 3Ha-
YeHUs] B JAIbHENIeM MOTYT KOPPUTHPOBATHCA.
[l mpenoTBpalieHns HeolpaBJaHHbIX Pa3psioB
BO BpeMs CYIIPaBEHTPUKYJISPHBIX apUTMUI, CHHY-
COBOH TaxMKap/uu MPUMEHSIOTCS (PYHKIUN aHa-
s3a ctabuibHocT RR mHTepBasa (mpu Taxucuc-
TOJINYECKON (hopMe (DUOPUIUIAIK TIPEACEPANii),
Mopdosorn sHA0TPahUIECKOTO JKeTyI0TKOBOTO
CUTHAJIA, PETUCTPUPYEMOTO JKeJTyTOYKOBBIM 2JIEKT-
pomom. CyiecTByeT BO3MOKHOCTb OIEHUTH BHe-
3aITHOCTb HavaJa TaXUapuTMuu (ITPU BO3HUKHOBE-
Hun KT wim OJK Besmmunna untepBasia RR BHe-
3aITHO YMEHbBINAETCs), a TaKyKe 3aperucTpupoBaTh
aHziorpaduyecKkrie CUTHAIBI B TIPEICEPAUsX U Ke-
aypoukax. ITox6op tepanuu MK/ onpenensiercs
BPAuOM Ha OCHOBAHWH MEPEHOCHMOCTH GOJIHHBIM
KJIMHWYEeCKON Taxukapanu. Tak, npu reMoinHaMu-
geckn 3Haunmoit 6eictpoit KT mimm DK nepsbim
IIarOM B Tepanuu SIBJsIeTCs J1eduOpuIsIms,
MorHocThIo Ha 10 /[k mpeBbITaoneli mHTpaoIe-
PAIMOHHBII TTOPOT Ae(bUOPIIIISITINN, C TTOCTETYT0-

MMM aBTOMATHUYECKUM HApPaCTaHWEM MOIIHOCTH
paspsIoB 10 MakcuMasibHbIX 3Hauennit (40 /xx), a
TaKk)Ke M3MEHEHHEM MOJISIPHOCTU B 1enu aedud-
puistitau ot Kopiryca UK/I k BHyTpucepieduHomMy
asexTpojy u Haobopot [110].

Idddextunocts MK/[ B oTtHOmEeHNN mpodu-
gaktukn BCC Oblia MoKa3aHa B HECKOJBKUX
KPYIHBIX KIMHUYECKUX UCCIIe0BaHusX (Tabmiia
VI1.1), mu3aiin KOTOPBIX TPEIoara OlleHKY Bbl-
JKIBAEMOCTHU Y TIAIIMEHTOB C HATTMYUEM OCHOBHBIX
dakropoB pucka BCC, Bwimenennbix Bigger JT
ente B 1984 1. [24]. Pesynbrarel, mojydyeHHblE B
9THX UCCJICIOBAHUSX, JIETJTH B OCHOBY CYIIECTBYIO-
ux ceroaus AMepukaHckux u EBpomneiickux pe-
KOMEH/IAINI TI0 UMTITTAHTAIIUN JIAaHHBIX YCTPONCTB
n PexoMmeHmanuii 1o JIeYEHUIO KETYTOUYKOBBIX
aputmuii ¢ resisio npoduraktukn BCC [4].

Takum 00pa3oM, HOBBIE TIOAXO/ABI K TIPOBEJIE-
Huto nepsuyHoil npodunaktukn BCC tpebyioT
BO3MOKHOCTHU OCYIIECTBIATh MPOdUIaKTUIEC-
Kyt JeUOPUIUISINIO Y 3HAYUTENHLHOTO YHUCIa
narenToB. C MPaKTHUYeCcKOoil TOYKN 3PEHUs TaKast
CUTYyaIusI TOJIpazyMeBaeT BO3MOKHOE HaHeCeHne
OJIHOTO Pa3psifia y OJHOTO GOJHLHOTO 32 OTHOCH-
TEJbHO TIPOJOJIKUTEIBHBIN TIepuoji BpeMeHH,
HaIpUMep, COCTABJISIONINI HECKOJIBKO JieT. B ¢Bs-
31 C 9TUM KJIWHUYECKOE MCIIOJb30BaHNE HOBBIX
W K/I-Trexrosoruii, B pa3paboTKe KOTOPBIX MPH-
HSJTW y4acTue, B TOM YHCJie M OTeYeCTBEeHHbBIE yue-
Hble, MTPUOOpPETAaeT BaskKHOE KJIMHMYECKOE 3Have-
nue [117-119].

Tabnuya VI.1.

Hccaenoranus no onenke MK/I B oTHOmeHnu nepBuyHoil 1 BropuuHoii npoduiaktuku BCC

HUccaenosanue,
roJ1 MyOJIMKAIMI
pe3yJIbTaTOB

Ienn uccaenoBanus

KoanuectBo
MALMEHTOB | HA0MI0AeHHs

Iepuon Pe3yasTatnl

Bropumunas npodpunakruka BCC

CpaBHenue AAT u UK/ y nunx

AVID 1997 [25] MePEKUBIINX CEPACUHBIN apecT

1016

CHMXeHMe 001LIeii JIeTaIbHOCTU B
13 MecsiueB |moarpymrie nauueHToB ¢ MK/ Ha
29%

CpaBHenue AAT u UK/ y nun

B rpynmne mauuenTos ¢ MKJI obias
JIETAJILHOCTD OblIa Ha 23% HUXKeE,

CepIeUHBIi apecT

CASH 2000 [27] L 57 mecsiiieB
MEPEXUBIINX CEPAEYHBII apecT ApPUTMUUECKAS JIETATBHOCTD
yMeHbIIMIach Ha 61%
CpaBHenue AAT amMmuogapoHOM B rpynne naunentos ¢ MK/ obmas
CIDS 2000 [26] |1 UKL y 1wttt nepexuBrmmx 3roga  |'CTABHOCTL Glna Ha 20% Huxe,

apUTMHUUECKas JTeTAIbHOCTh
yMeHbluIach Ha 31%
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Tabnuua VI.1. (npodormxeHue)

HUccnenona-

HHe. TO Kouu- Ilepunon
. 6.]1](1,](3 Hm[ Lleas uccnenoBanus YecTBO | HaOmoIe PesyabTarni
pZSyJ]bTal’:‘OB NANWEeHTOB | -HUSA
ITepBuunas npodunaktuka BCC

CpaBHenue MKJI u AAT y mauueHTOB .
MADIT ¢ OUM B anamuese, @B menee 35%, 196 27 S:v;mez:ee ggm;g;ﬁ;ag%{%cﬁzz
1996 [31] HXT u ungyuuposanHoii yct. KT B MECALEB | 5 4; Py 1

xozne 510D DU ¢

CpaBHenue UKI+AKII u
%’3]73 G-Patch AAT+AKIII y matmmenToB ¢ @B Himke 900 32 Tloka3zaTenm oOmIeil JIeTaIbHOCTHU
[111] 35% B OTHOIIIEHUU BIUSHUS Ha Mecslla | He OTIMYAINCh MEXKIY IpyIITaMu

0011110 JIETATbHOCTh

CpaBHenue MKJI, AAT u 6a3oBoit CHIXeHue o0lLel JIETaJIbHOCTH B
MUSTT 1999 | Tepanuu HNBC y nauuventos ¢ OUM B noarpynne nauveHtos ¢ MK/ Ha
33] aHamHese, OB menee 40%, HXT u 659 Sner | 31% u 24% B cpaBHeHUU C

WHAYLMpoBaHHOM ycToitunBoi KT B rpynmoi AAT u 6a30Boii Tepanuu

xoze 3H10D DU HUBC cooTBeTCTBEHHO
MADIT II CpaBHenue MK]I 1 6a30Boi1 Tepanuu 20 CHuXeHue abCONIOTHOrO pucKa
2002 HUBC y nauuentos ¢c OVUM B 1232 MECSIIICR 0011 JIeTaIbHOCTU B MOATPYIINe
[32] anamHese, @B menee 30% 1 manueHToB ¢ MKJI Ha 56 %

CpaBHenue 6azoBoii Tepanuu XCH u CHIDKCHIE 26COMIOTHOIO DUCKA
CAT 2002 ee coueranus ¢ MKJI 66 . P

104 00I1Iei1 JIeTaJIbHOCTH B TTOATPYIIIE

[112] y nauueHToB ¢ JIKMII, ®B meHee MECSILIEB

30% nanuenTos ¢ MK Ha 55 %
AMIOVIRT |CpaBHenue MK]I u amruomapoHa y 24 CHuXeHue abCOIIOTHOTO pHCKa
2003 nauueHToB ¢ JJKMII, @B menee 35% 103 MecsiIa 00111ell JIeTaTbHOCTU B MIOATPYIIIIE
[113] u HXT - nauurentoB ¢ UK/ Ha 17 %
DEFINITE |CpaBHenue 6a3oBoii Tepanuu XCH u 29 CHueHue abCOJIIOTHOTO pUCKa
2004 ee couetanus ¢ MKJI y mauueHToB 468 MECHLICE o01Iei 1eTalbHOCTU B MOATPYIINe
[114] OKMII, ®B menee 36%, HXKT u 2KD 1 nauueHToB ¢ MK Ha 52 %
DINAMIT CpaBHeHue 0a3oBoii Tepanuu OUUM u Wwmnnantauusa UK B
2004 ee couetaHus ¢ uMruiantauueit MKJI B 674 30 nogoctpom nepuoae OUM He
[115] nogoctpoM (0T 6 10 40 qHeit) epuone MecCsIeB | YMeHbIIaeT 0011yl0, HO CHUXAET

oM APUTMUYECKYIO JIETAIBHOCTh

CpaBHenue tepanuu MK/
COMPA- B c}gqeér;};imaiizgﬂ(n (?II{)?[C)HHXPOHHBH_ 12 CHumXeHue abCONIIOTHOTO pucKa
NION 2004 ESLBCL:M OBI;.HHOﬁ ADIIODECHHXDO- 1520 MECSILICE 00I1Iei1 JIETaJIbHOCTU B TTOJATPYIIIE
[116] poBar DIHOD po- "B aumentos ¢ MKJI-CRT Ha 36 %

HU3UPYIOIIeH Tepanueil uin 6a30Boi

tepanueit XCH

CpaBHenue MKJI, amuogapoHa u
SCD-HeFT iaue6o y naureHtoB ¢ XCH I1-111 45 CHuxeHne oOIIel JIeTaTbHOCTH B
2005 [34] o NYHA, ®B menee 35%, 2521 MecsLIeB noarpynne naveHtToB ¢ MK/ Ha

(atnonorus: UBC — 55%, IKMIT —
45%)

23%

Mpumeyarme: MBC - nwemmdeckas Gonests cepaua; XS - xenyaodkosas skctpacuctonus; KT — xenynodkosas Taxukapams;

JOKMIT - punatauporHas kapamommonatus; PB — ¢ppakums seibpoca; BJTHIT — 6nokapa neson Hoxku nydka luca;

WKL - nmnnaHtipyemsiii kapanoseptep-ge¢ubpunnatop; IxoKl - sxokapamorpagus; HYXT — HeycToiumBas XxenynoqkoBas TaxXMKapaus;
OWM - octpsirt uHpapkt mmokapaa; XCH — xporuueckas cepaeuras HegoctatodHocts; MIKL-CRT - umnnaHtupyemsivi kapamoseprep-

0ePUOPUINIATOP B COYETAHMM C GYHKLMEN KOPANOPECUHXDOHU3ALMM
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Panuouacrornad a6aanus

Karerepnass PUA saBisercst ogHoll U3 MHTEP-
BEHIMOHHBIX METOJNK, CIIOCOOHBIX 3(h(HEKTHBHO
YCTPaHUTh UM MOIU(UIINPOBATH CyOCTpaT OHO-
TO U3 TJIaBHBIX (PaKTOPOB prcka, a uMeHHO — JKT
u/umn MK, IlemecoobpasHOCTh €€ TPUMEHEHNS
oTIpeiesiIeTCsl TUOJIOTHEN apUTMUYECKOTO CUH/T-
poma, BapranToM ero tedenus. [IpoBenenne PHA
OTIPAB/IaHO y TAIMEHTOB C YACTBIMU IMOKOBBIMU
paspanamu UK/ mipu pasBuTumM T.H. «dJIEKTPU-
4eckoro mropmas (6osiee 3 ompaBIaHHBIX MIOKO-
BbIx paspsgos K] B Teuenue 24 yacon), oOyc-
JIOBJIEHHOTO ycToluuBoi peruausupytoniein KT,
pedpaxrepHoit k MHOxkecTBeHHOU AAT [120-
122]. Tem He MeHee, HA CETOJIHANTHUN JIeHb, JIaH-
Hble 06 s dexruBrocTn PHA B oTHOIIEHNH TTPO-
(punaktukn BCC orpanuveHbl, BO MHOTOM H13-32
TOTO, 4TO Tpymma manuenToB ¢ ;KT aBiasgercs He-
OTHOPO/THO 1 TIPOBEJICHIE PAHIOMU3AIIUN Y 9TOH
KaTeropuy MarueHTOB 3aTPY/IHEHO.

B cBA3M ¢ BbIIeCKa3aHHBIM, 3aCJIYKUBAIOT
BHUMAHUST PE3YJIBTAThl METa-aHAJIN3A 5 UCCIIeN0-
Banuii 1o onenke adgdextnsaoctu PYA KT,
omyOsmkoBantbie B 2012 ., B KOTOPOM aHAIU3U-
POBAJINCh JIaHHbIE 0 457 TAlMEHTaX CO CTPYKTYP-
HOU maTtosiorueit cep/iia (B OCHOBHOM UIIeMUYec-
Koro reHe3a) [67]. B ucciemoBannu cpaBHUBAIN
Bmussare PYA n AAT Ha Teuenne apuTMUYECKOTO
CHH/IPOMA U CMEPTHOCTH (0€3 YTOUHEHNST ee MeXa-
HU3MAa ), OT[eHIBAJIACh YaCTOTA PA3BUTHS OCJIOKHE-
uuii mpu poBesiennu PYA JKA. Pesynsrarsr me-
Ta-aHasm3a nokaszau, uto PUA KA nocroseprHo
IPUBOJUT K CHUKEHUIO KOJMYECTBA 3MU30/I0B
JKT, xommuectBa anuson08 cpabartbiBanus MK/,
Tem ne menee, nposesiennie PYA He compoBosxia-
eTCsl yMeHbllIeHueM CMepTHOCTH (B T.4. U BHe3all-
HoiT). [Tpu 06CysK/IEHNH TIOTyY€HHBIX PE3YIBTATOB
aBTOPBI OTAIOT cebe OTYET B TOM, 4TO MHOTHE TTy0-
JIMKAIIMK, BOLIE/AIINe B 9TOT MeTa-aHaJIu3, UMeJIn
OTMCaTeThHBIN XapaKTep, a I0Ji PaHIOMU3UPO-
BaHHBIX MCCJIE0BaHNUIT Obla orpanuyena [123].

Hecmotpst Ha ToT hakt, 4o myOAUKAIUY, [10-
cBamennble pesyasraram PUA HeumemMudeckux
JKHP, B 1.u. y nanimenroB ¢ AJ[TIJK, /IKMII, xa-
HAJIONIATUSIMU, CBUIETEBCTBYIOT O TOJIOKUTEIb-
HOM BJIUSTHUM WHTEPBEHIIMOHHOTO BMeIaTesb-
CTBa HAa TeYeHUE apUTMMYECKOTO CUHPOMA, O[-
HO3HA4YHO cyauTh o0 poaun PUA B npodumakrrke
BCC ceronnst He mpencTaBiseTcs BO3MOYKHBIM.
Yucso nanuenToB, IPUHUMABIINX YYacTHe B 9TUX
MCCJIeTOBAaHUSX OTHOCUTEIHHO HEBEJTMKO, a TTePH-
OJTbI KJIMHUYECKOTO HAOTIOEHUST 34 HUMU OBLIH
HETIPOOIKUTETHHBIMI.

Takum obpasom, cerogas PUA spisercsa Hau-
60J1ee ahHeKTUBHBIM METOIOM JI€YeH s Y TallieH-
ToB ¢ JKHP 11pu oTcyTCTBUM CTPYKTYPHOU TIATOJIO-
ruu cepaua [4]. Yayduenue reMoanHaMU4ecKUX
apaMeTpoB, BO3HUKAIOIIee IOCJe ITPOBeIEeHNs
PYA wummonarudeckoit ;KI, MoxkeT paccMartpu-
BaThCs KaK BayKHAsI ITIO3UTUBHAS MOJM(UKAIIS Ta-
koro dakropa pucka BCC kak cucrommueckas
muchynkimg [124]. Tem He MeHee, B a110Xy I0Ka3a-
TEJbHON MEIUIUHBL 711 TTOITBEPKIACHUST 3TOTO
HPEOJIOKEHNsT HeOOXOAUMBI JIAHHBIE PAHIOMU-
3UPOBAHHBIX UCCJICZIOBAHUI C ITTUTEJIbHBIM T1epHO-
JIOM HAOJTIO/IEHNST 32 ATOI KaTeropueil marnuenToB.

Xupypruyeckoe jJieyeHue apuTMHil

MeToaukn psIMOTO XUPYPrUYECKOrO Uccede-
HUS WJIW PE3EKIMU apUTMOTEHHOTO odYara Tio-
MpPeKHEMY HCIOJIB3YIOTCS B BEAYIINX XUPYPTHU-
YeCKUX TEHTPax y MalMeHTOB C PeluaAnBUPYIO-
meit KA, pedpakreproit kK MuokectBeHHoir AAT;
y marmuenToB ¢ MK/l n yacThiMu MIOKOBBIMU pa3-
psimamu; y 60JbHBIX ¢ HeahdekTuBHOCTEIO PUA.
Xupyprudeckoe jiedenne 00ycIoBIMBaeT He0OX0-
JIUMOCTD THIATEJbHON TpeoneparinoHHOl Mo/ro-
TOBKW W WHTPAOIEPAIIMOHHOTO OIPe/IeJIEHNST UC-
TOYHWKA WM UCTOUHUKOB Taxukapauu. /s anum-
MUHAIMA APUTMOTEHHBIX YYaCTKOB B psjie 1eHT-
POB HCIIOJIB3YIOT MO/IXOJI, OCHOBAaHHBIN HA pe3eK-
U pyOIOBBIX TOJIell B Muokapze. Ilockoabky
TaKWe BMeNIaTeTbCTBA TOBOJBHO TPAaBMATUUYHBI,
TO MCTIOJIb3YyEeMbIe CETO/IHS B KIMHUYIECKOH TTpaK-
TUKe OTIepalliy dHAOKAPIUATbHON Pe3eKINU TI0C-
TrH(APKTHOTO Py6Ia, KPYroBoil sHIOKapAUab-
HOW BEHTPUKYJIOTOMUU W IHIOBEHTPUKYJIOTLIAC-
TUKW, KaK MPaBUJIO, COUETAOTCS C A0PTO-KOPO-
HapHBIM NTyHTHPOBanneM. Bo BpeMs xupypruydec-
KOTO BMEIIATEIbCTBA TAaKKe MOTYT UCIIOJIb30BATh-
cda aujokapauanbaas PHA, kpuogectpykiug oua-
TOB APUTMUMU.

Takum obpaszom, tipu perpausupyiomieir KT
Ha (pore tepanun UK/, pehpakreproii k Mmeamka-
MEeHTO3HOM Tepanuu 1 KateTepHoit PHA, Bo3aMok-
Ha Xupyprudeckas pesexims odara ;KT man ero
npsmast PHA, uim KpuoiecTpyKIus.

¥ manuenToB ¢ BPOKIEHHBIM CUHAPOMOM Y7IJIH-
nenHoro untepBasia QT (LQTS) Boimosnenue se-
BOU MIEHHO-TPYAHON CUMIATUYECKON TaHTIIMO9K-
TOMWU UCTIOJIb3YETCS KaK JIOTOJHUTENbHBIN METO/
JIeYeHUST TIPU 9acThixX anmn3ozax teparmu MK/ v
pu HerepeHocuMocTh Geta-6tokatopos [ 126].

PeBaCKyJIﬂpI/IBaIIPIH MHORaApJZa C LE€JbI0 JE€YE€HUA
apuTMHIA

PazButne KA Hanpgamyio CBS3aHO C OCTPOU
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nim xponnveckoit UBC. B ¢Bsizu ¢ aTum, Xupyp-
rudyecKast MM MHTEPBEHIIMOHHAS PEBACKYJISIPU3a-
st THOEPHUPYIONET0 MHUOKapa MOKET YJIyd-
[IATh 9JIEKTPUYECKYIO CTAOUJIIBHOCTh M CHUBWTD
BEPOSITHOCTD PA3BUTHS JKETYTOUYKOBBIX apUTMHUH.
Takum 00pa3oM, CKPUHUHTOBasi JUATHOCTUKA U
JiedeHue UIIEMIH CEPITia T0JKHbI ObITh TIEPBHIMU
aTanamu cTpatuuKauu pucka u mpoduIakTu-
kn BCC, mocKoJIbKy peBacKyJIsIpU3aIius Ku3He-
CIIOCOOHOTO MHUOKap/a MOKET MOAU(HUIIMPOBATH
Takoii ocHOBHOH ¢akTop pucka BCC kak cokpa-
tutesnbHas auchynknug JIZK [127]. Y paaa noc-
TUHGAPKTHRIX TMAIMEHTOB KU3HEYTPOsKAoINne
JKHP moryT 6bITh ycTpaHEHbBI PEBACKYJISIPU3AIIN-
eil MuOKap/a, HO TOJIBKO B TOM CJIydyae, eCIi OHU
npoBonupytoTcs wuiiemueir. CHU3UTb 4YacTOTY
JKT/DIK B ocTpsiii epros uHdapKTa MHUOKap/a
TTO3BOJISIET U PAHHSS PEBACKYJIIPU3AINST MIOKaP-
JIa B COUeTaHuu ¢ HazHayeHueM Oera-0JI0KaTOPOB.

Tem He MeHee, y 3HAYUTETBHOTO YnCaa OOJIb-
HBIX, HECMOTPS Ha MPOBE/IEHHYIO PEBACKYISIPU3a-
1uio Muokapaa, puck pazsutusg BCC B Teuenne
roza coctasisieT 13% [128]. Caenyer nmoHuMarh,
4TO y GOJIBHBIX ¢ OOJIBIION TJIOMIA/bI0 PyOIa BOC-
cranosyienrie MB JIJK menee BeposiTHO, U MMII-
nanrTtaius MK/ moxker moTpeboBaThest ke BCKO-
pe TocJie TPOBeIeHNs PeBACKYJISIPU3AIINN.

00630p MccIe0BaHMIA, TTOCBAIIEHHBIX JaHHOI
pobJieMe, CBUIETENLCTBYET O TOM, YTO PEBACKY-
JIIpU3anusl MUOKapa TMPUBOIUT K YBEJTUICHUIO
BBIKMBAEMOCTH M CHUZKEHUIO YACTOTHI PA3BUTHS
BCC B ornanentom mepuoge Habsomenus [129].
Eciu teyenne VBC ocrnoxusercsa pa3Butuem
KA, 0cO6EHHO y MAIIMEHTOB € MOPAKEHUEM CTBO-
Jia JIeBOM KOPOHAPHOU apTepuul U MPOKCUMAJIb-
HBIX OT/IEJIOB TePeHell MeXKKeTyI0YKOBOI BeT-
BU, TO CYIIECTBYET BBICOKAsI BEPOSITHOCTBH TOTO,
YTO PeBACKYJISIPU3aIsg MUOKap/ia TI03BOJIUT CHU-
3UTh YaCTOTY Pa3BUTHS U YMEHBITUTD TSIKECTh Te-
YeHUsT apUTMUYECKOTO CUH/IPOMA, a Y HEKOTOPBIX
MAIMEHTOB TIOJTHOCTHIO €T0 YCTPAHMUT.

Ha nam B3r7151/1, OT/I€/TBHOTO BHUMAHUS 3aCTy-
JKUBAeT BOIIPOC TIPOBEICHNS PEBACKYJISIPU3AIINH Y
HarueHToB ¢ uiemmdeckoit stuosorueit XCH 6e3

KJIMHUYECKHU BeYIUX IPOSIBICHUI CTeHOKapnuu
C 1eJIbI0 TTEPBUYHON U BTOPUYHOM MPO(PUIAKTUKN
BCC. B orHomeHnn 3TOH KaTteropuu OGOJbHBIX
KpaifHe OTPaHMYEHbI JaHHBIE O BJIUSHUU PEBACKY-
Jgpu3anun He Toabko Ha yactoty BCC, HO 1 Tak-
e Ha 00110 BBIKMBAEMOCTb.

B maHHOM KOHTEKCTEe IUarHOCTHYECKOe o0cie-
noBanue 0osibHbIX ¢ XCH uiemuyeckoro resesa
JIOJKHO BKJIIOYATh U OIEHKY JKU3HECTIOCOOHOCTH
Muokapza. Tak, B 11es10M psijie TIPOCTIEKTUBHBIX U
PETPOCIIEKTUBHBIX MCCJIEI0BAHUM, a TAKKe MeTa-
aHaIN30B, OBLJIO MPOJAEMOHCTPUPOBAHO, YTO Y
GOJILHBIX C UIEMU3UPOBAHHBIM, HO BCE €Il JKU3-
HECTIOCOOHBIM MUOKAP/IOM, TIOCJIE TIPOBEIEHNUST pe-
BACKYJISIPU3AIMH OTMEYAETCs yIydIlleHne COKpa-
tutesbHOU hyHKIMU JIJK 1 XapakTepucTuk BbI-
sxuBaemoct [127]. Hamporus, y Gosbubix 6e3
JKU3HECTTOCOOHOTO MUOKApP/a PEBACKYJISIPU3AIIHS
Hea(pheKTUBHA, a 3HAYUT, cJaeLyeT U30eraTb Bbi-
MIOJIHEHUs KpaliHe PHUCKOBAHHOW ollepaluu.
CraHmapTHOI METOUKOU JIJIST OIEHKU aHATOMUU
MHOKap/ia, ero peruoHaJbHON 1 0011eil coKpaTu-
TeJbHON (DYHKIIMU, KU3HECTTOCOOHOCTH H, YTO
elle BakHee, pa3MepoB HH(apKTa M IPOIEHTA
TPaHCMYpPaJIbHOTO IOpaskeHUs (OIpeIesIsieMoro ¢
MIO3/ITHUM Ta/IOJIMHUEBBIM YCUJIEHUEM) SIBJISIETCS
MarHuTHO-pe3oHaHcHast Tomorpacdusg [130].

Bb160p M€Ky OCHOBHBIMU METO/IAMHU TIPSIMOi
peBackyssipusanuu (AKII wim wHTEpBEHITNOH-
HOW aHTUOIUIACTUKON) /TOJKEH OCHOBBIBATHCST HA
THIATEJBbHON OIleHKe aHATOMUM KOPOHAPHBIX TO-
PaKeHU, 0KUAeMOU <IIOJHOTBI» PEBACKYJISPU-
3al[iH, XapakTepa COYeTaHHbIX 3a00/I€BAaHNH 1 Ha-
JINYUS WA OTCYTCTBUS COIYTCTBYIOIIETO BbIpa-
’KEHHOTO KJIAIIaHHOTO TIOpakeHus ceplia.

Tem He MeHee, IpoBefieHMe YCIIEIIHON peBac-
kyssipusanuu y 6osabHbIX UBC ¢ cucrommueckoit
nuchyHKIME He CHUMAeT C TIOBECTKU aKTyallb-
HOCTH MeponpusaTuii mo npodunakruke BCC n
nmrtantaiun UK/ [4, 12].

B ra6amnmax VI.2 u V1.3 npuBogarcs pekoMeH-
naruu uist 6osbHbIx XCH ¢ cucrosmueckoii auc-
dyuxrmein JOK (DB<35%) u npeobiamanuem
CUMIITOMOB Jin60 creHokapanu, 6o X CH.

Tabnuuya VI.2.

Pexomenmanyu a1 60JbHBIX ¢ XPOHHYECKOH cepeYHOoi HeJOCTATOYHOCTHIO U CHCTOIMYECKOM

machynxueii JIK (OB < 35%), ¢ npeobaasanneM CUMIITOMOB CTEHOKAPIUA

Pekomenpauuu Knacc nokazanmii Jloka3aTeJlbHOCTb
Brinonnenne YKB Bo3MOXHO Tipu moaxoasiiei 1Ib C
aHATOMUU U MIPU HAJTMYUM XKU3HECIIOCOOHOI0 MUOKap/a.
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Tabnuua VI.3

PeKOMeHI[aH,l/II/I JJIA 00JIbHBIX C XpOHI/l‘IeCKOﬁ cepaeqﬂoifl HEJOCTATOYHOCTHIO CHCTOJINYECKOI

muchynkuueii JIK (OB < 35%), ¢ npeobiaanneM CHUMITOMOB CEPE€YHON HEOCTATOYHOCTH

(creHokapaus Ha ypoBHe I-11I kinacca wiu ee oTcyTcTBHE)

JKM3HECITOCOOHOTO MuUokapaa.

Pekomennanun Knacc nokasanuii Jloka3aTebHOCTD
Brinonnenne YKB Bo3aMoXHO Tipu
MOAXOIIIEH aHATOMUU Y MIPU HAJTMYUU 1Ib C

B oTcyTcTBHE MOKa3aHHOTO HATMIUS
KM3HECITOCOOHOTO0 MUOKapaa
peBacCKyIIpHU3aIs He PeKOMEHIYETCS.

I B

VII. CTPATUDOUKAIINA PUCKA
N ITPOOUJTAKTHKA BCC ITPU OTAEJbHbBIX HO3OJOT'NMYECKUX ®OPMAX

VII.1. Crpatudukanusa pucka u npodu-
aaktuka BCC y namentos ¢ UbC

VII.1.A. Crpatudukanus pucka u npodu-
naktuka BCC y nanueHToB ¢ nocTuH()apKTHBIM
Kap/IHOCKJIEPO30M M CHCTOJINYECKOI THCPyHK-
mueit JIK

Crpatudukanus pucka

st onpeneniennst pucka pasputust BCC u BbI-
6opa Mep ee MPOOUIAKTUKN Y JTAHHOW KaTerOPHH
MaIMEeHTOB, MPeKIe BCEero, HeEOOXOANMO COCTa-
BUTH TPEJICTABIEHNE O BapuUaHTe KJIMHMYECKOTO
tedennss MBC B Kak/IoM KOHKPETHOM CJiydae
(cTabuIIbHBIN-HECTaOUITBHBII ).

Y manueHToB ¢ yKa3aHUSAMU B aHaMHe3e Ha T1e-
peHecennblii panee (He Menee 40 nHeit) uHMapKT
MUOKapa anroputm crparuduraimu pucka BCC
npezcTasied B Tabsmme VIIL1.1.

[TocnenoBaTesbHast peannsanus MpeICTaBIeH-
HOTO aJITOPUTMA Y JJAHHON KaTeropuu TalueHTOB
IpeIIIoIaraeT, IIpesk/ie BCETro, NCKIIoYeHe HecTa-
6unbHoro Bapuanra tedenunss VIBC, a Takxke BbI-
sBJIeHe OCHOBHBIX (hakTopoB pucka BCC, uto B
KOHEYHOM UTOTE, OY/IET OIPEIEATh IePedeHb Me-
POTIPUATHIA, HEOOXOAUMBIX JIJISI TIPOBEICHUST TIeP-
BUYHOI/BTOpruHOi npodunaktukn BCC B kaxk-
JIOM KOHKPETHOM KJIMHUYECKOM CJIydae.

Pexomenmanuu no npodunakruke BCC

B cootBeTcTBUUM ¢ TIpUHIMTIAMU JIOKA3aTEJb-
HOU MeINTIMHBI HUXKE TIPEJICTaBJIEH TIeEpeYeHb Me-
POIPUATHI, KOTOPbIe HEOOXOMMO OCYIIECTBIISITH
st miposesiennst nmpoduinaktukn BCC y nanuen-
TOB, UMEIOIINX YKa3aHWs B aHAMHe3€e Ha MepeHe-
ceHHbIN nH(MAPKT MUOKap/Ia.

Knacc I:

1. AnexBaTHOE MeIMKAMEHTO3HOE JiedeHUe
MNBC u XCH, Brmoyaloliee 00sg3aTebHOE Ha3Ha-
yenue (MpU OTCYTCTBUU TPOTHUBOIOKA3aHUN U
HelpreMJIeMbIX M000YHBIX 9(hdEKTOB) ClIeayIo-
IIUX TPYIII IIPEnapaTos:

* 6era-6s10kaTOpBI (A)

* nAIID (A)

* areTUJICAININIOBast KucaoTa (A)

e craTuHbI (A)

* s1IepeHoH nocyse VM 1nipu cCHU:KEHHOU
@B JI)K B couetaHuu ¢ JIEBOKETYAOYKOBOI He-
JIOCTATOYHOCTBIO MJIN caxapHbIM aurabeTom (B)

* [THKK (B)

2. BoccranoBsienne KOPOHAPHOTO KPOBOTOKA
XUPYPrUYECKUM WJIM MHTEPBEHIIMOHHBIM METO/1a-
MU TIPA BO3MOKHOCTH TIPOBEIEHUS ITON KOPPEK-
un (C).

3. B nessx Bropuunoii npodumaktuku BCC
NK/l-Tepanusi pekoMeH/I0BaHa TallMeHTaM, BbI-
skusiM mocsie MIK v reMogHAMUYECKN He-
crabuabHoil JKT (ocHOBHBIE (haKTOPBI PHCKa),
KOTOpBIE He ObLIN CBSI3aHBI ¢ 00OPATUMBIMK TIPHU-
YUHAMU ¥ KOTOPBIE TTOTYYAIOT MTOCTOSHHYIO OTITH-
MaJIbHYI0 MEIMKAMEHTO3HYI0 Tepanuio, UMeIOT
XOpounii (yHKIMOHAIbHBI cTaTyc* u Giaro-
MPUSITHBIN TIPOTHO3 BbIKMBAHUS B T€UEHME T0O/1a 1
6osee (A).

4. B nensax nepsuunoii npoduiaktuku BCC
WUK/l-Tepanusi pekoMeHZOBaHa IaldeHTaM C

(* - o MmeToauKkax nposeaeHns oLeHKM byHKLMOHANBHOMO CTATYCa Bbl
MoxeTe npounTats Ha caiite http://www.chcr.brown.edu/pcoc/
functi.htm)
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Tabnuua VII.1.1.

Crparuduxanus pucka BCC y nanueHToB ¢ nocTHH()APKTHBIM KapAHOCKIEPO30M

U cucromyeckoi nucdyunkiueit JIGK

1. Ectb 1 BepuduuinpoBaHHBIN 31130/ cepedHoro apecra Beienactsue O2K/AKT?

na HeT
CM. TIYHKT 2
2. EcTb 1 cTeHOKAapAMS 1/WIN TIpU3HAKK fAectabunmsanun® redenuss MUbBC?
na HeT

Koponaporpadusi, 00cyKaaTh BO3BMOXHOCTb
peBaCKyISIpU3aLINT

CM. pasnen pekoMmeHaauuu no npodbunaktuke BCC

3. EcTb 11 3aperucTpupoBaHHbIE HEYCTOMYMBBIE XKeJIyIOYKOBbIE HAPYIIEHUs puT™Ma™™*?

na

HET

XM-BOKT, o6cyxknath nposeneaue KATI, sHnoDdU

CM. TIYHKT 4

4. Ectb n KIIMHUKO-MHCTPYMCHTAJIbHLIC ITPU3HaAKN XpOHI/I‘IGCKOﬁ AHCBPU3MBI JICBOT'O )KCJ'[YI[O‘IK&?

na HET
00CYyXIaTh KapAMOXUPYPIHUECKOE JIeUCHIE
5. ®B JIXK menee 40%
na HET

cM. pazaen npodunaktuka BCC

CM. pasfen cTpaTUdUKaluMs pUCKa UM METOMIbI
npodpuiaaktuku BCC y mamueHTOB ¢ XpOHUYECKON
MBC u coxpaHHoit cuctonmuyeckoilt pynkuueit JIZK

* — nog TepmmHom aectabunnaaums Tedenns MIbC noHumaloT HectabunsHyio cTeHokapamio (cormacko onpeaenermio HauuoHanbHbix
pexomergaumii no nedenmio OKC Ges crosikoro nogsema ST Ha IKT) crenokapamio IlIl-IV PK npu otcytetamm sppexta ot ageksatHo
MPOBOAMMON GHTUAHTMHOLHOM TEPAMM, CTEHOKAPAMIO BO3HUKLLYIO MOC/E MPOBEASHNS MEPONPUSTHI MO PEBACKYAFPU3ALMM MUOKAPAC

(creHTrposanme, AKLL).

- nog TepmuHom Heyctoiumasie KHP normmaiorcs Heyctoumsas XT (HXT) u X3.

HaJIM4YMeM TaKOTO OCHOBHOTO (pakTopa puckKa
BCC xax auchynrmus JIJK, obycioBieHHas
npemirectByomuM MM (e menee yem 40 nreit
nocsie M), ¢ @B JIJK ke 40%, ¢ XCH I-111
OK mno wmaccudpukaruun NYHA, ¢ xopormmm
(byHKIIMOHATIBHBIM CTATYCOM, MOJYYAIONUM OC-
TOSIHHYIO ONITUMAJIbHYIO0 MEIMKaMEHTO3HYIO Tepa-
[UI0 ¥ UMEIOIIUM OJIarONPUSATHBIN [TPOTHO3 BbI-
JKUBaHUS B TedeHue roza u 6osee (A).

5. B nensx mepsuunoii npoduaaktuku BCC
NK/I-tepanus pekoMeH/I0BaHA TAI[MEHTaM C Ha-
JIMIMEM TaKUX OCHOBHBIX (hakTopoB pucka BCC
kak auchynknus JIJK, o6ycioBienHast mpeiect-

BytonuM VIM (He menee yem 40 gneit nocae IM),
¢ OB JIK nmxe 40%, ¢ XCH I-111 @K o knaccn-
ukammmm NYHA, ¢ meycroituusoit KT (1o man-
HpiM IKI, XM-9KT) u ycroitunsoii ;KT u/mmm
@K (muaynuposannoii B xoze aHn109 D), ¢ xo0-
pomuM (PYHKIIMOHAIBHBIM CTaTyCOM, IOJIyYaro-
UM TIOCTOSTHHYIO OTITUMAJIBHYIO MeINKaMEHTO3-
HYIO TEPAIIO U KMEIOIUM OJIaronpusiTHBII Por-
HO3 BbIKMBaHMs B TedeHue roja u bosee (A).

Kanacc Ila:

1. AMuomapon B coderanuu ¢ Gera-6J0KaTopa-
MU Yy TAIIUEHTOB C HAJUYMEeM TaKOTO OCHOBHOTO
daxropa pucka BCC kak cummromatuanbie JKHP
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npu OoTcyTcTBUM 3h@eKTa OT M30JIMPOBAHHOTO
npuema 6era-610katopos (B).

2. Coranon y nanuenToB ¢ JKHP (ocHoBHOI
(hakTop pucka BCC) nipu orcyreTBum apdexra ot
npuema 6era-610karopos (C).

3. IIpoBenierne XUPypruuecKkoro JedeHns Xpo-
Hryeckoi aneBpuambl cepia (C).

4. PYA JKT y nmarmentoB ¢ UK/ n AAT mipn
gacTeix (6ostee 2 pa3 B TO1) SMMU30/IaX OMPABIAH-
noit repanuu UK/ (C).

Kanacc I1b:

1. PYA y narueHTOB ¢ reMOIMHAMUYECKH CTa-
6unbroi JKT (ocHoBHOIl (akTop pucka BCC) u
DB 6ouee 40% (B).

2. Amuonapon y marentoB ¢ JKT (ocHoBHOI
axrop pucka BCC), koTopbie He TIEPEHOCAT U,/ WA
oTKazbiBatoTcs nosrydars Tepanuto MK/ (C).

Knacc III:

1. Hasnauenne AAT He sBisiercst 00si3aTesb-
HBIM Y TIAIIMEHTOB € aCUMIITOMHBIMU KO nim we-
ycroitunBoit KT (ocHoBHOI hakTop pucka BCC)
(B).

2. AAT IC knacca npotuBotnokasanbl (A).

3. Haznauenue amMmmoziapona He PeKOMEH/yeT-
cs maruenTaM ¢ TupeoTokcnko3zom (C).

VII.1.b. Crpatudukaiusi pucka ¥ MeTObI
npoduwraktukn BCC y namnueHToB ¢ XpoHuyec-
koit UBC u coxpanHoii cucromyeckoii ¢pyHK-
nueii JIJK

Crparundukanus pucka

CJiestyer IOHMMATh, YTO JIIOOOH TAIMEHT C Be-
pudwuiupoanubiM auaraozom MBC noteniu-
aJibHO oTHOCUTCs K rpymie pucka BCC, a 60Jib-
IIUHCTBO BHE3AIHBIX CMePTEl B aOCOMOTHBIX 3Ha-
YEHUSIX TPUXOUTCS Ha KATErOPHIO JINIL Oe3 BhIpa-
JKEHHOM CHCTOIMYecKoil Muc@yHKInU MUOKap/aa
JIOK [9-12, 19].

B arT0ii rpy1ie nanueHToB KJIoueBoe 3HayeHne
npruobpeTaeT BepuUKaIMs U TOCIeLY0Iast MO-
muduKamsg BTOPOCTENEHHBIX (haKTOPOB PUCKA
BCC, xoropsie, 10 cyTH, SBIASIOTCS U (DaKTOpaMu
pucka MBC. Takum o6pasom, poBejeHue guar-
HOCTMYECKUX TECTOB M Ha3HAYeHWe MeIMKaMeH-
TO3HOUW Tepanuu (BTOpUYHAA NPOPUIAKTUKA
NBC), permamentupoBannoe HammonagibHbIMU
Pexomenpanusmu 1o AMArHOCTUKE U JIEYEHUIO
xponnueckoit UBC, o cyTu, aBAg10TCS MEPOTIPH-
ATUAMU 10 cTpaTugUKaIUy pucKa U npoduiak-
tuke BCC [131].

[Togsnenne pa3znuyHbix BapuaHTOB /KA y ma-
nueHToB ¢ xporndeckoir MBC 3auactyio mosxer
OBITH CBsI3aHO C jgectabuinsaiueil Tevenuss MUHC

u/unn nporpeccupoBanem XCH.

B GosbInnHCTBE cirydaeB MPOOEKKN Ha/KeTy-
noukoBoi Taxukapauu (HIKT) y mammeHToB c
xponndeckoii popmoit BC 6eccummromust. /o
HACTOSIIIETO BPEMEHU HE CYMIECTBYET OOIIenpu-
HATBIX JJAHHBIX O TOM, UTO €€ MO/IaBJIeHne T0CTO-
BEPHO YBEJINYNBAET BHIKMBAEMOCTD. JleueHue yc-
tottauBoii KT y manmenToB ¢ XxpoHnvyeckoi Gop-
moit IBC ompenensercs ee KIMHUYECKUMHU TTPO-
SABJICHUSIMU U YACTOTOU ee BO3HUKHOBEHUS. Y Tia-
[IMEHTOB, ¢ YKa3aHWUSIMU B aHaAMHe3€e Ha 3MU30/]
cepneunoro apecra Beaenctsue DK /KT, koto-
pbiii pasBuiics noce 48 u ot Havyama OVIM, ume-
€TCs BBICOKUI PUCK BOBHUKHOBEHUST TTOBTOPHOTO
smmzona MK [132-134].

s onpenenennst pucka BCC u Bei6opa Tak-
TUKW JIeYeHUs y MAHHOW KaTeropuu MallieHTOB
HEOOXOAMMO YUUTHIBATH KIMHUYECKYIO KapTHHY
3aboJieBaHUsT U BepU(UIMPOBATH BO3MOKHBIE
npuunabl pazsutus JKHP. Anroputm crpatndu-
Kal[uy pucKa rpejcrasjien B Tabauie VIL.1.2.

Pexomenaanuu no npodpunakruke BCC

Knacc I:

1. AekBaTHOE MeinKamMeHTO3HOe tedenre BC
n XCH, Briovatoree o0si3aTelbHOE Ha3HAYEHUE
(TIpM OTCYTCTBUY TIPOTUBOINOKA3aHMIA U TOOOYHBIX
a(hEKTOB) cIeyIONNX IPYTII TPEapaToB:

* Gera-6s10kaTOphI (A)
nAIlD (A)
* AIETUJICATTUITNIIOBAST KUCTOTA, (A)
e ctaTtuHbl (A)
I[THKK (B)

2. B nensax Bropuunoii mpodunaktuku BCC
naienTam, BbKuBIINM ocsie MK uau remou-
Hamuyecku HectabuabHON KT (ocHOBHBIE (hak-
TOPBI PUCKA), TP HATMYUHU MTOKAa3aHUI PEKOMEH-
JIOBAHO BOCCTAHOBJIEHWE TPOXOJUMOCTH KOPO-
HApHBIX apTepuil, Tak KaK OCTpas UIIEMUS MHO-
Kap/a, Kak mpasuio, mposoiupyet KT (B).

3. B nensix Bropuunoit npodunaktukun BCC
UK/I-Tepaniust pekoMeHOBaHa ITallieHTaM, BBbI-
sxuBiM nocsie MK v reMogHAMUYECKN He-
crabunbnoii JKT (ocHoBHbBIE (DaKTOPHI pUCKA),
MPU OTCYTCTBUU BO3MOKHOCTU BOCCTAHOBJIEHUS
KOPOHApPHOTO KPOBOTOKA, KOTOPBIE MOJIydYaioT
MOCTOSTHHYIO ONTUMAJIbHYI0 MeNKaMEeHTO3HYIO
Tepanuio, UMEeT XOpPOIui (GYHKIIMOHATIBHBIN
cratyc*® u 6JaronpUsITHBII IIPOTHO3 BHIKUBAHUS B
TeyeHue roza u 6osee (A).

[* - o MeToauKax nposeneHns OLeHKM PyHKLUMOHANLHOMO CTATYCA Bbl
moxeTe npounTats Ha caiite http:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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Tabnuua VII.1.2.

Crpatudukanusa pucka BCC y manuenrtoB ¢ xpoanueckoiit UbC

M COXPaHHOIi cucrosmueckoi pynkmueit JIZK

1.EcTtb 1 npexoaduiasa i moCTodHHad NIEMHUA MUOKapaa I/I/I/II[I/I IIOBTOPHBIE OCTPbIC KOPOHAPHBLIC SHI/IBOI[LI?

Ja

HET

Koponaporpadus ¢ 1iesbto BIOOpa MeToaa
peBacKysipusaiuu

CM. MYHKT 2

2. EcTb 11 3aperucTpupoBaHHbIC YCTONUYMBbBIEC/HEYCTOMUMBBIC XKETYI0UYKOBbIE HApyIlIeHUs pUTMa?

Ja

HET

Koponaporpadus ¢ 1iebio BbIOOpa MeToaa
peBacKyJISIpU3alin

CM. peKOMEHIALMUH 10 JUATHOCTUKE U JIEYCHUIO
xponnueckoit UbBC [131]

Kanacc Ila

1. Teparmust aMuOapOHOM B COYETAaHUU C
B-agpenobiaokatopamu  1enecoobpasHa s
YMEHBIIEHUS BBIPAKEHHOCTH CUMIITOMOB, 00yC-
JIOBJIEHHBIX TAaKUMHU OCHOBHBIMU (DaKTOPaMUu
pucka BCC xak penuanBupyionias reMouHa-
mudeckn crabuibtast KT y naimeHToB ¢ aucdy-
ukmueit JIJK nmocse nepenecernoro OMM, koro-
PBIM He MOKeT ObITh uMILiantuposan K] nian
OHU OTKa3bIBAIOTCSI OT IPOBEJCHUS Oleparuu
nmitantanuu (C).

2. B nensgx mepBuunoit npodumaktukn BCC
BOCCTAHOBJIEHNE KOPOHAPHOTO KPOBOTOKA XU-
PYPrUYECKUM U/UJIU WHTEPBEHIIMOHHBIM METO-
JIOM TIPU BO3MOXKHOCTH €T0 TPOBe/IeHUs TTOKa3a-
Ho manuenTtam ¢ xpoandeckoit UbC n nannunem
reMo/ITHAMUY€eCKN 3HAYMMBbIX CTEHO30B KOPOHap-
Hbix aprepuii (C).

3. Ummnanranus MK/ 1menecoobpasna mnpu
JledeHnu peruauBupyiomiein ycroituusoit JKT y
arueHToB ¢ 1epeHeceHHbIM paHee OUM (oc-
HoBHBIe (hakTopbl prucka BCC) ¢ HOpMasibHOM
nan GJM3KONH K HOPMaJbHOW CHCTOJIMYECKON
(byHKIIMEN JKeNy0IKOB, TOMYyYaONUX TTOCTOSTH-
HYIO ONTUMATBHYIO JIEKAPCTBEHHYIO Tepanuio U
UMETONNX OJIATOTIPUSATHBIN TTPOTHO3 [IJIsT BBIKU-
BAHWS C XOPOIUM (DYHKIIMOHAJIBHBIM COCTOSTHU-
eM B Teuenue roga u 6osee (C).

Knacc ITb

1. PaguouacrorHas KaTerepHas aOJIsIUs WA
HazHayeHWe aMHMO/IapOHA MOJKET PacCMaTpPUBATh-
¢4 Kak anmprepHatuBa ycranoske UK/l y mamuen-
TOB ¢ yMepenHtoii quchynkiueit JIXK (DB 6osee
40%) ¥ HaaMYMeM TaKOTO OCHOBHOTO (hakTopa
pucka BCC kak peruiuBupyolas reMo[iHaMu-
vyecku crabmibHas KT (B).

Kanacc 11T

1. He pexomennyetcs naznauenne AAT B mipo-
(brmakTHUeCKUX 1eJIAX /I CHIDKEHNST CMEPTHOC-
TH Y NAIIMEHTOB ¢ HEYCTONUMBBIME OECCUMITTOM-
ueiMu JKA (ocHoBHoIT akTop pucka BCC) (B).

VII.2. Crpatudukanus pucka u mnpodu-
naktuka BCC y nmamueHTOB ¢ XpOHUYECKOit
cep/leYHOH HeJJOCTaTOYHOCThIO

CepzeyHast HelOCTaTOYHOCTb — IATOJIOTHYEC-
KOE COCTOSTHUE, ITPH KOTOPOM CEPJEYHBIN BHIOPOC
HE COOTBETCTBYET TOTPEOHOCTH OpraHu3Ma
BCJIEZICTBUE CHUKEHUST HACOCHOM (DYHKITUU cepji-
1a. B kamuAnYeckolt mpakTukKe pa3aindaioT OCTPYIO
U XPOHUYECKYIO CEpPJEYHYI0 HEeJI0CTATOYHOCTD.
Cepreynast HEJJOCTATOYHOCTD HE SBJSETCS CaMO-
crosiTeTbHBIM 3a60sieBatneM. Kak mpasuiio, oHa —
OCJIOKHEHUE WJIM PE3YJIbTaT Pas3IMYHbIX 3a60J1e-
BaHUU U COCTOAHUI.

Y maiueHTOB ¢ XPOHUYECKOU cep/edyHoil He-
JIOCTaTOYHOCTbIO, COITPOBOKIAIONICHCS CHUKEHU-
€M CUCTOJINYeCKO (PyHKIIMH, YaCTO BCTPEYaIOTCs
/KA u noseimmen puck BCC. 9tnosorus XCH, Be-
POSITHO, OKA3bIBAET BJMSHIE HAa Pa3IMYHbIe MeXa-
HU3MBI 1 BU/BI KA. [[oTOTHUTETbHBIMY TTPETIK-
topamu BCC y 6ompabix XCH siBiistioTcst BbIpa-
JKeHHas MUTpaJbHAas PETypruTarus, CHUKeHUe
ypoBHsI reMoryiobnHa u comyterBytonias XI1TH, ¢
nporpeccuBHBIM yBesmuenuneMm pucka BCC na
cTaauu xXponundeckoro auanuza [135-138]. U3
HHCTPYMEHTAJIBHBIX TOKa3aTesaeil HanbobIIeil
IIPOTHOCTHYECKOH TleHHOCThI0 y OGosbHbix XCH
obmamaror dpakumst Beiopoca (DB), mauTens-
HOCTh KoMIUTekca QRS, Hasmmume 610Kl JIEBOI
HOKKM Tiyuka [uca, curHas-ycpennennast IJKI,
BapradeSbHOCTh PUTMA CEP/IIA, TTaTOJOTHYECKITE
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nusMeHeHust 6apopediiekca, ajasrepHanus 3yoma T,
mucnepeust waTtepsaga QT, TypOyieHTHOCTD cep-
neunoro putMa [139].

Crparudukanus pucka

[l onmpenenenns pucka pazsutust BCC u BbI-
6opa Mep ee MPOOUIAKTUKN Y TAHHOW KaTeTOPHH
MAIMEeHTOB HEOOXOMMO COCTAaBUTH IPEICTaBIIE-
Hue o rerese X CH B Ka10M KOHKPETHOM KJINHU-
YECKOM cJrydae.

B tabaune VIL.2.1. mpencraBieH ajroputm
crpatudukanuu pucka BCC y manueHToB €
XCH. TlocnenosaresibHast peanusaiiusg JaHHOTO
JITOPUTMa TO3BOJIUT OIPEIEJNUTh TepedeHb Me-
PONPUATHIN, HEOOXOIMMBIX JIJISI IIPOBEACHUS T1eP-
BUYHOI /BroprnuHoil npodmiaktukn BCC B kax-
JIOM KOHKPETHOM KJIMHUYECKOM CJIydae.

Pexomenpanuu no npodpuinakruke BCC

Knacc 1

1. AnexkBaTHOE MEIUKAMEHTO3HOE JieYeHWe
XCH cornacno peticrBytomuM HarmoHaabHbIM
Pexomenpanmsim o nedennio XCH [83], Bkitio-
yaioniee oOsi3aTesibHOe HasHavyeHue (IIPU OTCYT-
CTBMM IPOTHBOIOKA3aHUN M TOOOUHBIX dhdeK-
ToB) Gera-60katopoB (A), uAIID (A), anraro-

HUCTOB asiblocTepona (A)

2. B nemsx Bropuunoii npodunaktuku BCC
NK/I-Tepaniugd pekoMeHIOBaHA IAIlMEHTaM, Bbl-
sxusiM mocsie MIK v reMogHAMUYECKN He-
crabuabHoil JKT (ocHOBHBIE (haKTOPBI PHCKa),
KOTOpBbIE He ObLIU CBSI3aHbI ¢ 00OPATUMBIMK TIPHU-
YUHAMU ¥ KOTOPBIE TTOTYYAIOT MTOCTOSHHYIO OTITH-
MaJbHYI0 MEINKAMEHTO3HYI0 Tepanuio, UMeIOT
XOpoLuii (pyHKIMOHAIBHBIN cTraTyc* 1 OJaror-
PUSITHBIN TTPOTHO3 BBIKMBAHWS B TeYeHHUE rojla u
6ouiee (A).

3. B nengax nepsuunoii nmpodunaktukun BCC
WK]/I[-tepamnusi pekoMeH0BaHa MnalyuenTaM ¢ Ha-
JINYUEM TaKOrO OCHOBHOTO haKTOpa pUCKa Kak
michynkims JIJK, o0ycioBieHHass MpeAIecTBy-
toimuM MM (He menee uem 40 et iocie IM), ¢
OB JIK nmxe 40%, ¢ XCH I-111 DK no knaccu-
dukarmm NYHA, ¢ xopomum GyHKIIMOHATBHBIM
CTaTycoM™, TOJydYarolnM TOCTOSTHHYIO OITH-
MaJbHYI0 MEINKAMEHTO3HYIO Tepanuio U WMelo-
UM OJIATOTIPUSITHBIN TPOTHO3 BBIKUBAHUS B Te-
genHue roza u 6ouee (A).

4. B nensax nepsuuynoit npodumaktukun BCC
UK/I-Tepanust pekoMeHioBaHa TallieHTaM C He-

Tabnuua VII.2.1.
Crpatuduxamusg pucka BCC y nanuentos ¢ XCH

1. UMmeroTcst i maHHbIe 00 mimemMnyeckoM reHeze XCH?

na HET
Koponaporpadus, o6cyxaaTb BO3SMOXHOCTb CM. TIHKT 2
peBacKyJIsIpu3alm
2. EcTb 1 yka3aHUsI B aHAMHE3€ Ha 3MU30]1 CEPIeYHOTOo apecTa?
na HeT

Mepbl TpopUIIaKTUKA OYIYT ONPEaeISIThCS:
*+ @K XCH o NYHA,

» BenmuuHoi OB JIK,
(cM. peKoMeHIALINHI

o npodunaktuke BCC — xiace 1, myHkT 1) * HanmuuueM /otcyreTueM KA

¢ HaJIMYMEM /OTCYTCTBI/ICM IIPU3HAKOB
JCCUHXPOHU3AIINH KCITYT0YKOB

(cM. pekomeHaauu 1o npodunakrtuke BCC)

3. NmetoTcst 3aperncTpupoBaHHbBIE YCTONYMBEIE/HEYCTOMUYMBBIE KeJTyTOYKOBbIE HApYIIEHUs] pUuTMa?

aa HCT

XM-DKTI, obcyxmath mposeaecHue sH10D DU CM. pekoMeHaamuu no npodunaktuke BCC

[* — o meToamkax MpoBeaeHHs OUEHKM BYHKUMOHANLHOTO CTATYCA Bbl MOXETE MPOYUTATL HA CakiTe

htto:/ /www.chcr.brown.edu/pcoc/ functi.him)
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UIeMUYeCKUMU  3a00JIEBAaHUSIMU  CEP/IIIa, UMETO-
umM OB JIDK menee 35%, XCH II-IIT DK no
krnaccuduranun NYHA (ocHoBHOI (hakTop puc-
Ka), TIOJIy4JaroNuM TIOCTOSTHHYIO ONITUMAJIbHYTO Jie-
KapCTBEHHYIO Tepamnuio, ¢ XOpPOImuM (HyHKITHO-
HAJIBHBIM CTATyCOM™ 1 UMEIOTINM OJTarOTPUSITHBII
IIPOTHO3 BBIKUBAHUS B TeueHre roja 1 6osee (A).

5. ComyTcTByIOIIasi Tepanusi aMUOJAPOHOM,
COTAJIOJIOM B BUJIE MOHOTEPAITUH UJTH B COUETAHNUN
¢ PB-azpeHobaoKaTOpaMi € I€JIbI0 YMEHBIIEHUS
cumntomoB JKT (kak ycroitumBoii, Tak U Heyc-
TOWYMBOII) pPEKOMEH/I0BaHa MallMeHTaM ¢ WMII-
santupoBanHpiMu IK/I, nosyyatonum tepanuio
o ooy XCH (C).

6. AMHO/IaPOH TI0Ka3aH MallMeHTaM C IeJIbI0
Jledenns reMoaumHaMudecku 3HaunMbIX KT m
HIKT B cayuae, ecim KapimoBepcus M,/ Uil KOP-
pPeKIns MPUYNH BO3HWUKHOBEHWS apUTMHUU He
CMOTJIN YyCTPAHUTD WJIM TIPEJIOTBPATUTD €€ PAaHHUIA
peruuB (B).

Kanacc Ila

1. B nenax nepsuunoit mpoduaaktuku BCC
WK/I-repanus, KoMOMHUPOBaHHAsE ¢ OUBEHTPU-
kyssipaoit IKC, nokazana nannerTam ¢ XCH I11-
IV ©K no knaccucdpukanmmu NYHA (ocHoBHOI
(hakTop pucka), MOJYYAIOMINM ONTUMATIBHYIO Jie-
KapCTBEHHYIO Tepalunio, y KOTOPbIX JVINTEJIbHOCTD
rommzekca QRS wa one cunycoBoro purma rpe-
Boimaet 120 Mc, KOTOpble UMEOT OIarOTPUSTHBIN
IIPOrHO3 BBIKMBAHUS B TeueHue rojga u 6osee (B).

2. UK/I-Tepanus mokazaHa marfieHTaM ¢ peru-
JUBUPYIOIIEl TeMognHaMudecku crabmibHoit JKT
(ocHOBHOIT (haKTOP PHUCKA), HOPMAJILHOM WJTH TI0Y-
tm HopManbHoit DB JIK, momyuaionum onTu-
MmasnbHoe Jedenne XCH ¢ xopomum @yHKImo-
HAJIBHBIM CTATYCOM™® ¥ UMEOIINUM GJIarOmpUsTHBIN
IIPOrHO3 BbIKMBaHUs B TedeHune roga u 6osee (C).

3. busentpukyisipHas IKC 6e3 dyHKIUN
MK/ niesecoobpasta s npegorspaiienns BCC
y manuentoB ¢ XCH III-IV @K o NYHA, ®B
JIK menee 35% (ocHoBHbBIE (haKTOPBI PUCKA ), [IJTH-
TeTBHOCTBIO KoMTTekcoB QRS 160 mc (wmm 1o
MeHbIreir Mmepe 120 Mc Tpu HATMYUN IPYTUX TTPU3-
HAaKOB aCMHXPOHHOTO COKPAIIEHUS JKeJTyT0YKOB),
MOJIYYAIONINX MOCTOSTHHYIO ONTUMAJIBHYIO JIeKap-
CTBEHHYIO TEPANUIO U UMEIONINX OJArOmPUSTHBIN
IIPOTHO3 BBIKMBAHUS B TedeHue roza u 6osee (B).

Kanacc ITb

1. AMuozmapon u/win 6Geta-610KaTopbl MOTYT
ObITh HA3HAYEHBI TTAI[EHTaM ¢ OCHOBHBIMU U BTO-
pocrenieaHbIMU (hakTopamu pucka BCC, momyua-
IONMM ONTUMajbHOe JiedeHne 1o noBoxy XCH,
KOTOPBIM HEBO3MOKHO nMIIanTuposath MK/I.

2. B nengx nepsuunoii npodwunaktukun BCC
WK/I-Teparust MOKeT 00CYKIaThCsl y MAlMEHTORB
C HEUTIIEMUYECKUME 3a00IEBAHUSIMU CEP/ITIA, UMe-
fomux OB JIJK ot 30 10 35% (ocHOBHOII (hakTop
pucka), XCH I @K mno kmaccuduraimn NYHA,
MOJTYYAIONINX TOCTOSTHHYIO ONTUMAJIBHYIO JIeKap-
CTBEHHYIO Tepamnuio, ¢ XOpomuM (GyHKIIMOHATIb-
HBIM CTaTycoM® M HMeommX O6JaronpusTHINA
IIPOTHO3 BBIKMBAHUS B TedeHue roza u 6ouee (B).

Knacc 11T

1. Hagnavyenune aHTHApUTMUYECKUX IIperapa-
toB [C knacca nys sedenns KA (ocHOBHOM (hak-
top pucka BCC) He pekoMeHIyeTCsl y TTAllMEHTOB
¢ XCH (A).

2. UK/I-Tepanust He TMOKasaHa MaleHTaM C
pedpakreproit XCH, y KOTOpPBIX He Tpejoara-
€TCsI TOCTKeHe KOMITEHCAITUN ee TIPOSIBIICHUH 1
6JIATOTIPUSITHOTO TIPOTHO3a (A)

Tak kak Ha o0 BCC npuxoautcest okosio 50%
cmepreit y 6ompabix ¢ XCH, To upe3BbryaitHo
Ba)KHBIM BOIIPOCOM SIBJISIETCST TIEpBUYHAS MPodu-
gaktuka BCC. WubiMu cioBamMu Bpau J0JIKEH
YETKO TIPE/ICTABJISATh Ha KAaKOM JTarle TedeHus 3a-
GoJieBaHUs TAIMEHTY HYKHO PEKOMEHI0BaTh
umitanranuio MK/, B tabaune VIL.2.2. npen-
CTaBJIEHbI KJIACCHI TMOKAa3aHWN K WMMILJIAHTAIUN
MK/ B 1iesisix nepBUYHOM NPOMUIAKTUKN B 3aBU-
cumoctu ot refeza XCH, @K XCH, sBeanyunbl
OB JIK u nanmuuust KA.

VIIL.3. Crpatudukamnus pucka u npopuiak-
tnka BCC y nainueHToB ¢ Opaaucucroinyec-
KHMU HapyIIEeHUSIMU PUTMA U IIPOBOAMMOCTHU

[Tox TepMuHOM GpaItapUTMIK TOHUMAIOT TITH-
POKMII CrieKTp 3ab0JI€BaHMil, TIATOTeHE3 Pa3BUTHS
KOTOPBIX TIPE/IIOJIAraeT, B TOM YHCJie, CHUKEHUEe
CHCTEMHOTO BBIOPOCA B Pe3yJIibTarte yMEHbITEHHSs
YCC BeaecTBre HapyIlleHUs] UMITYJIbCOOOPa3o-
BaHWS B CHHYCOBOM Y3Jie W/UJU PacHpoCTpaHe-
HUs (GPOHTA IETOJISIPUIAIAT IO CTPYKTYPaM Mpo-
Bojistiei cucrembl cepana. Peamusaius BCC o
OpaapuTMIYECKOMY CIIEHAPHUIO MTPOUCXOANUT B
15% cayuae [6-8]. Baxxno monumats, 4To akt
Hainyus OpagrapuTMuil, 0COOEHHO B COYETAHUU
¢ cucronudeckoir auchynkimeit JIZK, mpenmnoma-
raeT, TeM He MeHee, BBICOKUU U yMEPEeHHbBIU pUuck
Pa3BUTHUS JKETYOUYKOBBIX TAXUAPUTMUIL Y OJTHOTO
U TOTO JKe MalueHTa.

[* — o meToaykax nposeaeHNs OUeHKU ByHKLMOHANLHOMO CTATYCA Bbl
MoxeTe mpounTats Ha caiite http:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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Tabnuua VI1.2.2.

Ilpumenenue UK/I nns nepuyHoii npodpuraxkrukn BCC y namuentos ¢ XCH

3nayenue @B JIK, %
Menee 30 31-35 36-40
®DK no
NYHA I'ene3 XCH
Huwemuueckuii | Heuwemuueckuii | Mwemuuecxkuii | Heuwemuueckuit | Muemuveckuii | Heuwemuueckuii
NYHA I ( He paHee
I 40 nHeit ITb I (HXT +) 1Ib I (HXT +) 111
nociie ONUM)
I ( He paHee I ( He paHee
NYHA T 40 aveii I 40 e I I (HKT +) 1
nociie ONUM) nocie OUM)
I ( He paHee I ( He paHee
NYIA L 40 anei I 40 gwcit I I (HXKT +) 1
mmocie OUUM) mmocie OVUM)
A it 1 it 1 it 1

[Mpumeuarume: pumckimmn upamm B TaGRMLE NOKA3QH KNACC NOKA3AHMIA K umnnanTaummn VKL,
@B JIX - ppakums Bribpoca nesoro xenygouxka; XCH — xporuyeckas cepaeyHas HegoctatouHocts;, HXT — HeycToriumsas xenygoukosast
raxukapaus; OVIM — octpeiri nHpapkt mruokapaa; PK — ¢yHKUMOHAbHBIN Knacc.

VIL.3.A. Crpatudukanusi pucka u npocdu-
saktuka BCC y manuenTtoB ¢ auchyHknuei cu-
HoatpuaibHoro ysia (CAY)

Ha o0 marieHToB ¢ CHHAPOMOM CJ1aboCTH
cunycoBoro ysna (CCCY) npuxoauTcss OKOJO
MOJIOBUHBI OT OOIIEr0 YMCjia BCEX UMILIAHTAIIUI
IKC [140].

B otnomennn BCC y nannoii kateropuu ma-
IIMEHTOB MTPOTHO3 OY/IET OTPEIETSITHCS BhIPAKEH-
HOCTBIO KJIMHWYECKUX TPOSIBIEHUN W TPUPOIOI
OCHOBHOTO 3abosieBanusi. CUuTaercsi, 4YTo MpoBe-
nenve niocrosinHoi IKC yiydinaer KamHUYEC-
KyI0 CUMIITOMATHUKY, HO He MOJIUMUIUPYET IpoT-
HO3 y maruenToB ¢ CCCY. Omnako 3t aHHbIE
OBLIN TTOJTyYEHBI IOCTATOYHO JIaBHO TIPHU ITPOBEjIe-
HUKM HEOOJIBINNX, HePaHAOMU3UPOBAHHBIX U He-
MIPOCIIEKTUBHBIX MccyaenoBannii [141]. sBecthHo,
4yT0 OTCyTCTBHUE TTocTOsTHHON DKC y manmnenTos ¢
CCCY compoBoxaaercs yxy/IlieHneM KayecTBa
JKM3HU, TIOBBIIIEHNEM 3a00JI€BAEMOCTH U CMEpPT-
Hoctu. Yto kacaerca BCC, To cucremaTnueckas
OlleHKAa ee BKJIJ[a B JIOJIO JIETAJTbHBIX UCXO/I0OB Y
ITUX TAIMEHTOB He MpoBouach [142].

Crpatudukanus pucka

uchynknua CAY, npuoasias K BbIPasKeH-
HOU OpajiMKapiny WM Tay3aM, MOXKeT ITPOsIB-

JISITHCST 0OMOPOKOM, TTPE0OMOPOKOM, TOJIOBOKPY-
JKeHUEM, TUTIOTEeH3Mel, IIPOrPeccruei MposiBJIeHN
CepAeYHON HEeAOCTATOYHOCTHU, CTEHOKAPIAUE.
BCC y marmenToB ¢ CCCY 6ouee BeposiTHA TIPH
HAJMYNU TPU3HAKOB CHUCTOJUYECKON MuchyHK-
uu muokapzaa JIZK. [Tarodusnonornuecknm me-
XaHU3MOM TOJ00HOTO CIIeHAPHsI SIBJISIETCS [IJIN-
TeJbHAST Tay3a acUCTOJUU Ge3 3aMeIaioIiero
put™a u/mim JKA, pa3zBuBaioniuecst B pesyJibraTe
11ay30-3aBUCUMbBIX HapYIIEeHUN pernoJisapusaliui.
Vx manudecTalus corpoBoxkaaeTcs HapyleHus-
MU KaK CUCTEMHOIi, TaK U PernoHapHoOil reMo/u-
HaMUKH, npeskie Bcero, co croponnl [ITHC. Cien-
CTBUEM 3JTOTO SIBJISIETCST BEPOSITHOE BO3HMKHOBE-
HUe HeoOPATUMBIX MU3MEHEHW CO CTOPOHBI JKH3-
HEHHO BaKHBIX OPTAHOB U Pa3BUTHE JIETATHHOTO
ncxoma. Hamuume nim oTcyTcTBUE TIPEACYIIECT-
BYIOIIEN CTPYKTYPHOU MATOJOTUM CEP/Ia MOKET
MMETD OTIpejiesigioniee 3HaUYeHue /I alanTal-
OHHBIX U3MEHEHUH TAPaMETPOB CEPIEYHOTO BBIO-
poca, a 3HAYUT M [JIs1 XapaKTepa KJIWHUYECKOTO
TedeHus: apuTMuu. K coxasneHuo, Ha Cero/iHsIi-
HUIT [IeHb OOIMIENPUHSTHIX (DAaKTOPOB PUCKA Pas-
Butug BCC y marnuentos ¢ CCCY Het. Tem He
MeHee, YKa3aHWsl B aHaMHe3€e Ha Takue (HakToOpbl
pHUCKa KaK 3MU30/[bl CHHKOIIE, HAJIMYNE CTPYKTYP-
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HOHM NATOJIOTUU Ceplla, AJIUTeJbHble CUMITOMA-
TUYHbBIE 11ay3bl ACUCTOJIUU TIPU TTPOBeZieHnn X M-
IKT kope/mmpyioT ¢ HeOIaronpUsTHBIM IPOTHO-
30M, B ToM uncye u B otHoieHnn BCC. [1pu atom
clemryeT UMeThb B BUJLY, YTO KJIOUYE€BOE 3HAUEHWE
MMeeT CUMIITOMATUYecKass 3HAYNMMOCTh Tay3bl, a
He ee JIINTeabHOCTD (cM. Tabmuiy V.2).

IIpodunakruka BCC

[IpoBenenre MOCTOAHHOMN TIPEICEPHON U/ NI
nsyxkamepuoit IKC B coorBerctBun ¢ Harmo-
HaJIbHBIMU PexoMeHpalugaMu 10 TTPOBEEHUIO
IKC [70] y manmenToB ¢ CCCY yiydiaer cuMIi-
TOMATHKY ¥ KaueCTBO JKU3HU, yMEHbIITaeT 3a60Jie-
BA€MOCTb U YaCTOTY Pa3BUTHsT (HUOPHUIIAIINN
npenacepanii. OTaanennble pe3yJbraTbl IPUMeHe-
Hust noctosinHoN DKC 1 ee BIUsTHUE HA BHIKUBA-
eMocTb 1 Ha yactoty passutuss BCC na ceron-
HSATITHWH /IeHb HEM3BECTHBHI.

VIL.3.b. Crparuduxamus pucka u npodu-
gaktuka BCC y manueHTOB ¢ HapylmeHHSMH
AB- u BHYTPUIKeJyJ0YKOBOI IPOBOIUMOCTH

Teuenune 3a6ojieBaHUI, COIMPOBOKAAIOIINXCS
HapymeausamMu AB- 1 BHYTPHIKETY/I04KOBOT TIPO-
BOJIMMOCTH, OIIEHUBAJIOCh B HECKOJIBKUX HEPAH/I0-
MU3UPOBAHHBIX U 00CEPBAIMOHHBIX HCCIIEI0BA-
Husix [143, 144], B KOTOPBIX OBLIO yCTaHOBJIEHO,
YTO JTaHHbIE COCTOSTHUS YacTO aCCOIMUPYIOTCS C
cuHKoTe u mpecunkorre u peako — ¢ BCC. IIpose-
nenue noctostaHoN I KC MpUBOANT K yIydIeHITO
KauecTBa ku3Hu marumenToB. Yrto kacaercs BCC,
TO TTOJTyYeHHbBIE IaHHbIe HEOHO3HAYHBI.

Hapywenus AB-nposederus

baaronpusTHBIN TPOTHO3 XapaKTepeH /Jisd 1a-
muentoB ¢ AB-6iokanoii I u IT crenenn (Mobuir
1), Torma xkak npu AB-6sokane I crenenn (Mo-
6url 2), npu pasBUTUM HHTPATMCHATBLHON WIIN
uHbparncuaabHO GJOKaZ OTMEYAeTCsT MPOTpec-
CUpOBaHWE HapyllleHuil mpoBoguMocTu B AB-
6sokany 111 cremenu (cm. Tabmuity V.2), uro Tpe-
6yer miposenenust moctostnaoir IKC [110].

AB-6s0kaga III crenenu vamie Bcero Berpeya-
ercst pu VUBC win jereHepatuBHBIX 3a60J1eBa-
HUSAX cep/ia. B HecKolbKux HeOOJbIINX HepaH-
JIOMU3MPOBAHHBIX UCCJIEIOBAHUSX OBLIO TTOKa3a-
HO, yTo TIocTosinHasg IKC yBemmunBaeT xapakTe-
PUCTUKY BBIKUBAEMOCTH y ATUX rarueHToB [110].

Jeyx- u mpexnyuxosvie 610Ka0blL

JlanHble, ToJlyyeHHbIEe B ITPOCHEKTUBHBIX HC-
CJIeIOBAaHUAX Y aCUMIITOMAaTUYHBIX AIMEHTOB C
XPOHUYECKOW JIBYXIYYKOBOW OJIOKAION, CBUJIE-
TEJLCTBYIOT 00 OTHOCUTEIHHO MEJIEHHOM IIPO-
rpeccupoBanun 3abosieBanust B AB-6iokamny 111

crenienn [110]. Tem He meHee, y 3TOIl KaTeropun
[AIIMEHTOB OTMeYaeTcsl OTHOCUTEJIbHO YacToe
pasButue BCC, cBs3anHoe ¢ BO3HMKHOBEHHEM
3JI0KQUECTBEHHBIX KETYAOYKOBBIX TaXMapUTMUIH.
®Daxropamu pucka BCC spisitoress UBC, XCH
u/Win NpeKJOHHbIN Bo3pact [145]. M3Bectho,
4TO y MAIMEHTOB C JBYX- U TPEXITYYKOBON OJI0KA-
71014, y KOTOPBIX UMEIOTCS YKa3aHWs B aHAaMHe3e Ha
AMU30/Ibl CUHKOIIE, & TAKXKe Y TAIMeHTOB ¢ MHTEeP-
muTupyiomieii AB-6iokagoin 111 crenenn uarie
passuBaetca BCC. IlpoBenenue moCTOSHHOM
IKC He3HaunTeIbHO YMEHbBIIAET YacTOTY ee BO3-
HukHOBeHUd [146]. CymiecTByoT MpOTHBOpEYN-
Bbl€ JJaHHbIE O IPOTHOCTUYECKOM 3HAUeHUU Y/JIU-
HeHHoTro nHTepBaja HV B orHomennn pucka pas-
sutusgs BCC BenencrBue Opaamaputmuii. Tak, B
yacTHOCTH, Bepudukaimu nnrtepsaia HV>75 mc
SIBJISIETCST CJIA0OBIM TTPOTHOCTUYECKUM TTPU3HAKOM,
a ero ysesmmuenue 6osiee 100 Mc CBUIETEIBCTBYET
0 HAJIMYMU KpaiiHe BBICOKOTO PHCKa U TpebyeT He-
3aMe/IJINTeThbHOTO Havaja MPOBEJIEHUST TOCTOSTH-
noit IKC [147-149].

Pouib 6s10Kaz Hokek cucrembl Tuca-Ilypkusbe,
Kak HedaBucumoro npeaukropa BCC, takxke He-
onnosHayHa. [Ipeanosnaraercs, 4yTo npucoennte-
Hue GJIOKa/Ibl OJIHON M3 HOXKeK Trydka [uca mpu-
paBHUBaeTCS K BO3HUKHOBEHMIO JIOTIOJHUTEIbHO-
ro nmporHoctuyeckoro gaxkropa pucka BCC.

Y maimenTtoB 6€3 BBIPAKEHHOW CTPYKTYPHOI
MATOJIOTUN cepIia (HaKT HATUINS WU TTOSTBICHUS
6JI0Ka/Ibl OIHOI U3 HOKeK 1yuka [uca He acconu-
npyeTcs ¢ yXyAlleHueM MPOrHO3a B OTHOIIEHUN
BCC. C agpyroii cTopoHsl, 51 TAIMEHTOB, Tepe-
Hecmux OVIM, KOTOPBIM MPOBOANIACH TPOMOO-
JIUTAYeCcKas Teparusi, HaJu4ue UJIu pUucoenHe-
Hue Os10Ka HoKeK B crcteme [nca-Ilypkunbe sB-
JISIETCST IOTIOJTHUTENLHBIM (DaKTOPOM, 00YCJIOBIIH-
BatoruM prck pazsutusi BCC [150-152].

Bpoocoennas AB-6n0xada

B psinme wccrenoBanuii ObLIO MOKA3aHO, YTO
nmianTanus IKC Moxker yaydimuTh BbIKUBae-
MOCTb y TAI[MEHTOB C BPOXKIEHHON MOJHON TOTIe-
peunoit 6sokanoit [153-155]. BCC moxer 6bIiTh
nepBoii MaHudecTameir BPOKIECHHONW TOJHON
HorepevHol GJIOKajIbl y paHee aCHMIITOMHBIX T1a-
IIMEHTOB 0e3 CTPYKTYPHBIX 3a00JI€BaHUN Ceplla.
Mexanusmamu BCC y nannoil kareropum naiu-
€HTOB MOTYT SBJIATHCS KaK 3MU30/bI TOJTHON T10-
HepevyHoil OIOKA/BI € OTCYTCTBUEM KAKOTO-JTHOO
3aMeIaioIero puTMa, Tak W Opaan3aBUCHMbIe
3JI0KQUeCTBEHHBIE XKeJIy/[0YKOBbIe TaXUapUTMUH.

Y nanHOI KaTeropum MalMeHTOB yBeJUYEHUE
unTepBana QT, HasMuMe paHHUX MTOCTAETOJSIPU-
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3anuii u aucnepcusi pepakTepHOCTH MUOKap/a
JKEJTYI0YKOB CIIOCOOCTBYIOT BO3HUKHOBEHUIO (ha-
tanbubix JKHP, peasmusyemMbix 1m0 MeXaHU3MY
long-short* [156, 157]. ¥ manueHToB ¢ BPOKI€H-
HOW TIATOJIOTUEN MPOBOISNIEN CUCTEMbBI Cep/iia K
haxropam pucka BCC ornocsrcst: nammune YCC
Mmenee 50 B muHyTy, yanunenre untepsaia QT,
HaJMYMe CTPYKTYPHOU TaTosioruu cepmna [J].

AB-6n0xada nocne PU-abasuuu uau PY-mo-
ouuxauuu AB-coedunenus

[Tpo6siema BCC sBiisiercst akTyasIibHOI Y Malu-
eHToB, neperectinx PYA AB-coenunenus, B Tom
yucsie B Bapuante PU-momndukannu AB-coenu-
HEHUSsT, TAK KaK y 9TOW KaTeropuu GOJIbHBIX 3JI0Ka-
yectBennbie JKHP Bosnukaior B 2-3% ciydaes,
0COOGEHHO Y JINIL C BBIPAKEHHBIMU TIPOSIBIIEHISIMHI
XCH [5, 159]. MexaHusaM 03JI0Ka4eCTBJIECHUS
APUTMHUYECKOTO CHHIPOMA B 3TOW KOTOPTE Talln-
eHTOB OCTaeTcs 10 KOHIa HesdcHBbIM. CumTaercs,
YTO MMeEeT 3HaueHue Opaar3aBUCHMOE YBeJIde-
HUe BPeMEHW PeIoJIsIpU3alliy JKeJyJ09KOB U Xa-
pPaKkTepUCTUK UX pe)paKTEPHOCTH B ITEPBbIE CYTKU
10CJIe TIPOBEIEHNS PalOYaCcTOTHON abJISIUN UJIH
Moauduranun AB-coeanHenust, u 0coOEHHO B TeX
cyvastX, KOr/la HapylieHns PeroJiapu3aiy nuMe-
smick nucxonHo [160]. [podumaktuka BCC B aTux
cayyasx 3akaouaercd B mposesieHnn IKC ¢ oTHO-
CUTEJbHO BBICOKOW vactoTtol n JKI-morMTOpHU-
POBaHMS TEepBBIe 24 yaca Tocse TTPOBe/IeHNs TaH-
HOTO WHTEPBEHITMOHHOTO BMENIATEILCTBA.

ITo manubim Zehender et al., mocsie nMmmnanTa-
i IKC 12-31% nannenToB yMUPAIOT BHE3AITHO
B TeYeHUe IOCAeLYIOEero nepuoa Hab ro1eH st
[161]. ABTOpPBI Takke OTMETUJIN TOT (PaKT, UTO B
TedeHue 1mepBoro roja mnocje nMmiianTain IKC
gactorta pazsutuss BCC Oblta B Tpu pasa BBIIIIE,
4eM B TOCJEAYIONHe TO/bl. DTO COTJACYETCsS C
OTEeYeCTBEHHBIMU JIAHHBIMU, CBU/IETEIbCTBYIONN-
mu 0 10%-ii vactore BoznukHosenust BCC nocie
nmiutaaTanu IKC u nposeneruns PYA AB-coe-
JIMHEHWST Y TAIlMEeHTOB C XPOHUYECKON (hOPMOii
bubputsiium npencepauii [110, 202]. Tpemrmo-
JIaTaeTcs, 9YTO HApPYNIEHUS UYYBCTBUTEJIbHOCTHU
YCTPOMCTBA WU TPOBeJeHNEe CTUMYJISIIUN B
ACMHXPOHHOM PEKMMeE CII0COOCTBYET MHUIIUAIIH
3nokadectBenubix JKHP [110].

OTaenpHyl0 TPYNIy PUCKA TIPENCTABISIOT
6osibHBIE ¢ AB-y3/10BOI penUIIPOKHON TaXxuKap-
nueir (ABYPT) Ha ¢done npezcyniecTByoleit
AB-6nokaner 1 crenenn. PU-moxndukanus AB-

- HMHHASA-KOPOTKASA NOCNEeAOoBATE/IbHOCTb

COeIMHEHMS, MMelolas IeJblo 3JTUMUHAINIO
ABYPT, B 9Tux ciy4assx MOKeT ObITh CBsI3aHa C
puckoM ycyryOsenust Hapyiienuii AB-mposese-
Hus, 1 Bo3mMosxkHo, BCC. Metonnka PU-momudu-
kaiuu AB-coenunenusi, paspaboTaHHast OTEYeCT-
BEHHBIMU aBTOPAMU, MO3BOJISIET UCKIIOYUTDH 9TOT
puck [158].

Pexomenaanuu no npodpuirakruke BCC

[IpoBenenne moctossaHOM AByXKamMepHoit IKC
B COOTBEeTCTBUU ¢ HannoHaabHBIMU peKOMeH/1a-
ruamu 1o nposegennio IKC [70] y manmeHnToB ¢
HapyueHussMu AB-mipoBe/ieHus ysrydiaeT cCuMII-
TOMATHKY M KQ4eCTBO KU3HH, yMEHbIIAET 3a00.1e-
BaemMocTb. /laHHble 0 BaustHUN nTocTogHHO DKC
B OT[QJIEHHOM TTepuojie HabJIO/IeHUs Ha BbIKMUBA-
eMOCTb 1 BeposiTHOCTb pa3zsutug BCC, Ha ceroj-
HSATITHWH JIeHb, TPOTUBOPEYNBHI.

VII.4. BCC npu kapiuoMuonaTusx

[Tox KapauoMuoNnaTUsSMU TIOHUMAKOT 3a00J1e-
BaHWS MHMOKap/a, TPU KOTOPBIX (PUKCUPYIOTCS
CTPYKTYpHBIE 1/WH (hyHKITMOHAJIbHbBIE HApyIIle-
HUS B OTCYTCTBHE KOPOHAPHOTO aTepPOCKJIEPO3a,
TUTIEPTOHUH, BPOKAECHHBIX WU TPUOOPETEHHBIX
MOPOKOB cep/iia. KapanomuonaTuu NpuHATO pas-
JeJISATh 10 MOP(OJIOTHYeCKUM TIPU3HAaKaM Ha T'U-
nepTpoUYECKyIO, IUJIATAIUOHHYI0 U PECTPUK-
tuBHyto KMII, aputmMoreHHyto auciiasuio mpa-
BOTO JKeJy/I0UKa, a TaKyKe HeKJIacCuuImpyeMyio
dbopmy. B cBoto ouepenb, KaykabIil U3 BUIOB MO
paszessieTcsi Ha CeMEWHYI0, WU TeHEeTUYeCKU
00yCIIOBJIEHHYIO, ¥ HECEMEITHYTO (hopMmy.

VIL.4.A. Crpatudukamus pucka u npodu-
gaktuka BCC y manuenros ¢ JIKMII

[unatammmonas kapauomuonatus (JIKMID) —
rpymma 3abojeBaHuil, (peHOTUIINYECKU OObeau-
HEHHBIX HaJW4YMeM HapyHIeHUs] CHUCTOJIMYECKON
(yHKIIMM JIeBOTO Kesly/llouKa W ero JujaTaliui,
KOTOpbIe Pa3BUBAIOTCS HE BCJIEICTBHE I'eMO/IMHA-
MUYeCKOl Teperpysku (13-3a IopoKa W ruiep-
torun) u He BeseacTsue UBC. Ilpu atom paciinm-
peHue MpaBoro JKeayouKka MOKET TakKe (puKcH-
poBaThCs, HO ITO HE SABJISETCS AUATHOCTUYECKUM
kpurepuem [KMII. Boigensgior cemeitayio hopmy
C U3BECTHOW MYTaInii M ceMeiHy1o (hopMy ¢ Hen3-
BeCTHBIM THUTIOM MyTarmmu. Cpenn HeceMeHBIX
opwm Beizessior JIKMIIT BesencTBre Muokapin-
Ta, 6osesnp Kasacaku, JJKMII, accoruupoBaH-
HYIO ¢ 6epeMeHHOCTBIO, 9HoKprHHbIe TKMII, an-
KOTOJIBHYI0, TaxuKap/uTndeckyio hopmor, JIKMII
BCJIEJICTBHE YPE3MEPHOTO YMOTPeOIeH s cesieHa,
KapHUTHHA, THAMUHA U T.II

[TaTuneTHssT BBIKUBAEMOCTH CPEIN €BPOIEO-
upHoi pacel npu JIKMII no BHenpenus cospe-
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MEHHBIX WHTEPBEHIIMOHHBIX METO/IOB JIeUeHUs
coctasiisiia 31,4% [164]. CMepTHOCTH OT JIAHHOM
narosorun yBemumuusaercsa ot 0,10 go 1,16 nHa
10 000 cpexu MysxkumH B Bo3pacte oT 35-39 10
55 - 57 netr [165]. IIpu atom na noio BCC npuxo-
mutest 20% caydaeB cmeptu [166, 167].

BCC noBOJIBHO PEKO CIYKUT TTEPBBIM MTPOSIB-
JieHneM 3a00JIeBaHus, Yallle BCTPEYaeTcs y Tmalu-
€HTOB C TIPU3HAKAMU TPOTPECCUPYIOTIETO Tede-
Hus 3aboseBanust [168, 169]. B GosbmmHcTBE
cayyaeB K anusozam BCC npuBoadT :kusHeyrpo-
xkatorue KA [170].

Ienemuueckuii ananus

[Tesecoobpasto obese1oBaTh POJACTBEHHUKOB
HepBOI JIMHUU POJICTBA, OCOOEHHO B CJIy4ae 3J10-
kadyectBeHHOTO Teuenus JJKMII u npu Hanmuuum
MATOJIOTUYECKOTO (PEHOTHUTIA, TTO3BOJISIONIETO 3a-
MO/IO3PUTH TeHeTHnYecKyto mytanuio [171]. Ha oc-
HOBE MMEIONUXCS TAHHBIX TeHeTUIECKU aHAIN3
Ha BbIsiBIeHne MmyTaruu B rene LMNA mosker ur-
path poJsib B crparudukaiuu pucka BCC mpm
JKMII [172, 173]. OnHako B GOJBIIMHCTBE CJIy-
YyaeB, MyTallMOHHbII CKPUHIHT TpoGaHaa obJiana-
et Hu3Koi addexkTuBHoCTHIO (Menee 20% 1pu
uzosuposannoii JIKMII 6e3 comyTcTByioliero
MOpakeHWsd CKeJeTHOU Myckymatypsl) [171].
CrangapTHbIil HaOOP METO/IMK TIPU 0OCTIE0BAHUY
BKJIIOUAET CEMEHBbIN aHaMHe3 He MeHee TPeX I10-
koseHui (¢ onenkoit caygaes XCH, JIKMII,
TpaHcmantanun cepana, BCC, mapymenuii cep-
JIEYHOTO PUTMA U TIPOBOIUMOCTH, WHCYJIbTA WJTH
IPYTUX TPOMOO0IMOOSNIECKUX OCTOKHEHMIT), a
Takxke pusnKaiabHbIil ocMoTp, IKI, Ixo-KI, XM-
IKT (B ciryuae BCC npobana).

PexomeHanuu no reHETHYECKOMY TECTHPO-
BaHHIO

Knacc 1

1. ¥ Bcex nanmenTos ¢ JIKMII pexomenyercs
TIIATeJIbHOE M3YyYeHUEe CeMEeHOro aHamMHe3a He
MeHee YyeM B 3-X OKOJIeHUAX (A)

2. PexoMenyercss KapuOJIOTUYECKUN CKPU-
HUHT POJICTBEHHUKOB TEPBON JIMHUU POJICTBA:
anamues, ocmotp, IKI, IXO-KI, XM-I9KI' (B
ciaydae cMepTr mpodanga) (A)

3. Ilpu BbIgBICHUM y POACTBEHHUKOB ITPU3HA-
koB /IKMII pexomenmyetcs peryssipHoe Kapamo-
Jlorndeckoe 00cyeoBaHe, HAYMHAS C PAHHEro
nerctBa (mipu lamuHonaTugx ¢ 10-12 ner) xkaxpie
12-36 mecsrties — 1o 10 set, kaskmpie 12-24 mecsiieB
— 110 20 et u ganee Kaxapie 2-3 jet — 10 50-60 et
U KapJMOJOTUYECKUN CKPUHUHT TIOTOMKOB IIPO-
GaH/Ia KaK/[0T0 TIOCIe/ Iy omiero mokosenust (B)

4. Eciim npusnaku JIKMII y pomctBeHHUKOB

He OOHApy:KeHbI U TeHETHYECKOE TECTHPOBAHIE
HEBO3MOKHO, PEKOMEH/IYeTCsI PeTyJIIpPHOe Kap/n-
oJiornueckoe obcsieoBaHie, HAYMHAST ¢ PAHHETO
netctBa kKaxkabie 12-36 mecsies — o 10 net, kax-
nbie 12-24 mecsnes —po 20 et u pasnee Kaxbie
2-5 net — 10 50-60 set. (B)

5. TIpu Boigsiernn y npobarga ¢ JJKMII B pe-
3yJIbTaTe TEHETHMYECKOTO TeCTUPOBAHUS TIPUYIH-
HOU MyTalMy PeKOMEH/IyeTcsI TeHeTUYeCKUA CKpu-
HUHT POZICTBEHHUKOB TIepBOil inHnu pozctia (B).

6. Ectm mpuumHHbBIE MyTalMy y POJICTBEHHU-
KOB OTCYTCTBYIOT, CJIEZIyeT MPEKPATUTh JlabHel-
mree obcnenoanue (C).

7. Ecm mpuumHHBIE MyTallMyM y POJICTBEHHU-
KOB OTCYTCTBYIOT, HE CJIe/lyeT IPOBOAUTH T€HETH-
yeckoe TectupoBanue motoMkoB (C).

Kaacc Ila

1. Ilpu BBISIBIEHWW TPUYUHHBIX MYTaIWH Yy
POJICTBEHHUKOB OECCUMITTOMHBIX HOCUTEIEN TTPH-
YUHHBIX MYTAIlUil PEKOMEH/yeTCsI PeryJsipHOe
KapanoJiorndeckoe obcrenoBanme exeronto ¢ 10
o 20 qer u ganee kaxmble 1-3 Toga ¢ UCIIOIb30BA-
HUEM JIOTOJHHUTENbHBIX METOJ0B 00CTIeI0BaHUS
npu Heobxoaumoctu (C).

Crpatuduxaius pucka

[Moaxomst k cTrpatudukanuun pucka BCC y na-
mmuenToB ¢ JIKMII He otsimuaioTcd ot Tex, KOTO-
pbI€ UCIIOTB3YIOTCS MTPU CTPATH(UKAIIUNA PUCKA Y
nanuenToB ¢ XCH Henmemuyeckoro reresa (CM.
1a6. VI1.2.1). IIpu IKMII kpaiite BbICOKMIT pUCK
BCC accomnuuposan ¢ myTarusimMu B Teie LMNA.

Pexomenmaiuu no npodunakruke BCC

Knacc 1

1. AnexkBaTHOoe MeIUKAMEHTO3HOe JedeHue
XCH cornacuo tekymum HarnonanbabsiM Peko-
Menanusm 1o gevernio XCH [87], Brirtouartoniee
obsi3aTesibHOE HazHayeHue (TIPU OTCYTCTBUU TIPO-
TUBOIIOKa3aHUil U 1mobouyHbIX 2(dekToB) Gera-
6sokaropoB (A), nAIIMD (A), aHTarOHUCTOB aJTb-
noctepoHa (A).

2. B nensax Bropuunoii npoduiaktukn BCC
NK/I-Teparnusi peKOMeH/I0BaHa TalldeHTaM, BbI-
xuBnmmM nocae MK wim remouHaAMIUECKU He-
crabunbhoii JKT (ocHoBHBIE (aKTOPBI PHUCKA),
KOTOpbIe He ObLIM CBSI3aHbI ¢ 00OpaTMMbIMU IIPU-
YUHAMU ¥ KOTOPbIE TTOJYYaIOT IIOCTOSTHHYTO OTITH-
MaJIbHYI0O MeIMKaMEeHTO3HYIO Teparnuio, NWMeoT
XOpOoIIHii GyHKIIMOHAIBHBIN cTaTyc* 1 G1aronpu-
SITHBII IIPOTHO3 BBKUBAHKS B TEUEHME rojia 1 60-
aee (A).

3. B nensax nepsuuHoit npocdunakrukun BCC
NK/I-Tepanust pekoMeHI0BaHa TIAallieHTaM C HEH-
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IEeMUYECKUMHU 3a00JIeBaHUSAMU CepJilla, MMeo-
mum OB JIZK menee 35% (ocHoBHOIT hakTop puc-
ka), XCH II-III ®K no xnaccudukamuu NYHA,
MOJTYYaIOIINM TIOCTOSTHHYTO ONTUMAJTBHYIO JIeKap-
CTBEHHYIO TEpamuio, ¢ XOPOITNUM (DYHKITMOHAIb-
HBIM CTATyCOM* U HUMEMONMM OJIaronpusITHBII
IIPOrHO3 BBIKMBAHUS B TeueHue rojga u 6oee (A).

4. Y manmentos ¢ JKT (ocHoBHOIT hakTOp pric-
Ka) TI0 MEXaHU3MY 7e-entry 1o HOKKaM myuka [u-
ca (bundle branch reentry), BepudunnrpoBaHHON B
xoze au109 MU nokazaHo MpoBejieHne KaTeTep-
Hoit absstim TTHIIT (C).

5. ComyTcTByIOIIasi Tepanus aMUOAaPOHOM,
COTAJIOJIOM B BHJI€ MOHOTEpaIlluyd WJIW B COYeTa-
HUM ¢ B-apeHobJ0KaTopaMu ¢ 1eJIbi0 YMEHbIIe-
nug cumntoMmoB JKT (kak ycToiuMBOI, Tak u He-
YCTOWYUBOIT) PEKOMEH/IOBaHA MAIIMEHTaM C UMII-
gantupoBaHHbiMu MK/, nosyyaronum tepanuto
o ooy JIKMII (C).

6. AMMOapOH TTOKa3aH MalueHTaM C 1eJTbIO Jie-
yenus remognHamMudeckn 3naunuMbrx KT u HIKT
(ocnoBubie daktopsl pucka BCC) B cayuae, ecin
KapJMOBepCusi M/ KOPPEKIUsS MPUYUH BO3-
HUKHOBEHUSI aDUTMUN HE CMOTJIM YCTPAHUTh WJIU
peI0TBpaTUTh ee pannuii peruaus (B).

Knacc Ila

1. B nesnsax nmepBuunoit npodumaktuku BCC
WK/I-repanusi, KOMOMHUPOBaHHAST ¢ OWMBEHTPH-
kyJssipaoit IKC, nokazana nanuenTam ¢ JIKMII u
XCH III-IV @K nmo NYHA (ocHoBHOIT (hakTop
pUCcKa), MOJYyYAlONIUM ONTUMAJBHYIO JieKap-
CTBEHHYIO TEpamuio, Yy KOTOPBIX JJIUTEJbHOCTD
komttekca QRS na ore cunycoBoro putMma mpe-
Boitaer 120 Mc, KOTopble UMEOT GJIATONPUSATHBII
IPOTHO3 BBIKMBAHUS B TeueHe roja u 6oisee (B).

2. UK/I-Tepanus mokasaHa maiueHTaM ¢ peru-
JIMBUPYIOIIEN TeMofiMHaMuIeck ctabuabHoit JKT
(ocHOBHOI (haKTOp PHUCKA), HE3HAYUTETBHO CHU-
xxernoir DB JIJK, nosmyyaronmm onTuMaibHoe Jie-
yenue 1o nosoxy JKMII ¢ xopomum dyHKIHO-
HAJIBHBIM CTaTyCOM™ U MMEOIINM OJIarOTPUS THBII
IIPOTHO3 BbKUBaHKA B TeueHue roja u 6osee (C).

3. busentpukyngapuas IKC 6e3 (yHxiun
NK/I nenecoobpasna s npegorspamienuss BCC
y narmenTo ¢ JJKMII u XCH III-IV ©K mno
kinaccuduranuu NYHA, @B JIK menee 35% (oc-
HOBHOI (DaKTOP PHUCKA), JJTUTENbHOCTHIO KOMII-
sgexkcoB QRS 160 mc (nau o menbiieir mepe 120
MC [IPU HAJIMYUU JIPYTUX IPU3HAKOB aCTHXPOHHO-
IO COKPAIIEHUST JKeTYI0YKOB ), MOTYYaIOINX TTOC-
TOSTHHYIO ONTUMAJbHYIO JIEKAPCTBEHHYIO Tepa-
U0, ¥ MMEIOIUX OJIATOTNPUSATHBIN MPOTHO3 BbI-
KUBaHK B Tedenue roaa u bosee (B).

Kanacc ITb

1. AMuomapon u/wim 6eta-6JI0KaTOPbl MOTYT
OBbITh HA3HAYEHBI MAIIMEHTaM C OCHOBHBIMU 1 BTO-
poctenieHHbiMU (hakTopamu pucka BCC, nomyya-
IONMM ONTUMabHOe JedeHue 1o moBoxy XCH,
KOTOPBIM HEBO3MOKHO nMmIantuposats MK/,

2. B nengax nepsuunoii npodpumaktukn BCC
W K/I-Teparnus MOKeT 00CYKAaThCs Y HAIlMEHTOB
¢ IKMII, nmeronux DB JIJK ot 30 10 35% (oc-
nosuoit ¢akrop pucka BCC), XCH I OK mno
kiaccudukanuu NYHA, nomydaiomux mocTosiH-
HYIO ONTHMAJbHYIO JIEKAPDCTBEHHYIO TEPAITHIO, C
XOpOITUM (PYHKIIMOHAJLHBIM CTaTyCOM U MMeEIO-
mUX GJATONPHUSTHBIN TPOTHO3 BBIKUBAHUSI B Te-
yenue roja u 6osee (B).

Knacc 11T

1. Haznauenue nmpenapartos [C kmacca ams je-
yenus KA (ocnoBnoii dakrop pucka BCC) He
pekomenyetcs y nanreraToB ¢ XCH (A).

2. UK/I-Tepanusi He TOKasaHa MalMeHTaM C
pedpakreproit XCH, y KOTOPBIX MaJIOBEPOSTHO
JOCTYKEHUE KOMIIEHCAIUU U OJIarOIpUSITHOIO
mporuosa (A).

VIL.4.b. Crpatudukamus pucka u npodu-
saktuka BCC y manueHToB ¢ runeprpoduyec-
KOil KapuoMHuonaTuei

lTuneprpocduueckas kapaunomuonarus (FKMIT)
— pa3BuTHE TUTIEPTPO(PUN MUOKAP/IA JIEBOTO JKeJTy-
nouka Ge3 apTepuaIbHON THIEPTOHUN WM KJa-
MAHHBIX TTOPOKOB cep/ria. YacToTa BCTpeyaeMoCTh
cocrasJisieT okoJio 1 cayuast Ha 500 yesnoBek. Kpo-
Me TOTO, B COBPEMEHHOH KIacCuMuKaum BbIIeTsI-
1ot 'KMII, cBg3annyio ¢ oskupenuem, peikue Ciy-
yau upeameproit [JIJK y ciopremenos, TKMII y
JIeTeil, MaTepy KOTOPBIX OOJIbHbI caXxapHbIM JIrade-
tom 1 TKMII Beaencreue amusonoza. OObIYHO
omnpezessiercs: yroJenne creHok JIJK 6osee mim
paBHoe 15 MM (mist meteir GoJsiee Wil paBHOE 2
CTaH/IAPTHBIM OTKJIOHEHWSIM ) TIPH YCJIOBUU OTCYT-
CTBUS JIPYTUX TMPUYNH, KOTOPBIE MOTEHIIMATBHO
moryT BbI3BaTh [JIJK, He compoBoxmamomntyocs
pasBuTHeM aunaTaiuu kamep cepana [174]. Cy-
necTBeHHOe 3HaveHue B auarHoctuke ['KMII
MMeeT HaJudre 04aroBoil rumepTpoduu Muokap-
Jla ¥ U3MEHEHUN MPOCTPAHCTBEHHOW OpUEHTAIUN
KapINOMUOITUTOB (XaOTUYHOCTh WX PaCIOJIOKe-
uust) [175]. Ilpeanonaraercst, 4To 3TH U3MEHEHUST
carysKaT cyOCTPATOM JIJISE PA3BUTHUST apUTMUI.

[* — 0 MeToarkax MpoBEAeHN OUEHKM GYHKUMOHATLHOTO CTATYCA Bbl
MoxeTe npounTaTs Ha caiite hitp://www.chcr.brown.edu/pcoc/
functi.htm)
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I'eneTnyeckuii anaiaus

[Tockosbky 'KMII umeeT npenmytiiecTBeHHO
HACJIe/ICTBEHHOE TTPOUCXOXK/IEHUE, TIATeJIbHbBIN
c6op ceMellHOTO aHaMHe3a TIPUOOPETAEeT AMAarHOC-
TUYECKUI CMBICJ, TP 3TOM TIPU BO3MOKHOCTH
cieyer 00CIe0BaTh U POJCTBEHHUKOB OOJIBHOTO
[174, 182-185].

PexoMeHanuu o reHeTHYECKOMY TeCTHPO-
BaHUIO

Knacc 1

1. ¥ Bcex nanmentoB ¢ 'KMII pekomenayercs
TIIATEJIbHOE U3YYeHUEe CEeMEHHOro aHaMHe3a He
MeHee 4eM B 3-X TIoKoJeHugx (A)

2. lenetnueckoe tecrupoBanue Ha 'KMII pe-
KOMEH/IyeTCs y MAIMeHTOB C HETUITMYHOM KIMHU-
yeckoit kaptunoit [KMII (B).

3. CeMeitnplii cKpUHUHT, BKaodaionuii JKI,
IXO-KT u kamHIMYecKyIo olleHKy yepes 1-1,5 Ty
JIeTell ¥ IOJIPOCTKOB, U TIPUMEPHO KaK/bIE D JIET Y
B3POCJIBIX, a TaKXKe IMPOBe/leHNe TeHEeTUIeCKOTO
TEeCTUPOBAHUS PEKOMEHIYIOTCS Y POJICTBEHHIKOB
6osbHOT0 TKMII niepBoii crenenn posctsa (B)

Crparuduxamusa pucka BCC

OTHOCUTEIBHO HU3Kas 4acToTa 3a00JIeBaHIsI
CO3/Ia€T TPYAHOCTH B CTpaTUuUKAINU PUCKA
BCC y 60JbHBIX 3TOIl KaTeropyH, MOCKOJIBKY CYy-
HIECTBYET OINACHOCTb TOTO, YTO JIOXKHOIIOJIOXKU-
TeJIbHBIE Pe3YJIBTAThI JIJIs JII060T0 (hakTopa cTpa-
TU(UKAINN MOTYT BO300J1a/1aTh HaJl NCTHHHO T10-
JIOKUTEJIbHBIMU pe3yJbTaTaMu. B omHOM M3 ¥mc-
crepoBanmii 23 u3 480 GOMBLHBIX yMepJIM BHe3arl-
HO, XOTsI KJIMHIYeCKHe HaOIOAEH s TPeInoJiara-
JIM, 9TO OHM TPOKUBYT emfe 6,5 roma. Puck BCC
ObLI HEITOCPEICTBEHHO CBSI3aH C TOJMIIUHON CTEH-
ku JIJK. Yeranosieno, uto B Teuenue 20 jieT ma-
nuenTtsl ¢ 'KMII ¢ tosnmunoii crenku JIZK menee

20 MM IpaKTUYECKU He YMUPAJIU, TOr/la KaK y T1a-
1UeHToB ¢ TosmuHoi ctenku JIDK 30 mm mniu 60-
Jiee CMEPTHOCTH cocTaBuia moutu 40% 3a aToT ke
nepuojl BpeMeHu. B psime mcciemoBanmii OCHOB-
HbIM (hakTopom pucka BCC orMmeuen Takoii npus-
Hak Kak cooTHonrenne Tommuuabl MK u 3axneit
crenku JIJK paBnoe 1:1. [174, 176, 177].

AMepuKaHCKasi KOJIJIETUsT KapauoaoroB u EB-
POIIENiCKOe KapAnOoJIOrHiecKoe OOIIeCTBO YIIopsi-
JIOYUJIN TI0 KaTeTOPUsIM U3BeCTHBIE (haKTOPBI PHC-
ka BCC kak «0OCHOBHbBIE» U «BO3MOXKHbIEY JIJIST OT-
nenbHbIx Tpymn  GoibHbIXx TKMII (Tabanma
VII.4.1). PexomeHnyercss MpOBOANTL KIMHUYEC-
kyto orieHKy maruentToB ¢ FTKMII ans crpatudu-
karuu pucka BCC kaxapie 12-24 mecsma [174,
176, 177, 178-181].

Poub TeHeTHYECKOTO TECTUPOBAHUS y TIAITNEH-
toB ¢ [KMII B oTHOMEHNN cTpaTUdWKAIINN PHIC-
ka BCC B nacrosiiiee BpeMst ocTaeTcs J0 KOHIA
He u3ydeHHo# (kracc mokazanuii 11b, B). Tenern-
yeckoe TectupoBanue Ha 'KMII pexomennoBano
y MaIMeHTOB C HETUTTUYHON KJIMHUYECKON KapTu-
voit TKMII (I, B). Cemetinblii CKpUHUHT JTOJKEH
BKJIOUaTh mposeneHue perucrpanuu IKI, axo-
Kapauorpaduio M KIMHUYECKYIO OIleHKY uepes
onpejieJieHHbIe MPOMEXYTKH BpeMeru (ot 12 110
18 mecsneB y nereil U MOAPOCTKOB U MPUMEPHO
KaKIble d JIET Y B3pocbixX). [IpoBenene reneTu-
YECKOTO TECTHMPOBAHUS PEKOMEHIOBAHO y POJI-
crBeHHNKOB OosbHOro I'KMII mepBoii cremenn
poxactsa (I, B) [174, 182-185].

[Tposenenne XM-OKI pexomenmoBano mpu
HavyaJIbHON olleHke pucka passutusg BCC y nanu-
entoB ¢ TKMII (I, B), u B mocienyiomiem — Kax-
nbie 1-2 roga mpu OTCYTCTBUU yKa3aHWI B aHAM-
Hese Ha amu3o/b6l KT (1la, C) [174, 179, 186].

Tabnuua VIl.4.1.

daxropsi pucka BCC y 60abupix TKMII

«boabmmue» dakropsl pucka passutusi BCC

Pa3sutie BCC B03MOKHO Y OTI€IbHBIX MALEHTOB

- CepreuHblit apecT

- CrioHTaHHasl yCTOMYMBast XKeJIyaI0uKOoBast
TaxuKapaust

- CemeliHblii aHaMHe3 cirydaeB BCC
- HeoObsicHMMBIE CUHKOTIE
- YTosieHue CTeHOK JIEBOTO XeJynouka = 30 MM

- HeycroituuBas crioHTaHHAsI KeIyI0YKOBasI
TaxuKapaust

- QuOPMLIILINS TIpeAce pait
- MimemMus muoxapaa
- Hajuyue BBICOKO PUCKOBBIX MyTallMii TeHOB

- HTeHcuBHas (copeBHOBaTeNIbHAS) (hU3nIecKast
Harpyska
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Crpecc-tect ¢ koutposem A/l n IKT saBnsgercs
JKeJlaTesbHbIM /1 cTpaTtudukaium pucka BCCy
naierToB ¢ [KMII (Ila, B). [larosornueckuii
orBer AJl Bo Bpems Tecta (ompezessiercst 160
KakK HecrmocoOHOCTD K yBesmuennto A/l 6ostee uem
Ha 20 MM pr. cT. nan nagenne A/l 6osree yem Ha 20
MM PT.CT. BO BpeMs TecTa) TpeJaraeTcsl pac-
CMaTpPUBATh KaK OCHOBHOM (hakTop, 00yciaBmBa-
formmii puck pazsutust BCC [187-189].

Hexkoropsie aBTOPBI TIpejiaraioT paccMaTpu-
BaThb MPT cepaiia ¢ rajjosuHueM Kak JIOTOJIHU-
TEJIbHYI0 METOJIUKY, TTOMOTAIONTYI0 KJIWHUIIACTY B
cTpaTu(UKAINT PUCKA W TPUHSATUN TAKTUYECKO-
ro pemienud (Ila, C) y nanneHTOB ¢ yCTaHOBJIEH-
HeIM auartHo3oM ['KMII mpu HeBO3MOKHOCTH
crparudurarmu pricka BCC Ha ocHoBaHUU 00-
nien3BecTHbIX akTopos [174, 190].

Pexomenpanuu no npopunakruke BCC

Knacc 1

1. UK/I-Tepanuio ciexyeT TPOBOJUTH MAITHEH-
tam ¢ 'KMII n takumu ocHOBHBIMU (haKTOpaMu
pucka BCC kax ycroitunBas KT wiu OIK, koto-
PhI€e MOTYYaIOT ONTUMABbHYIO JIEKAPCTBEHHYIO Te-
parmio OCHOBHOTO 3a00JIeBaHUsl, UMEIOT XOPOIIHii
(OYHKIMOHANIBHBIA CTAaTyCc W OJIarompUsITHBII
IIPOTHO3 BBIKMBaHMs B TeueHue roja u 6osee (B).

2. Bera-610kaTOpbl PEKOMEH/LYIOTCS JIJIST Jiede-
HUST CUMIITOMHBIX B3POCJBIX IAIlMEHTOB C
0OCTPYKTHUBHOW WM HEOOCTPYKTHBHON (HOPMOit
I'KMII, 1O ux ciegyer UCIOIb30BATh C OCTOPOXK-
HOCTBIO y TIAIMEHTOB C CHHYCOBO# OpasnKapaneit
nin HapymeausiMu AB-nipoBogumoctu (B).

3. CenrtanbHass MUOTOMUS [I7IS1 JIeUEHUS TIAlln-
€HTOB C TSKETbIMU PehpakTEPHBIMU K KOHCEPBA-
TUBHOW Tepanuy cUMIToMamMu® u oOCTpyKIueit
BTJIK (C)** .

Kaacc Ila

1. UK/[-Tepanus nokasaHa aJisl IEPBUYHON U
BropuyHoi npodunaktukn BCC y marnueHToB ¢
F'KMII, nmeronmx Kak MUHUMYM OJIUH 13 OCHOB-
HBIX (hakTopoB pricka (cm. Taba. VIIL4.1) — cep-
JleuHblil apecTt, crioHTanHast ycroiunsas KT, ce-
mernabpiil anamue3 BCC, cuHKomas bHBIE COCTOS-
HUS HESICHOW 3TUOJIOTUH, TomuHa cTenkn JIZK

* — Knunuyeckme cumntomsl skmouaiot crerokapamio -1V PK, 06-
MOPOKM, NPesobMOPOYHbIE COCTOSIHUS, TONOBOKPYXEHME, MMNOTEH-
3010, KOTOPbIE COXPAHSIOTCS, HECMOTPS HO ONMTUMAITBHYIO MEAMKAMEH-
To3Hyl0 Tepanmio. [pagment gasnenmns 8 BIJIX 8 coctosHmm nokos
WM NPY BLINONHEHMM (PUBHMONOTUYECKOMN HArPY3KM SOIIXEH MPEBLILATH
50 mm pr. cT.

** — Onepaumst BOMXHA BHIMOMHATLECS TOMKO OMbITHBIMU XMPYPTaMM
(sbinonHuBLMMM He meHee 20 npoueayp MM paboTaOLMMI B LEHT-
pe, roe BoinonHseTcs He merHee 50 npouenyp 8 rog).

Oostee 30 MM, narosiormuyeckue usameHenus AJ]
IIPU HArPy304HOM 1Tpo6e, CIIOHTaHHAs HEYCTONYN-
Bas JK'T, KoTopble TIOJIy4atoT MMOCTOSTHHYIO JIeKap-
CTBEHHYIO Tepamnuio, ¢ XOponmM (HyHKITMOHAIb-
HBIM CTaTyCOM M UMEIOT OJIATOTIPUSITHBIN TPOTHO3
BbIKMBaHMS B TedeHre rojga u bosee (C).

2. CiuproBasi aMO0IM3aIns MOKa3aHa B3pPOC-
aeiM OopHBIM [KMII ¢ oberpyknumein BTJIK
(ocHOBHOI (haKTOp pPUCKa y JAHHOU KaTeropuu
MalMeHToOB) TMpPU YCJIOBUM pedpaKTePHOCTH
CUMIITOMOB K MeJMKaMeHTO3HOIN Tepanuy M Ha-
JINYUU TIPOTUBOTIOKA3aHU K TIPOBEIEHUIO MUOTO-
MUM /MHUOIKTOMUHU, 00OYCIIOBIEHHBIX CEPhE3HBIMM
COIYTCTBYIONUMK 3a60JIeBAHUSIMEI ¥/WJIA  TIpe-
KJIOHHBIM Bo3pacToMm (B).

3. AMHozapoH MOKeT ObITh IIPerapaToM BhIOOpa
nist medenus naimenToB ¢ TKMII co crofikoitr /KT
n/umn MK B anamuese (0CHOBHBIE (haKTOPHI PHC-
Ka), mpu HeBo3MoxkHOCTH nMtTanTarmm MK/ (C).

4. [IpoBesenue pacuiupeHHON MHUOIKTOMUN
MOKET 0OCY/KIAThCS Y TAIUEHTOB ¢ 0OCTPYKTUB-
noit hopmoit TKMII u pesucteHTHOCTBIO K Men-
kameHnTo3Hoit Teparmu (C).

Knacc IIb

1. IlpumeHenre aMrogapoHa MOXKeT ObITh OI1-
PaBIaHO JIJIsI TPOBEIEHUST TIEPBUYHON TTPOdUIaK-
tukn BCC y nanmmenTtoB ¢ 'KMII, nmeronmx
oIuH uau OoJjiee OCHOBHBIX (HaKTOPOB pHCKa
BCC, eciin HEBO3MOKHO BbBIIIOJHUTH UMILJIAHTA-
o K/ (C).

2. lMocrosanas apyxkamepHas IKC ¢ ykopo-
yeHHOIT AB-3a/ep:kKoil MoKeT ObITh MOKa3aHa
60sibHBIM 06CTpYKTUBHON (hopmoit TKMII ¢ BbI-
pasKeHHBIMU CUMIITOMaMK 3a0b0/ieBanus, pedpak-
TEPHBIMU K JIEKAPCTBEHHOI TEPaIuy U He SIBJISIO-
HIVXCST KaHIUAATaMy JIJIsl TPOIIEYPbI CENTaNbHOI
PENYKIINH, TIPU YCJOBUHM CHUKEHUSI CUCTOJINYEC-
koro rpaauenta BTJIJK na 25% wu Oojee mnpu
npobHoit aByxkameproit IKC ¢ onTuMaabHBIM
3navenueM AB-3agepsxku (B).

3. OIBIT UCTIOTH30BAHUS COTAIOJIA OTPAaHUYEH
y marentoB ¢ 'KMII, Ho ero ncnosb3oBanune
BO3MOKHO B OT/IEIBHBIX KJIWHWUYECKUX CHUTYyallW-
ax, ocobenno y manuentos ¢ UK/ (C).

Knacc 111

1. Umnmanranusas UK][ we pexomenjyercs
6osbHbIM TKMII ¢ oTcyTcTBHEM OCHOBHBIX (hak-
topos pucka BCC (C).

2. Umnmantanua UK/l we pexkomenmyercs
60sbHBIM [KMII ¢ 10JI0KUTETBHBIM T€HOTHIIOM
(BO3MOXKHBIH (haKTOP PUCKA) U OTCYTCTBUEM KJIU-
nnaeckoit cumrrromaturu (C).

3. CniuproBast smboM3aIsa He JO0JKHA BbI-
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HOJTHATHCST Y OOJIBHBIX ¢ BHIPAKEHHOM THIIEPTPO-
dueit MIKII (6osee 30 MM) B CBSI3U C Heolpe/ie-
JIeHHOU 3()(HEKTUBHOCTBIO TPOIEAYPHI Y JaHHOU
kareropuu marreaToB (C).

4. CriuproBasi sMOOJM3aIMsl He JOJIKHA BBI-
MOJTHSATCST Y OECCUMITTOMHBIX MAI[HEHTOB, ¥ OOJIb-
HBIX C MeINKaMEHTO3HO KOHTPOJIUPYEMbIMU
CUMIITOMAaMHU, y TIAIUEHTOB C TPeAoIaraeMbIMU
OTIepaTUBHBIMU BMeEIIATEIbCTBAMU Ha CepAIle,
KOT/[a MHOIKTOMUST MOKET OBbITh BBITIOJTHEHA, KaK
yacTb uiu atan ornepaiuu (C).

5. Hagnauenwe uurpatos, HudeaunnHa u Bbi-
COKUX JI03 IUYPETUKOB SIBJISICTCS TIOTEHITNATBHO
OIacHBIM y TanueHToB ¢ obcTpykTuBHO ['KMIIT
(C).

6. HazHaueHue cepiieuHbIX TIUKO3UIOB IPU
orcyrctBun DII sBisieTcss MOTEHIMATBHO OMac-
HbeiM y Oopabix [KMIT (B).

VIIL.4.B. Crpatuduxamus pucka u npodu-
paktuka BCC y manuenroB ¢ AJITIK

ApuTMOreHHas KapAMOMMOIATHS/TACTLIA3US
npasoro sxeaynouka (A/ITIK) — saboseBanue, xa-
paKTepusyiolieecss IPOTPECCUPYIONIUM 3aMelre-
HUEM MUOKap/a TPaBOTO JKeJy/I0YKa JKIUPOBOW 1
(bubPO3HOI TKAHBIO, COMTPOBOKAAIONIEECST CHITKE-
HUEeM (DYHKIIMH TPABOTO XKeTy10YKa, KIMHTYECKN
MIPEUMYIIECTBEHHO TPOSIBJISIONIASCS JKEIYI0YKO-
BBIMU HapylieHusmMu putma. /lokasano nacien-
ctBenHoe mpoucxoxaenne AJIIIJK; kpome Toro,
CYUTAETCSI, YTO B Pa3BUTUU 3a00JIEBAHUST MOTYT
MMeTh 3HauyeHWe BOCMATUTEJbHBIE TTPOTIECCHI.
[191-193].

[To maHHBIM TTHIEMUOIOTUYECKUX MCCIE0BA-
Huit Berpedaemocts AJ[TIK B 061eit nomy istiimun
cocrassger or 1:1000 go 1:5000, coorHomienue
MY;KYMH W SKeHIuH cpean 6osbHbix ¢ AJITIK
coctasiiget 3:1 [194-197]. ALK — onna 13 nau-
60stee vacThix npuunH BCC y i mostoske 35 jier
B pa3BuThiX cTpanax mupa [196, 197]. Poccuiic-
KHUe 3MUAEMUOJOTHYECKNE JTaHHbIE COOTBETCTBY-
tor muposbiM: A/ITTIK sBasgercst BTopoit 1o 3Ha-
gumocTu npuannoit BCC y s < 35 set (14,1%)
nocne ankorombHOU KMII ¢ pacnpenenenuem
yMepIIUX GONBHBIX IO TIOJTY B COOTHOIIEHIH MY K-
yun un keamuH 3:1 [197]. Cemeiinbie (opmbr
AJITIXK cocraBistior kak MmuaHEMYM 50% OT BCex
CJIy4aeB C MPEUMYIIECTBEHHO ayTOCOMHO-IOMMU-
HAHTHBIM TUIIOM HacJeA0BaHus (MAeHTUDUIIIPO-
BaHO 12 reHOB, KOAMPYIOIIUX PAa3JIMYHbIE KOMIIO-
HEHThl MMOKapAMATbHBIX /IECMOCOM) U BapHa-
6eJTbHOIT TTeHeTpaHTHOCTBIO [4, 191, 359].

[luarnos AJITIJK ycranaBimBaeTcst Ha OCHOBa-
HUU COBOKYITHOCTU «OOJIBIITIX> U «MaJIbIX» JIAar-

HOCTUYECKUX KPUTEpUeB coraacHo MeskayHapo-
HbIM kpuTtepusM auardocturu AJIIIZK 1994 roxa
B Mogudurannu 2010 roga [191, 198].

Ienetnueckuii ananus

JlaHHbIE TEHETHYECKOTO TECTUPOBAHUS Y HOJIb-
ubeix ¢ A/IIT7K B HacTos1Iee BpeMst 0ueHb OrpaHu-
YEeHBI, YTO He MTO3BOJISET JIeJIaTh BHIBOBI O €T0 PO-
s B crpatudukamnuu pucka BCC u onpenenennu
seuebHol crpaternn y 6oababix ¢ AJTIK. Huke
HEePEYHCIIEHbI YCIOBUsI, TIPH KOTOPBIX I1E7IeCO00-
Pa3HO MPOBOJAUTH FeHETUYECKOE TECTUPOBAHUE Y
JIAaHHOW KaTeropuu mamueHToB [191].

PexomeHanuu no reHETHYECKOMY TECTHPO-
BaHHIO

Kaacc ITb

1. KoMmIuiekcHOe TecTUpoBaHuE TEHOB, KOAUPY-
fotire GesTKi MUOKapAnaIbHbIX gecMocoM (DSC2,
DSG2, DSP, JUP, PKP2, TMEM43) 1enecoo6-
paszHo y marnuenToB c¢ auarnozom AJ[IIJK, ycra-
HOBJICHHBIM B COOTBETCTBUU ¢ MeKIyHapOIHBIMU
Kpurtepusamu B momudukaruu 2010 1. (C).

2. TeHeTnYecKoe TECTUPOBAHKE MOXKET OBbITh
PEKOMEH/IOBAHO TMAIMEHTAM C BBICOKOW BEPOST-
vocteio Hammuusg AJIIIJK cornacno MesxkmyHa-
poaubiM Kputepusim B mopudukamuu 2010 roaa,
T.€. TIPU HATU4uK 1-ro GOJIBIIOrO MU 2-X MaJIbIX
kputepues ALK (C).

3. [Touck cnenudndekoii MyTaluu TOKa3aH
yIeHaM CeMbHM W OJIVZKAWIINM POJCTBEHHUKAM
GOJIBHBIX C IOKA3aHHOM T€HETUIECKU IeTEPMIHI-
poBannoii ¢gopmoit A/IIIK B ciaydae onpesnere-
HUs y 60LHOTO 1e)eKTHOTO TeHa, OTBETCTBEHHO-
ro 3a passutue 3abosesanus (C).

Knacc 11T

1. TeneTnueckoe TeCcTUPOBAHME HE IOKA3AHO
HaIeHTaM Mpyu HAJTMYUU TOJIbKO 1 Masioro Kpure-
pusa AJIIIIK cormacao Mesxxmynaponabpim Kpure-
puam B Mogudurarun 2010 roga (C).

31MO0pOBbIe HOCUTEN JIe(DEKTHBIX TEHOB HE Tpe-
OyfoT crieruIecKoro MmpohuIaKTHIECKOro Je-
YeHUst. JTa KaTeropusi Jil OyaeT HyKIaTbCs B
PETYJISIPHOM CKPUHUHTOBOM 00CJIe0OBAaHUU C
[eJIbI0 PaHHEH JAMAarHOCTHKU OEeCCUMITTOMHBIX
JKA, Brimouaiomem B cebst THaTeabHbIH cOOP
aHaMHe3a M TeHeaJOTUYeCKUl aHaInu3 MpU TeHe-
TAYeCKU JetepMuHupoBanHbix dopmax AJ[IIIK,
peructparuio DKI B 12 oTBeneHnsax, mposeienmne
XM-9KI, ananmmza mo3HUX MOTEHIIUAIOB JKeJTy-
JIOYKOB, TPOOBI ¢ (DUBUYECKON HATPy3KOl Wu
tpancropakaibHOit IXO-KI [191, 200].

Crparndukanus pucka

[TaTOTHOMOHUYHBIMY KJIWHWUYECKUMU TTPOSIB-
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geausimu AJ/[TIJK asmnsiores JKA, Bappupytotme
ot ogmHO4HOI KD mo ycroituuBoit KT u DK,
npusozstieit k BCC. Ilocnennss, B cBoio oue-
Ppellb, MOKET OBITh ITEPBBIM U €INHCTBEHHBIM KJI-
HUYECKUM TIPOSIBJIEHUEM 3TOTO 3ab0JIeBaHUs
[191]. Haubosiee yacTo BCTPEUAIOIIMMUCS CUMII-
tomamu A/[TIJK gaBrgioTcss taxwkapamst u/wiam
omymienus cepanebuennus, cuakorne u BCC, ko-
Topbie HabmoxaoTest B 27, 26 u 23% caydyaes co-
orBercTBeHHO [191-194]. DK saBnsercs mexa-
HuaMoM MruoseHHoi BCC y MoJ101bIX GOJIBHBIX C
AJITIFK, KoTOpBIE /10 ATOTO ABJSIJINCH ACUMITTOM-
HBIMU. Y OOJIBHBIX C JIJINTEJIbHBIM aHAMHE30M
AJITIK Gosiee BeposiTHa BO3MOKHOCTb PerucTpa-
MU YCTOWYUBBIX MOHOMOP(HBIX TeMOIMHAMU-
geckn ctabmibabix JKT [193]. ITporpeccuposa-
Hue 3a00JIeBAaHISI MOKET MTPOSIBJISITHCS KITMHUYIEC-
KUMHU CUMITOMaMU OWBEHTPUKYJISIPHOU cepied-
HOUW HEIOCTaTOYHOCTH.

KA ¢ mopdosorneit komrrekcoB QRS 1o tu-
ny BJIHIIT sBigioTcst OTIHYUTENbHON 0cOOeH-
HocThio A/IIT/K n ykaspiBaloT Ha TpaBOKETYy104-
KOBBII XapakTep apuTMuil. ¥ ManueHToB ¢ aud-
dysubivu popmamu AJITIK moxker HabmoxaTh-
€ HECKOJIbKO Mopdoaorniecknx kiaccoB sKA
[191-194].

BCC aBasieTcss 0CHOBHBIM BUIOM CMEPTH_IIPU
nannoii martosornu u 0,08-9,0% O6oMBHBIX C
AJIIIIK B rox ymupatot BHesarHo [191, 194, 199-
201]. Ornocuresnbro yacto BCC y 6osbHBIX €
AJITIIK pasBuBaeTcst ipu (hU3NMYECKON HArpysKe,
u yactoTa Bcrpedaemoctu A/IIIJK cpenn BHesarr-
HO YMEPIIUX CIIOPTCMEHOB focTuraet 25% [191].

PeTpocrieKTUBHBIN KIMHUYECKUN W TTATOMOP-
dbosornyecknii aHaanU3bl CBUIETEIHCTBYIOT, YTO
KpoMe ocHOBHBIX (hakTopoB pucka BCC (ykasa-
HUEe B aHaMHe3€ Ha 91130/l CEP/IEYHOT0 apecTa, Ha-
JINYUEe CUHKOIAJIbHBIX COCTOSTHUH, MHU30/bI yC-
toituuBoit JKT) kmHUUeckoe 3HAUEHNE B IAHHOM
KaTeropuu GOJLHBIX MOTYT UMETh: MOJIOZIOI BO3-
pacT, OTSITOIIEHHBIN ceMEeNHbIN aHAMHE3, 3aHI TS
mpodeCcCUOHATBHBIM CIIOPTOM, COKpPATUTEIbHAS
mchYHKITUS TPABOTO KETy/I0YKa, BOBIEUEHUE B
MaTOJOTUYECKUI TPOIleCcC JEBOTO JKeTy/I0uKa,
JIICIiepcus AuTeabHOCTH KoMmIiiekca QRS>40
MC, HApYIIEHUsT PEoJIIPU3alliy B TPYAHBIX OTBe-
nenngax IKI [199, 200]. Oxnako, nporHocTuyec-
Kas 3HAYMMOCTh KaKJIOTO M3 BbIIIENePEUnCIeH-
HBIX (DAKTOPOB ¥ MX KOMOMHAIMS YETKO He OIpe-
nenensl. B 2011 r. Ha ocHoBanum pesysbratos 10-
JIeTHeTo HabJII0IEH NI 3a TPYIINOi, COCTOSTIEN U3
96 Gosbubix AJIITIK, 6BLI0 TOKA3aHO, YTO MIPHCO-
ennaenne auchynknmm JIJK x mpezgcymiectByio-

meil quedynkuun 1K asisitoch Hanbosiee He-
GJIATOTIPUSATHBIM TIPOTHOCTUYECKUM (DAaKTOPOM B
OTHOTIIEHUU WX BbIkMBaemocTu [191].

Pexomenaanuu no npodpunakruke BCC

Knacc 1

1. Ummumanranmss K/ mokazana ng mpodu-
gaktukn BCC nainuenTaMm ¢ yCTaHOBJIEHHBIM JTH-
araozom AJIIIK, npu Hammumum jokazaHHol yc-
tortunBoit JKT wman ammsona DK (ocHoBHBIE
(hakTOpHI pUCKa), UMEIOITUM XOPOIIHH (PyHKITHO-
HaJIBHBINA cTaTyCc*, TIPU YCJIOBUM OKUJIAEMOI TTPO-
JOJEKUTEIbHOCTH Ku3Hu Oosiee 1 roma (B).

Kanacc 1lla

1. Ummnanrarus K/ moxer 6biTh o hexTis-
Ha juia podunaktuku BCC y maimeHToB ¢ TSIKE-
abivmu popmamu ALK, nmetormux takue gakro-
PBI PHICKa KaK BOBJIEUEHUE B MATOJOTMUECKUH TTPO-
niecc JIJK, cemeitnniit anamuez BCC y oxHoro u 60-
Jiee 4JIeHOB ceMbH (MM HAJTM4YUe y YJIEHOB CEMbU
3TMM30/I0B CHKOTIE HESICHOM 3THOJIOTUH, B CJIyUasIX,
korga JKT mim DK He GbLIM UCKITIOYEHBI KaK TPU-
YUHA CUHKOTIE), MMENUX XOPOHHMi (PyHKIINO-
HaJIBHBIN cTaTyc, MpU yCJIOBUU OKUIAEMOU TIPO-
poskuTenbHocTH skusHu 6osee 1 roga (C).

2. AMUOIapOH WJIM COTAJION MOXKET ObITh (-
dextuBen mns nedenusi ycronumpoit KT wminm
DK (ocHoBHBIE (haKTOPBI PUCKA) Y TTAITMEHTOB C
AJIITJK nipu HEBO3MOKHOCTU WJIU HEIleJaeco00-
pasnoctu umiuianTaruu MK/ (C).

3. PagmovactoTHas KateTepHast abJIsIIvsI ieJie-
cooOpasHa B KauyeCcTBe JIOMOJHUTETHHOTO METOIA
nedenns manuenToB ¢ AJ[IIJK, y koTopbix nmerot-
cs permauBel yeroitunBoil KT, HecMoTps Ha mpo-
Bosmmyio AAT (C).

Knacc ITb

1. Ounokapauanpaoe IDU moxeT MpoBo-
JIUTBCS Y TIAIIMEHTOB C YCTAHOBJIEHHBIM /[HarHO-
3oM ALK nns crpatudukaum pucka BCC, a
taxke s onieHkn ahdexruBHocTn AAT (C).

VIL.5. BCC npu cunapome WPW

Cunrznpom WPW — at0 coueranue IKI-peno-
MeHa, WIJTIOCTPUPYIOIIETO TTPEBO30YKIEHIE Ke-
JIyTOYKOB cep/lia IO JOTOJHUTEeNbHOMY (aHO-
MaJbHOMY) aTPUOBEHTPUKYJISPHOMY COeJHe-
nuio ([IABC) u napokcuamanbHOI aTPUOBEHTPH-
KYJISIDHOI PENUTIPOKHON (pe-enmpu) TaXuKapuu
(ABPT), Bosnukaromeii B pe3yJsbraTte peajimnsa-
UM MeXaHM3Ma TTOBTOPHOTO BXOJA 2JIEKTPUYEC-

(* — o MmeToauKkax nposeaeHns oLeHKMU dyHKLMOHANBHOMO CTATYCa Bbl
MoxeTe npoynTats Ha caiite http:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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KOTO BO30YKIEHUSI, CTPYKTYPHBIMU COCTaBJISIIO-
UMK KOMIIOHEHTaMU KOTOPOTO SBJISIOTCS] BPOK-
JeHHOe 100aBOYHOE aTPUOBEHTPHUKYJISIPHOE COe-
JIMHEHVEe, HOPMAJIbHOE aTPUOBEHTPUKYJISIPHOE CO-
emuHenue (ABC), Muokapa npeicepauii u sxeuy-
1049K0B [202-204].

O denomene WPW roBopsT B TOM cJiydae, ec-
JI1 y TIarmeHTa Ha (hoHe CMHYCOBOTO PUTMA Ha T10-
BepxHocTHOM IKI mmeroTcss mpusHaku aHTepo-
rpagHoro (OT Ipecepans K sKey1ouKam ) IpoBe-
nenust o JTABC (1ipeBo3OysKieHue Keaymaod-
KOB), HO B aHaMHe3€e HeT yKa3aHUi Ha KJIWHUYecC-
Kue nposiBiaeHus nian gakt Bepudukaruu ABPT
na IKI [202, 203].

[Tpu «curpome WPW s nipenBos0OyskieHue xe-
JIYJIOYKOB MOKET COYETAThCsI C MHON CUMIITOMATH-
yecKol Taxukapanelt, otangHoir ot ABPT, nampu-
Mep — GuOpHILISIIINEN UM TPETIETAHNEM TIPEICEp-
it [202-204].

[To mraHHBIM PAa3TMIHBIX ABTOPOB PACIIPOCTpPa-
HeHHOCTh cuHApoMa WPW B o0rmeit nomysisiiiun
cocrasisiet 0,1-0,3% [202-205].

Cpemn narmentoB ¢ cungpomom WPW puck
BCC B teuenue 3-10 ner cocrasager ot 0,15 1o
0,39%, 4to BbIle OOIIENONMYJISIIMOHHOTO PHCKA

BCC [202-204, 211, 212]. Hepenko cepieunslii
apecT SBJSETCS TePBbIM KIMHWUYECKUM CHMIITO-
MoM cuHzpoMa WPW,

K ocnoBubIM hakTopam pucka BCC y naiuen-
TOB ¢ cuHApOoMoM,/enomeroM WPW (B mopsinke
YMEHBIITEHUS MX 3HAUNMOCTH ) OTHOCSITCS: STTNU30/T
huOpUITISTINY TIPEICEPNil ¢ BETUYNHON MHTEP-
Basa RR 260 Mc u menee nHa ¢one anteporpaHo-
ro nposesienust o JIABC, nanvune cuHKOmAh-
HBIX COCTOSTHWII B aHamMHe3e, CTPYKTYpHAs MaTo-
JIOTUA cepjilla, ceMelHblil aHaMHe3 CUHAPOMa
WPW u BCC, BesmunHa aHTEpOTpajiHOTO ped-
pakreproro niepuosa JIABC menbie 270 mc [204,
207, 208, 211-213].

Crparudukanus pucka

AnroputMm crpatudukanun pucka BCC npen-
crassier B Tabsuie VIL5.1. On ocHOBaH Ha BBISIB-
JIEHUW OCHOBHBIX (DaKTOPOB PHMCKAa BO3HUKHOBE-
Husg BCC y manentos ¢ cungpomom WPW [204,
208, 210]. IlocienoBaTenbHas peamusaius JgaH-
HOTO aJITOPUTMA TIO3BOJIUT OTIPE/IEJIUTD TIepeveHb
MEpOIPUATHI, HEOOXOAMMBIX [IJIsI TIPOBEAECHUS
nepBuYHOI/BropuyHoil mpodunaktuku BCC B
KQKZIOM KOHKPETHOM KJIMHUYECKOM CJIydae.

[Ipu crparndukanmu pucka BCC y ganHoii ka-

Tabnuua VII.5.1

Crparudukanus pucka BCC y manuenTos ¢ cunapomom WPW

1. Ectb 11 mpu3Haku npeaBo30yxneHnst Ha DKI

Ja

HET

CM. TIYHKT 2

2. EcTb 11 cuMIiToMaTuyeckast TaxuKapaus I/I/ NI CUHKOITAJIbHBIC COCTOAHMA B aHAMHE3C

na HeT
sH109DU u PYA JABC CM. MYHKT 3
3. Ectb 11 ceMeiiHblii aHaMHe3 cuHapoma WPW u BCC
na HeT
sH10DDPU n PYA TABC CM. MYHKT 4
4. EcTb 11 CTPYKTYpHAas aTOJOTHS cepaLia
na HET
sH10ODPU u PYA TABC CM. MYHKT 5

5. I1penBo30yxaeHre Keaya0uYKOB aCUMIITOMHO

Cm. pexomendayuu no npopunaxmuxe BCC
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TETOPUU TAIMEHTOB OCHOBHON 3aj1aueil sIBJISIeTCs
BbISIBJIEHNE KIMHUYECKUX TPU3HAKOB (OCHOBHBIX
(baxTOpOB pUCKa 1 UX COUETAHUST ), ACCOTTMUPOBAH-
HBIX ¢ BbICOKMM prckoMm pa3sutusi BCC. B xoHeu-
HOM UTOTE, 3TO GY/IET OTPEIEISATH OCTIeI0BATE -
HOCTh MeporpusTuii o npodumrakruke BCC.

Pexomenaanuu no npodunakruke BCC

Knacc 1

1. BosibHBIM € TIpU3HAKAMU TPEABO30YKIEHUST
xemaynoukoB Ha IJKI, mepenecmm cepieunbrit
apect, HeoObsICHUMBIE 0OMOPOKH (OCHOBHBIE (haK-
TOPbI PUCKA) UJIN CUMIITOMATUIHYIO TAXUKAPIHIO,
nokazano mposezieane PYA JIABC (B).

2. [Tanmentam ¢ GuOpUILIAIMEN TIpeacepaAnii
(o 1pyTOH TpeICepIHON TaXuKap/iuei ), Corpo-
BOJK/IAIOIIENCS BBICOKOYACTOTHOM aKTUBAIMEN
MUOKap/ia KeJIyI0YKOB (BEJTMUYMHON WHTEpBasa
RR 260 mc 1 MmeHee Ha hoHE aHTEPOTPAHOTO TIPO-
Benennsa o JIABC — ocHoBHOI (hakTop prcka
BCC), mokasano nposeznenne PUA (B).

3. Y nanumentoB ¢ cuagpomom WPW, nmero-
MM OCHOBHbBIE (DAKTOPHI PUCKA U KOTOPbBIE TIPe/I-
MOYNTAIOT MEMKAMEHTO3HYIO TEPAIUIO MTPOBe/ie-
o PYA, cpeacrBamu Beibopa siBaistiorest AATT 1
kacca niau amuogapon (C)

4. [IpencraBuTesIIM PUCKOBBIX Ipodeccuit
(TUJTOTHI  CAMOJIETOB, BOJUTETH OOIIECTBEHHOTO
TPaHCIIOPTa, CIIOPTCMEHBI ) Y KOTOPBIX IMarHOCTH-
pyerca cunanpom/benomer WPW BHe 3aBucu-
MOCTH OT HAJUIHUS CUMIITOMOB U BEJTMUMHBI AaHTE-
porpagaoro IPII /TABC mokazano mpoBejieHue
PYA JTABC paxke mpm OTCyTCTBUU OCHOBHBIX
axropos pucka BCC (B).

3. [TanmenTor ¢ heromerom WPW, y KoTOpBIX
anteporpaaubiii IPII JIABC menee 270 mc, ioka-
3ano nipoesienne PYA JIABC (ocHoBHOI (hakTop
pucka) (B).

Knacc Ila

1. TTarmentam ¢ mpu3HAKaMu MPeaBO30YKe-
HuUs skesy109koB Ha KT, oTcyTCTBEM OCHOBHBIX
(bakTOpoB pucka (ykazaHus B aHaMHe3€ HA CUMII-
TOMATUYHYIO TaXUKap/WiO, CUHKOIE, CeMENHbII
anamue3 BCC, naimmune cTpyKTYPHOH TaTOJIOTHN
cepana, Beauyuna anteporpajanoro DPIT JIABC
6osee 270 Mc) MoKasaHO AMHAMUYECKOE HAOJIIO-
nenne kapauoaorom (C).

2. [TanmeHTaM ¢ HpU3HAKaMHU IPeABO30YIKIe-
Hud xemrynodkos Ha JKI, orcyTcTBrEeM B anamHe-
3¢ yKazaHuil Ha CUMITOMAaTUYHYIO TaXWUKapIUIo,
cuHKoIle, ceMennbiM atHamueoM BCC, namnunem
CTPYKTYPHOI ITaTOJIOTUU CEP/IIIA, Y KOTOPBIX BEJI-
uyrHa anteporpagHoro IPII JIABC 6osee 270 wmc,
He nokaszaHo HazHaueHue AAII (C).

Kanacc ITb

1. ¥ nanuentos ¢ henomerom WPW, y koro-
pbix BeanunHa anteporpaanoro IPII JTABC mpe-
BhimaeT 270 Mc, Bo3amoskHO 1mpoBeieHns PYA (C).

Knacc 111

1. ITarmentam ¢ cuapoMoM /penomenom WPW
IPOTUBOIIOKA3aHO HazHayeHWe JUTOKCUHa, OeTa-
610kaTopoB, Bepanamuia u ATD (C).

VII.6. BCC npu nopokax KjanaHoB cep/ia

VII.6.A. BCC npu BpO:KIEHHBIX NOPOKax
cepana

Crparuduxamnus pucka

Bposxnennbie mopoku cepamna (BIIC) mpen-
CTaBJISIIOT OO0 MHOTOOOPA3HBIil CIIEKTP aHATO-
MUYECKUX U (PUBMOJOTHIECKUX /e(eKTOB ¢ pa3-
JUYHBIMU BapUaHTaMHW KJIMHUYECKOTO TEUYEeHUS
3abosieBanust. PUCK pa3BuTHsT apuTMUIL HA TIPeJ-
U TIOCTEOTEPAITMOHHOM 3Tarax XUPyprudecKoit
KOPPEKITNU TTOPOKA TMPeANoIaraeT BO3MOKHOCTh
BCC. OcobeHHOCTh COCTOUT B TOM, 4TO OoJjiee
75% Mmuajenvyeckux u gerckux cmepreir ot BIIC
IIPOUCXOJUT B CTAIIMOHAPE, OOJIBIIMHCTBO U3 KO-
TOPBIX — B Xojie onepanuii. OcTasbHble CMePTH
MPOUCXO/IAT BHE CTAIIMOHAPA WJU B peaHuMalu-
OHHBIX OT/IEJIECHUSIX B pe3yJbTare JIPYruX BPOXK-
JCHHBIX aHOMAJIUN pasBUTUS WM cercuca. Y
6OJIbHBIX, OTlepupoBaHHbIX 110 Mooy BIIC B Bo3-
pacte crapiie 20 JieT, OTMeYaeTcs TPOTrpecCrupyro-
niee yBesmuenne yactotel BCC u cepaeuno-cocy-
JTUCTON CMEPTHOCTH.

C Boicokum puckom BCC B oTaseHHOM 11€pHo-
ne accormmupyiorest 5 tuno BIIC: terpaga Masio,
D- u L-tpancno3uiinsi MarucTpajJbHBIX apTepui,
CTE€HO3 A0PTHI U (DYHKIMOHAIBHO €[MHCTBEHHBII
kemmynodek. Hanbosbiiee KOJTMIECTBO JaHHBIX O
yactote pazsutusi BCC nipu BIIC npuxozastcs va
naieHToB ¢ terpagoir Mamno. B obszatembHOM
HOPSIZIKE OTIEPUPOBAHHBIM OGOJIBHBIM C ATHU30/[aMH
BCC B anamHe3e 10JKHBI BBITTOJTHSITHCS KAK MHBA-
3WBHOE MCCIe/I0OBaHNE TEMOAMHAMUKY, TaK U 9HJI0-
IODU. Tlonoxurenbhbie pe3yasratbl aHI0D DU,
BHE 3aBUCUMOCTHU OT KJIMHUYECKOTO CTaTyca Tain-
€HTa, TI03BOJISIIOT BBISIBUTH OOJIBHBIX C BBICOKUM
puckom BCC B oTnaieHHOM TIEpHOIE TTOCJE XU-
PYPruuecKoil KOPPEKIMH MOPOKa.

HaubGosiee pacmpocTpaHeHHast BPOKICHHAS
AHOMAJIMsI Pa3BUTUS KOPOHAPHBIX apTepHil, CBI-
3aHHadg ¢ BicOkUM pruckom BCC B MoJi010M BO3-
pacrte — OTXOK/IEHME JIEBOIl KOPOHAPHOI1 apTepuu
n3 mpaBoro cwHyca Bambcambsbl. [Ipenmomarae-
MbiMu MexanuaMamu BCC sBiistiorest 1160 octpast
AHTYJIANNAS yCThd KOPOHAPHOW apTepuu U, Kak
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CJIe[ICTBHE, ee reperud, ubo KOMIPECCHsl JIEBOI
KOPOHApHOI apTepuu, IPUBOJAIIME K Pa3BUTUIO
OCTPOIi UIIEeMUHM MUOKap/ia C MOCJAEAYIONIUM pa3-
utneM KT win MJK. /[narnos ycranaBamBaeTcst
B xozte KAT u comy»xuT mokazanuem K mpoBeIeHUIO
XUPYPrUYecKOl PeBACKYJIIPU3AIIUN MUOKaP/Ia.

CyrecTByeT orpaHUYeHHOE KOJIMIECTBO IKCIIe-
PUMEHTATbHBIX JAHHBIX, HA OCHOBAHUM KOTOPBIX
MOKHO ObLIO0 ObI PEKOMEHIOBAThH OIIPe/eJeHHYIO
TaKTUKY BeleHKs OOJIbHBIX € TUMU 3a00/IeBaHMI-
Mu. JleyeHune HEOTJOKHBIX COCTOSIHUMN, Pa3BUB-
IIUXCST B PAMKaX OCHOBHOTO 3a00JIEBAHMST, KOTOPOE
OTHOCHUTCSI K 9TOMY Pasjiely, OCYIIeCTBIIsieTcst 6e3
KaKuX-Jm00 crenuduaeckux 0coOeHHOCTEIN.

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. Uvmnanramus MK/l mpoBoanTcs marueH-
TaM ¢ BpokeHHBbIM TTopokoM cepia (BIIC), me-
peHecluM cepjiednbiii apectT (OCHOBHON (haKTop
pucka BCC), ecam npuunna 3abojieBaHus ycTa-
HOBJIEHA B X0/Ie 00CJIe/IOBaHUS U ObLIM UCKITI0Ue-
HBI UHBbIE OOpaTHMble MPUYUHBL VIMILIaHTams
MK/l npoBoanTCcs naneHTaM ¢ XOponmMm (hyHK-
[MOHATBHBIM CTATyCOM ™, TIOJIYYAIONINM JIJTATEIb-
HYIO ONTUMAJIBHYIO JIEKAPCTBEHHYIO Tepaluio 1
UMEIOTIM OJIATOMPUSITHBIN TIPOTHO3 BHIKUBAHMSI
B TeyeHne roza u 6osee (B).

2. boabubiv ¢ BIIC u cniontanHoil ycroitun-
Boil /KT (ocroBHOM hakTop pucka BCC) mokaza-
HO TIpPOBe/leHNEe WHBA3WBHOTO MCCJIEIOBAHUS Tia-
paMeTpoB BHYTPUCEPAECYHONU TEeMOAMHAMUKU W
a0 DU. PekomenyeMbie METOIBI TEPATTUU —
KaTeTepHast abJIAIs WK XUPYPIUYECKoe Jiede-
nue JKT. Ecsiiu ykazanusie MeToibl HeahheKTIB-
Hbl, TO pekomenayercs ummnanTaius UK/ (C).

Knacc Ila

1. luBa3uBHYIO OIIEHKY IapaMeTpoOB BHYTPHU-
cepreyHoii remoguHamMuku u aH10) DU 1eseco-
obpasHo nposoauTh narrentam ¢ BIIC, nmero-
muM ocHOBHbBIE (hakTopsl pucka BCC — ykazanus
B aHAMHe3€e Ha HeOObSICHUMBIE DTIM30/Ibl CHHKOIIE
1 HapylleHue COKPATUTeIbHON (DYHKIIMU JKesy-
JIOYKOB.

2. B orcyTcTBUE OTIPE/ICTIEHHON 1 TOTEHITN A b-
HO KOPPUTHUPYEMON MPUIMHBI CEPAEYHOTO apecTa
(ocHoBHoOIT (akTop pucka) mMmrantanus MK/
1esiecooOpasHa TmareHTaM ¢ XOpoIuM (hyHKITHO-
HAJIBHBIM CTATyCOM™, MOIYYalOIUM JIJIUTEbHYIO
ONTUMAJIBHYIO JIEKAPCTBEHHYIO TEPAITUIO U NMEIO-
UM GJIATOIPUSATHBII TPOTHO3 JI/IsT BBIKMBAHUS B
TeyeHue rozia u 6osee (B).

Knacc IIb

1. ITposenenwue aum0I DU MoKeT 0OCYKIATHCS

y nanuenTos ¢ BIIC u napHbIMM KesTyZ104KOBBIMU
akctpacuctosamu (FKI) nim HIK'T st onpeniee-
HUs prcka BO3HUKHOBeHud yctounsoi KT (C).
Kanacc 11T
1. Haznauenne mnpodunaktndeckoit AAT He
nokazano 6GosbHBIM ¢ GeccumnromubiM BITC u
equanunbiMu JKI (C).

VIIL.6.5. BCC npu npuo6peTeHHbIX MOPOKax
cepana

Crpartudukamnus pucka

B Hacrosiee BpeMst OTCYTCTBYIOT JIaHHBIE, CBU-
JIeTeJIbCTBYIOININE O TOM, YTO TJIACTUKA WUJIH TTPOTe-
3MPOBaHNE MUTPAIBHOTO KJIAllaHa YMEHbIIAIOT KO-
smaectBO KA y TalMeHToB ¢ KJIaaHHbIMU 1TOPO-
Kamu cepaiia. [loaToMy oreHKa KIMHITYeCKoro coc-
TOSTHUST 9TOM KaTeTOPUH MAIMEHTOB W UX JieueHue
MPOBOJIATCS HA OCHOBAHUU CYIIECTBYIONIUX PEKO-
MEH/IATTHIT JIJIST KasK/I0TO U3 3a00JIeBaHMil.

Pexomengannu no npodpunakruke BCC

Knacc 1

1. KinmHunygeckast orieHKa COCTOSTHUSI OOTBHBIX €
KJIallaHHBIMU TIopokamu cepana u KA, a takxke
BBIOOP TAKTUKU WX JIEYEHUST JOJIKHBI OCYIIECT-
BJISITHCS HA OCHOBAHUY CYIIECTBYIOIINX B HACTOS -
1iee BpeMsi PeKOMEH/IAIUI 110 IMarHOCTUKE U Jie-
YEHUIO TOPOKOB CEP/IIla U BBISIBICHUIO OCHOBHBIX
1 BTOpocTenenubix pakrtopoB pucka BCC (C).

Knacc IIb

1. IllosuTtBHOE 3HAUEHWE TIACTUKHU WJIU TIPO-
Te3MPOBAHUS MUTPATBHOTO KJIallaHa y MalneHTOB
C TIPOJIATICOM MUTPAJTBHOTO KJIAMAHA, TSKETOM
MUTPAJIBHOM perypruraieil, coueTalonieics c re-
MopmHamuyeckn 3HadyuMbiMu KA (ocHOBHOI
dakTop pucka), B OTHONIEHUU TPODUIAKTUKN
BCC ne asagercs nokazanabiMu (C).

VIL.7. BCC npu MeTab0/IMYeCKUX M BOCIa-
JIMTEJIBHBIX 3200JI€BaHUSIX

VIL.7.A. Crpatuduxamnusi pucka u npodu-
aaktuka BCC y namueHToB ¢ MHOKapIUTOM U
UH(EKITUOHHBIM YH/IOKAPAUTOM

Muoxapoum

MuokapanT — nmopaskeHue CepAeTHON MBITIIIHI
MPENMYTIECTBEHHO BOCIAIUTEIBHOTO XapaKTepa,
00y CJIOBJIEHHOE HETIOCPEACTBEHHBIM UJIH OTOCPe-
JIOBAaHHBIM Yepe3 UMMYHHbIE MEXaHU3MbI BO3/I€li-
cTBUEM UH(DEKIINH, TTAaPa3UTaPHOU WJIN TTPOTO301-
HOWl WHBA3WM, XUMUUYECKUX UJIN (HU3MYECKUX

(* — o meToamkax nposeaeHus oLeHKU YHKLUMOHQILHOTO CTATYCa Bbl
MoxeTe npounTaTs Ha caite hitp:/ /www.chcr.brown.edu/pcoc/
functi.htm)
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(hakTOpoB, a Takke BO3HUKAIOIIEe NP ajlJIepru-
4eCKUX U ayTOMMMYHHBIX 3a6oJieBanusx [214].

Haunbosiee wacTbiM 9THOJOTHYECKUM (HaKTO-
poM, 00YCJIOBJIMBAIONINM Pa3BUTHE MHUOKapPINUTA
6ostee yeM B 60% corydaes, SIBJISIETCSI BUPYCHAs WH-
dexrms [215]. B eBporieiickoii Moy Jisiiuy caMmbIM
JACTBIM BUPYCHBIM T€HOMOM, OTIPEIENIIIONNMCS B
Ouorntarax MUOKap/Ia, SIBJIsIeTCsT mapBoBupyc B-19
1 BUPYC Tepieca yesnoBeka - 6 [216]. 113 Gakrepu-
AJIbHBIX areHTOB HaOOJIbIllee 3HAYEHUE B MOCTIE/I-
HI€e TO/IbI IPUOOPETAIOT BHYTPUKJIETOYHbIE BO30Y-
muresn (pox Chlamidia) [218]. Cpeau apyrux
IPUYUH BBIIEJSAIOT TIPIMOE M OIOCPEIOBAaHHOE
BO3/IEHICTBUE TOKCUYECKHNX BEIIECTB, B TOM YHCJIe
JIEKapCTB, aJJIePrIYecKie N ayTOMMMYHHBIE peak-
I[UK Y JIMIL C CUCTEMHBIMU 3a00J1eBaHUSMU (KOJI-
JIaTE€HO3bI, OIIyXOJIM, CapKOW/I03, Hecrelmbuyec-
KWH sS3BeHHbIN KouT) [214, 217, 219].

BerpeuaemocTh MUOKapauTa B pPasIMIHBIX
crpanax EBpombl pasimyaercst B pasbl U KOJieO-
netcs ot 0,12% no 12% [215, 216]. B xapauosoru-
YeCKUX CTAI[MOHAPAX JMArHO3 MUOKApPIUTa BbIC-
TaBJIseTcsl MeHee yeM B 1% ciydaes, B TO JKe Bpe-
M TI0 IAHHBIM ayTOTICUU €TO NMPU3HAKY BbISBJIS-
fotes B 3-9% [218].

PesysibraTel cexnum BHE3AITHO YMEPIIUX JO-
nieit 06HapysKuBaioT MOphOJIOrnIecKIie MapKephl
muokapauTa B 8,6% ciyuaes [219], a 'y sui; MmoJio-
ke 40 et — B 12% caydaes [220]. [To HekoTOPBIM
TAHHBIM, MUOKAPAWUT SIBJSETCS BeAyIIeH TTPUIn-
HOI BHe3aITHOW CMepTH y jieTeii [8].

Hemnocpencrsennsim Mexanusmom BCC vy
OOJIbHBIX MUOKAPIUTOM SIBJISAIOTCS CTOWKHE Ha-
PYIIEHUST PUTMA 1/UJTU TTPOBOIUMOCTH, KOTOPBIE
10 JAHHBIM 3IHUAEMUOJOTUYECKOTO UCCIe10Ba-
Hust ESETCID, mpoBenernoro B EBportie, peruct-
pupytorcst B 18% caygaes [221]. [Ipu atom mpoc-
JIE)KMBAETCS CBSI3b MEK/Y YACTOTOH U TSKECThIO
pa3BUTHS HAPYIIEHUN pUTMa U MOpPGOJIorndec-
KM BapUaHTOM MHUOKap/NTa; B YaCTHOCTH, HaW-
GOoJbIITast BBIPAKEHHOCTh aPUTMHUYECKOTO CHH/I-
poMa XapaKTepHa /IJIS TUTAHTOKJIETOYHOTO MHO-
kapauTa. [lo maHHBIM APYyroro wuccienoBaHUS
[222, 223], okou0 5% cayyaeB MuokapauTa aebro-
TUPYIOT Pa3BUTHUEM JKeJyI0UKOBOI TaXUKaP/UU.

Bmecrte ¢ TeM, mporHocTHuYecKas poJib apuT-
MU, KaK M KJIMHUKO-UHCTPYMEHTAJIbHBIX [[aH-
HBIX, B yacTHocTH HU3KoN DB, B Manudecrnom
nepro/ie MUOKap/nTa /10 HACTOSIIIEr0 BpeMEeH! He
ycTaHoBJIeHa. Bo MHOTrHX cirydasx Ha doHe ajiex-
BAaTHOU Tepary HACTYIaeT IMOJHOe HMCYe3HOBe-
HUe TO00HBIX cMIITOMOB [218].

B cBsi3u ¢ 3TUM peKoOMeHIAIuN 110 PO UIaK-

trke BCC y 60JIbHBIX MUOKAPAUTOM UMEIOT Kpaii-
He OTpaHMYeHHbIH XapakTep, B OCHOBHOM OTHO-
CSTCSI K OCTPOMY Tiepuojy 3abosieBanust. [[yist me-
JIMKAaMEHTO3HOU Teparuy KeJyTOYKOBBIX TaXua-
putMuii ahGeKTUBHO Ha3HAUYeHWe aMHUOoapoHa
[224]. Yeranoska Bpemennoro DKC B ocTpoii da-
3e MUOKap/InTa MOoKa3aHa Py BO3HUKHOBEHUN Te-
MOJIMHAMIYECKHU 3HAUNMBbIX OpaJinapuTMHUiL, TOT/Ia
Kak Borpoc 06 umiiantaiyyu MK/ B aToT nepuos
He paccMaTpuBaeTcst. Bmecte ¢ tem, B 6ostee 10371
HUe cpokH, Korja Ha done ajekBaTHON AAT cox-
PaHSIOTCS YCTOHUNBbIE TeMOJIMTHAMUYECKH 3HAUN-
MbI€ JKeJIyOYKOBBIE HAPYIIECHUsT PUTMa CEPIla, a
MPOTHO3 JIJIsT KU3HU MalienTa O1aronpusitet B Te-
YeHre, Kak MUHUMYM, KaJeHIaPHOTO TO/a, UMII-
narTanus MK/ Moxer GbITh peKOMEH/I0BaHA.
Hnpexuuonnwiii sndoxapoum
Wudeximonnsiii sapokapant (M13) — Bocranu-
TeJIbHOE TTOPaKeHNe KJIAMaHHBIX CTPYKTYP, TIPUC-
TEHOYHOTO 3HOKAP/IA, SHOTENNS B 30HE BPOXK-
JEHHOTO TOPOKa MarMCTPAIBHBIX COCY/IOB, 00yC-
JIOBJIEHHOE TIPSIMBIM BHEIPEHHEM BO30YIUTENS U
MPOTEKAIOIIee Yyarle BCEero 10 TUITY CEercuca 0CTpo
WIN TIOJI0CTPO, € IHUPKYJSAIHENd BO30YAUTENS B
KPOBH, TPOMOOIMOOJIMSIMU, UMMYHOITATOIOTHYEC-
KMMU U3MEHEHUSIMU ¥ OCTIO;KHEHUSIMU [225].
OcnoBHbIME BO30OyuTesiMu V19 B mocsieiHme
NECATUIIETUST SIBJISIOTCS CTA(PUIOKOKK, CTPEINTO-
KOKK U 9HTEPOKOKK, KOTOPBIE BBIIEJSAIOTCS y TIO-
JIABJISIOIIEr0 OOJIBIMMHCTBA OOJIbHBIX € TOJOKHU-
TEJIbHOM TeMOKYJIBTYpoit [226, 227]. ITpocrexuba-
€TCs CBA3b MEXIY 3THOJOTHYECKUM (PaKTOPOM 1
BapHaHTOM TedeHus 3aboseBanus. Tak, mpu moao-
cTpoM TeueHun 19 OCHOBHBIM BO3OY/IMTEIEM SIB-
JIFIOTCST Pa3/IndHble BUBI Streptococcus, B TO Bpe-
MsI Kak octpoe Tederre VD nanbosiee yacTo acco-
UrpoBaHo ¢ uHbexiwein Staphylococcus [228].
Ocobennoctbio anuaemMuosornn M3 mocien-
HUX JIET SIBJISIETCS TIOsIBJIEHNE 0cOObIX (hopm: M1y
HAapKOMAHOB C MPEUMYIIECTBEHHBIM MMOPAKEHNEM
TPEXCTBOPUYATOTO KJanaHa, MO mpoTesa KianaHa,
N3O y manmeHTOB ¢ MMIIIAHTUPOBAHHBIM 9JIEKTPO-
KapJAMOCTUMYJIITOPOM U OOJIbHBIX, HAXOSIIIXCS
Ha MMPOTPaMMHOM TeMoauanuse, 119 y penumnmen-
TOB TPaHCIIAHTHPOBAHHOTO opraHa [229, 230].
OpnHoit 3 BaskHeimmx npobaem D B HacTOsI-
1ee BpeMs CJIelyeT TPU3HATh PACTYIIYI0 pe3uc-
TEHTHOCTH BO30yiuTe el K HanboJiee 4acTo mpu-
MEeHSIEMbIM aHTHOMOTHKAM, YTO BO MHOTOM 00yc-
JIABJIMBAET BBICOKME MIOKA3aTeIM CMEPTHOCTH 11PN
JMaHHOM 3200JI€EBAaHNHU, JOCTUTAIONIIE JIa)Ke B IOC-
nuTaibHbIX yeaoBusx 10-26% [231-233]. Boub-
MIMHCTBO CMEPTEii, HACTYHAIOINX BHE3AITHO, TTPO-
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HCXOJSAT 110 IPUYMHE OCTPOIi cep/ledHOl HelocTa-
TOYHOCTHU BCJIEJCTBHE IECTPYKIIMU KJIATaHa, Jn0o
Ha (oHe MOJIHMEHOCHOIO CENTHYEeCKOro IIOKa,
KaK [MPaBIJIO, ACCOIMUPOBAHHOTO ¢ abCIeImpoBa-
HUEM KJIAITAaHHOTO KOJIbI[A; OTHAKO TT0 CBOEMY Me-
XaHU3MY TO/I00HbBIE CJIy9Iand He MOTYT OBITh OTHe-
cennl kK BCC [234]. Bmecte ¢ Tem, hopmupoBanme
abcriecca B 00/1aCTH MEKIKETYIOYKOBOU TIEPETO-
poaku (MJKII) wnu pacnpoctpanenne THOHHOTO
mpoiecca ¢ KOJblla aOPTAJIbHOTO KJallaHa Ha
MJKII moskeT IpuBeCTH K Pa3pyIIeHIO IIPOBOJIS-
el cucteMbl cep/iiia U (POpMUPOBAHUIO TTOJTHOM
AB-6sokazet u passutuio BCC [234]. B aToii cBsi-
31, passuTre AB-6s10kanpr y namnuenTa ¢ 119 Beer-
Jla JIOJIKHO HACTOPaKUBATh B OTHOIIEHUU TaKOTO
IPO3HOTO OCJIOKHEHWSI, Kak abCIiecc.

Jleuenne 60bHBIX 11D 10IKHO OBITH ITATE -
HBIM, KOMTIJIEKCHBIM ¥ MHOTOKOMITOHEHTHBIM. Bo
BCEX CJIyYasix IOJKHA TIPOBOAUTHCS aHTUMUKPOO-
Hag Teparus ¢ y9eTOM 3THOJOTUIeCKOTo (haKTopa,
B OOJIBIINHCTBE CJIy4aeB ¢ IPUMEHEeHneM KOMO-
HAIUU aHTUOAKTEepUANbHBIX cpeacTB [231-234].
OCHOBHBIMU HaIPaBJICHUSMU JIeYeHUSI, TTOMUMO
AHTHOAKTEPUAIBHOM TEpaIiy, SIBJSAIOTCS TaKkKe
XUPYpruyecKkoe JieueHue M 3aMeCTUTebHas UM-
MyHHasl Teparusl.

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. [IpoBesieHrEe 9TUOTPOITHON, TTATOTEHETUYEC-
KO ¥ CUMIITOMAaTUYECKOH Teparnuu B OCTPOH (ha-
3e muokapaura (C).

2. Xupyprudeckas KOPPeKIHUs OCTPON HeJo-
CTATOYHOCTH AOPTAJIBHOTO KJallaHa, acCOIMUPO-
Bannoi ¢ JKT, mpu oTcyTcTBUU TTPOTUBOTIOKA3A-
nuii (C).

3. Xupypruyeckoe JiedeHre OCTPOro 3H/I0Kap-
JIATA, OCJIOKHEHHOTO abCIeCCOM a0PThI MJIU KJla-
MAHHOTO KOJIBI[A, ACCOIMUPOBAHHBIX ¢ AB-Osoka-
JIOH, TIpU OTCYTCTBUU npoTuBornokazanuii (C).

Kaacc Ila

1. Ummnanranms MK/ moxer 6biTh addex-
TUBHOU y TMAIMEHTOB C JKU3Heyrposkaonmmu KA
(ocHOBHOI (haKTOP pHCKa) BHE OCTPOH (ha3bl MUO-
Kap/nTa, TOJYYaloNNX TTOCTOSHHYIO ONTUMAJIb-
HYIO JIEKAPCTBEHHYIO TEPAINi0 U MMeIuX 6Ja-
TONPUSATHBIN ITPOTHO3 /IJIsI BBKMBAHUS B TeUeHME
1 roma u 60msee (C).

2. AAT uenecoobpasHa y HalMeHTOB C Heyc-
toituuBoii u ycroinuusoit KT B ocTpoii haze muo-
kapauTa (C).

Kanacc 111

1. Ummnanramus MK/l #He okazana B ocTpoit
daze muokapauta (C).

VIL.7.b. Crpatuduramusi pucka u npodu-
naktuka BCC npu MeTa60/1MYeCKOM CHHAPOME,
O’KHPEHHH, THeTe U AaHOPEKCHH

MerabouecKkuii CUHAPOM TPEACTABIISIET CO-
6011 COBOKYITHOCTh B3aMMOCBSI3aHHBIX (DaKTOPOB
pHUCKa BO3HUKHOBEHUS W MTPOTPECCUPOBAHUS CeP-
JIEYHO-COCYAUCTBIX 3a00/1€BaHUil, 00y CIOBIECHHBIX
aTepockyiepozoM [235-238]. OcHoBHBIE €T0 cOC-
TaBJSIONE — abJOMUHAIBHOE OKUPEHNUE, MOBbI-
mennoe A/l, areporennas aucanmugaemus (IIOBbI-
IIeHue YPOBHS TPUTJUIEPUIOB U CHIKEHHE XO-
JIeCTePUHA JIMTIOTIPOTEN/IOB BBICOKOH MIJIOTHOCTH B
KPOBH ), PE3UCTEHTHOCTh K MHCYJINHY (KJIMHUYEC-
KM TIPOSBIISIETCS HAapyIIEHWEM TOJIEPAHTHOCTH K
TJIIOKO3€, TUTIePIJNKeMUell HaTOIaK U CaXxapHbIM
mabetom 2 tura). JI7ist MeTaboJImueckoro CHHIPO-
Ma XapaKTePHBI TPOTPOMOOTHYECKIE U TPOBOCTIA-
JINTeThHBbIE U3MEHEHWST CCTEMBI TEMOCTA3a, a TaK-
’Ke MHOTOYMCJIEHHbIE MeTaboJIMYecKue U HI0K-
puHHble Hapymenus [236, 237, 239]. Kpurepun
JIMAaTHOCTUKU MeTabOJMYEeCKOTO CHHAPOMA IMPO-
JIOJIKAIOT YTOUHSTHCS U 0OCysKaaThest. Tak, sKc-
nepThl Beepoceniickoro HaydHoro obuiecTsa Kap-
JIMOJIOTOB HACTAMBAIOT HA BEYyIIeH posu abIoMu-
HAJIBHOTO OKUPeHUs (U30BITOYHOTO HAKOTIJIEHUST
BUCIIEPAJILHOTO KMpa) B MartoreHe3e MeTaboJm-
YeCKOTr0 CUHPOMA U BO3PA’KAIOT IIPOTUB YPABHU-
BaHWSI 3HAYMMOCTHU ITOTO (haKTOpa C APyruMu
kpurepusaMmu auarnoctuku [240]. Ilepecmarpusa-
eTcsl TakyKe JIOMyCTUMasi OKPYKHOCTb TaJluu, KO-
TOpast 1O CETOHATITHUM TTPEe/ICTaBACHUSM JOKHA
COOTBETCTBOBATH ATHUYECKOW NMPUHAJIEKHOCTU U
cTpane nposkuBanusa unanBuaa [237]. Ilpu meta-
GOJIMYECKOM CHHPOME OIUCAH Psiji U3MEHEHUI],
HOTEHIIMAJIBHO CIIOCOOCTBYIOMIMX BO3HUKHOBE-
nuio BCC — yBesmmyenue M TeIbHOCTU U IUCTIEP-
cum untepBaia QT [241-245], uamenenus: Bapua-
6eIbHOCTH PUTMa CEP/IIA, CBUIETETbCTBYOIINE O
peodIalaHii CUMITATHYECKUX BIUSTHUN Ha CHHY -
COBBIN PUTM U/UJW CHUKEHUU BaryCHOW aKTUB-
HoCTH [245-255], tunieprpodust JIeBOTo Keay104-
Ka [256-258]. Kpome Toro, 1p1 BhIPAKEHHBIX Me-
TabOJIMYECKUX PACCTPOICTBAX HE MCKIIOUEHO BBe-
JleHre JIOToJHUTeNbHBIX (hakTopoB pucka BCC:
runokanuemun [259], runoraukeMuu, croco6-
CTBYIOIEH aKTUBAIIMUA CUMIATAYECKON HEPBHOM
CUCTEMBI U HAPYIIEHUIO PETOJIIPU3aud MUOKAP-
na ¢ ynnunenveM natepsaia QT [260, 261], a Tak-
’Ke CHHPOMa 0OCTPYKTUBHOTO AITHOd CHA, COMPSI-
’KEHHOTO C HAJIMYMEeM MHOTUX KOMIIOHEHTOB MeTa-
GOJIMYECKOTO CUHIPOMA, BKJIIOUAsT 1peobiajianie
CUMITATUYECKOI akTUBHOCTH [262-265].

BoipaskeHHbIe paccTpOCTBA MUTAHUS, A TAKKE
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Ype3MepHbIe MEpPhI 10 UX OBICTPON KOPPEKITUH,
MoryT crocobcTBoBath BosHuKHOBeHMIO BCC.
Puck BCC 0co6eHHO BBICOK IIPU BbIPaKEHHOM
O’KMPEHUH, TIPEBBITIAS JaHHBIN TOKAa3aTeh B T10-
MYJISAIAA Y JIUI, COTIOCTAaBUMBIX IO BO3PaCTy, B
40-60 pas [266, 267]. Cxopee Bcero, 3TO CBI3aHO C
BO3HUKHOBEHUEM YTPOKAIOMINX KU3HN JKeTy/104-
KOBBIX apUTMWH, OJHAKO y BHE3AITHO YMEPIINUX
MOJIOZIBIX JITOZIEH BBISBJISAINCH TaKKe M3MEHEHUs
npoBozsiieit cucremsl cepaia [268]. Cpean dax-
TOPOB, Tpeapacnonaraomux k BCC, y muil ¢ oxxu-
pPEHMEM OIUCAHBL YBEJIUYEHUE [JTUTEJbHOCTH U
mucriepcun uaTepBasiia QT, dbopmuposanue xa-
PaKTEPHBIX CTPYKTYPHBIX WM3MEHEHUil cepjiia
(kapamomerasnus, AUJIATAIHS JIEBOTO JKeJTy/I04YKa,
runepTpodust KapAUOMOIUTOB 6€e3 NMPU3HAKOB
UHTEPCTUIHATBLHOTO (prOpo3a), a TakkKe 0O6CTPYK-
TuBHOe amHo? cHa [270-274]. Puck BCC mnpn
O’KUPEHNN MOKHO CYIIEeCTBEHHO YMEHBITUTD MTPU
CHUKeHUH Macchl Tesia. O6paTUMbl TaKsKe MPOsIB-
JIeHUS Kap/uonaTny n yajinHerne natepBana QT,
0COGEHHO Ha PaHHUX CTausIX 3a00seBanus [275-
277]. HuskokasopuiiHasi auera, ClocoOCTBYIO-
1ast CHUKEHUIO MACChl TeJa, OJKHA OBITH XOPO-
o cbamarncupoBanHoii. Ecth coobienust o Bo3-
HUKHOBeHUU aputMmuii u ciaydasx BCC npu uc-
MOJTb30BAHUU [ITUTEJIbHBIX, He cOaJaHCHPOBaH-
HBIX, OYeHb HU3KOKAJOPHUITHBIX TUET U JIe4eOHOTO
rosiofanvst (0OCOGEHHO JAMET C TPUMEHEHUEM K-
KHX TTpoTenHoB) [278-282].

CMepTHOCTB y JIUT] ¢ HEPBHOU aHOPEKCUel KO-
nebiercs or 5 10 20%, a dakTHYecKuii ITOKa3a-
TeJib, BEPOSITHO, COCTaBJISIET OKoJio 6%. [283].
Cuwnraercs, uto mouTtu 1/3 jeTajibHbIX UCXO/IOB, B
TOM Y¥KCJIe BO BpeMsT BO30OHOBJIEHUST TIPUEMa TIv-
II[{, TIPOMCXOIUT U3-3a 3a00JIEBAaHUN Ceplla, O/l-
HAKO TOYHbIE JAaHHbIE O TOM, 4YeM OOYCJOBJIEHA
BCC, orcyrcrBytor. [lmuTesnbHoe TOO/JaHNE TTPU-
BOZIUT K aTpouy CepIeuHON MBIIIIbI, CHHYCOBOI
Opamukapauy, yaHeHnto natepsata QT, a Tak-
JKe 9JIEKTPOJIUTHBIM PACCTPOUCTBAM, YCYTYOJISIO-
MM 3T HapymieHus. bompmumuacTBO MaTOI0TH-
YeCcKUX M3MEHEHUU CO CTOPOHBI Ceplla T0Ji-
HOCTBIO OOPAaTUMBbI TIOCJE HAJIEKAIEro BO300-
HoBJieHUs nuTanHus [284-286]. OcroxHenus,
CBsI3aHHbIE C BO30OHOBJICHUEM THTAHUS Y [JIU-
TEJIBHO TOJIO/IABIITNX, BKJIOYAIOT CepileyHble, HEB-
POJIOTUYECKHE U TeMaTOJOTMYecKre PaccTpoi-
cTBa, 00YCJIOBJEHHBIE BO3HUKHOBEHUEM 1chHa-
JIAaHCA JKUJKOCTU U 9J1eKTpoinToB. Cepziednsle oc-
JIO)KHEHUST BO3HWKAIOT, KaK MPABUJIO, B TIEPBYIO
HeJIeJII0 TI0CJIe Havaaa TpueMa T U OOBIYHO
CBS3aHBI C BBIPAKEHHBIM Ae(UITNTOM TTHTAHUS,

runiopocharemMreil 1 UCIOJb30BAHUEM TOJbBKO
napeHTepajgbHoro nutanus [287-290].

Crparndukanusa pucka BCC

Kaxp1ii 13 OCHOBHBIX KOMIIOHEHTOB MeTabo-
JIMYECKOTO cUHpoMa (OKUpEHUe, apTepraibHas
TUIePTEH3NUs], HapylleHrne oOMeHa JIMIKUIOB, ca-
XapHbII quader), Oyaydn B TOCTATOYHON CTETIEHN
BBIpaKEHHBIM, SABJsIeTcs (hakTopom pucka BCC
[291, 292]. B nacrosiiiee Bpems He sICHO, HeCeT Jin
oObeIMHEH e TUX TPEeIPACTIONATaoInX (HaKkTo-
pPOB B paMKax MeTabOoJMYeCKOTO CHHAPOMA [0-
MOJTHUTEJNbHYI0 WH(OPMAINIO, MTO3BOJSIONLYIO
yayuiuTh ctpatuduranmio pucka BCC [292].

Pexomenaanuu mo npodpunakruke BCC

Knacc 1

1. Ocobennocreil POGUIAKTUKI W JICUCHUST
yrpoxatomux xu3uu KA (ocHOBHOI dakTOp
pucka) u BCC y GonbHBIX ¢ MeTabOJNYecKUM
CUHIPOMOM, OKUPEHNeM, aHOPEKCUel WU TpHu-
JIEPKUBAIOIIUXCS OTIpeieJIeHHON aueThl HeT. Me-
poripuaTusa no npenotrspaiiennio BCC mosmkHb
OBbITH TAKUMHU K€, KaK ¥ IIPU APYyrux 3a00jieBatHu-
SIX. JTO MOIPA3yMEBAET, UTO CTPATU(DUKAIIHS PUC-
ka u npodunaktuka BCC y aToit kateropuu ma-
IIUEHTOB OCYIIECTBIISIETCS HA OCHOBAaHUY BBISIBJIE-
HUSI OCHOBHBIX M BTOPOCTETIEHHBIX (DAaKTOPOB puc-
ka. [Ipodpmrakruka BCC Oymer 3akiodaThCs B
nmraadataimn MK/ manmentam ¢ xopomum
(OYHKIIMOHATBHBIM CTATYCOM® 1 GJIATOTIPUSITHHIM
[IPOTHO30M BBIKMBAEMOCTH B TeUeHMe rojga u 60-
Jiee, KOTOPBIE TIOJYYalOT ITIUTETHbHYIO ONITUMAJIb-
Hyio JekapcrBennyio Tepamuio (C).

Knacc Ila

1. IIporpaMMHOe CHUIKEHUE MacChl Teja TpU
oskupeHnn (MoMUKaIIS BTOPOCTEIIEHHOTO (haK-
tTopa pucka BCC) u TnatelbHO KOHTPOJIUPYEMOE
BO30OHOBJIEHUE TUTAHMS MPH AHOPEKCHU MOKET
3 peKTUBHO CHU3UTH PUCK BO3HUKHOBeHUS KA 1
BCC (C).

Kanacc 111

1. JlmrenbHble, HecOaJaHCUPOBAHHBIE, OYEHb
HU3KOKAJIOPUITHDBIE JUETHI W JiedeOHOE TOJIOAHUE
He PEKOMEHJIYIOTCSI, TOCKOJIBbKY OHM MOTYT OBIThH
OTIACHBIMU W TTPUBO/IUTD K PA3BUTHIO YTPOKAIOIIIX
xuzau KA (C).

VIL.7.B. Crparuduranusi pucka u npodu-
saktuka BCC y namnueHToB ¢ 3HIOKPUHHBIMHU
HapyIeHUSIMU

(* — o meToaukax NpoBeaeHIs OLUEHKU GYHKLMOHONBHOIO CTATyCa Bbl
MoxeTe npounTats Ha caiite hitp://www.chcr.brown.edu/pcoc/
functi.htm)
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Crpatudukamnusa pucka

Hapymienust ropMoHa/IBHON peryJsiiiii MOTYT
SABJIATBCS TIPSIMOM MJIM OIIOCPEIOBAaHHON NTPUYM-
voit BCC B pesyJibTaTe pa3BuUTHs KU3HEYTPOXKA-
IONINX HapyNmIeHU PpUTMa M MPOBOAMMOCTU. JH-
JIOKPUHOTIATUHM MOTYT OKa3bIBaTh KaK HETOCPE]I-
CTBEHHOE BJMSHUE HAa MHUOKapj (Hampumep, de-
OXPOMOITUTOMA, TUPEOTOKCUKO3, TUIIOTUPEO3),
TaK U OBbITh PUYUHON Pa3BUTUSL COCTOSTHUH, KO-
TOpbIe TIOTEHIUATBbHO MOTYT COIPOBOKIATHCS
PUCKOM Pa3BUTHS apUTMUI (HAIIpuMep, 3JeKTPO-
JINTHBIE HApYIIEeHNs, CBA3aHHble ¢ AUCHYHKIIMEH
TOPMOHOB KOPBI HajIoyeyHnkos). Hekoropsie
9H/IOKPUHHbBIE HAPYILIEHUS COIIPOBOK/IAIOTCS pa3-
BUTHEM YCJIOBHii, CIOCOOCTBYIOMINX TIOSIBJIEHIIO
CTPYKTYPHOUM TATOJIOTUU CEPJIA, TTPU KOTOPOI
nmeetcs puck pazsutust BCC (manpumep, aucan-
nugemMust yBemmunBaeT puck pazsutusi UBC, a
BTOpUYHAS apTepuajbHas TUMEPTEH3US HI0-
KPUHHOTO IeHe3a CocoOCTBYET PA3BUTHIO THITEP-
tpodun muokapzaa JI/K).

Caxapmouii ouadbem

I3BecTHO, YTO B TIOIMYJISIUN GOJBHBIX, Hepe-
Hecmx MMM, auarnos caxapHoro auabera yBeJu-
uyrBaet puck passutus BCC [293-295]. IIpeario-
JlaraeMbIMU MeXaHU3MaMH, JieXKalllUMU B OCHOBE
pazsutusi BCC y aToil kKaTeropnu NalueHToB, SB-
JISIOTCS aBTOHOMHAsT HEWpomaTus, Mpu KOTOPOI
HaOsoaetcst yesmyenne nntepsaia QT, a tak-
JKe TsKeJash aCMMIITOMHAs WIeMUs MHUOKap/a,
criocobersyiomas passutuio KT u DIK.

Hopmammsanusi ypoBHS TJIMKEMUN WA YPOB-
HS TJIMKUPOBAHHOTO reMoryiobuna HeA1c ymern-
IAET PUCK CEPAEYHO-COCYIUCTHIX 3a00JIeBaHUIL.
O/Hako JaHHBIX O TOM, UTO ITPU 3TOM ITPOUCXOIUT
yMeHbIlleHe KOJIMYecTBa BHE3AITHBIX cMepTell —
Het. Harrpotus, B psijie uccse[oBaHmii GbLIO MPo-
JIeMOHCTPUPOBAHO, YTO MHTEHCUBHBII KOHTPOJb
TJIUKEMUH, OCOOEHHO TIPH HAJTWMYUH CHMIITOMOB
ABTOHOMHOI HEWPOTIATHH, IOBbITIAET PUCK PA3BU-
tust BCC, uT0 MOKeT ObITh CBSI3aHO C YBEJTMUYEHU-
€M PHUCKA Pa3BUTHS TUTOTTTMKEMIYECKUX COCTOSI-
HUIA, KOTOPBIE COMTPOBOXKAAIOTCS YAJTMHEHIEM WH-
tepBara QT u ymeHbilieHueM YPOBHS KaJWs CbI-
BOPOTKH KPOBH.

Axpomezanus

OCHOBHOIT IPUYUHON cMePTH Y OOJIBHBIX C aK-
poMerasiveii SBJseTcs Topa)keHue CepiedHo-Co-
cynuctoit cuctembl [296]. Ilpu anurtenbHo cytie-
CTBYIOIEN M aKTWUBHOW (C COXPaHEHHOW TuIilep-
cekpelueil TopMOHa pPocTa) aKpoMerajanuu pa3Bu-
BaeTCs TaK Ha3bIBaeMasi aKpoMerajmyeckass Kap-
JINOTIATHS, KOTOpast XapaKTepu3yeTcss KOHIIEHTPH-

yeckoil runeprpodueil MUOKap/a, AUacCTOJNYec-
KOM, a To3Ke W CUCTOJUYECKOW AnchyHKIUEeH
JIJK ¢ pasBuTHeM TsKeJol, pepakTepHOI K Me-
JIMKAaMEHTO3HOW Tepanuy, CceplevyHoll HexocTa-
TOYHOCTH. X POHMYECKAS TUTIEPCEKPEIHS TOPMOHA
pocra (I'P) u uHcymHONOA00HOTO (haKTOpa poc-
ta-1 (UIIDP-1) Takke cOMpOBOKIAETCS Pa3BU-
TheM nHCyJmHOpe3uctentHoctu, CJI 2 Tuna, auc-
JIMTTAZIEMIH U CTIOCOOCTBYET TIOSIBJIEHUIO apTepPH-
anbHOl runeprensun u TJIK. YV 6osnbHBIX akpo-
Merajn4ecKkoil KapAuomnaTyeil Jaiie, 4eM B o01iei
HOMYJISIIN, 0OHAPYKUBAIOT Pa3IMYHbIEe HApyIIle-
HUST pUTMa 1 TPOoBoIuMOocTH cep/inia [297]. Yacro-
ta JKHP koppenupyet ¢ AMTeIbHOCTHIO aHAMHE-
3a 3a00JIeBaHusl, @ UX TeMOIMHAMIYECKasT 3HAYM-
MOCTh — ¢ BbIpaskeHHOCTbIO [JIJK B Gosblieit
CTEIeHH, HeKeN ¢ OMOXUMIYECKUME MapKepaMmiu
aKTUBHOCTH 3abosieBanust. [lo HEKOTOPBIM TaH-
HBIM OK0JIO 75 % OOJIbHBIX aKpOMeTajIiei cTpajia-
10T CMHIPOMOM aITHO3/TUTIOHO3 cHa [298], mpu
KOTOPOM HEPEKO BCTPEYAIOTCS KU3HEOIACHbIE
HapylieHnus putMa cepamna. Y 56% O0JIbHbIX aK-
TUBHOI akpoMmerajineil perucTpupyIoTcs Mo3aHue
MOTEHIIMAJIBI JKeJIY/J0YKOB, HaJuyle KOTOPbIX He
3aBUCHUT OT BO3PacTa, 1Mojia OGOJIbHBIX, JJIUTE]b-
HOCTU 3a00JIeBaHMsI U BBIPAKEHHOCTH THIIEPTPO-
¢un nesoro xemrynouka [299, 300]. Tem He MeHee,
OKOHYATEJThbHOE CYXIEHUE O TPOTHOCTHYECKOM
3HAUYEHUW TO3HUX TIOTEHIINAJIOB KETYT0YKOB B
otHormreHnn pucka pazsutust BCC y 601bHBIX ak-
pomerasieil moka He copmmupoBano. Hopmamu-
sanus (wau camkenue) I'P u UTIDP-1 npuBoaut
K YMEHBIIeHUTO 4acToThl 7KI.

Pexomenmanuu no npodunakruke BCC

Knacc 1

1. Taktuka Tepanmuu KA, xotopas sBisieTcs
BTOPUYHON 110 OTHOINEHUIO K SHAOKPUHHBIM Ha-
PYIIEHVSIM, JI0JKHA OBITh HallpaBJieHa Ha KOPPEK-
U0 9JIEKTPOJIUTHOTO AncHaianca u JiedeHne oc-
HosHoro 3a6oseBanus (C).

2. OcobenHocTeil MPOPUIAKTUKE W JICUCHUST
yrposkatonux skusnu sKA (ocHoBHOI (akTop
pucka) u BCC y 60JIbHBIX ¢ 9HIOKPUHHBIME 3260-
JieBaHusIMU HeT. MepOorpusiTis TOJKHbBI OBITH Ta-
KMMU K€, KaK U IPU APYTUX 3a00JI€BaHUSAX. ITO
O3HayvaeT, 4YTo cTpaTuduKams pucka u mnpodu-
sgaktuka BCC y aT0i1 Kateropun marueHToB 0ocCy-
IIECTBJISIETCS] HA OCHOBAHWH BBISIBJIEHUS] OCHOB-
HBIX U BTOPOCTeNEeHHbIX (pakTopoB pucka. [Ipose-
nenne nmpopuaaktuku BCC BKioyaeT, B TOM UncC-
ae, umranranuo MK/ n 9KC nmanmmenTam, Koto-
pble TOJIYYaloT JJIUTEJbHYIO ONTUMAJBHYIO Je-
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KapCTBEHHYIO Tepanuio, ¢ XOpPOIuM (YHKIIHNO-
HAJIBHBIM CTATYCOM ¥ OJIATONPUSITHBIM TTPOTHO-
30M BbIKMBaeMocTH B TedeHue roja u 6osee (C).

VIL.7.I. Crpatudukanusa pucka u npocu-
gsaktuka BCC y manueHTOB ¢ TepMHHAJIbHOM
cTajineii moYeyHoi HeI0CTaTOYHOCTH

Crpatudukaius pucka

Oxkosio 40% maIueHToB ¢ TEPMUHAIBHOW CTa-
el ToYedHOU HeI0CTaTOYHOCTU yMUPAIOT OT
CepeYHO-COCYANCThIX 3a00eBanuii, us Hux 20%
— BuesanHo [301-302]. ITomumo KoOpoHApPHOTO
aTepOCKJIEpPO3a JIOMOJHUTENbHBIMU (haKTOpaMu
pHCKa pa3BUTHUS BHE3AIMHOU CEPAEYHON CMEpPTU Y
HAIMEHTOB XPOHUYECKOW OOJIE3HBIO MOYEK MOTYT
6biTh TJIOK, ypemudeckast KapAMOMHUOTIATHSI, aHe-
mud, yannHenne uHTepBaia QT m yBesundyenue
€ro JINCTIEPCHUN, CHUKEHNE BapradeJbHOCTH Ccep-
JIEYHOTO PUTMA, a TakKe OBICTPble U3MEHEHMSI
oObeMa MUPKYIUPYIOIIEil KPOBU U 3JIEKTPOJIUTOB,
Hea/IeKBaTHOCTD ANan3a, runepdocdaremus, Tu-
neprapatupeos u 1p [302, 303].

Pexomenaanuu no npodpunakruke BCC

Knacc 1

1. s npodunaktukn BCC y 60JIbHBIX Tep-
MUHAJIBHON MMOYEYHON HEJI0CTAaTOYHOCTHIO HeoO-
X0/IMMO BBISIBJISITH OcHOBHBIE (F KHP, cucronuyec-
Kas AuChYHKINS, CHHKOTE, CepleYHbIil apecT B
aHaMHe3€e) U MOAU(UIIUPOBATH BTOPOCTETIEHHBIE
(axToppl pucka (apTepwasbHAs TUMEPTOHUA,
TUCTUTIUIEMIST, TUTIEPTJINKEeMUs ), a Takxke (pak-
TOPBl PUCKA, CBsI3aHHbIE C XPOHUYECKOH 00-
JIE3HBIO TIOYEK U AMAIN30M (Jiedenne HedporeH-
HOW aHeMWU W TUTIEPIIApaTUPEO3a, yCTpaHeHue
nedurura Butamuna D, ajiekBaTHBIN Auain3, U3-
6eraTh MPUMEHEHUs AMATU3HON )KUIKOCTHU C HU3-
KUM cojiepskaneM Kauius u kabiins) (C).

Knacc Ila

1. B nensax sropuunoit npopunaktukn BCC y
MAIMEHTOB, HAXOANIUXCSI Ha MPOTPAMMHOM Te-
MOJIMAJT3€ WU TIOCTOSTHHOM aMOyJIaTOPHOM Tie-
PUTOHEATIBHOM [Majin3e, MOKa3aHO Ha3HaYeHUe
6JI0KaTOPOB AaHTHOTEH3MHOBBIX pertenTopoB (C) u
AAII III xmacca (C).

2. B nesax nepsuunoit npopunaktuku BCC y
MaIMeHTOB, HAXOAMINUXCS Ha TMPOTPAMMHOM Te-
MOJIMAJI3€e MU TIOCTOSHHOM aMOyJIaTOPHOM Iie-
PUTOHEAIBHOM JMain3e, TIOKAa3aHO Ha3HAueHUe
uAIlO (B).

3.V nanueHToB ¢ XpOHUYECKOI 60JIE3HBIO T0-
4yek U ocHOBHbIMU (hakTopamu pucka BCC (yr-
POSKAIOMIUMY KU3HW aPUTMUSIMHU U CUCTOJIYEC-
kol puchynkiuein JIK) MK/[-repanusg umeer

MPENMYTIECTBO HAJ[ MEIUKAMEHTO3HOU Teparu-
eil, OJIHaKO y JAMAJN3HBIX MAI[MEHTOB 6JIaromnpu-
ATHBIN a(hDeKT aTOTO BU/IA JIeueHUs Ha BbIXKMBa-
eMOCTbh He JIoKaszaH. Perrenne 06 MMILIaHTAIIMT
UK/ cnepyer npuHUMaTh WHAWBUIYAJIBHO, C
y4eTOM COCTOSHUS MalMeHTa W 0KUIaeMOH TTPO-
nomkutenbHocTn Kusuu (C). Haxoxmenme Ha
MPOrpaMMHOM TeMOJIMaJIN3e WU TTOCTOSTHHOM
aMOyJIaTOPHOM IIEPUTOHEAJIbHOM AMAIN3e, TEM
He MeHee, He JIOJUKHO PAacCMaTPUBATBhCI KaK pe-
MIAIONUHT aPTYMEHT B MOJIb3y 0TKa3a OT WMIIJIaH-
tauun MK/,

Kanacc ITb

1. B nenax nepsuunoit npodunaktuku BCCy
narmenToB ¢ MIBC, naxoasgmuxcst Ha Mporpam-
MHOM TeMOJIMAJIN3€ WU MOCTOSTHHOM aMOyJ1aTop-
HOM TIEPUTOHEATTHHOM JHMaN3€e, MOKET 00CyK-
JIaThCs Ha3HAueHMe CEeJIEKTUBHBIX Oera-0JI0KaTo-
pos (C).

2. B nenax nepsuunoit npocdunaktuku BCC y
MaIeHTOB TP OTCYTCTBUM MPU3HAKOB MOPasKe-
HUS KOPOHAPHBIX apTepuil, HaXOISIIUXCSI Ha
MIPOTPAMMHOM TEMO/INAJTU3€E NI TIOCTOSTHHOM aM-
OyJIaTOPHOM TIEPUTOHEATBHOM [IHa/Ii3€e, MOKET
obcyskmaarbest HasHayenne Hukopanauaa (C).

VIL.8. BCC npu 60ie3HsIX nNepuKapaa

Pexomenaanuu no npodpunakruke BCC

Knacc 1

1. Crparudukarug pucka u npodUIaAKTHIKA
BCC y manmenToB ¢ 60JI€3HAME TepUKapaa ocy-
MIECTBJISIETCSI HAa OCHOBAHWM BBISIBJIEHUS OCHOB-
HBIX U BTOPOCTENEHHbIX (hakTOpoB pucka. [Ipose-
nenvie MPOGUIAKTUKY TO/IPa3yMeBAET, B TOM YKC-
Je, umranTannio MK/ mamnmenTaM ¢ OCHOBHBIMU
(akropamu prucka BCC, koTopsie moryvaior -
TEJTBHYI0 ONTUMAJbHYIO JIEKAaPCTBEHHYIO Tepa-
MUIO, C XOPOITNM (DYHKITMOHAJIBHBIM CTaTyCOM™ 1
6JIATOTIPUSTHBIM POTHO30M BBIKUBAEMOCTH B T€-
yenue roga u 6osee (C)

VII.9. BCC y nanmueHTOB XpOHHYECKOM
0OCTPYKTHBHOI 00JIE3HBIO JIETKHX

XpoHudeckast 06CTPYKTUBHAS GOJIE3HB JIETKIX
(XOBJT) — o110 13 HanboJiee pacpocTpaHEeHHBIX
3a60JIeBaHUIl B3POCJIOTO HACETIEHUS BO BCEM MU-
pe, KOTopbIM cTpajaet ot 7 1o 18,2 % suir crapiie
40 et [304-306]. B mociennue 25 et nabiroja-
eTcs HeyKJIOHHbBIN pocT cMepTHOCTH 0T XODBJI n
o nporuo3am akciieproB BO3 x 2020 roxy nan-

[* — 0 MeToarkax MpoBEAeHN OUEHKM GYHKUMOHATLHOTO CTATYCA Bbl
MoxeTe npounTaTs Ha caiite hitp://www.chcr.brown.edu/pcoc/
functi.htm)
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Hasl IaTOJIOTHS 3aliMeT 3-€ MECTO CPe/ld BCEX TPU-
ynH cMmeptu [307].

XOBJI — aro xpoHudeckoe 3abojieBaHue, Xa-
pakTepusyloleecs MepcucTUPYIONIMM OTpaHude-
HUEM BO3/yTITHOTO MOTOKA B JIBIXaTEIbHBIX My TSIX,
KOTOpOe OOLIYHO HOCHUT MPOTPECCUPYIONINI Xa-
paKTep M CBSI3aHO C BOCTIAJIUTENbHBIM OTBETOM Ha
JUTUTETbHOE BIbIXaHWE YAaCcTUI[ WU Ta30B. 14-
xkecTh Teuennst XOBJI Bo MHOTOM ompesiesisieTcst
4acTOTON 060CTPEHUIT U COMYTCTBYIOIIEH MaToI0-
rueit [308]. Haubosiee gacToii comyTcTByIONIei
pobemoii y 6oababix XOBJI sBisiioTest ceped-
HO-cocyaucThie 3a0bosieBaHus, B GOJIBIINHCTBE
cayqaeB — UBC, ceppeyHas HeIOCTATOUHOCTD,
huOPUILISTIS TIPeICEPANil U apTepraabHas TH-
neptonus. [lo 1aHHBIM KPYITHOTO MCCIeT0BaHus,
BKJiouaBiiero 6osiee 1800 mareHToB, y G0IbHBIX
XOBJI cymecTtByeT moBBIIIeHHBINT B 3,36 pasa
PHCK CMEPTH OT CEPIEYHO-COCYAUCTBIX COOBITUI B
1esIoM U B 5,65 pasa — OT UIIeMUYeCKOl G0Ie3HN
cepana [309]. Vmeerca npsimas 3aBUCUMOCTH
pHICKa CMEPTHU OT BEJIMUNHBI 00beMa (hopcrpoBaH-
Horo Bbioxa 3a 1-10 cekyuay (OMB1) — raBHo-
ro KOJMYECTBEHHOTO KPUTEpUst OPOHXUAIbHOMN
obcrpyknuu [310].

[Ipu 9TOM mHAIMEHTBI, HaXOsIecss Ha Ooee
gerkux cragusax XOBJI, umeor ropasao 6oJbiie
PHICKOB YMepETb He OT JIbIXaTeJbHOW HEJI0CTATOU-
HOCTH, a OT cepiedHO-cocyiucToi nartosoruu [311].

INMUEMUOTIOTUYECKUE JTaHHBIE TI0 COYETAHWIO
XObBJI ¢ cepmeunoil maToJIOTHEN TPEACTABISIOT
JIOCTaTOYHO MUPOKHH Anana3on iudp. Hampuwmep,
B uccaenoBanun VALIANT cpenu 14703 naruen-
TOB C OCTPbIM HH(MDAPKTOM MHUOKapAa OKOJI0 9%
umesu conyterByomyio XOBJI. Tlpu atoMm, y
6ospbIx XOBJI Habsoganacs 30%-s1 seTab-
HOCTb, B TO BpeMd Kak 1ipu otcytctBuu XOBJI ona
cocrasuia 19%. Bosee 27% Gobabix XOBJI crpa-
JIAJTA CepIeYHON HEJIOCTATOYHOCTBIO €elTle 10 BKJTIO-
yeHus B uccaenoBanue [312]. B apyrom KpynHom
uccaenoBanuu, mpoananuduposasiiem 400 000
rocrranusanuii narueaToB XObBJI B otnesnenns
BETEPAHOB, COIMYTCTBYIONAS MATOJIOTUS KOPOHAP-
HBIX apTepuil Becrpevasach B 33,6% cayudaes [313].

[TaToreHeTMYECKU CTOJIb YacTasi acCOIMAIIHST
XObJI, UBC, cepneunoil HETOCTATOUYHOCTH WU
APUTMUIT OTIpe/esIIeTcsl 1IeJbIM PSIIOM 06CTOSs-
TEJILCTB: BO-TIEPBBIX, 9TO OOIIHIT JOMUHUPYIOIINI
daxTop prcka — Kypenue. Bo-Bropbix, o6a Buza
MATOJIOTUM SIBJISIIOTCSI 3aBUCMBIMU OT BO3PacCTa,
3a00J1eBAEMOCTh MMHU TIPOTPECCUBHO HapacTaer
nocsie 50 stet. B TpeThbux —pemoeimpoBaHe mpa-
BBIX OT/IEJIOB CEeP/IIla SIBJISIETCS OTBETOM Ha Pa3BU-

BAIONIYIOCS JIETOUYHYIO TUIEPTeH3WI0. B deTBep-
TBIX, CUCTEMHOE€ BOCIAJeHUE, OKUCIUTETbHBIN
cTpecc, rutiepkanuus, xapakrepuoie st XOBJI,
BEYT K YCKOPEHUIO MTPOIIECCOB aTeporeHe3a m sIB-
JITIOTCS TIpOBOKaTOpaMu aputmuil. M HakowHer,
MMeeT MeCTO B3aMMHOE HeTaTUBHOE BJIUSHUE Me-
JIMKAMEHTO3HOU Teparuu, KOT/la TperapaThl /It
JIEYeHUST CepIeYHON MATOJOTUN MOTYT YXY/IIIUTh
teueHre XOBJI, a GPOHXONUTHKY — TIPOBOIUPO-
BaTh KU3HEYTpOXKaloIe apUTMUN.

Crpartudukamnusa pucka

[Tpu onpenenennn crenenn pucka BCC y ma-
muentoB ¢ XOBJI HeoOXoAMMO yYHTHIBAThH JBa
OCHOBHBIX (haKkTOpa:

- CcTelleHb OrpaHWYEHUs BO3/YIIHOTO MOTOKA,
oTIpesiesisieMyTo TTPU CITUPOMETPHH;

- aHAMHe3 TTAINeHTa, TPEsK/Ie BCETO — YKa3aHUs
Ha HAJIMYWE COMYTCTBYIONINX WJIU TTePEeHECEHHbBIX
3a00jieBaHUl, YBEJIMUYUBAIOUIUX Y OOJbHBIX
XObBJI puck BCC, a Takske JieKapCTBEHHBIN
aHaMHe3.

[amments! ¢ Beanunnoii ODB1 Gosabiie 60%
He WMEIOT JIONMOJHUTENBHBIX PHUCKOB Pa3BUTHS
BCC, nostomy ux BejieHEe He OTJINYAETCS OT TaK-
TUKWA JJIS JIPYTUX TAIMEHTOB, HE CTPAJIAl0NuX
XODbJIL.

VY 6oabubix ¢ mokazatesem ODB1 auske 60%,
1 OTCyTCTBHEM (haKTOPOB PHUCKA B aHAMHe3e Iie-
JIeCOOOPA3HO TMEPUOUYECKN TIPOBOANUTD XOJITE-
poBckoe MouutopupoBanme IJKI mms cBoeBpe-
MEHHOTO BBISIBJIEHUS CKPBITON KapAMaTbHON TMa-
TOJIOTHH.

HauboJbiiiero BHUMaHKS B OTHOILIEHUH IPO-
dunaktukn BCC Tpebyer rpynma mar@eHToB ¢
XODbBJI, y KOTOPBIX COUETAIOTCST CHUKEHHAST BEJIH-
unHa ODB1<60% u namure 3a00eBaHmil cep-
JIEYHO-COCY/TUCTON cUcTeMbl. B aToM ciiydae He-
00XOIMMO PACCMOTPETh BO3MOKHOCTH BHECEHWSI
M3MEHEHWN B IJIAH BeJIEHUST MAlMEeHTa C I1eJIbI0
npodunaktTukn BCC B cOOTBETCTBUU C TIPUBe-
JIeHHBIMU HIKe pekoMmenaanmusmu (puc. VILI.1).

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. Ocobennoctu npodutaktuku BCC y 60J1b-
Hbix ¢ XOBJI 6asupyrorcst Ha BBISIBICHUN OCHOB-
HBIX ¥ BTOPOCTETIEHHBIX (PaKTOPOB prCKa. ITO TOJI-
pasyMeBaeT, B ToM uuce, nmitantanuio MK/ na-
IIMEeHTaM, MMEIOIUM OCHOBHBIE (haKTOPBI PUCKA
BCC, koropble Mony4aioT JJUTETbHYI0 ONITUMAJIb-
HYIO JIEKAPCTBEHHYIO TEPAITUIO, C XOPOIINM (PyHK-
IIUOHAJIBHBIM CTaTycOM™ U OJIATONPUSITHBIM TIPOT-
HO30M BBIKHUBAEMOCTH B TedeHwe roza u boJee (B).

2. ITpu ucnoib3oBanmm GeTa-6JI0KATOPOB, TIPE/I-
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MauunenT c XOBbJ1

@ criupomempus @

[ O®B 1 > 60% ]

HeT

[ O®B 1<60% j

Aa

JNleueHune XOB/
no obwum npasunam

o

-NMOCTOAHHbIN NPUEM MHTFANALMOHHbIX 3-2 arOHUCTOB

EcTtb nn paKkTopbl prucka BCC:
OcHOBHbIE€:
e ®B meHee 40%
e cepZeyHblii apecT B aHamHese
e XCH
® 3nM304bl ycTonumBom KT
BTopocreneHHble:
- caxapHbI auaber,
- apTepuanbHas rmnepTeH3uns,
- ero4YyHas runepTeHsus,
- BO3pacT cTapuwe 65 ner,

KOpoTKoro aeicteunsa 6onee 6 nos/cyr )

Cm. pekomeHgaumm no npodpunaktmke BCC
y 60s1bHbIX XOB/1

Puc. VIL.9.1. Crpatueumkaums pucka BCC
y naumentos ¢ XOBJI

MOYTEeHNE JIOJKHO OT/IaBaThCsl CEJIEKTUBHBIM TIpe-
naparam, osokupytommum B-1 pererrropsr (A).

Kanacc Ila

1.V 6oabubix XOBJI ¢ XCH naubosee npes-
MOYTUTETHHBIM TIPENapaToM, He TPUBOJSIINM K
camxennio OMB1 (ocHOBHOI Mapkep 00CTpyK-
1K) U KauyecTBa JKU3HU, SABJSETCS OMCOIPOJIOJ
(B).

2. [Tatmentor XOBJI cTabuiabHOTO TedyeHus,
HpUHUMAIOIIe TeOMUINH U -2 arOHUCTDI JIJTH-
TEJIbHOTO JIeMCTBUS, HE WMEIOT IOBBIIIEHHOTO
pucka BCC (B).

Knacc IIb

1. UnTanammonHbie KOPTUKOCTEPOUIBI YMEHbB-
maror puck passurust BCC y 6oababix XOBJI (B).

2. Ioxubie 601pabie XOBJI, crapuie 65 jer
UMeIOT MeHbInuii puck pazsutusg BCC mpu npue-
Me MHTAJISIIMOHHBIX -2 aroHUCTOB AJUTETHHOTO
NENCTBUS, YeM TIPU MCIIOJIb30BAHNY MHTAJISIITUOH-
HBIX aHTUXOJUHEPTUYECKUX IIperapaToB JJiu-
TesibHOTO eticTBus (B).

3. [IpuMeHeHME TTOPOITKOBOM MHTAJISIIMOHHOM
(hopmbl THOTPOTIMYMa He yBenuuuBaeT puck BCC
y 60mpHBIX XOBJI (B).

Kanacc 11T

1. Caenyer usberath Ha3HAYEHUST BBICOKUX 103
B-2 aroHUCTOB TManmeHTaM ¢ HeCTaOWIbHOU CTe-
HoKapueit (A).

2. llpumenenue 14-4jeHHBIX MAKPOJUIOB
(apuUTpOMUIIHA, KIAPUTPOMUIINHA) MOJKET COII-
poBOKIaThes yamnHenueM untepsana QT u yse-
JIMYEeHNEeM PUCKA BOSHUKHOBEHUS JKeJTyTOYKOBBIX
aputmuii (ocHoBHOH (hakTop pucka BCC ) (B).

3. HaznavyeHnue MHTAISAIIMOHHOTO UITPATPOIINY-
Ma Opomujia narnrenTam ¢ X OBJI acconuupyercst
¢ yBeanvyenueM pucka BCC (B) .

4. borbupie XOBJI n XCH, nosyvaromnye ns-
TaJISIITMOHHbIE [3-2 arOHUCTBI KOPOTKOTO I€HCTBUS,
umeioT OoJsiee Boicokuii prick BCC 1o cpaBHeHUIO
C JIMIAMU HE MPUHUMAIONIUME MOA00HbIE Mpera-
patsl (A).

5. Pemienue o mipoBezieHun aopTO-KOPOHAPHO-
ro myHrupoBanust y 6ospHbix XOBJI ¢ ODB1
<60% M0JIKHO TIPUHUMATBLCS C YI€TOM TOro (ak-

(* - o MeToamKax nposeneHns OLeHKM PyHKLUMOHANLHOIO CTATYCA Bbl
MoxeTe npounTtats Ha caiite http://www.chcr.brown.edu/pcoc/
functi.htm)
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Ta, YTO y JAHHOI KaTeropuu MaIllMeHTOB PUCK
CMEPTH B TIOCJIEONEPAITMOHHOM IE€PUOJIE JOCTO-
BepHo BbitIe (B).

VII.10. BCC npu HeiipoMbIieyHbIx 3a00-
JIeBaHUSX

HacsieictBerHblie HellpoMbIIiedHble 3a60J1eBa-
HUS (MUOTOHUYECKAsS MBbIMIeYHas AUCTPOhus,
curgpom Kepuca-Ceiipa, muoauctpoduss Ipba,
Muonatusi Imepu-/Ipeiidyca, apyrue BUmIb MUO-
natuit) MOTYT IIpeIpacnojiaraTb K Pa3BUTHUIO
MpeicepAHbIX apUTMUil, HapyllleHWH ITPOBOJU-
moctr, AB-6sokane, monomopdnoit KT wiu mo-
sumopduoint KT nu BCC [314-320]. Knunnuec-
K€ TIPOSIBJIEHNS], YKa3bIBAIOIINE HA BO3MOKHOCTD
Hasmuust cyoctpata st passutust BCC, 10BoJTb-
HO pasHooOpasubl. BCC siByisteTcst XOpOIIo mpor-
HO3UPYEMBIM BBISBJISIEMBIM OCJOKHEHUEM HEKO-
TOPBIX HEHPOMBIIIEYHBIX 3a00JI€BAHIIT, OIHAKO
MpoTpeccupoBaHnie HAPYIIEHU TTPOBOIUMOCTU
MOKeT ObITh HempeackazyembiM [321-330]. B cary-
Yyae MOpPaKeHWs1 Cep/Ila, B YaCTHOCTHU, TIPU MbI-
IeYHoi gucTpodun, Heo6XoAUMO 06palaTh BHU-
MaHUe Ha MUHUMAJbHbIE KIMHUYECKUE CUMIITO-
MBI WJIN 3JEKTPOKapAnorpapuiecKue MposBIe-
HUS TIPU OTIpe/leJIeHUH TIOKa3aHUN K MMILJIaHTa-
mn IKC nimm UK/l u nposenennio sumod DI

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. CymectBytfomas cTpatuduKanus pucka
BCC y mnanueHToB ¢ HEHPOMBIIIEYHBIME 3a00J1€-
BAHUSIMU TIO/IPa3yMeBaeT BhIIBICHNE OCHOBHBIX U
BTOpOCTENEeHHBIX (bakTOpoB pucka. [IpuHimmes
npodunaktkn BCC He oTamMyaoTcs OT TeX, KO-
TOpbIe TPUMEHSIOTCS TIPU JIEYEHUU TAIUEeHTOB
6e3 aTHX paccTpoiicTs (A).

Kanacc ITb

1. Mmmnantanus IKC moxker obcyKaaTbest y
MAIMEeHTOB C HACJIE/ICTBEHHBIMU ITPOTPECCUPYIO-
UMW HEPIPOMBITIIEYHBIMU 3a00/IeBaHUsIMU (Ha-
puMep: MUOTOHWYECKAsT MUCTPO(Us, CUHIPOM
Kepnca-Ceiipa, muogucrpodus Ipba, MUOIATHS
Imepu-/Ipeiicdyca u T.11.) ¢ HaTUIMEM TaKOTO (hax-
topa pucka BCC kak AB-6sokana (B Tom umcie
AB-6sokazpl I crerenn), KOTOPbIi SBJISETCS OC-
HOBHBIM Y JIAaHHOW TPYMIIBI MAIUEHTOB, JaKe TIPU
OTCYTCTBUM KJWUHUYECKOW CHUMITOMATUKH. ITO
00yCJIOBJIEHO TEM, UYTO Y TaKUX OOJIbHBIX BO3MOJK-
HO OCTpOe TporpeccrpoBaHue HapyiieHuil AB-
npoBogumMocTu (B).

VII.11. BCC y nanueHTOB ¢ KaHAJIOIATHSIMU
U CUHIPOMOM PaHHEl penojsapu3alum Kery-
JIOYKOB

Cunnpom ynmunennoro untepsana QT, cunj-
pom ykopouenHoro uatepsasia QT, cunpom bpy-
rajja ¥ KaTexoJlaMUHepruyeckas HoauMopdHas
JKEeJTYZIOYKOBask TaXWKaPWSs, SBJSIOTCS PEJAKUMU
HaCJIe/ICTBEHHBIMU 3200JI€BAHUSIMU, BBI3BAHHBIMI
HapylieHneM padOThl HOHHBIX KaHAIOB (KaHAJIO-
narusimu ). OHU 00YCJIOBJIEHBI MyTalen (-sMu)
I€HOB, KOAUPYOIINX JTUGO CTPOEeHHUE TTOpoodpasy-
I01UX 6elKoB, 1100 crenuUUecKuX CBI3bIBa0-
IIUX ¥ CTPOUTETHHBIX OEJIKOB MOHHBIX KaHAJIOB, &
TaK’Ke PelenTopoB 1 (hepMEHTOB, KOTOPBIE SIBJISI-
I0TCSI KJIIOUEBBIMU CTPYKTYPHO-(YHKIINOHAIbHBI-
MU KOMITOHEHTaMU HOPMaJIbHON M aOHOPMaJTb-
HOM 2JIEKTPO(GU3NOJIOTUUECKON CUCTEMBI CEPIIa.
[Tatorenernyecku GJIU3KUM K BBIIEO3HAYEHHBIM
3a00JIEBAHUSIM CJIE/IyeT CYMTATh CUHAPOM PaHHEeN
penossipuzanun kemnyoukoB (CPPIK). Oxnako,
CTPOTO TOBOPST, OTHECEHUE TTOCTIETHETO K PyOpUKe
KaHAJIOMATUI 10 HACTOSIIETO BPeMEHH 06CYK/Ia-
ercd. KnmHndeckas 3HAUMMOCTh KaHAJOTATUIA
00ycJIOBJIeHa TEM, YTO BCE OHU COTPSIKEHBI ¢ Te-
HETHYECKU JIETEPMUHUPOBAHHBIM BBICOKMM PHC-
koM Bo3HukHOBenusa BCC mnpum orcyrcTBum
CTPYKTYPHBIX aHOMAJINII CepAlia.

VIIL.11.A. Cunzgpom y/UIMHEHHOTO MHTEpBa-
axa QT

Cunzpom yjamuaenHoro uHTepBasia QT (LOQTS)
— HacJIe/ICTBEHHOE 3a00JIeBaHIE, XapaKTePU3yo-
neecsl TATOJIOTUYECKUM y/ITMHEHNEM WHTEpBasa
QT na IKT mokost (QTc > 460 Mc y sKeHIITMH 1
QTc > 440 mMc y My>KUUH ), CHHKOTIQJIbHBIMH COCTO-
sHusMA 1 BeicOKUM prickom BCC Beenctue pas-
BUTHS TOJUMOPMHON KeTyI0YKOBOH TaXUKapAuu
tura nupyat ( ‘torsades de pointes").

CymectByeT HeckosbKo kinaccudukarmii LQTS.
[To MmexaHM3My HaCJI€ZIOBAHUS U COMYTCTBYIONUM
KJIMHUYECKUM TPOSBICHUSAM BBIIEASIOT 2 THIIA
CUH/IpOMA!

1 Tun — cungpom Pomano-Yopma (RWYS),
00ycJIoBIeH MyTalsiMid B 12-T pasjMyHbIX Te-
HaX, TIePeIaeTcs Ay TOCOMHO-IOMUHAHTHBIM Ty TEM.

2 Tun — cunapom /xxepsenna-Jlanre-Humb-
cena (JLNS), o0ycioByier MyTalsiMu B 2-X reHax,
nepesaeTcs ayTOCOMHO-PETIECCUBHBIM TTyTeM. S1B-
JISTETCST TPUYUHOM PUOIM3UTETbHO 1% Beex ciry-
YaeB BPOXK/IEHHOW TIJIyXoHeMOTbl. BposkaeHHas
IJIyXOTa SIBJSIETCST 00s13aTEJIbHBIM OTJIMYNTEb-
HBIM TIPU3HAKOM: OHA JIBYCTOPOHHSIS, MEPIENTOP-
HOTO TWIIA, HE 3aTparuBaeT HU3KWII 3BYKOBOK
criiekTp. BosHukaet BeiencTBre norepu yHKIUN
KoprueBa oprana m3-3a KpUTHUECKOTO CHUKEHUS
KOJIMYECTBA MOHOB KaJIUsI B OMBIBAIOIIEN €TO KUJI-
koctu. LQTS obHapykeH BO BCeX ITHUYECKUX
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rpynnax. Bposkaennsiit cunpom LQT Berpeuaet-
cst ¢ yactoroit 1-2:10000 u oOyciaBarBaeT 0KOJIO
3000 eTanbHBIX UCXO0B exKeroaHo. [lepBbIii ThI
cunazgpoma (RWS) Bcrpevaercst yamie — 1:5000-
7000, Bropoii Tun (JLNS) — pexe — 1,6-6:1000000,
ofiHaKo B /laHWM BCTpeYaeMOCTh €ro 3HAYUTETHHO
Boitire 1:200 000.

B 3aBucmMocCTH OT KJIMHWMYECKOTO BapuaHTa
teaenns: LQTS Boinensior:

1. u3onMpoBaHHOE YJIMHEHUE WHTepBaJa
QT (40%);

2. cuHKOIle ¢ yjunHenneM uHTepBania QT
(38%);

3. cunkone 6e3 yamuHeHust uHTepBaga QT
(11%);

4. ckpbITass hopMa — «HEMOe», JIaTEHTHOe
teuenue (11%), KoTopas npejrnoaraeT HaJTHINe
BbICOKOTO pricka cuakore u BCC 6e3 kaknx-gm60
OYEBUIHBIX (DEHOTUIIMYECKUX TIPOSIBJICHUN 3200~
seanud. [locneanunii MOKHO ¢ BbICOKOI BEpOSIT-
HOCTBIO IMaTHOCTUPOBATDH TOJIBKO PETPOCIIEKTUB-
HO, TIOCJIe BHE3ANHOW CMepPTH POJCTBEHHUKOB
pobaH/Ia, CYUTABIINXCS PaHee TIPAKTUIECKH 3710~
POBBIMHU.

Y myskunH 3abosieBaHue MpoTeKaer B OoJee
OCTPO#l M 3JI0KauecTBEHHOU ¢opMe, UTO Xapak-
TEPHO JIJIST BCEX BO3PACTHBIX TPYII U, OCOOEHHO,
111 IoIpocTKOB. Prick pazsutus cunkorre u BCC
y JKEHIIMH BO3pacTaeT K MePUO/Y MOJOBOTO CO3-
peBaHus.

LQTS pasBuBaercsa BciencTBue MyTaruii B 13
reHax, Ha OCHOBAaHWM 4ero BbieasioT 13 renoru-
noB cungpoma LQT. To myranuu B 6-Tu rerax
kammeBbix KanasnoB (KCNQ71, KCNHZ2, KCNET,
KCNE2, KCNJ2, KCNJ5), 2-X reHax HaTPUEBBIX Ka-
HanoB (SCNSA, SCN4B), 1-oM rene KajblieBbIX
kaHanoB (CACNA1C) wn 4-x reHax crenududec-
KUX CBSI3BIBAIONINX U CTPOUTEJNBHBIX OEJIKOB
(AKAPY9, ANKY, CAV3, SNTAT). B pesyaibrare -
60 CHUIKAeTCsl KOHIIEHTPAIWsl MOHOB KaJusl B
KJIeTKe, 00 YBEJUYEHUBAETCS KOHIIEHTPAIIH
MOHOB HATPUS M Kasibiing n Hapymaercss Na/Ca
0OMEH, 4TO CIOCOOCTBYET YBEIMUYECHUTO JITUTEb-
HOCTH NOTEHIHaIa IeHCTBUSI.

[Tepsoiii renorun cungapoma (LQT1) cambrii
pacmpocTpaHeHHbIi 1 BeTpedaercst B 35-50% ciry-
yaeB Bcex BapuanToB cungpoMa LQT u B 90% ciy-
daeB 00yCJIOBIMBAeT pa3BuThe cuuapoma /Ixepse-
na-Jlanre-Husbcona, B To BpeMsl Kak OCTajibHble
10% cBs3anbl ¢ nsateiM renoruniom (LQTS). Bro-
poii renotun cunapoma (LQT2) Berpeuaercst B 25-
40% cayuaes. [1lecroii renotun cungpoma (LQT6)
dbenotummmueckn cxoznen ¢ LQT2, Ho peructpupy-

eTcsi Topasfo peske. TpeTwil reHOTHN CHHApOMa
(LQT3) Bcrpeuaercst B 5-10% coyuae. OcranbHblie
TEHOTHUIIBI SIBJISTIOTCST HanboJiee PeIKUMU (hOpMaMu
U BCTpevaloTcsi MeHee 4eM B 1,5% ciryuaes.

Cunopom Anoepcena

Cunnpom Anzpepcena (uau LQT7) — penkoe
HACJIE[ICTBEHHOE 3a00JIeBaHNe, XapaKTepU3yeTCst
MEePUONYECKN Pa3BUBAIONINMCS THIIEP- W THUIIO-
KaIMeMIYECKIM TTapaniyoM, HapyIeHUsIMUA Pa3-
BUTHUS CKeJIeTa, TMCMOPhUYECKUMU TPU3HAKAMU,
yIJIUHEeHHBIM uHTepBasoM QT jKerysmouKoBbIMU
apuT™MusiMu, crieriududeckum 3y6iom T U gacTo
oueHb BoIpaskeHHbIM 3y6riom U [331, 332]. Cuna-
poMm cBs3aH ¢ myTaiuamu B rene KCNJ2, konupy-
IolleM KasreBble KaHasbl Tha K1.

Kusneyrpoxatomnime KA 10cTaTOuHO pesKkn y
GOJLHBIX ¢ CUHAPOMOM AH/IEpCEHa, HO, HECMOTPST
HA 9TO Y TaKUX MAIMEHTOB OBLIIM OMUCAHBI D30~
Ibl BHe3ammHo cmept [332-334]. OnbIT edenns
HEBEJMK. Y MOJIONION KEHIUHBI C CHUHIPOMOM
Annepcena n mytanueit R278W B rene KCNJ2 ne-
YeHre aMHO/IADOHOM U alleTa30JIaMUJIOM BbI3Ba-
JIO TIPOJIOJIKUTEJIbHOE YJIyUllleHre KapAuOJoTHu-
YeCKUX W MBIIMIEYHBIX cuMIITOMOB. [lepuonnyec-
KU Tapasnd B OOJBIINHCTBE CJIYYa€B MOKET
OBITH IPEIOTBPAIIEH TPHUEMOM TIPENAPATOB KaJIHsI
per os [335]. Ilonoxurenbubiii achdext ot B-aape-
HOOJIOKATOPOB y ATON KaTeropuu GOJbHBIX HE 10~
Ka3aH. /laHHbBIE O TTOJIOKUTENTLHOM BIMSTHUU OJ10-
KaTOPOB KaJbI[UEBbIX KAHAJIOB B OTHOIIECHUW
APUTMUH TaKKe OCHOBAHbBI HA KITMHUYECKOM OTTH-
CaHUU OMHOTO enuHCTBeHHOTO caydas. Coolrra-
ercst 06 9HEKTUBHOCTH AHTHAPUTMUYECKOTO Jie-
yenus npenapatamu [ C kiacca — duekanHugoMm
[336, 337] u atanusunom [338].

Cunopom Tumomu

Cunnpom Tumorn (mau LQT8) — pemkoe Ha-
CJIeJICTBEHHOE 3a00JIeBaHMe, XapaKTePU3YeTCs
yanmuHenreM wHTepBasia QT datasbHbIMU apuT-
MUSMU, CUHAAKTUJINEN, TUIOTJIMKEMUE, THUIIO-
TepMUei, 3aMe/lJIeHueM YMCTBEHHOTO Pa3BUTHS,
BPOSK/IEHHBIMH TTOPOKAMHU CEP/IIa, UMMYHHBIM Ji€-
utmtToM, BpoXKIEHHBIMUA aHOMATISIMUA Pa3BUTHS
u ayruamom. Onucana npexopsiias AB 6iokana
tuma 2:1, Bo3HUKAIOMas BCAECTBUE YBEJIMIECHUS
JUIUTETLHOCTU TIEPUO/Ia PETIOJISIPU3AIUU  JKETTY -
JIOYKOB, a HE BCJIEJCTBHE HAPYIIEHUS MPOBO/U-
Moctu B AB-coemmnenun [339, 340]. Cunapom
TumoTH acconuupoBaH ¢ MyTalUsIMU B TeHe
CACNA1C, xomupyroiieM ol-cyObeIuHIILY Kajlb-
IIMEBBIX KaHaioB. MyTalus ciocoO6CTByeT pa3Bu-
TUI0O BHYTPUKJIETOYHON TIEpPerpy3Kn HMOHAMU
KaJIbIIMS BO BeeX TKaHsAX [341].
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Tenetnueckue ocodennoctu cunapoma LQT

1. /IBoe u3 5 HOCUTEsIEll MyTAaHTHBIX aJljieseit
He nmetoT yauHennst Q.

2. IleHeTpaHTHOCTb HU3Kad W Pa3jnyHa y pas-
HbIX TUOB cuHApoMa LOQTI<LOQT2<LQTS3.

3. [leneTpaHTHOCTD CYTIECTBEHHO yBEJIUINBA-
€TCSI TIPU IPUMEHEHUN CPEJICTB, YATUHSIONIIX WH-
tepBan QT.

4. BeccuMNITOMHBIE HOCUTEITN TATOJOTUYECKUX
aJiesielt UMEeIOT MEHBITUI PUCK (DaTaTbHBIX apUT-
MU, HO 9TOT PUCK CYIIECTBEHHO TIOBBIIIAETCS B
cydae mpHueMa JIeKapCTB, YJIMHSIONUX WHTEP-
Bas QT. TIpumepro y 20% GOJBHBIX, UMEIOINX
BropuyHoe ymnHenue QT, BBIABISAIOTCS crelnu-
¢uueckue pig LQTS myTanum.

5. Koppessitist Mesxy reHOTUTIOM U (heHOTH-
oM umeercd Tosbko y LQT1-LQTS.

6. Boicokas reHeTmyeckasi TeTeporeHHocTh: 13
reHoB, 6osree 760 MyTarmii.

7. Hacnenyercst mpeuMyIIeCTBEHHO ayTOCOM-
Ho-foMuHaHTHBIM TiyTeM, a LQT1 u LQTS5 eme u
AyTOCOMHO-PEIECCUBHBIM.

8. 5-10% caryuaeB cunzgpoma LQT paszsuBaior-
Cs1 BCJIEJICTBHE CIIOHTAHHBIX CIIOPAIUYECKUX MY-
Tanui.

9. 20-25% cayuaeB cunzgpoma LQT sBistiorest
reHeTHYEeCKU HeyJIOBUMBIMHE, YTO TPeOYyeT TMOKCKa
HOBBIX TPUYUHHBIX MY TaIUH.

10. ¥ psima 60bHBIX (DUKCUPYIOTCS MYTaIHH
Cpasy B HECKOJIbKHX I'eHaX, 4TO IIPUBONT K OoJiee
BBIPAKEHHBIM KJIMHUYECKUM MPOSIBJICHUSAM 3a60-
JIeBaHUSL.

B macrosiee BpeMs ecTb TeXHUYECKHE BO3-

MOKHOCTHU MCCJIe/I0BaHUS IIOJHON I10CJe/[0Ba-
TeJIbHOCTH KOJIUPYIOIel 4aCTH COOTBETCTBYIOIIE-
ro rena [342-344].

Crparndukanus pucka

Ha ocHoBanum 3HaHWS TEHOTHTA, TTOJIA U 3HA-
yenust uaTepBata QT mpousBoamnTcs crpaTudu-
KaIsl PUCKA Pa3BUTHUS CUHKOIIE, KETYI0UYKOBBIX
apurmuii u BCC (rabmauma VIIL11.1). [345, 346].
[IpoBenenue tecta ¢ pusnueckoil Harpy3Koi, Ko-
TOPBIiA y OOJIBHOTO ¢ CMHKOTATBHBIM COCTOSTHUEM
B aHaMHe3e IMPOBOIMPYET pa3BUTHE MOJUMOPQ-
HOU >KeJyOYKOBOW TaxuKapAuu W/WIu BbIpa-
xenHoe (6osee 520 Mc) yaJuMHEeHHE KOPPErupo-
BanHoro wHrepBata QT u anprepanuio 3ybma T,
SBJISETCS JIOTIOJTHUTEIbHBIM (DAKTOPOM, YTBEP:K-
JAONIAM PUCK PA3BUTUS KU3HEYTPOKAIOIINX
aputmuil [347]. EcTb equHuYHbIe JaHHbIE, KOTO-
pble YKa3bIBAIOT, YTO TUIT MyTAIlUU MOXET UMETh
CyTIIeCTBEHHOE 3HAUEHWE B OINpPe/IeJIEHUN TPOTHO-
3a OOJIBHOTO ¥ MOKET OBITh OCHOBAHMEM JIJIs ITpe-
BenTuBoil ummianTtarum MK/L . 9to kacaercs my-
tarun A341V rena KCNQ [348]. Bonbubie JLNS,
CUHAPOMOM THUMOTH M IPYTUMU TOMO3UTOTHBIMU
CHHIPOMAMU TO/IBEPKEHBI HarOoJIee BBICOKOMY
pucky BCC yixe B serckom Bosdpacte. BosibHble,
peannmuposantbie nocjae BCC, umeior nanbosee
HeOIATONPUSITHBIN TPOTHO3 TTOBTOPHON OCTaHOB-
KU cep/Iia, C OTHOCUTEThHBIM PUCKOM, TIOBBITIIEH-
HbIM B 12,9 pas. Pacrionoskenue myTaiuu B opo-
obpasylolnieM pernone Gejika CYMTAeTCs HE3aBH-
cUMBIM reHeTHYecKnM daxrtopoMm prucka BCC, co-
nocrapuMbiM ¢ yamunenuem QT.>500 mc [349].
Puck cMept y 6€CCUMITTOMHBIX HOCUTEIEH MyTa-

Tabnuuya VII.11.1

Crparudukanus pucka y 00JbHBIX C BPOKIEHHbIM cuHApoMom LQT

fgggéﬁ; iﬂj(J)I ?g;g;a QTc B 1okoe TeHoTun ITon
LQT1 MYX/KeH
Bricokuii (>50%) > 500 mc LQT2 MY>K/>KeH
LQT3 MYX
> wmum < 500 mc LQT3 XKEH
Cpennuii (30-49%) <500 mc LQT3 MyK
LQT2 XKEH
LQT2 MyX
Huszkuit (<30%) <500 mc
LQT1 MYyX/X)eH
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1uii, mpuBoamnx K pazsutuio LOT1, makcuma-
JieH B MoJiojloM Bozpacte [350].

PexoMeHnanuu 1o reHeTH4ECKOMY T€CTUPO-
BaHUIO

Knacc 1

1. PekoMeH/I0BAHO BBITIOJIHATh TEHETUYECKOEe
TeCTUPOBAHNE HA HATMYNE BPOKIEHHOTO CHH/IPO-
Ma yaiaunenHoro wHTepBaia QT Bcem metam u
nojpocTkaM ¢ yaimHeHuem uHTepBaia QT nHa
IKTI nokos (QTc > 460 mc — y U1l KEHCKOTO T10-
gau QTe > 440 mMc — y My’KCKOTO), UMEIOIIHUM OC-
HoBHbIe akTopbl pucka BCC (HeoObsicHUMBIE
CUHKOIIE, Cep/leyHblil apecT B aHamHe3e, ceMeil-
et anamHe3 BCC), a Takke nersam, cTpajiaro-
UM armencueii, 6e3 agdexra or crenuduyec-
kot tepanuu (B).

Kaacc Ila

1. TeneTnueckoe TecTUpOBaHUE PEKOMEHIOBA-
HO BCeM OOJIbHBIM, UMEIOTIIM BbICOKOBEPOSITHBII
nuarno3 LQTS, ocHoBanHbIN Ha TaHHBIX aHaMHe-
3a, IKT-penorunmposanus 3aboeBanus (Ha oc-
HOBaHWY BbITTOJIHeHHBIX 12-kananproit IKI B mo-
KOe 1/UJIN B X0/le TTPOBeIeHUsT (DYHKITMOHATBHBIX
npob ¢ Gu3MYecKoil Harpyskoil wanm uHbysuei
kaTexonamMuuoB) (C).

2. Tenetnueckoe TecTupoBaHie PEKOMEH/I0BAHO
BCeM OeCCUMITTOMHBIM OOJTbHBIM, Y KOTOPBIX Ha Ce-
pun 12-xananpabix IJKI 1MOKOd BBISIBISIETCS
QTc>480 mc (metn) nau QTe>500 mc (B3pocibie)
B OTCYTCTBHE 3a00JIEBAHUN WM COCTOSTHWM, CIO-
cOOHBIX BbI3BaTh yymHenne wHTepBasa QT (Ta-
KX, KaK 3JIEKTPOJIUTHBIE HAPYIIEHW, TUTIEPTPO-
(bust Muokapa, 610kazia HoKeK myuka [vca u T.1.)
(©).

3. Ecain renernyeckoe wucciefioBaHue y IPO-
GaHIa MPUBEJIO K BBISBJIEHUIO MyTAllUH, OTBET-
ctBernoil 3a LQTS, pojcTBeHHUKAM TIEPBON U
BTOPOH CTelleH! POJCTBA, HE3aBUCHUMO OT KJIMHU-
4yecKoro (peHoTuIa, oKa3aHo CeJeKTUBHOE reHe-
tnaeckoe tectupoBanue (C).

Knacc IIb

1. ITpn BoisgBaennn yaiuaenns QT, BeiaBanHO-
TO TPUMEHEHNEM JIeKapCTBEHHBIX ITPENapaTos, Te-
HETUYECKOe TeCTUPOBAHUE IPEOCTABISET BO3-
MOKHOCTDb BBIIBUTD HOCUTEIBCTBO MYTAIWii, OT-
BETCTBEHHBIX 3a nepBuyHbie hopmer LOQTS (B).

2. Ecsii oTCyTCTBYET BO3MOKHOCTD TECTUPOBA-
HUS BCEX U3BECTHBIX MYyTallMii, BO3MOKHO TTIPOBe-
JIeH1e CeJIeKTUBHOIO aHaJIn3a T'eHOB, OTBETCTBEH-
upix 3a LQT1-3 (KCNQ1, KCNH2, SCN5A) (C).

3. [l pojcTBeHHUKOB GOJIbHBIX 1-2 cTenenn ¢
BTOPUYHBIM CUHIPOMOM Y/IJTMHEHHOTO MHTEPBAJa
QT pekomenayercs BbltostHenue 12-kaHajabHOM

IKT mnokosg (C).

IIpodpunakruka BCC

M3menenust obpasa kusHu. Eciau reHOTHI
CUHJIDOMA YCTAHOBJIEH, TO W3MeHeHue oOpasa
KU3HU PEKOMEH/IyeTCs TIPOBOIUTD C YIETOM BJIU-
SHUS CcTenn(UIecKnX TPUTTEPHBIX MEXaHU3MOB
daranbubix ucxonoB [345, 351-354].

Boapubim ¢ LQT1 u LQTS pexomenayercs
MaKCHUMAJTbHO OTPAHUYUTDH (PU3NUeCKue Harpys-
K1, 0COOEHHO COCTSI3aTeIbHYIO CIIOPTUBHYIO JIesi-
TeJIbHOCTD [355], nIaBanue, CIPUHT, TAHIIBI WU
OCYIIECTBJISITh X 1MOJI HAOII0/IEHUEM Bpaya.

Bosbabiv ¢ LQT2 u LQT6 cienyer usberarsb
BO3/IEHCTBUS CUJIBHBIX 9MOIMI (CTPax, 3JI0CTb,
7124, 9K3aMEHbI ), BHE3AITHBIX aKyCTUYECKUX CTH-
MyJI0B (OyIUIBHUK, CUTHAJ aBTOMOOWIIST, 3BOHOK
tesiechoHa), 0cOOEHHO BO BpeMst cHa. [[1s HuX Tax-
JKe SBJISIETCS BBICOKO PHUCKOBBIM B OTHOIIEHUH
passutus KapaumaibHeix coObituii (JKA, BCC)
MOCJIEPOIOBHIN Tepuos. Kpome Toro, Tpureppom
MOKeT SBUTbCS TIPUEM JIEKapCTB, YIJIUHSIONINX
unrepsan QT [356]*. Crexyer usberarh mprema
MUIIEBBIX 00aBOK C HEOIPEIEIEHHBIM XUMHUYEC-
KIM COCTaBOM.

Jlevenne. Ha ocHOBaHMM 3HAHUS TEHOTHIIA
curgpoma LQT ocymecrBisietcst 1oa0b0p WHN-
BU/IyaJIbHOI TepareBTUYEeCKOi cTpaTeruy, BKJIIO-
Jasi He TOJIbKO PEKOMEH/IAINH 110 U3MEHEHUIO 00-
pasa ;JKU3HH, HO 1 10 TPUMEHEHUIO creruduiec-
KHUX JIEKAPCTBEHHBIX TIPETapaToOB M MMILTAHTAITIT
WK/ [342, 357-339].

CBoeBpeMeHHO Ha3HAYEeHHAs MeJINKaMeHTO3-
Hast Teparnus (IPeUMyIecTBeHHO Oera-6J0KaTo-
pbl) IpefoTBpaliaeT cuHkome 6osee yeM y 87%
6osbHbIX. OHAKO B-azeHob60KaTopsl MeHee 9¢-
dekTuBHbI y 60J1bHBIX ¢ TeHOTHIIOM LQT2 11 BO06-
e He ahheKTUBHBI (1 /1a’ke TTPOTUBOTIOKA3AHbI )
y 60sbpHBIX ¢ TeHoTroM LQT3 [360].

Nmnnantanmsa UK/ asisercs MeTogoM BbIOO-
pa Jist JiedeHusT TaKUX OOJIbHBIX MPH 3MU30/aX
CEp/IeYHOTO apecTa B aHaMHe3e W Tpu Headdek-
TUBHOCTHU KOHCEPBATUBHON Tepanuu 342, 360].

Xupypruueckoe yajeHne JeBOTro 3Be319aTOro
TaHTJINs, TPOBEJIEHHOE C I1IeJIbI0 yCTPaHEHUS
ACUMMMETPUYHON CUMTIATUYECKOU BETeTaTUBHON
WHHEPBAIIMK CEP/Ia, SBJSIONEHCS apuTMOTeH-
HBbIM (haKTOPOM, TPUBOJIUT K HEKOTOPOMY YKOPO-
yennio naTepana QT [361].

BeccnMnTOMHBIM HOCUTEISIM MY TAIIUi MOKET
ObITh PEKOMEH/IOBAH MPOMUIAKTHYECKHIA TPUEM
6eta-6s10kaTopoB [358, 359].

* — nepeveHb MEOMKAMEHTOB COREPXMTCA Ha carte www.gtdrug.org
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Pexomenmanuu no npodunaxkruke BCC

Knacc 1

1. BolIbHBIM € yCTAHOBJIEHHBIM MarHO30M
(KJTMHUYECKU W/WJN C TIOMOIIBIO MOJIEKYJISIPHO-
TeHeTUYECKOTO WCCJIEIOBAHNS) CHHIPOMA YJIN-
HeHHOTO MHTepBanta QT pekoMeHyeTcsT n3MeHe-
nue obpasza xusuu (B).

2. BosbpHBIE € YCTAHOBJIEHHBIM JAMATrHO30M
(KTUHUYECKH U/UIU YCTAHOBJIEHHBIM C TIOMOTIIHIO
MOJIEKYJISIPHO-TEHETUYECKOTO HCCJIe0BAHNS)
cuHApoMa yaiaruHeHHoro nntepBaia QT e 1osmk-
HBI IPUHUMATD JIeKapCTBEHHbIE TIpenapaThl, KOTO-
phie BeI3bIBAIOT yimuHenne naTepBaia QT (B).

3. B nemsx mepuunoit npodpunakturkun BCC
GOJILHBIM C IMATHO30M CHUHPOMA YJIUHEHHOTO
untepBana QT (LQT3), ycraHOBJIEHHBIM C TIO-
MOTIIBIO MOJIEKYJITPHO-TEHETHYECKOTO MCCIeI0Ba-
Husd, pekomerayetcs nummaanTarus UK/ (B).

4. B nenax sropuunoii npopunaktuku BCC
MareHTaM ¢ IUarHO30M CUHAPOMA YIJTUHEHHOTO
unrtepsasia QT (LQT1, LOT2, LQTS u LQT6), yc-
TAHOBJICHHBIM C TIOMOIIBIO MOJIEKYJISIPHO-TEHETH-
YEeCKOTO MCCJIEI0BAHMS, UMEIONINM YKa3aHWusl B
aHaMHe3e Ha 3I130/] cep/eyHoro apecta (OCHOB-
HOHM (paKTOp pHUCKa,) PEKOMEHyeTCs MMILIaHTa-
st UK/ (B).

Kanacc Ila

1. Bera-aspeHOOJIOKATOPBI PEKOMEHIYIOTCS
MaIreHTaM ¢ IMarHO30M CUHAPOMa YIJTUHEHHOTO
unTepBasia QT (LQT1 u LQTS5), ycraHOBIEHHBIM
C TIOMOIITHIO0 MOJIEKYISIPHO-TEHETUYECKOTO MCCTe-
noBanust (B).

2. Hasnauenue mipernapaToB KaJaus peKOMEHTY -
eTcsl TaleHTaM C JAUarHO30M CHUHPOMa YJIU-
nennoro untepBaia QT (LQT2 u LQT6), ycra-
HOBJIEHHBIM C TIOMOIIBIO MOJIEKYJISIPHO-T€HeTHU-
yeckoro uccienoBanus (B).

3. Haznauenme AAII IB kiacca pekomenyer-
¢ MallMeHTaM ¢ JAMarHo30M CUH/IPOMA YAJIUHEH-
Horo uaTepBana QT (LQT3), yctaHOBJIEHHBIM C
MTOMOIIBI0  MOJIEKYJITPHO-TEHETHUECKOTO HCCJIe-
JIOBaHUS.

4. Nmmunanraruss MK/L onpaprana mamnuenTam
C KJIMHUYECKUM JIMaTHO30M CHUHIPOMA YJIMHEH-
Horo uHTepBasia QT ¢ HamMuMeM OCHOBHBIX (hak-
topoB pucka BCC (cunkorme u/Mian skesrynouKo-
Bble apuT™MKM) Ha (oHe npuema B-aapeHob0Ka-
topos (B).

Kanacc ITb

1. brokaropsl kambireBbix kanaisoB u AAIL IB
KJIacca MOTYT OBITh HA3HAYEHBI TAI[MEHTAM C [[1a-
THO30M CHH/IpOMa yjnHeHHOTO mHTepBama QT
(LQT2 u LQT6), ycraHoBIEHHBIM € IIOMOIIBIO

MOJIEKYJISIPHO-TeHeTUYecKoro uccenoBanus (B).
2. BeccMMIITOMHBIM HOCUTEJIIM TIPUYUHHBIX

MyTaIUil MOKET ObITh PEKOMEH/I0BaH MpoduIak-

THYecKuii mpueM 6era-6okatopos (B).

3. JIeBOCTOPOHHSIST CUMITATIKTOMHST MOJKET 00-
CYKIATHCST Y OOTBHBIX C KITMHUYECKUM JIMarHO30M
cuHapoma yaimHeHnHOro wHTepBasa QT, mmero-
mux ocHoBHBIE (hakTopsl pucka BCC (ykazanus B
aHaMHe3e Ha 3mu30/] cepaeyHoro apecta, sKT 1o
TUILY <IIMPYaT») Ha (oHe mpuema GeTa-agpeHo-
6s0katopos (B).

Knacc 11T

1. Hasnauenwue Gera-010KaTOPOB U HUKOPAH-
JIiJIa TTPOTUBOMOKA3aHO OOJIBHBIM C JIMArHO30M
cunzpoma yanuaennoro narepsaia QT (LQT3),
YCTaHOBJIEHHBIM C TTIOMOIIBIO MOJIEKYJISTPHO-TEHE-
taeckoro nccaepoBanus (C).

VII.11.b. Cuaapom yKOpOYE€HHOTO HHTepPBa-
aa QT

Cunppom ykopouernoro uatepaia QT (SQTS)
— reHeTnvecku 00ycJIOBJIeHHOe 3abojieBaHue, Xa-
paKTepHU3yIoleecs: YKOPOUeHneM, Kak abCoTOTHO-
ro (QT < 300 - 340 mc), Tak ¥ KOPPUTHPOBAHHOTO
(QT,. < 320 mc) snavenus unreppana QT, Bbico-
KUM, CHMMETPUYHBIM, OCTPOKOHEYHbIM 3yO1ioM T n
GOJIBIIIM CTIEKTPOM HAPYIIEHUET CEPAEYHOTO PUTMA
ot @II o JKA.

O6Mmopok 1 BCC 06bIYHO ciTydaroTcst B COCTO-
STHUW TIOKOST Wi BO cHe. OOMOPOK MY CHHIPOME
SQT Bcrpevaercst mernee yacto, yem BCC, koTo-
past sIBJIIeTCSl TIEPBBIM MPOsIBJIEHHEM 3a00JieBa-
HUS Y OOJIBIINHCTBA MAIIMEHTOB.

[uarnoctuueckue kputepun SQTS [362], oc-
HOBaHHBIE Ha OaJbHOI OIleHKEe KINHIYECKUX J[aH-
HBIX ¥ JIAHHBIX TEHOTUTTUPOBAHUS, TIPEICTABICHBI
B Tabsmie VIIL11.2.

[Ipu sTOM CcHHAPOME OTMEYaeTcsi ocsabieHe
amantaiun natepsasia QT k nusmenennsim YCC, n
MO3TOMY €T0 U3MEPEHHSI 1[eIeCO0OPAa3HO OCYIIECT-
BsATH TP YCC okosio 60 B MUH /1151 UCKIIIOYEHUS
WCKaKEHUS Pe3yJIbTaToB, BHOCUMBIX (hOPMYJIOi
koppekiuu bBaserra. Heobxoaumo MCKIOUeHMe
BTOPUYHOTO XapaKTepa N3MeHEeHWH, TaK KaK K YKO-
podyennto nHTepBasia QT MOTYyT TPUBOUTH TaKue
COCTOSIHUSI KaK THUIEPKATbITUEMUs, TUTIOKAJIIe-
MUsT, UHTOKCUKAIIUS CEePAE€YHbIMU TJIIMKO3UIAMHU,
aIu/103, TUIIO- WJIA TUTIEPTEPMUs, TIPUEM HEKOTO-
peix AAT (MukcesnTH, Tokanuu). Pacrpocrpa-
HenHoctb SQTS He n3BecTHa.

3a pa3BUTHE TUITNYHBIX KINHUYECKUX ITPOSIB-
JieHn# BposkieHHoro cunipoma SQT oTBeTcTBEH-
HBI MyTaIlUU B 5 PA3JINYHBIX TeHAX, HA OCHOBAHUU
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Tabnuya VII.11.2.
Huarnoctuueckue kputepuu SQTS

JInarHocTHyecKne KpuTepuu Baxnst
Hnunna QT , ms |
<370
<350 2
<330 3

WHTepBal oT TOYKM J 10 MaKCUMaJIBHOTO

1
ypoBHs (uka) T <120 ms

AHaMHe3

CepaeyHblil apecT B aHaMHe3e 2

HoxymentupoBanHas KT unu opubpuasius ’

JKEJTYTOYKOB

CuHkorne 6e3 SIBHbIX TPUYNH 1

MepuaTtellbHasE apUTMUS 1

CeMeiiHblii aHAMHE3

PoncTBenHuku 1-ii u 2-ii TMHUU POACTBA, ’

MMeIoLINE BBICOKOBEPOSITHBIN SQTS

BHe3amHO HEOOBSICHUMO yMepIIe 1

PONCTBEHHUKH 1-i1 1 2-11 TMHUU POICTBA

CuHIpOM MJIafeHISCKO BHE3AITHOM CMEPTH 1

T'enoTun

BrisgBieHa onrcaHHas paHee MyTallHs 2

MyTanysi HeM3BeCTHOI 3HAYMMOCTH,

BoisiBeHHas B reHax KCNH2, KCNQI, 1

KCNIJ2

OneHka BeposiTHOCcTH AuarHo3a SQTS

4n
Hanuuyue STQS BBICOKOBEPOSITHO
Ooutee
Hanuuue STQS BeposiTHO 3
Hanuuue STQS mManoBeposiTHO 1-2

KOTOPBIX BBIAEJSAIOT 5 TeHOTHIOB cuHapoMa SQT.
ITO MyTalnuu B 3-X Te€HaX KaJMEBBIX KaHAJOB
(KCNQ1, KCNH2, KCNJ2) n 2-x TeHax KaJblue-
BbIX KaHayioB (CACNA1C, CACNB2B). CnenctBu-
eM 3THX MYTal[Uil SIBJSIETCs JINOO yBeJUYEHUE
KOHIIEHTPAIIMY WOHOB Kajlus B KJETKe, JuOO

YMEHbIIIEHWe KOHI[EHTPAINY MOHOB KaJbIUs, YTO
MPUBOJIUT K YKOPOUYEHUIO TIOTEHITHAJIA JIEHCTBUS B
kapauomuonurax. lenorunsr cunapoma SQT,
CBSI3aHHBIE C MYTAIlUSIMU B TeHAX KaJbI[MEBBIX Ka-
HAJIOB, 00s13aTEIbHO (PEHOTUTTNIECKN COYETAIOTCST
¢ cunjpomoM bpyraza. [Ipumenenue XuHUMHA
MOKET BOCCTAHABJIWBATH MPOAOJKUTEIBHOCTH
QT [363]. EnHCTBEHHBIM METOJIOM TPO(UIIAK-
tnkn BBC asmiserca nvmmantanmsa UK/ [364].
Tenernueckuii ananus, MO-BUAMMOMY, HE HeECET
JIOTIOJIHUTENbHOW WH(OPMAIU B OTHONIEHUU
pucka pazsutnsg BBC.

Tenernueckue ocodoennoctu SQTS

1. Huskasg meHeTpaHTHOCTb.

2. Bo3MOXKHO 6eCCHMIITTOMHOE HOCHTEIHCTBO
MATOJIOTUYECKUX aJlJIesIeH.

3. Koppensiug mexay reHoTUIioMm u (heHoTu-
MTOM OTCYTCTBYET.

4. Bpicokasi reHeTHUYeCKasi T€TEPOTEHHOCTD: O
reHoB, 6oJiee 5 MyTaIlmii.

5. Hacsiepryercst ayToCOMHO-TOMUHAHTHBIM ITY-
TEM.

6. BoaMoskHBI criopajinueckue caydyau.

Pexomenaanuu no reHeTUHYECKOMY T€CTHPO-
BaHUIO

Kanacc 1la

1. TeHeTnueckoe TecTUpOBaHUE CJENYyeT BbI-
HOJIHSITH JIJIsT YTOYHEHUsT TUarHo3a y OOJIbHBIX C
HU3KOU M MPOMEKYTOYHOU BEPOSTHOCTBIO HAJIU-
qusg SQTS (C).

Knacc IIb

1. TecTupoBanue PONCTBEHHUKOB OOJBHOTO
PEKOMEH/IOBAHO TP BBIABJICHUN TTaTOTEHETHYEC-
Koit myTaiuu y pobatza (C).

Pexomenaanuu no npodpuwiakruke BCC

Knacc 1

1. B mnensax sropuunoii npodwunaktukun BCC
GOJIHBIM C JIMATHO30M CHHIPOMa YKOPOYEHHOTO
nnaTepBaia QT 1pu HaTMYMU OCHOBHBIX (DAKTOPOB
pucka BCC (ceppeunbiii apecT B aHaMHe3€, CHHKO-
Te, MHAYIIMPOBAHHbBIE B XOJI€ TPOBE/ICHUS 9HI0D-
DU ycroitunuBble TEMOJAUHAMUYECKH 3HAYNMbBIE
JKHP) pexomennosana nmmmanTarms UK/ (C).

Kanacc Ila

1. IlarmmerTam ¢ BBICOKOBEPOSITHBIM JTMATHO30M
SQTS pexomennyerca nmmiantaius UK/ (B).

2. HaszHaueHue XUHUMHA MOKET ObITh 3(hdek-
TUBHBIM i1 cHKennst pucka BCC y manneHToB
€ CMHJIPOMOM yKopoueHHOTO nHTepBasa QT, ecan
Bo3MoOkHOCTh mMIIaHTannmu WK/ otcyrcrByer
©).

VII.11.B. Cunapom bpyraga

Cunzipom Bpyrazma (BrS) — renerndeckn o6yc-
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JIOBJIeHHOe 3a60JieBaHKe, Pa3BUBAIOIIEECs BCIIE]I-
CTBUE AHOMAJbHOW 3JE€KTPODU3UOTOTUIECKON
AKTUBHOCTH 3IHMKApJia TPABOTro JKeJyI04Ka B 06-
JIACTU BBIHOCSIIETO TPAKTAa.

Cunkornie 1 BCC nipu cunzipome bpyraja yacto
BO3HMKAIOT B COCTOSTHUY TIOKOST UJTW BO BPEMS CHA.

Cunopom bpyeada xapaxmepusyemcs cneuu-
GPuueckum IKI-nammeprom:

- MOCTOSTHHASL MJIU TPAH3UTOPHAst OJT0Ka/[a 1mpa-
BO# HOXKU TTyuka [uca;

- norbéM cermenTa ST (Touku J) B OTBeleHUSIX
V1-V3 (Boizensior Tpu IKI - Tuma);

- WHBepPTHPOBaHHBIN 3yOell T B OTBeIEHUSX
V1-V3;

- IepUoINYecKoe yIanHenne narepsaia PQ;

- mapokcuambl JK'T Bo BpeMs CMHKOTIE;

- «9TCUJIOH»-BOJTHA B OTBeseHun V1 B Buzje
«3a3ybopunbl» Ha cermente ST (B 30% cayuaes).

Tounad cTenieHb pacIpOCTPAaHEHHOCTU CHH/IPO-
Ma bpyrana nenssectna. B cpemnem B Mupe BposK-
JleHHbIN cuHpoM Bpyraga Bcrpedaercs ¢ yacto-
toit 1-60:10 000; 8 EBpomie — 1:10 000, npuyem B
oHoi#t 3 obaacreir Beasrun — 1:100 000. B Espo-
ne cuHApoM bpyraza yaiie BBISBISIETCS Y TIPE]I-
CTaBUTEJIEN <«KAaBKa3CKOTO» HTHUYECKOTO THUIIA
(Beixomibl 3 ctpad Bocrounoii Esporer). /[l
crpan lOro-Bocrounoit Asnu n [laspaero Bocto-
Ka 3TOT IToKasaresb cocrasiger > 5 Ha 10 000, oco-
oenno B Tanmnmange, na Oumnmnuaax n dnonun. B
Tannanze eXerofHO yMUPAIOT OT 3TOTO CUHAPOMA
~ 2500 uenoBek. B Poccuu yacrora perucrparumn
9TOro 3ab0JIEBaHKS TPUMEPHO COOTBETCTBYET €B-
pomneiickoii [365]. 3BecTHo, uTo cunapom Bpyra-
Jla He 3aperncTpupoBaH y ahpo-aMeprKaHIEB.

Onucano HECKOJIbKO KIMHUYECKUX BaPUAHTOB
cunapoma bpyrana:

1. Knaccuyeckne m30MpoBaHHbIE M3MEHEHUS
Ha IOKI;

2. Cunkorie co crnenuuiecKuMu U3MeHeHUs -
mu Ha IKT;

3. Cunkone 6e3 crenuuyecKnx H3MEHEHUI
na JKI;

4. CkpoiTag ¢popMa — «HEMOe», JaTEeHTHOE Te-
YeHue.

3a pas3BuUTHE TUITUYHBIX KIMHUIECKUX MTPOSIB-
JIeHUU BPOXK/JEeHHOTO cuHapoMa bpyraga oTet-
CTBEHHbI MyTaIlMU B 8 pa3IMUHbIX TeHaX, HA OCHO-
BaHWM YETO BBIJEJSAIOT 8 T€HOTUIIOB CHHAPOMA
bpyraga. 9to mytanun B 3-X reHaxX HATPHUEBbIX
kaHasoB (SCN5A, SCN1B, SCN3B), 2-x reHax ka-
sueBbix kaHasnoB (KCNE3, KCNJ8), 2-x renax
kanpineBbix KaHanoB (CACNA1C, CACNBZ2B) n
OJIHOM TeHe TTuIepoJi-3-ocdar JernaporeHasbl

1 tuna (GPDTL). CnenctBueM aTUX MyTaluii IB-
Jsietest mbo CHIKEHEe KOHIIEHTPAIMY HOHOB HaT-
pUst ¥ KaJIbIIUST B KJIETKE, JIMOO yBeJMUeHNE KOHIe-
HTPAIUU WOHOB KaJIVsl, YTO CHOCOOCTBYET CeJIeK-
TUBHOMY YKOPOUEHUIO TIOTEHIINAJIA ICHCTBUS 911 -
Kap/ia 1mpaBoro xexyaouka [342, 366]. B Poccnm
MMeeTCs OTPaHNYEHHBIN OTBIT TeHOTUITUPOBAHUS
GOJIBHBIX ¢ CHHAPOMOM Bpyraza, ofHaKo, Kak M-
HUMYM B TPETU CJIYYAeB UMEIOT MECTO MYTAIMK B
rene SCNSA, ipu aTOM Bce BbISIBJIEHHbIE MyTalllN
paHee He perucTpupoBanuch [367].

Crpatuduxaius pucka

[TpexukTopaMu HeOGJATONPUATHOIO MCXOJA
npu cuHpoMe bpyraza SBISIOTCS MYKCKOH 10,
CUHKOTIE WJIM BHe3alHast CMEPTbh B CeMEeWHOM
aHaMHe3e, CIIOHTaHHBIU IoabeM cermeHta ST B
orBenennax V1-V3 B komOMHAUuM ¢ CHHKOIIE,
CTIOHTAHHBIE U3MeHeHusT cerMenTa ST u mepBbIit
IKT-tun cunapoma.

B xome nposenenust su109 DU y GONBHBIX €
CUHAPOMOM bBpyrazia MOryT MHIYIIHUPOBATHCS Te-
MOJIMHAMHWYECKH 3HAYMMbIE JKeJyI0UKOBbIE TaXU-
APUTMUM, KOTOPbIE HEPEIKO BEPUDUIINPYIOTCS
OOJIBHBIMM KaK KJIWHUYECKUe. TeM He MeHee, 9H-
109MU Heb3sg cYUTATH «30JI0TBIM CTAHAAPTOM>
npu mpoBenenun crpatudukaiuu pucka BCC,
IMArHOCTUYECKAsT IIEHHOCTh 9TOT0 MCCJIeL0OBAHUS
HeBesnKa [368].

JlaHHBIX, Kacalomuxcs PyTUHHOTO TPUMEHe-
HUS TEHOTUTIMPOBAHUS 7151 onleHKn prucka BBC
Het. B oxHoii u3 paboT GbLIO TIOKa3aHO, YTO HaJIU-
yre myTtaruii B reie SCNSA, conmpoBOXKAAIONTIXCS
norepeit (pyHKIMKU 3TOTO MOHHOTO KaHaJIa, MOJKET
CBUJIETEJLCTBOBATH O HEOJIArOIPUSTHOM ITPOTHO-

3e [369].

TeneTnueckue 0coOeHHOCTH cUHIPOMa Bpy-
raja:

1. Huskas menetTpaTHOCTD (~25%).

2. crionib3oBaHue GJI0KAaTOPOB HATPUEBBIX Ka-
HaJoB (aliMaJIvH) 11T UIeHTU(UKAIIIN TTOPasKeH-
HBIX JIIOJIEN YBEJIMYUBAET MEHETPAHTHOCTB 10 80%.

3. Bo3aMOKHO 6eCcCHMITOMHOE HOCHTEThCTBO
[IATOJIOTMYECKUX aJlyIesIell.

4. Koppesnsanus ¢ eHOTUIIoM nMeeTcst He TIpu
BCEX TEHOTHUTIAX.

5. Beicokasi reneTnueckasi reTeporeHHOCTH: 8
reHoB, 6osiee 400 MyTarwii.

6. Hacsieryetcst ayTocOMHO-TOMUHAHTHBIM 1Y -
TEM.

Tospko y 25% mnanmeHToB OOHAPYKUBAIOTCS
OTIMICAaHHBIE MYTAITHH.
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PexomeHianuu no reHeTHYECKOMY T€CTHPO-
BaHUIO

Knacc 1

1. PekoMeH/IOBAHO BBITIOJIHATh TEHETUUYECKOe
TeCTUPOBaHME Ha BPOKIEHHBIN cuHIpoM bpyrana
BCEM JIETAM W TOAPOCTKAM TIPW HAJIWYUU CIETH-
uaeckoro IKI-naTTepHa, y KOTOPHIX MMEIOTCS
Takue ocHoBHBIE (hakTophl pucka BCC, kak anm-
30/IbI CUHKOIIE, CEP/eYHBII apecT B aHaAMHe3e,
JKHP, ciiyuan BCC B cembe (B).

Kaacc ITb

1. Unentndpukanus Ttuma myTanuu B TeHe
SCN5A MoxeT 1aThb TOTOJHUTENbHYI0 HHpOPMa-
o 1o nosoay pucka paszsutug BCC (B).

2. TectupoBaHue POJCTBEHHUKOB OOJIHHOTO
PEKOMEHIOBAHO TIPU YCJOBUH BBISABJIEHUS MATO-
reHeTHYeCKON MyTaruu y podaH/ia.

Knacc IIT

1. Tenetmyeckoe TecTHpOBaHWE HE TOKA3aHO
GECCUMIITOMHBIM MallueHTaM MPH HAJIUIuu Opy-
rajonogoororo IKT-narrepha 2 wim 3 tuma.

Pexomenaanuu no npodpuiakruke BCC

Knacc I

1. ITarmenTam ¢ auarHosom cuHapoma bpyra-
114, YCTAHOBJIEHHBIM KJIMHUYECKU U/WJTH Ha OCHO-
BaHUM MOJIEKYJISIPHOTO aHA/IN3a, UMEIOIUM yKa-
3aHMS Ha BIIN30J CEPAEYHOr0 apecTa B aHaAMHe3e
(ocuoBnoit hakTop prucka BCC), pekomenmoBana
nmrutanTaus MK/ (C).

Knacc 1la

1. [Maruentam ¢ cuaapomom bpyraza co cron-
TaHHBIM TIO/ITbeMOM cerMeHTa ST B OTBefeHUsX
V1-V3, umeromum yka3aHust B aHaMHe3€ Ha d111-
30/1b1 cuHKoIe (0ocHOBHOM (hakTop pucka BCC) u
BepUMUITMPOBAHHBIMYA TTPUUUHHBIMUA MYTAI[USIMU
B reHe SCNDA, pekomeH/I0BaHA WMILJIAHTAIMAS
UK/ (C).

2. KnmHn4yeckuit MOHUTOPUHT YacTOTHI CIIOH-
TaHHOTO moabema cermenta ST 1emecoobpasHo
MPOBOUTH y TAIMEHTOB, KaK C KJIWHUYECKIMU
posiBJIeHusIMI 3a00JIeBaHMsl, TaK 1 0e3 HUX, Y KO-
TOPBIX MOABeM cerMenTa ST BO3HWKAeT TOJBKO B
pesyJibTaTe BBITIOJTHEHNS TTPOBOKAIIMOHHBIX (hap-
makosormdeckux 1mpob (C).

3. Nmmmanranus MK/l mokasana namuenTaM ¢
cungipoMoM bpyraza u xopommm GyHKIIMOHAb-
HBIM CTaTyCOM, OJIaTOTPUSATHBIM IIPOTHO30M BbI-
JKUBaHMS B TeUeHre Toja u 6oJiee, y KOTOPHIX Obl-
ja Bepudunuposana KT, He npuBesias k octa-
HOBKe cepjiedHo-cocynuctoi aesitesbHocTr (C).

Kanacc ITb

1. ITposenenue 1m0 DU MoxeT 006CYyKAATH-

cd s crpatuduKaly pucKka y TAIUEHTOB C
cuHzipoMoM bBpyrazia co crioHTaHHBIM MTOBEMOM
cermenTa ST, 6e3 myraruu B rene SCN5SA u ka-
KnX-1100 kinHndeckux nposipiennii (C).

2. XUHUIMH MOJKET NPUMEHSITHCS JIJISI YMEHb-
IeHNs BhIPa)KEHHOCTH ajieBaiiuu cermenta ST u
JIeYeHUs «aPUTMUYECKOTO MMITOPMay y TallMeHTOR
¢ cungpomoM bpyrana (C).

Knacc 111

1. Bosibubim ¢ cungpomom bpyrazna npoTtuso-
nokadano HazHauenne AAII IC knacca (Bkiaouas
(haexkaunun n nponadenon) u A kmacca (BkJIo-
yasg TPOKAUHAMUJL U TU30TTUPAMU/L ).

VII.11.I. KarexosamMmuHepruyeckasi IMoJu-
Mop@Has ;KeTyA0YKOBask TAXUKaPIUS

Karexomamuneprudeckas moimMopdHas ke-
aynoukoBast Taxukapaus (KIIZKT) — ato nacaen-
CTBEHHBII CHHIPOM, XapaKTePU3YIONIHICS 3JIeKT-
PUYECKON HECTaOUIBHOCTHIO KapAMOMUOIIUTOB,
BO3HUKAIONIEH BCJIEACTBUE OCTPON aKTUBAIIUH
CUMTIIATUYECKON HEPBHOI cucTeMbl (Ha ore ¢u-
3WYECKON MJIN AMOITUOHAJIBHOW HArPy3KH ) U MPHU-
BOJIAIINI K BHE3AITHOU CMEPTH.

Ha 9KI mokost BHe TipucTynia He UMeeTcs Ka-
KHUX-JIMO0 TATOJIOTMYECKIX U3MEHEHUI. APpUTMUST
MOKeT OBITh BOCIPOM3BEIEHA TIPU MPOBEICHUN
Tecta ¢ GU3NIECKON HArPy3KOW MU MeUKAMEeH-
TO3HBIX MPOO ¢ BHYTPUBEHHBIM BBEIEHMEM KaTe-
xosamMuHoB. CootserctBeHHO, OoabHbIM KIIJKT
TpebyeTcst orpaHnyeHre (U3NIECKON HATrPy3KH;
TAKUM JIIOJISIM KaTeTOPUYECKN 3aIperieHo 3aHu-
Matbcs crioptoM [370].

Jlyiss meteil co 3J10Ka4eCTBEHHOM, CUHKOIIAJIb-
Hoii ¢popmoii KITJKT BeisiBiieH psij ocobeHHOCTE
CHHYCOBOTO PUTMa, KOTOPbIE MOTYT CIIOCOOCTBO-
BaTh PaHHEMY, JOKJIUHUYECKOMY BbBISBJIECHUIO
60sbHbIX ¢ KITKT B omysistimm.

Imu ocobernnocmu cocmasisaom xapaKmepmoiil
IKT-nammepm:

- TIOCTOSTHHOE WJTW TPAH3UTOPHOE YKOPOUEHUe
untepBaia PQ (< 0,11¢) 6e3 apyrux IKI mposis-
geauit WPW-cunngpoma;

- cuHyCcOBast OpasuKap/IusT;

- BBICOKUI ITUPKaHBIN wHAeKC Tpu XM-9KT
(> 1,45).

Beiensior 2 renoruna KIT)KT. Tlepssriit reno-
tunt KIKT (CVPT1) cBsasan ¢ myTanusiMu B re-
He puaHoanHOBbBIX perienitopoB RYR2, BTopoii re-
votun KIIPKT (CVPT2) cBsasan ¢ myTanugamu B
ree kajbcekBecTpuna-2 (CASQ2). B pesysbrate
MIPOMCXO/IUT YCUJIEHHOE BBICBOOOK/IEHIE MOHOB
KaJIBINS U3 CAPKOIIJIA3MAaTHYECKOTO PETUKYJIyMa
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B OTBET Ha BXO/l NIOHOB KaJIbI[Ms B KJIETKY, BbI3bI-
Bas Ieperpys3Ky KJEeTOK MOHAMU KaJbIUsd, YTO
MPUBOJIUT K 0OPaTHOMY HAITPABJIEHUIO aKTHBAIIUN
CTEHKH JKeJTy/I0YKOB, YCUJIMBAET TpaHCMeMOpaH-
HYIO JUCHEPCUIO PEMOJISIPU3AIUM U 3allycKaeT
KT nmo mexaHu3My MOBTOPHOTO BXOJIa 3JIEKTPU-
4ecKoro BosOy:kiaenus, T.e. pe-enrpu [371, 372].
Bera-6/0kaTopbl WMHOT/AA He TPEIOTBPAIIAIOT
aputmun. EcTb ykazanus Ha 3¢h@PeKTUBHOCTD
IIpUMeHEeHNsT BeparaMuia, BO3MOKHO, HETOCPe/i-
CTBEHHO B3aMMO/ICHCTBYIOINIETO C PUAHOAMHOBBI-
MU pelenTopamu.

B paszsutuu KIIJKT npenrnonaraercs yuactue
u pyrux renoB. Cunraercs, yTo MyTallusl B reHe
KNJ? cBg3aHa He TOJBKO C pa3BUTHEM CHUHIPOMA
Anpepcena/LQT7, vHo u c npuunnoit KITZKT 3 re-
norumna (CPVT3.) ¥ oxnoro 6oabroro ¢ KIDKT
omvicaHa MyTallug B TeHe aHKWpuHa-B, KoTopas
TakykKe MMeeT MeCTO TIPW Pa3BUTUU CUHPOMA Y7I-
sunennoro narepsana QT 4 tumna [373]. Bosamosxk-
HO, MyTaiuu B reHe RYR2 00yCIOBJIMBAIOT Tak
Ha3bIBa€MbI CUH/IPOM BHE3AITHOW CMEePTHU y MJia-
neniieB [342]. B mocsennee BpemMst UMEIOTCS TIPe/T-
MOJIOJKEHMs], 4TO UAnonaTudeckas GuoOpuIIsIus
JKEeJYJIOYKOB MOXKeT SBJATbCS ONHON u3 dopm
nantoro 3a6osesanus (KITKT).

Crparndukanms pucka

K daxropam pucka BCC B ganHoii kateropun
MaIeHToB OTHOCATCST: 3apeructpupoBannas MK,
cemeninbiii anamue3 BCC, mogBieHne CMMIITOMOB
B JIETCKOM BO3pacTe, HAIMYNE B aHAMHE3e 0OMO-
POYHBIX COCTOSTHUM, (hn3NIecKast aKTUBHOCTD.

Tenetnueckue ocodennoct cunapoma KITZKT

1. Huskas nmeneTpaHTHOCTb.

2. BoaMoxHO 0OeccUMIITOMHOE HOCUTEJIbCTBO
[MATOJIOTUYECKUX ajlyIesIei.

3. Koppensmug mexmay reHoTunomM u peHoTu-
ITOM OTCYTCTBYET.

4. Boicokast reHeTmyecKasi TeTepOTeHHOCTD: 4
rena, 6osiee 170 myTaruii.

5. Hacsiepyetcst 1ipeumyIiiecTBEHHO ayTOCOM-
HO-JIOMUHAHTHBIM, PeKe ayTOCOMHO-DPeIecchB-
HBIM TTyTEM.

PexoMeH1anuu Mo reHeTHY€CKOMY TeCTHPO-
BaHUIO

Knacc 1

1. PexomMeH/10BaHO BBINIOJIHATh TeHeTUYecKoe
TecTUpoBaHue Ha BpoxAeHHbIH cuuapom KIIZKT
BCEM JIETSIM U IIOJIPOCTKAM € TaKuMU (hakTopaMu
pucka BCC kaxk mHaynupoBanHbie (HU3NUECKON
WV CUJIBHOW 3MOITMOHATBbHON HArpy3Ko# Mmosu-

mopdnas JKT, curkone, cep/iednblit apecT, a Tak-
JKe JITIaM, UMEIOIINM B CEMEeITHOM aHaMHe3€e yKa-
3anus Ha BCC (B).

2. leneTnyeckoe TeCcTUPOBaHWE PEKOMEH/IOBa-
HO GOJILHBIM € BBICOKOU BEPOSITHOCTBIO JTHArHO3a
KIIJKT, ocHoBaHHOM Ha JaHHBIX aHaMHe3a, ce-
MeIHON WCTOPUH, 3JEKTPOKapAuorpapuieckom
dheHoTHIIE 3200JI€BaHNs, PE3YJIBTaTaX CTPECC-Tec-
TOB ¢ (pusnyeckoil Harpyskoi (TpeaMuJI-TecT)
nin BBeseHneM karexosaaMuHoB (C).

Knacc ITb

1. TeneTnueckoe TecTMpOBaHUE POJICTBEHHU-
KOB 1-2 cTernenu pojcTBa PEKOMEH/I0BAHO TIPH yC-
JIOBUU BBISIBJIEHUS TTATOTEHETUYECKON MyTaIluu y
npobaHa.

Pexomenmanuu no npodpuinakruke BCC

Knacc 1

1. [TarmenTaM ¢ yCTaHOBJEHHBIM J[MarHO30M
KITKT (xmmHAYECKH U /UJTH ¢ TIOMOIITBIO MOJIEKY -
JISPHO-TEHETUYECKOTO WCCIEIOBAHNS) PEKOMEH-
JyeTcst i3MeHeHre 00pasa JKu3HU (MaKCUMaJIbHOe
orpannuenvie (pU3NIECKUX HATPY30K, COPEBHOBA-
TeJbHOU CHOPTUBHOU /eATENbHOCTH, CUJIbHBIX
amoruii) (B).

2. ManmenTam ¢ auarnozom KIIZKT, ycranos-
JIECHHBIM KJWHWYECKH, PEKOMEHJIyeTcs Ha3Haue-
nue 6era-6s10katopos (C).

3. B nenax Bropuunoii mpodumaktukn BCC
malreHTaM ¢ ycTaHoBJeHHbIM quarao3oM KITJKT
(KTMHUYECKU W/UJU C TIOMOTIBI0 MOJIEKYJISIPHO-
TeHEeTUYECKOTO NCCIIeIOBAHNS ), UMEIOTIUX OCHOB-
HOU (baKTOp PHCKA KaK yKa3aHWs B aHaMHe3e Ha
CEp/IeYHbINl apecT, PEKOMEH/IYETCS UMILIAHTAIUs
WK/l u nasuauenue 6era-6s0katopos (C).

Kanacc Ila

1. B nenax sropuunoit npodunaktuku BCC
ManyveHTaM ¢ yCTaHOBJIeHHbIM uarao3om KITKT
(KIMHUYECKU U/UJU ¢ TIOMOIIBIO MOJIEKYJISIPHO-
TeHeTUYECKOTO MCCIEeI0OBAHNS ), UMEIOIITUM TaKOi
OCHOBHOI (DaKTOp PUCKa KaK yKa3aHUe B aHAMHe-
3€ Ha CepICTHBIN apecT, pa3BUBIIelics Ha poHe Te-
panuu GeTta-6I0KaTOpaMu, PEKOMEHYETCsS UMII-
ganatarusa UK/ (C).

Knacc IIb

1. IlarmenTam ¢ yCTaHOBJIEHHBIM B JIETCKOM WJITN
3pesiom Bozpacte anarnozom KIIZKT (¢ nmomoribio
MOJIEKYJISIPHO-TEHETUIECKOTO MCCTIe/IOBAHNS ) TIPH
OTCYTCTBUU KJIMHUYECKUX MPOSIBJIEHU, PEKOMEH-
nyercst HasHadeHue Gera-610katopoB (C).

VII.11./1. Cunapom paHHeill penosapu3anuu
JKeJyI0YKOB

CunzpoM paHHEH peroJsIpu3anuu sKeTya04u-
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koB (CPPJK) Briepsbie 6b11 onucan B 1936 roxy,
O/ITHAKO €ro IPOTHOCTUYEeCKOe 3HayeHue /0 CUX
nop He onpeznenero [374]. CPP/K xapakrepusy-
eTcsl CJeMyIONUMU 3AJIeKTPOKapaAnorpaduiecku-
MU TPOSBIEHUSAMU: 1) TOPU30OHTATLHBIM UJTU HIC-
xomammM nogbemoM cermenTta ST > 0,1 MB ¢ BoI-
MTyKJIOCTBIO, HAITPABIEHHON KHU3Y; 2) HAIMINeM
TOYKHK coe/lnHeHus1 (junction point) WM BOJHBI
coemuHenus (J-wave) Ha HUCXOJAIIEM KOJieHe
3y61a R; 3) moBOpOTOM 3JIEKTPUYECKOI OCH Cepii-
11a TPOTUB YAaCOBOU CTPEJIKHU I10 MPOJI0TbHON OCH;
4) OGBICTPBIM U PE3KUM HapaCTaHUEM aMILIUTY/IbI
3y6ra R B TPyIHBIX OTBEIEHUSX C OJHOBPEMEH-
HBIM YMEHBIIEHUEM MU NCYe3HOBeHneM 3y01ia S.

Jlo 2008 r. 60JBIIMHCTBO aBTOPOB CXOIUJINCH
B0 Muennn, uto CPPJK He Gosee yem pobpokaue-
CTBEHHBIN 32JeKTpoKapauorpadpudeckuii GeHo-
MeH [374, 375]. B 2008 r. mpakTideckn oHOBpe-
MEHHO JIB€ TPYIIIBI aBTOPOB OIyOJIMKOBAJIU TC-
CTIeTIOBAHUS «CJIy9ail-KOHTPOJb», MOCTAaBUBIINE
MO/l COMHEHHUE GJIArONPUSATHOE TIPOTHOCTUIECKOE
snauerne CPPIK [376, 377]. B o6oux uccienosa-
HUAX TOUKa | B 3-6 pa3 uaile perucTpupoBajiach B
uknaux (11, 111, avF) u 6okosbix (V4-6) orBese-
HUSIX Y TTAIIUEHTOB € UANOATUIECKON (hubpuiLisi-
1Uel JKeJyI04KOB 110 CPAaBHEHUIO CO 3/[0POBLIMU
JITIAMH, & aMIIUTY/IA J-BOJIHBI ObLIa BbIIIE.

PerpocriekTuBHBIN aHAIU3 UCCAEOBAHUS
Social Insurance Institution's Coronary Heart
Disease Study, mokasas, 4to B 00IIeil Oy Isamun
HaJgu4re J-BOJTHBI B HIDKHUX OTBENEHUSX aCCo-
urpyercst ¢ 6oJsiee BBICOKUM PUCKOM CMEPTH OT
CepZIeYHBIX MPUYMH, HO KPUBbIE BBIKMBAECMOCTH
HAYMHAIOT PACXOAUTHCS Yepe3 15 et HaburoaeHst
[378]. TToxoxue maHHble OBLIM MOJYYEHBI U TIPU
PETPOCIIEKTUBHOM aHa/Il3e HEMEIIKOH 4acTu 1po-
exta MONICA [379]. Antzelevitch C. u Yan G-X.
npeiokuan HoByto kiaccuduraimio CPPIK, B
KOTOPO THUIT 2 1 3 CUHI[pOMA CUUTAETCS TIOTEHITH-
aJTbHO aPUTMOTEHHBIM, a Y TIAIIMEHTOB C TUTIOM 3
CYIIEeCTBYEeT BBICOKAs BEPOSATHOCTb Pa3BUTHUS
anexTpudeckoro mropma [380].

Pexomenaanuu no npodunakruke BCC

Knacc Ila

1. Hanmuwme J-BOHBI B HUKHUX OTBEAEHUSIX
(1L, I11, avF) moskeT ABAATHCS OCHOBHBIM (DaKTO-
pom pucka passutus @K (unm naxke BCC), a
Takke (PaKTOPOM, YBEJUYHBAIONUM IIpe/Ipaciio-
JIO)KEHHOCTD K Pa3BUTHIO (DaTaIbHBIX aDUTMUI BO
BpeMs uiemun muokapa (B).

2. CpencrBom BIOOpa tipu passutun ;KA (oc-
HOBHOU (akTOp PUCKA) WJIHU BJIEKTPUUECKOTO

mropma Ha ¢poHe CPPIK B HUXKHUX OTBeneHNIX
apysietcd yBemmuenne YCC 3a cuer mpoBejieHus
BpeMenHOl yuamatomieir DKC uam BBepeHus
nsonpotepenosa (B).

3. JloiTembHBIN TpUeM XUHUWHA TTOKa3aH st
nposenenus npopunaktukn BCC wa done nHamm-
yusg IKI-mpuznakoB CPPIK B HIDKHUX OTBeje-
Husix (B)

VII.12. BCC npu cuHapome amHo3/TUIO-
IHOE CHa

AITHO? BO BpeMsI CHa OTIPEIEJISIOT KaK MpeKpa-
TieHne JBUKEHUs BO3/YITHOTO MOTOKA Yepe3 HO-
COBYIO U POTOBYIO oJiocTu B Tedenne 10 u Goee
cexkyHn [381].

B 3aBucumocTr OT MexaHn3Ma BO3SHUKHOBEHUS
pa3IMYaoT /[Ba OCHOBHBIX BHUJA allHO?: 00CTPYK-
TUBHOE U TIeHTpajbHOe. B HacTosIee Bpems ycra-
HOBJIEHHBIM (DAKTOM SIBJISIETCS TO, YTO 0K0JI0 90%
BCEX 3IMU30/I0B alTHO? BO BpPEMSI CHA CBS3aHBI C
o6CTpyKIMe BepxHUX JbixaresbHbIX myTeit (B/IIT).

B nocsieiee BpeMst B KIIMHUYECKYIO IPAKTUKY
TaK’Ke IMUPOKO BOIILJIO MOHSATUE 2UNONH0I, KOTO-
poe BriepBbie ObL10 onmcano Block et al. kak anu-
30/IbI TIOBEPXHOCTHOTO [IBIXaHUS, COIPOBOKAe-
Mble flecaryparueit [382].

Jlnst Gostee TOYHOTO ydeTa IMU30/0B JIbIXa-
TeJTbHBIX HAPYIIEHUH BO BPEMS CHA B AHTJIOSI3bIY-
HOWl JiUTepaType HUCIOJb3YIOT TaKyKe STU30.bI
RERA, uto pactmmdpoBbiBaeTcs Kak "respiratory
effort-related arousal" u mMoxHO TepeBecTH Kak
«d3T-axruBarusa [383] B pesyJibraTe pecnupa-
topHoro ycuaus» (IPY). Takum obpasom, 1o
IPY mnoxpasymMmeBaioT anm30/1 AbIXaTeJbHOTO Ha-
pyIIeHus, CcONpoBoOkAaeMbiii DI -akTuBamuei
W MUKPOIPOOYKIEHUEM TOJIOBHOTO MO3Ta, Ya-
Ile BCEro SBJISIONINICS Pe3yJIbTaTOM ITOBBIIIEH-
HOTO COIIPOTHBJIEHNS BEPXHUX JIBIXaTeIbHBIX ITy-
teil. [lpu aToM M3MeHeHNsT HA KaHAJIAX, PETUCT-
pUpyIOMKX bixaHne (OpPOHA3AJbHBIN BO3YIII-
HBII TIOTOK, TOPAKOabIOMUHAIbHBIE [[BUKEHIST ),
He JIOJUKHBI TTO/ITAIaTh MO/ KPUTEPUH allHOd WJTH
rUnonHos [384].

Takum 06pa3oM, B HACTOSIIEE BPEMsI BMECTO
yIoTpebIsieMOro panee TEPMHHA <«CHHIPOM 00-
CTPYKTHUBHOTO aITHO? CHA» UCTIOB3YIOT «CHHIPOM
0OCTPYKTHBHOTO allHO3/TUIIONHOD CHa». B aTOM
ciydae, Ha3BaHue CUHApoMa GoJiee TOYHO OTpaka-
eT ero NaTo(U3NOJOTMYECKYIO CYTITHOCTb.

B nHacrosiiee BpeMs CTaHAAPTOM JUJISI OIIEHKU
CTETIeHW TSIKECTH JIbIXaTeJbHbIX HapYIIeHUH BO
BpeMsI CHa SBJISETCS T.H. NH/IEKC alTHO3 /TUTIOITHOD
(AT), xoTopselii mpemycMaTpuBaeT KOJUYECT-
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BEHHYIO OIIEHKY 3IM30/[0B aIlHOd, TUIIOIHOI U
IPY 3a oxun yac cHa. O cuHApOME 0OCTPYKTUB-
Horo amHo3/runonHod cHa (COATC) rosopst B
ToM ciydae, korga MAT > 5 coueraercst ¢ KianuHu-
YeCKOUW CUMIITOMATUKOM.

B coorserctBum ¢ MexayHapoaHON KJaccu-
(bukanmeir HapymeHU CHa TPOSBIEHUS BO CHE
CUH/IDOMA aITHO3 OOCTPYKTHBHOTO TeHe3a WJIH
COATC Bcrpeuaiorcs, 110 MeHblIeil mepe, y 1-2%
Bcelt monysigiuu. B Bospacthoit rpymie ot 30 1o
60 meT, 4% MyxuuH U 2% skeHnH nMetotr A= 5
B COYETAaHUU C KJIUHUYECKOW CHUMITOMATUKON
COATIC.

[TpoBenenue nosrcomMmuorpaduyeckoro ucce-
JIOBAHUST TIPEyCMATPUBAET OOBEKTUBHYIO OIEHKY
He TOJIBKO CTPYKTYPBI CHA, HO M TOYHOE KOJNYECT-
BEHHOE W KauYeCTBEHHOE OTIpe/leIeHIe JbIXaTe lb-
HBIX HAapyIIeHUH BO BpeMs cHa. B xoze mommcoMm-
HOTpaUIeCKOTO MCCIETOBAHUS TaKKe MOTYT
ObITH BBISIBJICHBI 3MTU30/IbI CHHYC-apecTa WJn Tpe-
xopsieit AB-6iokazna I-111 crenenn.

B nacrosimee Bpemst COAI'C pacemarpuBaercs
KaK He3aBUCHUMBIN TIPEIUKTOP Pa3BUTHS apTepu-
aJbHON THuneprensun [385].

[unokcemus BcsencTBUE allHO? BO BpeMsl CHA
MO’KeT [IPUBOJUTD K Pa3BUTUIO UILIEMUN MUOKap-
na [385] u kemymoukoBeIx aputmuii [386]. Y
60spHBIX COAT'C BO BpeMst cHa HEPEIKO OTMeYa-
I0TCST TTOTEHIIMAIbHO (haTtasbHble aputmMun [387,
388]. B panmomusmpoBanHOM uccaenoBanuu 41
6osbHOrO0 ¢ COATC, mosyuasmux CPAP-tepa-
nuio (0T continuous positive airway pressure) , Obl-
JIO YCTAHOBJIEHO, UTO B TIOATPYTITE GOJIBHBIX, Y KO-
TOPBIX OCYIIECTBJISIICS TEPEXO] € JiedeOHOTOo
YPOBHSI JIaBJieHUsT Ha CyOTepareBTUYECKUil ypo-
BeHb, B TeUEHHUeE /IBYX HeJleJIb OTMEUeHO JI0CTOBep-
Hoe yseaudenue murepsana QT. u mHTEpBasa
TpTe(c), a Takke AUCIEPCUU PENOJISIPU3ATIUN
(TpTe/QT) [389].

CymecrtBenna posib COAI'C u B paszButum
BHE3AITHOW CepAeTHON CMepPTH BO BpeMs cHa. B
OTJINYKE OT OOIIENPU3HAHHOTO (haKTa, CBUjE-
TeJBCTBYIONIETO O TOM, YTO MUK CEPAETHO-COCY-
JIACTOI CMEPTHOCTH B OOLIeil MOy IS ITPUXO0-
quTcd Ha panHue yTtpenHue vacel (¢ 6.00 mo
12.00), y 60obpabix COATC HauBbicIas yactora
BHE3aITHOW CepeYHO-COCYJUCTON CMEPTHOCTHU
npuxoauTcd Ha HouHol niepuoj BpeMenu (¢ 00.00
10 6.00) [390].

ATTHO? BO BpeMs cHa IPUBOJIUT K Pa3BUTHUIO OC-
TAaHOBOK cuHycoBoro y3ia [390], AB-6iokaz pas-
JIMYHBIX CTeTeHeH, BIJIOTh /0 MOJHOW ToTepey-
Hoit Gokazs [391].

B Hacrositiee BpeMst cpe/icTBOM BBIOOpa Jieue-
Hust COAT'C saBasercs T.H. CPAP-tepanus — me-
TOJI CO3/IaHUS TOCTOSHHOTO TMOJIOKUTETHHOTO
JIaBJIEHUsI B JIBIXaTeIbHBIX MyTsIX. B pycckosi3bru-
HOM JiuTepaType Ha TMPOTSKEHUH MOCTEeTHUX JIeT
YKOPEHUJICS CO3BYYHBIN aHIIOA3bIYHON aOOpeBu-
aType TEPMUH — «CUTIAI»-TePAITns.

OHUM M3 TJIABHBIX MPEUMYIIECTB UCIIOJIb30-
BaHUSI «CUIIAI»-TePaluu y OOJbHBIX apTepUaib-
HOU I'MIIEPTOHMEN SIBJISIETCS YacTO HabJII0aeMoe
CHUIKeHUe ToBbIIeHHOT0 A/l, a MHOT/IAa U TToJIHAs
ero HopMmasuzanus [392-394]. Ilpu ucnosb3osa-
HUU <«CHUTIAIl»-TePATUU NCYe3a0T U OCTAHOBKU
CHHYCOBOTO y3Jia, KOTOPBIE OBLIN acCOIMUPOBa-
Hbl C 9MHU30/[aMU JIBIXaTeJIbHBIX HaPYIIeHWH, a
TakykKe B 3HAUUTEJNbHON CTETIEHN YMEHBINATCS 1
IpyThe HapylieHus pUTMa CEp/Ia, acCOIMUPO-
BaHHbIE C alTHOd BO BpeMs cHa [394]. 7-yeTHee
Habsonenre 3a OonbHbiIMH COATC BBIABUIO
JIOCTOBEPHOE YMEHBIITeHNEe BHE3ATHOW CePAeTHON
CMEPTH B TPYIITIE TOJIYYaBIINX «CUTIATI»-TEPATTUIO
10 CPaBHEHWIO C TeMU TAIMeHTaMH, KOTOpPbIe
MOCYUTAJIM JAHHYIO TEPAIUIO 1Jist cebst HelpueM-
semoii [395].

Crpatunduxamus pucka

B Tabauie VII.12.1. npencraBieH aJaroputm
crpatucdukanum pucka BCC y mammeHTOB C
COATC.

Pexomenaanuu mo npodunakruke BCC

Knacc I

1. Crpatudukanmusa pucka u npohUITaAKTIKA
BCC y nanimenTo ¢ COATI'C ocytecTBisieTcst Ha
OCHOBAaHWM BBISIBJIEHUS] OCHOBHBIX M BTOPOCTE-
MEeHHBIX (DAKTOPOB pUCKA. JTO TO/IPA3yMEBAET, B
ToM umncie, umianTaiuio MK/ nanmentam ¢ xo-
pomuM (GYHKIIMOHAIBHBIM cTaTycoM® 1 GJaro-
MPUSTHBIM ITPOTHO30M BBIKMBAEMOCTHU B TeUeHUE
roga u 0oJjiee, KOTOPbIE MOJYYAOT JJIUTETHHYIO
OTNITUMAJIBHYIO JieKapcTBeHHY10 Tepanuto (C).

Kaacc Ila

1. BosibHBIM € OPAMCUCTOTMYECKUME HAPY-
MIEHWSIMA PUTMA CeP/IIa, aCCOIMMPOBAHHBIMU C
COATC, mokasaHo TMpOBeIEHNE <«CUTIAII»-Tepa-
mun. Ummmaaramuio IKC y Takux marnueHToB
ciesyer o0CyKIaTh MPU COXPaHEHUH OparCuc-
TOJIMYECKUX HapylIeHui puTMa cep/ia Ha done
aJIEKBAaTHO MPOBOINMOI «cumarns»-tepanuu (B).

(* — 0 meToamkax nposeaeHus OLeHKU YHKLUMOHANLHOrO CTATYCa Bbl
MoxeTe npounTaTs Ha caite hitp:/ /www.chcr.brown.edu/pcoc/
functi.htm)

KnuHnyeckas npaktuka Ne4, 2012

http://clinpractice.ru 63



Kaunnueckue pexomenzarmu

Tabnuua VII.12.1.

Crparuduranus pucka BCC y nanueHToB ¢ CHHIPOM anHO9,/ TUIOIHOD CHA

1.Bepudpunuponan nnarno3 COAI'C

Ja

HET

CM. TIyHKT 2

Crpatudukanus prucka u npodunakruka BCC Ha
OCHOBaHMWU OOIIETTPUHSATHIX MPUHIIMIIOB

2. UAT > 15

Ja

HET

[Monbop «cunan»-Tepanuu Niu HeMHBA3UBHOMN
BEHTWISIIIUU

CHukeHue Beca, Koppekuust JIOP marosoruu,
yctpaHeHue dpakTopoB pucka COAI'C

CYTOYHOTO MOHUTOpHpOoBaHus DKI

3. EcTb in HapylmcHuAa putMa 1 IpOBOAMMOCTH BO BPpEMA HOYHOI'O MJIM JHEBHOI'O CHA ITPU ITPOBCACHUUN

Ja

HET

CM. pekoMeHaauu no npoduiaktuke BCC npu
COATC

Crparudukanus prucka u npodunaktuka BCC
0a3upyeTcs Ha OCHOBAaHWU BBISIBJICHUSI OCHOBHBIX U
BTOpOCTeneHHbIX (hakTopoB pucka BCC u
OOIIETTPUHSTHIX MPUHIUTIOB MpodriakTuku BCC

[Mpumeuarme: VAT — unpekc anHos,/munonnos; COAIC — cunapom anHos,/mnonHos cra; BCC — sHesan+as cepaeyHas cmepTs.

VII.13. BCC npu >ke1yI0YKOBBIX apPUTMHUSX CTPYKTYPHO HOPMAJbHOTO ceplia

VII.13.A. Crpatudukanusi pucka u npodu-
saktuka BCC y manueHToB ¢ uauonaTuyecKuMu
’KeJIyI0YKOBBIMU apPUTMHUSIMH

Ha ceroguantuuii eHb MOHATUE «CTPYKTYPHO
HOPMAJILHOTO Cepjilla» CTaHOBUTCS Bce Oojiee 1
6oJiee YCIOBHBIM, T.K. B KJIMHUYECKYIO MTPAKTHKY
AKTUBHO BHEJPIIOTCS METObl YJIBTPACTPYKTYP-
HOTO WCCJIEJIOBAHUST MUOKap/a, crenuduieckue
UMMYHOJIOTHYECKHE TeCThbl, OMOTICHST U MPOY.,
NpUMeHEHNe KOTOPBIX CYNIECTBEHHO COKPATHIIO
KOJIMYECTBO TTAITUEHTOB € KITMHUYECKU 3HAYMMbBI-
MU JKeTYZI0YKOBBIMU HAPYIIEHUSIMU PUTMA U He-
U3MEHEHHOW CcepAeyHol MbIniieil. B meiicTBu-
TEJBHOCTH, HAKAILIMBAETCS BCe GOJIbIIE JIAaHHBIX,
CBHJIETEJILCTBYIONINX O TOM, UTO TPUIMHAMH BO3-
HUKHOBEHUST «MWUHUMAJTbHBIX WU3MEHEHWH MUO-
kapaay [IJK nmm JIJK y nanmentos ¢ JKA moryt
ObITh Kak gebor AJ[ITJK, Tak u JaTeHTHBII MHUO-
Kap/IUT, TPOTEKAIOTUI TT0 ADUTMOTEHHOMY Bapu-
aHTY, a TaKyKe HEKOTOpbIe Apyrue, bojiee peiaKue
HozoJsioruu [202, 396-400].

Haub6osiee yactoii jokaimsaiyeil Hauonarndec-
KUX JKEeJYJIOYKOBBIX apUTMUN SIBJISTIOTCST Oa3ajib-

HBIE OT/IENIbI CeP/ITIa, a UMEHHO — BBIHOCSIIIE TPaK-
o1 JieBoro (BTJIZK) n mpasoro (BTIIK) sxemymou-
KOB Cep/Illa U, Tak Ha3blBaeMasl, (pacIiuKyJIsIpHast Ta-
xukapaus (DT), apurMoreHHslii cybcTpar KOTo-
POl JIeTepMUHMUPOBAH MECTOM DPa3BeTBJICHUS 3a/l-
Hel WM cpe/iHel (3HAYUTENbHO peske — Tepe/iHed )
BeTBM Tyuka [uca Ha BosiokHa [lypkunbe. /[pyrue
JIOKQJIN3AI[MM apPUTMOTEHHBIX 30H BCTPEYAIOTCS
sHaunTebHO pexe [202, 401]. ebror apurmudec-
KOTO CHH/[POMA ITPUXO/IMTCS HA BO3PACT /10 35 JIeT, a
B caydae DT — no 25 ser [401].

Houonamuueckue ne6oicenyoourosvLe

apummuu

Haubosee TunudHoi JIOKaaM3amnueil apurMo-
IeHHBIX 30H SBJSIETCS MOJAKJIalaHHas 00JacTh
BTJIZK B mpoekiuu JieBOTO, 1MPaBOTO U HEKOPO-
HapHoro cuHycoB BasbcanbBbl. Peske BcTpeuaer-
s AaNMKap/IMaabHas JIOKAIN3AIMs 30H apUTMUHU B
npoexknyuu ctBosa JIKA win yerea [IMIKB, a
takske putounasd yactb JIZK (IITJIZK) nox 3ax-
Heil nian nepegneii creopkamu MK B mecTe mpu-
KperieHus nomnepeynsix xop JIZK [401].

XapakrepHo mpeobJaanue Jui My;KCKOTO MO~
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ga ¢ geborom KA mo 25-30 ser. Kinmnuyecku
ApPUTMUS XapaKTepu3yeTcs: H06pPOKauecTBEHHBIM
TeYeHUeM, C PEIKUM Pa3BUTHEM TeMOJMHAMUYEC-
K1 3HauynMbIX napokcusmoB JKT. Oxgnako, B TH-
MAYHBIX CJydasgX XapaKTepHa BhIpaKeHHAs 9KTO-
nuyeckasg aKTUBHOCTb B BWJIE€ M30JUPOBAHHBIX,
MApHBIX U TPYMMOBBIX 9KCTPACUCTON U HEYCTOM-
yusoil JKT Ha (oHe TeHAeHIIMK K CUHYCOBOIi Opa-
nukapauu. [Ipu avrerbHOCTH aHaMHe3a Gostee 5
Jiet B otcytcTBre AAT ommcanbl cirydau ucxoza B
apuTMoreHuyio kapauomnaruio [202, 401].

Houonamuueckue xnceayoouxosvie apummuu
u3 BTIDK

Ha ceropnsiniamii ieHb GOJIbIIast 4acTh apuT-
muii m3 BTIIJK npu zgerambHOM KJIMHUYECKOM
aHaJIM3e OKa3bIBAETCST HO30JIOTUYECKU TTPUHAITIE-
xamteir k rpyme aebota AJITIK nmu matentHO
MIPOTEKATOTIETO AaPUTMOTEHHOTO BapUaHTa 04aro-
Boro Muokapauta [202, 396-400]. Takum oGpa-
30M, CETOJIHS TTOCTYJIAaT O TOM, YTO CaMOU 4acTOU
JIoKaTu3aruei mpu upauonatTudecknx KA gaBis-
ercst BTTIJK, moxet 6biTh iepecmorpen. ITpuum-
Ha — paciupeHre BO3MOKHOCTEN JUArHOCTUYEC-
KUX METOJIUK.

Hau6osiee THIMYHBIMU JIOKATUBAIUSIME SIBJISI-
1oTca neperopojounas obaactb BTIIK mop kia-
MTAHOM JIETOYHOU apTepuu (TUNUYHA JIJIsT QDUTMO-
TeHHOTO BapHWaHTa JATEHTHOTO MUOKAp/ANTA), pe-
JKe — TlepeHereperopogouHas 06JacThb Mo/ Kia-
nmaroMm JIA u ieperopogouHast 001acTh HaJl KJiara-
HoMm JIA. /Ipyrue mpaBoKemyI09KOBbIe TOKATN3a-
mun (mepennsisi crenka BTIIZK, mputounsrii
TpakT, Bepxymika [I7K) BcTpeuaiorcss sHaumTes b-
HO Pe’ke U MOYTH BCET/[a CBUJIETENBCTBYIOT O CY-
MECTBYIONIEN CKPBITON HO30J0TMN (paHHUe CTa-
nun AJITIZK) [202, 396-400].

Kimandyeckn apuTMusi XapakTepuayercs 100-
POKAYECTBEHHBIM TEUEHUEM C PEJKUM Pa3BUTHEM
reMO/IMHAMUYeCKN 3HAUMMbIX 1apokcuamoB K.
BbIpaskeHHOCTh 9KTONMMYECKON aKTUBHOCTH MO-
JKeT BapbUPOBATh OT €IMHUYHBIX 9KCTPACUCTOT B
cytku o H/KT. B aroii rpynme mammeHToB omnpe-
JIeJIEeHHO He TTPOCJIeKUBAeTCs CKJIOHHOCTh K TeH-
JepHOIl akienTyaruu. J[e6oT apurMun 0ObBIYHO
MPOUCXOIUT B BodpacTe 10 35 et [401].

Dacyuxynapnas 1e60%xceay0ouxosas

maxuxapous

B rpynne @T npeobiagaor HamMeHThl MysK-
CKOTO 110J1a, 1e6I0T 3a060/IeBaHusI OOBIYHO ITPUXO-
JIUTCST Ha BO3PACT JI0 25 JIeT.

KruHnueckuMu MpOSIBJIEHUSIMA JIAHHOTO Ba-
pUaHTa AapUTMUUN SIBJISIIOTCST CTaOUJTbHbIE TTPHUCTY-
bl yeroiuuoit JKT, kak mpaBusio, mporekaionme

C MHWHUMaJIBHOW TeMOJMHAMWYECKON 3Hauu-
MOCTBIO, JIETKO KYNHPYIOIecss BHYTPUBEHHBIM
BBe/IeHNEM HU30MTHHA. Y OOJBITNHCTBA MallUeH-
TOB B MEKITPUCTYITHOM MEPUO/ie HAOIOIaeTCst OT-
CYTCTBHE IKTOMMYECKON >KETyMTOUYKOBON aKTUB-
nocrtu. lenernyeckue nerepmunanTsl DT He uzy-
yeHbl. [[pu oTcyTCcTBUM JledeHNS U HETTPEPhIBHO-
peruuBupytoineit hopme tedenusd KT omucanb
cIy4au MCX0/Ia B ApUTMOTEHHYIO KapANOIaTHIo, ¢
XOPOIIUM BoccTaHoBIeHreM pazmepos u OB JIZK
npu ycrpanenuu KT [4].

Crpartuduxamnusa pucka

B rabmumax VII.13.1-VIL.13.5 upexacrasien
asnroputm ctpatuduranuu pucka BCC y namuen-
TOB ¢ JKA cTPyTypHO HOPMATIBHOTO CEP/IIIA.

OO6uine TPU3HAKOB, BKJIIOYEHHBIX B aHAJIM3,
00yCJIOBJIEHO CJIOKHOCTBIO BBISIBJIEHUST W HEOYe-
BunHOCTHIO prcka BCC y mammeHToB €O CTPyK-
TYPHO HOPMaJbHBIM MHOKapaoM. Kpome Toro,
JKA cTpyKTYpHO HOPMaJIBHOTO CEP/IIIa BO MHOTOM
MOTYT ObITh 0OYCJIOBJIEHBI elIé He M3YYEeHHOI Te-
HEeTUYECKH JIETEPMUHUPOBAHHOM 1TaTOJIOTHEH, (he-
HOTUITUYECKUMU TMPOSBIEHUSIMU KOTOPOH MOTYT
ObITh TaK HasbIBaeMble <HeCIelndUIecKre» n3-
menenus Ha IKI Tpansurtoproro xapakrepa. [Ipn
upnonarndecknx KA ciemyer ObITh HACTOPOKEH-
HBIM B oOTHomeHnu paHumx crtaauii A/IIIJK un
APUTMOTEHHOTO BapraHTa JJATEHTHOTO MUOKAP/IU-
Ta; muddepeHImaabHbIil TUarHo3 MeKIy 3TUMU
JIBYMST HO30JI0OTHYECKIMU (hopMaMu ObIBAeT Kpaii-
HE 3aTPYAHUTETbHBIM O€3 TIPOBEe/ICHUsI TeHeTHYeC-
KOTO UCCJIe/JOBAaHUS.

Pexomenmaiuu no npodunakruke BCC

Knacc 1

1. PYA nokasana maiuentam 6e3 CTpyKTypPHOI
MaTOJIOTUU CEP/IlA € MApOKCU3MAJIbHOU WJIN He-
npepbiBHO-pertuauBupytomein KT uz BTIIK/
BTJIK (ocnoBHroli aktop pucka BCC) mipu pe-
3UCTEHTHOCTH, HETIEPEHOCUMOCTU WJIM OTKa3e OT
npoBenenust AAT (B).

2. PYA nokasana BceM TIallueHTaM C JIEBOKEITY-
NOYKOBO#I (hactimkyisiproit Taxukapaueit (O T)(A).

3. [Ipocunaktuyeckas AAT mokaszana maru-
€HTaM CO CTPYKTYPHO HOPMAJIbHBIM CEpJIIIeM TIpu
orpeieNIgeMOl Tpajiallu apuT™Muu 1Mo Lown BbI-
e IIb (ocunoBHoi daxrop pucka BCC) (C).

4.1lpu BBIIBIEHUN <«MUHUMAJIBHBIX H3MeEHe-
ity 117K /JIJK, yknaapiBaonmxcsa B paMKu apuT-
MOTEHHOTO BapUaHTAa JIATEHTHOTO MUOKAP/INTA, KaK
MIPUYMHBI BO3HUKHOBeHUS JKA (0CHOBHOI (haKTOP
pucka BCC), mokazano maToreHeTUYECKOE 1 ITHO-
TPOITHOE JieYeHre OCHOBHOTO 3a00JIeBaHuUsT BHE 3a-
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BUCUMOCTH OT jisintesibHocT anamHesa (C).

5. IIpu BBISBIEHUN <«MUHUMAJIbHBIX H3MEHe-
Huity TI7K (pexxe — JIJK), He ykiaapiBarommnxcs B
paMKH JIATEHTHOTO MHWOKApANUTa, KaK TPUYUHbBI
BosHuKHOBeHMs1 JKA (ocHOBHOII (hakTOp pHCKa
BCC), nokaszano TeHeTM4yeckoe TeCTUPOBAHME
1n1g uckimouenns geodora ATTIK.

6. Ummmanranmus MK/l moxasamna maruenTam
6e3 cTPYKTYypHOII marosioruu cepamna ¢ ;KA, nepe-
sxupiuM BCC (ocnoBHoit dakrop pucka BCC)
6e3 TPOBOIUPYIONUX 06paTUMbIX ipudnH. (B).

7. Nvmmumantanuss MK/l moxasana marpeHTam
6€e3 CTPYKTYPHOIl 1aTOJOIMK Cepilla ¢ YCTONYH-
Boit JKT (ocHoBHOIT hakTop pricka BCC), Tpebdy-
TOIIei JIJIsT KYMUPOBaHUS MEIMKAMEHTO3HON WJTN
AJIEKTPUYECKON KapIUOBEPCUU, TIPU OTCYTCTBUU

apdexra ot npodunakruyeckoii AAT u Head-
dextusnoctu PHYA (C).

Kanacc 1la

1. PYA nokasana maienTaM 6€3 CTPYKTYPHOI
MATOJIOTUN CeP/IIla C YCTOWYMBON WA HETTPEPBIBHO
permauBupytomieit KT (ocHoBHOI (hakTOp prcka
BCC). PUA B aTHx cayyasix pacCMaTpUBAeTCs Kak
amsrepHaTBa AAT Tpu mpeamnouTeHny TMarMeH-
TOM nHTepBeHITMOHHOTO BHjia Jederus (C).

2. Tlpopunakruueckass AAT Gera-6okaropa-
MU WJIH COTQJIOJIOM MOKa3aHa mHalreHTam Oe3
CTPYKTYPHOI TaTOJIOTUH Cep/ilia IpU olpejieisie-
moii rpaganmu KA o Lown sbirie ITb (ocHoBHOI
aktop pucka BCC), npoBonupyitonieiicst ¢hpusn-
4YeCKOW Harpy3Koi u peructpupytonieiicst ipu XM
npeuMyIiecTBeHHo B HeBHOE Bpemst (C).

Tabnuya VII.13.1

Kiaunnuyeckue manupie

1. Dnmu3on BCC B aHamHe3e

Ha

Her

O6cyxnath umruiantauuo MKJT

CM. MYHKT 2

2. T'onoBoKpyXeHUsI, CUHKOIaJIbHble cocTostHUSI Ha (poHe KT

Ja

Her

O6cyxnath Bo3MoxHocTb DDU, PYHA

CM. IIyHKT 3

3. Opplilika npu Gusnueckux Harpyskax Ha ¢oHe KA

Ha

Her

Oocyxnatb AAT unu 9O u PYA

CM. MYHKT 4

4. Mupykuust KT v yBennueHne kKojaudectBa 2KOC Ha doHe (pu3nuecKoil Harpy3ku Ui B

BOCCTAaHOBUTECIIbHOM IIEPUOAC

Ha

Her

AAT B-610KaTopaMu,/ COTaJIOIOM,;

OO0cyxaath Bo3MoxHocTh DDU, PUA

CM. IIYHKT 5

5. BDddekT oT npoBOAUMOK

aHTUAPUTMUUYECKON Teparnuu

Ha

Hert

JwvHamuueckoe HaOJIOAeHNE KapIruoI0roM

CM. pEKOMECHIalINHN
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Tabnuya VI1.13.2

AHamMHecTHYecKHe (B T.4. ceMeiiHble) JaHHbIe

1. CuHKOMaJbHbBIE COCTOSTHUSI HEU3BECTHOM 3THOJIOTUM B aHaAMHeE3¢

Ja

Her

Oocyxnath npoBeaeHe DDOU

CM. TIIYHKT 2

2. CuHKOMAJIbHBIE COCTOSHUS Y pPOOCTBEHHMKOB

Jla

Her

['eHeTHUecKast KOHCYJIbTallus, KapZ[HOJTOFI/I‘ICCKI/IVI

CKPUMHHMHI KPOBHBIX POACTBCHHUKOB, B T.4Y. neren

CM. IIyHKT 3

3. JlaHHbIE O HAJIMYMM XKEJIyTOUYKOBOU apUTMUU Y POACTBEHHUKOB

Ja

Her

I'enernyeckas KOHCYyJIbTallusi, KapHI/IOJIOI‘I/I‘{CCKI/Iﬁ

CKPUHUHI KPOBHBIX POJCTBEHHUKOB, B T.4. ACTEH

CM. MYHKT 4

4. Peammzanus ImpoapUTMUIECKUX M/ I apUTMOTEHHBIX 3(h(PeKTOB JIeKapCTBEHHBIX MPErapaToB

Jla

Her

Koppexkus AAT, obecyxnate DDOU

I'enetnueckast KOHCYyJIbTallusA

CM. PCKOMCHIOAIIUN

3. [Tpodpumaxtuyeckas AAT npemaparamu 1C
KJlacca I0KasaHa mamueHTaMm 0e3 CTPYKTYPHOI
MaTOJIOTUH CePJIla MPU OTIPelesIsIeMOl TpaJallun
KA no Lown sbimre IIb (ocHoBHOI dakTop puc-
ka BCC), BozHukamoieii Ha (oHE CHUHYCOBOM
OpaguKapauu, MoAaBsdgionieiics (GU3andecKoi
HarpysKkoi u peructpupytonieiica npu XM mpeu-
MyIecTBeHHO B HOuHOe BpeMsi (C).

4. Tlposenerne IunoIDU 11esmecoobpasHo y
nanuentoB ¢ KA 06e3 cTPyKTYpHOI MaToJOrnu
cep/ra ¢ kamobamMu Ha cep/iebueHue, sTmu30/bl
TOJIOBOKPY’KEHUS W CUHKOTATbHBIE COCTOSHUS,
ecIM B KadecTBe TPUYMUHBI UX BO3HUKHOBEHUS
npennosaraetcss KT (ocHOBHOI (akTOp pucka
BCC) (B).

Kanacc ITb

1. PYA nokasana naiuentam 6e3 CTpyKTypPHOI
MaTOJIOTUU CepIla ¢ YCTOWYNBOM MOHOMOP(HOMA
/KA us BTIIK/BTJIJK, npu onpenesnseMoii rpa-
pamyy aputmun o Lown Bbrme IIb (ocHoBHOIM
axrop pucka BCC). PYA B aTux ciayyasx pac-

cMaTpuBaeTcsl Kak aimbrepHatuBa AAT mipu mpes-
MOYTEHUM MAIMEHTOM WHTEPBEHIIMOHHOTO BUJIA
sgedenus (C).

2. BciomoratenbHasg mpoduimakTudeckas Te-
panusi OMaKOPOM PEKOMEHJyeTCs TallleHTaM C
KA (ocHoBHoi#i (paktop pucka BCC) 6e3 cTpyk-
TypHOU matosiornu cepana (C).

Kanacc 11T

1. lIpocpunakruyeckass AAT He mokazaHa ma-
1ueHTaM 0e3 CTPYKTYPHOW MaTOJIOTHUU Cepjla
npu onpenensieMoii rpagaiun KA mo Lown Hinke
ITa (C).

2. llpopunaxrrueckass AAT ne mokasana ma-
1eHTaM 0e3 CTPYKTYPHOU TATOJIOTHH CEp/Ia ¢
ne6iorom JKA (IUTENbHOCTD apUTMUYECKOTO
aHamHesa He nipesbinaeT 2 Mecaies) (C).

3. PYA ne nokasana naiuentam 6e3 CTPyKTYp-
HOU TIATOJIOTHU Cep/Illa ¢ YCTOWYNBOM MOHOMOP(-
noii JKA us BTIIK/BTJIJK npu onpenensemoi
rpagaruu aputmun mo Lown awke I1b (C).

4. PYA He nokaszana maiueHtam 6e3 CTpyKTyp-
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Tabnuua VI1.13.3.

Hannbie KT 1 X0ITEpOBCKOTr0O MOHUTOPHPOBAHUS

1. CrabmibHble TTapokcu3Mbl KT

Ha

Het

Oo6cyxnate DOU,
PYA (nipu HeadbdextuBHocTH —UK]I)

CM. MYHKT 4

2. JmurenpHocth uukiaa KT menee 360 mc

Ha

Her

O6cyxnate DDPU Ha npeamet nHayKIunu OXK
(3a uckmouernuem OT).
Ecin @K He mHIyLMpyeTcs — CM. 1. 1

CM. MYyHKT 1

3. lluprHa 3KTOIUUYECKOTO KOMII

nekca QRS mipu KT 6osee 160 mc

Ha

Her

O6cyxnate DDU Ha mpeaMeT MHAYKIIUU
nonumopdHoit KT/DXK (3a uckmouenuem KT u3
MPOEKILUU MPABOro/HEKOPOHAPHOTO CUHYCOB
BanbcanbBel aopthl 13 BTJIK)

CM. MyHKT 1

4. I'papanus 2KA no Lown IIb u Bbllie

Ha

Her

IMonbop AAT, obcyxnate DO, PUA

CM. IIyHKT 5

5. BrisBineHue TTO3JHUX MOTCHUMAJIOB KCJIYJOYKOB

Ha

Her

OO0cyxaaTh TIPOBEACHNE HATPY30UHBIX TTpo6, DDA

CM. IIyHKT 6

6. TpansutopHoe n3MeHeHue umnTeabHOoCTH QT 3a

Ipeacjibl HOpMaTUBHbBIX 3HAYEHUI T10 JAHHBIM XM

Ha Her
AHann3 npuHumMaeMmbix AAIT;
CM. IIyHKT 7
reHeTUYeCKoe KOHCYIbTUPOBAHUE
7. Hucnepcust unrepBaia QT Gonee 100 mc
Ha Her
OO0cyXaaTh IIPOBEACHNE HATPY30UYHBIX ITpo6, DDU CM. TIyHKT 8
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Kaunnueckue pexomenzaryu

Tabnuya VI1.13.3.
(npodomkeHue)

HMannbie KT 1 X0ITEpOBCKOTO MOHUTOPUPOBAHHUS

8. Hanuune eBoaHbl Ha DKI', B T.4. TpaH3UTOPHOIA, 1O JaHHBIM XM

Ha Hert
l'eHeTUecKoe KOHCYIbTMPOBAHUE HA MPEAMET
ne6rora AJTTK CM. IYHKT 9

9. Hanuuwe j-BoaHbl Ha DKI', B T.4. TpaH3UTOPHOI, MO JaHHBIM XM

Ha

Her

T'eHeTHuecKoe KOHCYJIbTUPOBAHWE

cM. myHKT 10

10. Hanuuue «3a3yopun» Ha R - 3y61ie skronuyeckoro QRS

Ja

Her

OO6cyXIaTh TTpoBeIeHNe HATPY30YHbBIX 1Tpoo, DDU
(ripu aputMmuu Bbie [Ibrpagamyu mo Lown)

cM. myHKT 11

11. BoisiBeHME MUKPOBOJIBTHOU ajibTepHalMy 3youa T nmo gjaHHbIM XM

Ha

Her

OO6CcyXmaTh TPOBeAeHNE HATPY30YHEBIX TIpo0, DDPU

CM. MYHKT 12

12. Ipexonsiume HapylieHus: ipoBoaumoctu (AB, B2K)

Ja

Her

OO0cyxaaTh IPOBEACHNE HArpy30uHbIX TTpod, DDU;
MMMYHOJIOTUYECKOE MCCIIeIOBaHNUE Ha JIAaTCeHTHBIIM
MMOKAPIUT

CM. MYyHKT 13

13. IMonurtonueie KA rpanauuu I1b u BbIile 110 Lown

Ha

Her

OO0cyXnaTh MpoBeIeHNEe HAarpy30uHbIX 1Tpob, DDU;
MMMYHOJIOTMUECKOE MCCIIeOBaHNe Ha JJATeHTHBIN
MMOKAapINT

CM. MyHKT 14

14. CoyeraHue NpencepaHbIX U KeJTyT0UKOBBIX apUTMUI

Ha Her
MmMMmyHoOJIOrMYecKoe McciiefoBaHe Ha JIATEHTHBIN JIMHAMHYECKOE HAGIOEHHE KADIHOIOrOM
MUOKApIUT
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Kaunnueckue pexomenzaruu

HOU naTosioruu cepna ¢ gedrorom KA (miuresnb-
HOCTb APUTMUYECKOTO aHaMHe3a He TIpeBbInaet 6
mecdten) (C).

5. PUA e nokaszana mamueHTam ¢ BbISIBJIE€HHbI-
MU <«MUHUMaJIbHbIMU u3MeHeHusamu 117K /JI7Ks,
VKJIQ/IBIBAIOTIIUMUCS B PAMKU apUTMOTEHHOTO Ba-
pHaHTa JIATEHTHOTO MUOKAP/NTA, 710 3aBEPIIeHUs
[IPOBEJICHUSI TIATOTEHETUYECKON W 3TUOTPOITHOM
Tepary OCHOBHOTO 3a00JIeBAaHUSL.

VIL.13.B. Crpatudukanus pucka u npodu-
naktuka BCC y nanyueHToB ¢ 9J1eKTPOJIUTHBIMU
HapyUIeHHSIMH

Kimnnyeckn 3HauMMble HAPYIIECHUS 9JIEKTPO-
JIMTHOTO OaslaHca MOTYT TIPUBOAUTH K KIU3HEYTPO-
JKAIOMIMM HapyIIEeHUSIM PUTMA U TTPOBOJAUMOCTHU
MIPU CTPYKTYPHO HOPMAJTBbHOM MHUOKap/Ie.

Haubosree gacTo BeTpevaommecs: B KINHUYEC-
KOl TIPAaKTHUKE CUTYaIlMy Pa3BUTHS 3JEKTPOJUT-
HBIX HapyIIeHU ceyolue:

1. Ilpumenerne MOYETOHHBIX TMpENapaToOB
(TIpesk/ie BCero — TMa3WIHbIX MY PETUKOB).

2. IHTOKCHUKAITUS CEePAETHBIMU TITMKO3UAMH.

3. Octpag u XpoHUUecKast moYevyHast HeJloCcTa-
TOYHOCTb, B T.4. XDOHUYECKUI TEMONAIN3.

4. [loctniepysnonHble 37€KTPOJIUTHBIE HAPY-
IIeHUsI, HETIOCPE/ICTBEHHO CBA3aHHBIE C TIPOBe/ie-
HIEM MCKYCCTBEHHOTO KPOBOOOPAIIEHMS.

5. MaccuBnbie reMoTpancdy3uu.

6. XpoHnueckre WHTOKCUKAIUH: AJTKOTOJb-
Hasgd/HapKOTUYeCKast 3aBUCUMOCTb.

7. Tononanue u aHOpeKCUsl.

[Tpuunnoit BCC B aTtux ciy4asix MOTYT OBITH
cetyione HapyIeHus:

1. Tunokammemus. IIprMeHeHIe MOUYETOHHBIX
npenaparos, ocyioxkuenne K, remoiuitonus, tu-
MIEPUHCYIMHEMYSI, IbIXaTeIbHBINA 1 MeTaboImvec-
KU anKajlo3, akTUBAIUSI PEHUH-AaHTMOTEH3WH-
AJIBJIOCTEPOHOBOI CUCTEMBI U TTPOY.

Ocnosxcnenusi: Ipeficep/IHbIe W KEeTyI0IKOBbIE
APUTMUMN.

2. Tunepkamuemus. Kpome ciiygaeB moued-
HOHM HEIOCTaTOYHOCTH, YPOBEHDb Kaus B KPOBU
MOKET MOBBIIMIATHCS TPU METabOJUYECKOM allu-
J103€, TeMOJIN3€e ¥ TFeMOTJIOOMHY DU Ha TI0UBE 1ep-
(bysmnonHOTO TTOBpEXIEHUS KPOBH, MPU TEMOTO-
pakce, MaCCUBHBIX TeMOTpaHCc(y3UsIX, BBEJEHUN
KaJIiicoep Kalx IpernaparoB B GOJBIINX J10-
3ax, HarpuMep 1pu GOJIOCHOM OBICTPOM BBejle-
nnu 6osee 10 man E/] xasmeBoil coiu MeHUIIAI-
JINHA U TIPOY.

Ocnooxcrenusi: GJOKAIbI TPOBEIEHUST DJIEKTPHU-

YeCKOT0 UMITYJIbCa, OCTAHOBKA CEPJIla B CUCTOITY.

3. lmmomarnuemus. [Ipumenenue auypern-
KOB, IepeuBaHre OOJIBITNX KOJMYECTB IIUTPAT-
HOIl KPOBW, MCKYCCTBEHHOE KPOBOOOpAIEHNE,
KapAuoToKcuiecKuit apeKT asipeHaInHa 1 poY.

Ocnosxcnenus: ipu eunuTe Marnust Kapuo-
MUOLUTHI B U30bITKE TEPSIOT KaJIMii, KOTOPHII 3a-
MeIaeTcss HaTPUEM U BOOH. JTOT MPOIecC MOH-
HOro Aucbajanca CylIeCTBEHHO ycyryOJiser uiie-
MWYECKUE TOBPEXIEHUS KapJAUOMHUOIIUTOB, a
MHOIZa ¥ caM 110 cebe IpeoIpenessieT cepaed-
Hbiit apecT Ha one KT tnmna «mupyaT».

4. Tunepmarauemusi. OcTpad MmovyeyHast Hejloc-
TaTOYHOCTD C aHypUeil, M3OBITOYHOE MapeHTepalb-
HOe BBeJ/IeHUE TIPENapaToB MarHus B OPTaHU3M.

Ocnojxcnenusi: paccTpoiicTBa TIPeCEepPaHO-Ke-
JIyTOYKOBO TPOBOIMMOCTH, TIPU KOHIIEHTPAIuu
Maruus B miaasme 10 2,5-3,0 mmoabxar”. Ipu xon-
nenTpanun 3,5-4,0 MMoapxa! HacTymaer riay6o-
KOe yTHeTeHHE TeHTPATbHON HEPBHOU CUCTEMBI —
TaK Ha3blBAEMbII «MarHe3uaJbHbIi HAPKO3».

5. lunepkanpuuemusi. Tuasuanbie aUyperu-
KM, 3JI0Ka4eCTBEeHHbIe HOBOOOPa3OBaHMsI, Iperia-
paTel IUTHA, PEOXPOMOITMTOMA, IHOKPUHHAS T1a-
TOJIOTHSI.

Ocnoxcnenus: KeyJOuKOBble apUTMUH, HApy-
HIeHUS TTPOBOIUMOCTH.

6. TumokanpiuemMuss. XpPOHUIECKUN HEKOM-
MIEHCUPOBAHHBIN aTKOJI03 TIPU PA3TMYHBIX MHTOK-
CUIKAIMSIX, SHIOKPUHHAS TTATOJIOTHs, TUTIOATbOY-
MUHEMUS, THTIOMarHueMust U TTPoY.

Ocnoxcnenus: ynmuaenne natepsana QT, KT
1o TuIy torsades de pointes.

Pexomenaanuu no npodpuinakruke BCC

Knacc 1

1. [IpumeHeHre TpemapaToB coJjiell Kanugd u
MarHus OMpaB/laHO TIPU JIeUeHUU U JJIsT Tpodu-
gaktuku JKA y manueHToB npu mpuemMe TUasujl-
HbIX InypeTukoB (B).

2. [IpumeHeHne mpenapaToB coOJed Kajnus u
MarHus OITPaBAAHO TIPU JIEYEHNUHU U /7T TPoUIaK-
tikn JKA y manmeHToB 1ocsie oneparyii ¢ ucKyc-
crBenHbIM KpoBoobpamierrem (KIII u mpoud.) (B).

Knacc Ila

1. Y manuenToB ¢ Bepu@uiinpoBaHHBIMH YTPO-
JKAIOMMMU Ku3Hu JKA M CTPYKTYpHO HOPMaJIb-
HBIM Cep/IEeM I11eJeco00pasHo MOAJIePKUBATH
YPOBEHDb KaJiisl ChIBOPOTKM KPOBU B JIMATIa30HE
4,5-5,5 mmouin /1 (C).

2. IIpuMenenne IpernapaToB COJIell Kaaus U
MarHus OMpPaB/laHO TIPU JIeUeHUU U JIJIsT Tpodu-
Jaktukn KA y marnumeHToOB 1MPU WHTOKCUKAIUU
cepiedHbiMu rko3uamu (B).
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Tabnuya VII.13.4.
IZI.':IHHI»I(% HUHCTPYMEHTAJbHBIX METOJO0B UCCJIE€NOBAHUSA

1. MPT: 30HBI (pUOpO3a/MCTOHUYECHUS B MUOKApPAE XKEJTYIOUKOB cepiia

Jla Her

Hudd. nnarno3 mexay aedrotom AITTK

CM. IIyHKT 2
U JATeHTHBIM MUOKapAUTOM

2. MPT: 30HBI XXUPOBBIX BKIIIOUEHUI WHTPAMHOKAPINAIHHO

Jla Her

I'eHeTyecKkoe uccienoBaHUe s

CM. MYHKT 3
uckiatoueHus/Bepuduxkanuu AJJTTK

3. MPT: 30HBI XUPOBbIX BKJIIOUEHUI 3MUKaApAUATbHO

Ha Her

I/IMMYHOHOFI/ILIGCKOG UCCJIEIOBAHUE HA JIATEHTHbINA

CM. IIyHKT 4
MUOKapAUT

4. MPT: HakoIUleHMe KOHTpacTa MHTpaMMOKapaAUalbHO B paHHIOW a3y

Jla Her

I/IMMYHOJ'IOFI/ILICCKOG UCCJIEIOBAHUE HA JIATEHTHbBINA

CM. IIyHKT 5
MMOKAapIUT

5. MTP: HakomieHue KOHTpacTa MUHTpaMUOKapAualIbHO B OTCPOUYEHHYIO (ha3y

Ha Her

Hudd. nnarno3 mexmy aedotom AJTTZK

CM. TIYHKT 6
1 JaTeHTHBIM MUOKapIUTOM

6. MPT: pacumpenue BTITXK/ BTJI2K

Jla Her

Hudd. nnarno3 mexny aedotom AITTK

CM. MYHKT 7
U JaTeHTHBIM MUOKapIUTOM

7. CumHTurpadusi: 30HbI MO3auuHOU runonepdy3uu Muokapaa JIZK

Jla Her

I/IMMYHOJIOF MYECKOE MCCIEA0BAHNE HA JATEHTHBIN

JuHaMuyeckoe HaOJIoAeHUEe KapaUOJI0rOM
MUOKapAuT
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Tabnuua VI1.13.5.

annbie sugokapauanspaoro IMU

1. Munykuua P2K Ha (oHe cTaHIAPTH3UPOBAHHOTO MPOTOKOJIA CTUMYJISAIMKA KeJIyT0YKOB

Ja

Her

Oocyxnats MK]/I

CM. ITYHKT 2

2. Nuayknusa nommopdHoi 2KT Ha (doHe cTaHAaApPTHOI MPOrpaMMUPOBAHHON CTHMYJISLAM

Ha

Her

Oo6cyxnate UK]I

CM. IIyHKT 3

3. VHaykuus MoHOMOp(hHOIT BbICOKOYACTOTHOM remoauHaMudeckn 3Haunmoii 2KT Ha ¢one

CTAHJAPTHON NMPOrpaMMHMPOBAHHOM CTUMYJIALMKA

Ha

Her

Oo6cyxnate PYA /UK

O6cyxnate PUA/AAT

Kanacc ITb

1. IIpumenenue mnpenapaTtoB cojieil Kaaus M
MarHusi OIpaB/laHO IIpU JIeYeHUU U /I podu-
gakTuk KA y nanueHToB €O CTPYKTYPHO HOP-
MaJIbHBIM MUOKap/IOM TIPW OCTPHIX M XPOHUYEC-
KUX QJIKOTOJIbHBIX U HAPKOTUYECKUX MHTOKCUKA-
nusx, anopekcuu (C).

Knacc 11T

1. [Ipumenenne mpenapaToB cojell Kaaus ¥
MarHus He 1I0Ka3aHo TalMeHTaM ¢ OCTPOH U Xpo-
HUYECKOH TTOYeyHOH He/ocTaTouHOCThIo (B).

VII.14. Ceass BCC ¢ ¢pusnueckumu pax-
TOPaMHU U TOKCUYHBIMU BellleCTBaMH

VIIL.14.A. Rypenue u BCC

Kypenue orserctBenno 3a 30% Bcex JieTasb-
HBIX UCXO0/10B, cBsa3aHubIX ¢ IDC, ofHako B 11ame
npexnynpesxaenus BCC oHo sBisieTcss caMmocTod-
TeJTbHBIM (DAKTOPOM pUCKA BHE 3aBUCUMOCTH OT
Hanmmyusg win otcytetBusi UBC xak ocHOBHOTO
3abosesanus [46, 59, 402]. AkTuBanMg CUMIIATH-
YecKOW HEPBHON CHUCTEMbI, BbI3BAHHAS HUKOTH-
HOM, MOJKET CHUXKaTh BapuabeJbHOCTh PUTMa
cep/illa ¥ TOBBINIATh BEPOSITHOCTh BO3HUKHOBE-
uust KA u BCC [403-407]. IIpekpaienue Kype-
HUS 3HAUMTETbHO cHIKaeT puck BCC.

Pexomenmanuu no crpatudukanuu pucka u
npoduiaaktuke BCC

Knacc 1

1. Kypenue (rmaccuBHOE KypeHue) HaCTOSITe ] b-

HO HEe PEKOMEH/IYETCSI BCEM MaIlUEHTaM ¢ HAJTMIH-
eM OCHOBHBIX (BepudwuiimpoBanubie KA n/man
npenorspaiienHoir BCC) u BTOpocTeneHHBIX
aktopos pucka BCC (B).

2. [lpuctpactie K KypeHUIO IOJIKHO BBISIC-
HATBCS Yy BCEX MAIMEHTOB C TaKWUM OCHOBHBIM
axTopom pucka BCC kak JKA, oTpaxkaTbcs B Me-
JMIIMHCKO JIOKYMEHTAIlNH, a MalueHTaM HeoOXo-
JIMMO HACTOATEBHO PEKOMEH/IOBATH IMPOTPAMMBI,
criocoberBylonue npekpaiennio Kyperus (C).

VIIL.14.B6. Jlunuast u BCC

Crarunbl cumzkaior puck passutusg ;KA/BCC
y narmentoB ¢ UBC u nmemuyeckoit kapuona-
THEW, BEPOSITHO, 32 CUET AaHTUHUIIIEMUYECKOTO, a HE
aHTHAapUTMHUYeCcKoro addekTa. Y maiueHToB ¢ He-
UIEMUYECKUM TeHEe30M Kap/IuoNaThuii Ha3HAuYeHUe
CTaTUHOB He TPUBOAUT K CHIKEHUIO PUCKA
KA/BCC [408].

Hecmotps Ha To, uto ipu MBC nmeetcs cBg3b
MEXIY TOBBIMIEHHBIM PUCKOM BO3HUKHOBEHWS
JKT/BCC u BbICOKMM yPOBHEM O0ILETO XOJIecTe-
pUHA, JUTIONPOTEUI0OB OY€Hb HU3KOH TJIOTHOCTH,
JIMTIONPOTEN/IOB HU3KOU TJIOTHOCTH, HU3KUM
YPOBHEM JIUTIOTIPOTEUOB BBICOKOH TJIOTHOCTHU B
COUYETAHWH C BBICOKUM YPOBHEM TPUTIUTIEPU]IOB U
arosurnionporenHa B, addexTuBHOCTL Tepanuu
CTaTUHAMU, B TIJIaHE CHUKEHUS PUCKA Pa3BUTHS
KA/BCC, He 3aBUCHT OT AWHAMHUKHU JIUIIHIOB
[409]. NccaepoBanuii o olleHKe BJANSHUE CHUXKE-
HUS YPOBHS JTUTUOB HA YaCTOTY BO3SHUKHOBEHUS
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BCC B pamkax mepBuYHOU TPOMUITAKTUKA HE
IPOBO/IMJINCH. TeM He MeHee, Takoe BJIUSHUE MO-
JKeT ObITh CIIPOTHO3MPOBAHO HA OCHOBAHUU TOTO,
YTO CHUKEHUE YPOBHS JTUTTUIOB COTIPOBOKIAETCS
YMEHbBIIEHNEM OTHOCUTEJIbHOTO PUCKA CMEPTH OT
NBC u apyrux npuuns Ha 20-40% [49, 410, 411].

Hwusknit yposens [TH/KK n omera-3 unmexc
SBJISIOTCS HE3aBUCUMBIMU (haKTOpaMu pHCKa
cmeptu ot UBC, 0cobeHHO TI0cIe TIepeHeCeHHOTO
cepaednoro apecta [412, 413]. B HeckosbKuX nc-
ciefoBaHusX ObLI0 ToKazano, yto ITHIKK, npen-
MYIIIECTBEHHO B 3JKCIIEPUMEHTATBHBIX MOJIEJISX,
MoryT cHuzKaTh yactoty BCC, Bo3M0KHO, 3a cueT
npexaynpexaenus KA [412-415]. TobGaBieHue
I[TH/KK x crangapTHOIT Tepaliui MOKET CHUKATh
BepositHocth BCC y 6ospabix IBC [95, 416].
BwmecTe ¢ Tem, 710 HAcTOSIIETO BpeMEHN COXPaHs-
I0TCST PA3HOUTEHUS MEK/TY dKCTIEPUMEHTATbHBIMHU
1 KIMHTYECKUMU JJAHHBIMHU B OTHOIIIEHWY CHITKE-
nust pucka kak JKA, tak m BCC nipu naznauenun
[THIKK [417].

PexoMeHnmanuu no crpaTuuKanuu pucka u
npopunrakruxe BCC

Knacc 1

1. Tepanus cratunamu appekTBHA y TTAIMeH-
ToB ¢ UBC ngd yMeHbIlleHUsT PUCKA Pa3BUTHS
KA/BCC (A).

Knacc IIb

1. ITH7KK mnoxkazanb! namuentaM ¢ MBC, nme-
fouM KA, B obaBiieHne K CTaHIapTHOM Tepa-
nuu (B).

VII.15. Crpatuduxamus pucka u npodu-
aaktuka BCC y oTae bHBIX TPyl HaceJIeHUs

VIIL.15.A. Crparucdukanusa pucka u npodu-
aaktuka BCC y cnoprcmeHoB

[To naHHBIM WTATBAHCKUX HCCIeI0BaTENIEH
[418, 419], vactora BCC y ciopTcMeHOB cocTas-
JIgeT y MYKUYMH My KeHimuH — 2,6 u 1,1 nHa
100 000 crropTcMeHOB B TO, 9TO B 2,4 pa3a BBIIIIE,
YeM y JIUIT COMTOCTAaBUMOTO BO3PacTa, HO He 3aHU-
MaloNmMXcsd cnoptoM perysasgpro. Cpenu ¢paniry-
3ckux criopremenoB caaydan BCC peructpupyiot-
cs etrte vare — 6,5 caydaes Ha 100 000 [420]. /lan-
Hble HartmoHabHOTO pernctpa BCC cnioprcMenos
mosiofioro Boszpacta B CIIIA cBuzetebcTBYIOT O
nporpeccuBHoM yBeaudenun BCC B Teuenme
MOCJeIHUX 2,5 AeCSITUIETUI B cpeineM Ha 6% B
rox [421]. B nacrosimee Bpemst B Poccuu moo6-
HbI€ CTATUCTUYECKUE OTYEThI OTCYTCTBYIOT.

Haubosee vacro BCC perucrpupyercst y Jmii,
podecCOHATIBHO 3aHUMAIONMXCsT GyTOOTIOM (OT
30% 10 40% Bcex cyuaeB BCC B criopte B cTpanax

Esporer u CIITA). C HECKOIBKO MEHBIIEN 4acTo-
toit BCC BuigBgeTcda B 6ackeTOoJIe, BEJIOTOHKAX U
B KOHTaKTHBIX Bujiax criopta [418, 419]. IIpoce-
JKUBaeTcs oTueTmBag B3anMocssizb BCC B criopte
C TeHJIePHBIM Npu3HakoM — Gosiee 90% ymepiimx
BHE3AITHO CIOPTCMEHOB — MY>KYMHBI [418, 422].

ITo maHHBIM HEKOTOPBIX MCCJIEJOBAHWN, HAU-
6omee yacroit nmpuunnoit BCC cpemnt MOIOIBIX
CIIOPTCMEHOB SBJIsIeTCA TUtiepTpoduyeckas Kap-
JTMOMUOTIATUS, [10JIsT KOTOPOH MOMKET JOCTHTATh
28-36% cayuaes [18, 421, 424]. I3 npyrux npu-
yuH BCC BbIIesII10T pa3inyHble aHOMaJIUKM KOPO-
HapHbIX cocyoB (14-17%), Hanbosiee yacThIM Ba-
PUAHTOM M3 KOTOPBIX SBJISETCS OTXOK/eHUe Jie-
BOIl KOpOHApHOW apTepuu OT IIPaBOro CUHyca
Basbcanbbr; Muokapantsl (oxoso 5%), AKX
(ox0J10 5%).

Bwmecte ¢ TeM, BBICKa3bIBAIOTCS COMHEHUS B ITpa-
BOMOUHOCTH 1tocTaHoBKH uarHo3a 'KMII Bo Bcex
cJydasix OOHapy KEeHUsT Ha CEKITNK BbIPAKEHHOI I~
neprpocduu JIK [418, 425, 426]. HekoTopbimMu oTe-
YeCTBEHHBIMU aBTOPAMU IIpe/jlaraeTcss TePMUH
KOMNEHCAmMOPHO-2unepmpopuueckas cmpeccopuas
Kapouomuonamust, OCHOBHBIM OTJIYMEM KOTOPOIL
or TKMII gasiserca obpaTHas AMHAMKUKA U3MEHe-
Huii Maccel muokapzaa JIJK mocie mpekpamienust
(usnyeckux Harpysok [424]. ITpu atom oueBuaHO,
uro nasmure [JIJK y ciopremena sipiisiercst nebuia-
TOTIPUSATHBIM TTPOTHOCTUYECKUM (haKTOPOM Pa3Bu-
st BCC.

[Tporrosuposanne BCC B cmnopte sBisgercs
Ype3BbIYANHO TPY/IHOH 3a/1aueil, TOCKOIbKY OKOJIO
80% i, ymMepIIux BHE3ANHO, He TPEIbsBIISAIN
KaKHUX-1100 5Kan00 HaKaHyHe CMEPTH, a B aHaMHe-
3e y HUX OTcyTcTBoBasM ykKazanusg Ha BCC y
ponctBeHHNKOB [418]. Tem He MeHee, B HEKOTOPbIX
crpanax EBpornbl u CIIIA mpenioxkeHno HECKOJIBKO
npotokoJioB st npodunaktukn BCC y cnop-
TCMEHOB, BKJIIOYAIONINX B cebst JanHbie cOopa Ka-
7100, aHAMHEe3a, B TOM 4YHCJIe ceMeiiHoro, (usu-
KaJIbHOTO 00CJIeI0BaHKs, a TaKKe B HEKOTOPBIX
CTpaHaX — WHCTPYMEHTAIBHBIX HCCJIEIOBAHUM,
Briouast IKI n/mmm Ixo-KI. B Utamum BBene-
HUE TaKOTO ITPOTOKOJIA TIO3BOJINJIO CHU3UTD YaCTO-
Ty BCCy ciopremenos ¢ 1980-x o 2000-e ro/p1 B
3,5-5 pas [427, 428].

B 2011 r. B Poccun omy6imMKoBaHbl HEpBbie
Hanuonanpuble pekoMeHIAIIMU TI0  JIOIIYCKY
CIIOPTCMEHOB C OTKJIOHEHUSMHU CO CTOPOHBI cep-
JIeYHO-COCY/IUCTON CUCTEMbI K TPEHUPOBOYHO-CO-
peBHOBaTebHOMY Mpoiieccy [355]. B nux npen-
JlaraeTcsl JABYXOTAINHBIM aJTOPUTM CKPUHUHTA
CTIOPTCMEHA C TeJThI0 PeneHns BOTIpoca O 0Ty C-
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Ke K 3aHATHAM criopToM: 1) aHain3 JaHHBIX aHaM-
He3a, OCMOTpa W PerucTpaiusl MOBepXHOCTHOMN
IKT B 12 orBeienusix; 2) yriaybjaeHHOE MEAUITNH-
ckoe obcseoBanne (MPU OTSTONEHHOM CeMeli-
HOM aHaMHe3e, CUMIITOMaX, MaTOJOTUU TPU OC-
MoTpe nin n3aMenenngx Ha JKI, He cBI3aHHBIX C
TPEHUPOBOYHBIM TIPOIECCOM ).

OtnempHOTO BHUMAHUS 3aCTYKUBAeT BOTIPOC O
NPUHATUU PEIIeHnus 10 JOTMYCKY K 3aHATHSIM
CIIOPTOM B CJIy4yae BBISIBJICHUS TOU WX WHOU Ta-
TOJIOTUU CePJIeYHO-COCYIUCTON cuctembl. [laH-
HBIH pasjies BBIXOUT 32 PAMKU HACTOSIIIETO JOKY -
MeHTa, OH MOAPOOHO paccMoTpeH B Harmonanb-
HBIX PEKOMEHAIMSAX 110 JOIYCKY CIIOPTCMEHOB C
OTKJIOHEHUSIMU CO CTOPOHBI CEPJEYHO-COCYINC-
TOM CHCTEMBI K TPEHUPOBOYHO-COPEBHOBATEIBLHO-
My mporteccy [355].

PexoMenpanuu mo crpatuduKanmuu pHCKa
u npodpunaktuxke BCC

Knacc 1

1. IIpu KIUHUYECKOHN OIleHKEe CIIOPTCMEHOB
cJIe[lyeT TIPOBOMTD TIATEIbHbIN cOOp aHaMHe3a
(BkJIIOYad ceMeHbIN aHaMHe3 MpeskieBpeMeHHON
cveptu win BCC), pmsukaibHbIll OCMOTP U peru-
crparuio IKI B 12 orBenennsax (C).

2. 1Ipu BbIABJIEHUU y CHOPTCMEHa Cep/evyHo-
COCYIICTBIX 3a00JIEBAHUN CJIE/IyeT PENTUTh BOII-
pOC O BO3MOKHOCTU TIPOMOJKEHUST 3aHATHSMU
CIIOPTOM, XapakTepe W CTeNmeHW (OU3NIeCKOn
nHarpysku (C).

Knacc Ila

1. IIpu BBISABIEHWU OTATOIEHHOTO CEMEWHOTO
aHaMHe3a, CUMITOMOB, MATOJOTUH TIPU OCMOTpe
nin nudmMeHennsax Ha JKI, He cBsa3aHHBIX ¢ TpeHU-
POBOYHBIM TIPOIECCOM, CJIEYET TIPOBECTH YIIy0-
JIEHHOE MEeIUIMHCKOe 00CJ/Ie/[OBaHIe, BKIIOYAIO-
ee IxoKT u, mpu HEOOXOAUMOCTH — PSIZL IPYTUX
crienuduuecknx TectoB (cTpecc-tect, MPT, niu-
tesbHoe MonutopupoBanne IKI, aupod DU nu

ap.) (C).

VII.15.6. Crpatudukaius pucka u npodu-
psaktuka BCC y po/JCTBEHHHUKOB NallME€HTOB,
noru6mmux or BCC

Pexomenmanuu no crpatuukanuu pucka
npodunaxkruke BCC

Knacc 1

1. Tenetuyeckoe TecTUpPOBaHUE PEKOMEHJYeET-
cs1 BCeM TIalleHTaM ¢ ceMelinbiM anamue3om BCC
(cunppombr LQT, SQT, KIIKT, bpyraga u t.1.)
(B).

2. TurarebHOE WHCTPYMEHTATbHOE 006CTIe/0-
Banne (IKI, 9XO-KI, mabopaTopHble TeCTbl U

1p.) PEKOMEHJyeTCs BCeM TalleHTaM C CeMeii-
HbiM aHamHe30M BCC (C).

OreHka BO3MOXKHBIX (DaKTOPOB PHCKA PEKO-
MEHJIY€eTCSI BCEM TalMeHTaM C CeMeTHbIM aHaMHe-
30M BHE3AITHOH CMEPTH C 11eJIBIO BBISIBJICHUS JINIL C
BbicoknM pruckom BCC [429]. BmecTe ¢ Tem, nms
kaxoro 3aboseanus (IKMII, cuuapom yum-
Hennoro nntepsana QT, cunapom bpyrama u npy-
Tve) CyIIeCTBYIOT OTAeJbHbIE IeJieBble (haKTOPBI
crparudukamun pucka [429-432]. I[lposenenue
FeHETHYECKOTO TECTUPOBAHUS 1€1eCO0OPa3HO Y
anueHToB ¢ ceMeiinbiM aHamMue3oM BCC [432].

VII.15.B. Crpatudukanus puca u npodu-
aaktuka BCC y no:kuiipIx namueHToB
Yacrtora BCC yBesmuuBaeTcst ¢ BO3pacTOM
[429, 430]. /KA aBisgioTcs HepeJKUM KJIUMHUYEC-
KVM CHUMIITOMOM Yy TIOKUJIBIX JIFO/IEH, 0COOEHHO
MIPU HAJWYUU CTPYKTYPHOU MATOJIOTUM CepjIia
[433-435]. KA MoryT SABASATHCS TIPEABECTHUKAMUI
necrabunuzanuu MBC u BCC [436, 438].
[Tpodunakruka BCC y manumeHTOB TOXKUIOTO
Bo3pacta ¢ KA IpUHIUITHATBHO He OTJINYAEeTCS OT
PEKOMEH/IOBAHHBIX BbIIIIE MTOAXO/M0B. /7151 jtevenust
KA y noxusbix s, ocoberto ¢ MBC, pekomeH-
JIyeTCsT UCTI0JIb30BaTh GeTa-OJI0KATOPBI, TIPH OTCYT-
CTBMM TIPOTMBOIOKAa3aHWi K ux mpuemy. OpHako,
HECMOTPST Ha JIOKa3aHHY10 3(D(HEeKTUBHOCTh B OTHO-
MIEHNN CHWKEHUS CMEPTHOCTH OT BCEX TMPUYHMH U
BCC, uzosmpoBaHHOe UX IPIMEHEHNE MOKET OBIThH
HEJIOCTATOYHBIM y TOXKUIBIX Jrofiel. [1pu nevennn
JKU3HEYTposKatomux KA mpenoyTuTeIbHON SBJIS-
ercst KoMOuHaIMs Oera-0JI0KaTOPOB ¢ aMUOAAPO-
HOM WJIM MOHOTEPAIUST aMUO/IaPOHOM, B CJTydae He-
nepeHocumMoctn Oera-610katopos [29, 437].
Heckobko panoMU3MPOBAHHBIX TIPOCIIEKTHB-
HBIX MCCJIE/IOBAHUI TTPOJEMOHCTPUPOBAIN I eK-
tuBHOCT, MIK/] B OTHOIIEHUN TIEPBUYHON M BTO-
puunoii npodunaktukn BCC y narueHTos, crpa-
natorux UBC, o cpaBuenuio ¢ AAT Bo Bcex BO3-
PacTHBIX rpymmax [25-27, 31-34]. Bece atu uccreno-
BaHUS BKJIOYAIN 3HAYUTETbHOE YHICJIO TTAINEHTOB
B Bo3pacte crapiire 65 Jet. Psj akcriepuMeHTasb-
HBIX MCCJIEIOBAaHUI CBUIETENBCTBYET O TOM, YTO
MHBa3UBHbIE METO/IbI JIEUEHUST TAIIHEHTOB C YIPO-
skatormumu ku3Hu KA oguHakoBO a((heKTUBHBI
KaK B TIOJKUJIOM, TaK ¥ B MOJIOZIOM Bo3dpacte [439-
441]. IlarmeHTHI CTAPUECKOTO BO3pPACTa, UMEIOIITNE
MHOKECTBEHHYIO COITyTCTBYIOINIYIO TATOJOTUIO U
OrPaHUYEHHYIO MTPOTHO3UPYEMYIO TTPOIOJIKUTEh-
HOCTB JKU3HH, MOTYT He TIOJIXOJIUTh B KaUuecTBe KaH-
muzaros i UK/[-reparmu, gaske ecaiv OHK y/I0B-
JIETBOPSIIOT KPUTEPUSIM JIJIS €€ TTPOBEIEHNUS.
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PexomMenmanuu no crpatuduKaliui pucka u
npoduiaaktuke BCC

Knacc 1

1. Ioskwble narmenTsr ¢ KA JTOJKHDBI JTIe4UTh-
Cs1, KaK MPaBUJIO, TaK e, KaK 1 OOJIbHBIE MOJIOIOTO
BO3pacta. JTO MOApa3yMeBaeT, yTo cTparuduka-
g pucka u npodpmirakTuka BCC y moskubx ma-
IIMEHTOB OCYIIECTBJIAETCS HA OCHOBAaHUY BBISIBIIE-
HUST OCHOBHBIX M BTOPOCTEIIEHHbBIX (DaKTOPOB PHC-
ka. [Iposenenne mpodunaktukn BCC Briovaert, B
toM uncie, nmiutantanuio MK/ n 9KC nmamen-
TaM, KOTOPbIE TMOJIYyYaIOT JJIUTEIbHYIO ONTUMAJIb-
HYIO JIEKAPCTBEHHYIO TEPAINIO, C XOPOITMM (DyHK-
IIUOHAJIBHBIM CTaTycOM™ U GJIArONPUSATHBIM TIPOT-
HO30M BBIKMBAEMOCTH B TedeHue roja u bostee (C)

2. losupoBku u mogbop m03 AAIl moJKHBI
OBITH CKOPPEKTUPOBAHBI C YYETOM W3MEHEHHOI
bapmakokuHeTUKN Y TOXKUIBIX MarneHToB (C).

Knacc 111

1. [IpoBenenne NK/[-Tepanvu y maiiieHToB C
MIPOTHO3UPYEMOI TPOAOKUTETHHOCTBIO KU3HU
MeHee rojia BCJIeJCTBUE OCHOBHBIX U COITYTCTBYIO-
mux 3aboseBanuii Heresecoobpasto (C).

2. AATI T xyracca He OJDKHBI HA3HAYATHCS T10-
JKUJIBIM TAlleHTaM ¢ OpraHn4YecKrMHU 3a00JieBa-
HusiMu cepinia (A).

VIII. BARIIOYEHUE

B Poccuu mpojoskaeT octaBaThCs aKTyaslb-
HOH TIpo6JIeMa CMEPTHOCTH OT CEPEYHO-COCY [IHC-
TBIX 3200 1eBaHuil. I[Ipy 9TOM, Ha 10J110 BHE3AITHOI
Cep/IeYHON CMepPTH TTPUXOIUTCI OKOJIO TTOJIOBUHBI
BCEX JIETATHHBIX UCXO/IOB.

Peanmuzanus ciienapusg BCC npoucxoant B pe-
3yJbTaTe Pa3BUTUS OCTPOIl JIEBOKETYI0YKOBOMN
HEJIOCTATOYHOCTH Ha (hOHE 3JI0KaYeCTBEHHBIX JKe-
JIyJIOYKOBBIX apuUTMMH, MaHudecTaluss KOTOPbIX
COIIPOBO’K/IAETCSl HApYIIEHUAMU KaK CUCTEMHO,
TaK U PEerMoHapHOi reMOIMHAMUKH, ITPEX/Ie Bee-
ro — co ctoponsl ITHC. Caencrsuem atoro siBJisi-
eTCsl BEPOSITHOE BO3HMKHOBEHNE HeOOPaTUMBIX
M3MEHEHUH CO CTOPOHBI JKU3HEHHO Ba’KHBIX Opra-
HOB W Pa3BUTHE JieTaTbHOTO HMcxoaa. Hammame
WJIW OTCYTCTBHUE TIPEACYNIECTBYIONIEH CTPYKTYP-
HOM TTaTOJIOTUM CeP/IIa MOKET UMETD OTTPe/IeIsio-

[* - o MeToauKax nposeneHNs OLeHKU PyHKLMOHANLHOMO CTATYCA Bbl
moxeTe npounTats Ha caiite http:/ /www.chcr.brown.edu/pcoc/
functi.htm)

niee 3HAUYEHWE IS Q/IalTAITMOHHBIX MU3MEHEeHU
apamMeTpoB CEPAEYHOTO BHIOPOCA, a BHAYUT — JIJIsI
XapakTepa KJIWHUYECKOTO TedeHus aputmuu. B
9TOM CBSI3U KJIIOUEBBIM 3HAUEHHEM JIJIsI KIIMTHIYeC-
KOl WHTepIIpeTaiuy 3JI0Ka4eCTBEHHOTO TeUeHUs
JI0001 apUTMUH, OTIPEIeJIEHNsI ee JKI3HEYTPOKa-
IOIIEr0 XapaKTepa CJeAyeT CYUTaTh: 0OMOPOK,
1peJ0OMOPOK, TOJOBOKPY’KEHUE, TUIIOTEH3UIO,
[POTPECCUIo TMPOSBJIEHUI cepliedHoll HemocTa-
TOYHOCTHU, CTEHOKAPIHIO.

Wcnop3oBanne COBPEMEHHBIX METUITUHCKUX
TEXHOJIOTUM, 3aKJII0YAIONIUXCS B WUMILIAHTAIUN
KapAnoBepTePOB-Ae(UOPUIISTOPOB, MTO3BOJISIET
adexTBHO TTPOBOANTH MPOMUTAKTUKY BHE3AII-
HOII cep/ieyHoil cMepTH. B mocieaame roasl B pam-
KaX TOCY/ZIapCTBEHHOTO TMPOeKTa <«370pPOBbE» B
Pa3IMYHBIX pPErMOHAX Halleil CTpaHbl OBLIO OT-
KPBITO HECKOJIBKO (heZiepabHbIX KapAUOXUPYPTH-
YecKUX TeHTPOB. TeM He MeHee, KOJUIECTBO MPO-
BE/IEHHBIX WMIIJAHTAIINI KapIuoBepPTEPOB-e-
GUOPUIIATOPOB HE YIOBJIETBOPSET CPEIHUM
mOTPeOHOCTSIM M3 pacueTa Ha 1 MJIH JKHUTesei
CTpaHbl U 3HAYNTENBHO HIKE TAKOBBIX ITOKAa3aTe-
Jiell TI0 CPaBHEHUIO C BEAYNIUMU €BPOTENCKUMHU
crpanamu u CIIIA.

[maBHOW NMpUUYMHON JAAHHOTO TOJIOKEHUS JIeJT
SIBJIIETCS HE CTOJIBKO HeI0CTaTOuHOe (hPMHAHCHU-
poBaHUe JIAHHOTO Pasfiesia, CKOJIbKO, TPeK/Ie Bce-
r0, OTCYTCTBHE CHUCTEMHOTO TIOJXO/Ia K a/IeKBaT-
HOH KJIMHUYECKOI olleHKe OOJIbHBIX ¢ 3a00J1eBa-
HUSIMU CEPIEYHO-COCYINCTON CHUCTEMBI; pa3Hoe
«TIOHMMaHWe» OOJBHOTO BpayaMu KapIHOJIOTaMHu,
TepareBTaMu, WHTEPBEHIIMOHUCTAMHU, Kap/IMOXH-
PypraMu; MOCPeICTBEHHBIM yYPOBHEM MOCJE/INTI-
JIOMHOTO 00pas3oBaHusl 110 JaHHOI IpobJIeMaTHKe,
a Tak’Ke OTCYTCTBUEM ay/IMTa KauecTBa OKa3bIBae-
MO MEIUIMHCKON TTOMOIIM, HAIPaBJEHHOW Ha
npenorspaienne BCC.

Hacrostiue Pexomenpanum SBasioTcsl OTHUM
13 ATATIOB CO3/IAaHUS U Peaqn3aliuy B KpaTdaninme
cpok# a(pHeKTUBHON TPOTPaMMBbI TPOMUITAKTUKI
BHE3AMMHOUW Cep/IEYHON CMEePTU B HAIlel CTpaHe.
PaGouuii BapuaHT pemnieHust TPOOJeMbl TPOQU-
gaktukn BCC mpezcTaBieH B NPUIOKEHUN K
HACTOSIIIINM PEKOMEHIATNSIM.
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MMPUTTOXKEHWE

Co3nanue Jie4eOHO-00pa30BaTEIbHBIX IIEHTPOB MO NPO(PUIAKTHKE
BHE3AMHOM CepAeYHO CMepPTH

(1IpoekT)

I.[em; CO3aHUA IIEHTPOB HpO(l)l/IJIaKTI/IKI/I BHe3all-
HOM cepieyHoit cMepTH

[ToxaroroBka B kpaTyaiilinie CPOKU BbICOKOKBA-
JMDUIIMPOBAHHBIX MEIUITMHCKUX KaJIPOB, CIIO-
COOHBIX OPraHU30BaTh U OCYIIECTBUTH 9(P(hEKTUB-
HYIO TIPOrpaMMy MPOMUIaKTUKN BHE3AIMHOW cep-
JIEIHOI CMEPTH B JIEY€OHBIX YUPEKACHHUSIX HAIIen
CTPaHBbI.

AKTyaJbHOCTb POOJIEMBI U €€ PelIeHHE

B Poccum mpomoskaeT octaBaThCS aKTyasb-
HOU TpobJieMa CMEPTHOCTH OT CEPAETHO-COCY/TUC-
TBIX 3a00seBanuil. [Ipu aTOM Ha 10J110 BHE3ATHON
CepIeYHOl CMePTU TTPUXOIUTCS OKOJIO TTOJIOBUHBI
BCeX JIeTaIbHBIX UCXO/10B. M cniosib30Banue coBpe-
MEHHBIX MEIUIIMHCKUX TEXHOJOTUH, 3aKJII0valio-
IUXCST B MMILIAaHTALUK KapAuoBepTepoB-aeduo-
punngaropos (MKJ/I), mossonger addextuBro
MPOBOIUTH MPOMUTAKTUKY BHE3AITHON CeP/IeUHOM
cmeptu (BCC). B nociennune rogpl B paMKax ro-
CYZIaPCTBEHHOTO MPOEKTa «370POBbE> B Pa3Iny-
HBIX PETMOHAX HaIllel CTPAaHbI OBLJIO OTKPHITO HEC-
KOJbKO (hemepasbHbIX KapAUOXUPYPIHIECKUX
1eHTpoB. TeM He MeHee, KOTMYECTBO TTPOBEICH-
HBIX MMILIAHTAI[UN KapAnoBepTepOB-1ebubpuI-
JIITOPOB HE YIOBJIETBOPSIET CPETHUM MOTPEOHOC-
TSIM 13 pacueta Ha 1 MJIH JKuTeJel cTpaHbl U 3Ha-
YUTEJNbHO HUKE TAKOBBIX TIOKA3aTesel 10 cpaBHe-
HUIO C BeAYNIUMU €BPONENCKUMH CTPaHAMHU W
CIIIA. B Poccuu B 2011 1. imaHupyeTcst IpoBejie-
Hure 700 omepanuii UMILJIAHTAIMI KapAuoBepTe-
POB-1ebuOPUIIATOPOB (OKOJO 5 MMILTAHTAIIAN
Ha 1 MuH Hacenenus), Toraa kKak B CIITA exero-
HO uMIuTaHTupyercst 6osee 600 kaparoBEpPTEPOB-
neuOpuIIITOPOB Ha 1 MITH HaceTeHusI.

[naBHOW NMPUYMHON JAAHHOTO TOJOKEHUS JIeJ
ABJIAETCS HE CTOJBKO HemocTaTouHoe (huHaHCH-
poBaHMe IAaHHOTO Pasfiesia, CKOJIbKO, TIPek/ie Bee-
r0, OTCYTCTBUE CHUCTEMHOTO TO/X0JIa K aJleKBaT-
HON KJMHUYECKON olleHKe GOJIbHBIX ¢ 3a00JeBa-
HUSMH CEP/IEYHO-COCYZIUCTON CUCTEMbBI, pa3HOe
«IOHUMaHKe» GOJILHOTO BpayaMy KapHOJIOTaMH,
TepaneBTaMi, WHTEPBEHIIMOHHBIMU Kap/IH0JIoTa-
MW, KapJAHOXUPYpPraMu, OCPEJCTBEHHBIM YPOB-
HEM TTOCJIETUTIIIOMHOTO 00pa3oBaHMsI MO JTaHHON
npobyieMaTHKe, a TaKsKe OTCYTCTBUEM ayuTa Ka-

yecTBa OKa3blBaeMOU MEIUIIMHCKOU IIOMOIIH,
HarpaByieHHOH Ha npodunakTuky BCC.

Cper 00beKTUBHBIX IPUYUH HEYIOBIETBOPH-
TEJIbHOTO COCTOSTHUST TIPOOJIEMBL: KapAHOXUPYPIH-
YyecKue IIeHTPbI B OCHOBHOM IIPU3BaHbl 3aHUMAThb-
cs1 «OOJIBIIUMU» ONEePaIUSIME, TAKUMUA KaK KOP-
PEKIUST BPOKIEHHBIX U IIPUOOPETEHHBIX TIOPOKOB
cepAlia, aopTO-KOpaHapHOe NIyHTUPOBaHUE U
MHOTO€ JIPyTOe.

Hosplit moxo1, UMEToTuiA 11eJIbI0 TPeIoTBPa-
menre BCC, tpebGyer HOBOI METOI0JIOTHH TIO/IO-
TOBKHU CIEIIMAINCTOB, HOBOrO 00Opa3a MX KJIMHMU-
YeCKOTO MBITILJIEHUST, KOTOPBII BO3HUKAET HA CThI-
Ke Kap/MoJIOTUH, KapAUOXUPYPTUH, PEHTTEHOJIO-
U, aHECTE3NOJIOTUN-PEaHNMAaTOJIOTUN, MaTeMa-
TUKW U WHKEHEPUH.

Crparernyeckoe penieHue NPOOTIEMbI 3aK-
JII0YaeTcs B TPeX dTanax ee peajusaluu:

[TepBblii — cospanue Ha Oase Kadeap Kapauo-
Jloruu, 6GazuPyoIINXCs B MHOTOITPO(MUIBHBIX CTa-
IIMOHAPaX, CUCTEMBl APUTMOJIOTUIECKON TIOCT-
JIMTIIIOMHON TTOJITOTOBKU BPayeOHBIX KaJApOB W3
Yyucaa TMPAKTUKYIONINX KapAMOJOTOB B PaMKax
MpoBe/leHNs 72-4aCOBBIX ITUKJIOB TEMAaTUYECKOTO
YCOBEpPILEHCTBOBaHUS, 144-4acOBBIX IUKJIOB 00-
IIEr0 yCOBepIIeHCTBOBaHMs, a Takxke 504-yaco-
BBIX IIUKJIOB MIEPBUYHON 1epernoiroToBku. B xoze
JIAHHBIX IIUKJIOB IIPe/IoJaraeTcs OCBOeHUe Mpeji-
MeTa, T.e. (OPMHUPOBaHUE Yy KYpPCAaHTOB YETKOIO
MOHUMAHUsI B OTHOIIEHUH OTOOpA MAIMEHTOB -
KaH/IN/IaTOB HA BHE3AITHYTO CEPAEUYHYIO CMEPTh, UX
MOCJIEIYIOTIETO JiedueHust 1 HaOmoenus. B Teve-
HUE TTEPBOTO JKe rojia 00yIEeHUsT BO3MOKHO OTHOE
oOyuenne 300 crenuaaucToB U 3209HO, C UCIIOJb-
30BaHUEM WHTEPHET-TPAHCJAIUN TTPOBOAMMOTO
muksaa — 600 crermasmictoB. ObIee KOJUYECTBO
— 900-1000 yenoBek B TeyeHME MEPBOTO Ke ToOjA
(OYHKIIMOHMUPOBAHUS TPOIPAMMBI.

B xozie BToporo aTamna aTu Bpayu HaIIPaBJISIOT-
cs B (esepasibHble KapJAUOXUPYPrudeckue 1eHT-
PBI TI0 MECTY JKUTEJIBCTBA U PabOTBI, T/I€ OHU OCBa-
MBAIOT METOAUKU IIPOBEJeHUsI OTHOCUTEJIbHO
MIPOCTBIX UHTEPBEHITMOHHBIX MPOTIEYP, & UMEHHO
— nMitantamuit MK/,
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Ha tperbem aTarie aTH crienmaancTbl OpraHu3o-
BBIBAIOT U 00eCIeunBaioT paboTy MO a/eKBATHBIM
obbemam umiLtanTanuii UK/ (1.e. mo npoduiax-
TUKE BHE3aIMHON Cep/leuHON cMepTh) Ha 6ase yiKe
CYIIECTBYOIINX JIeUeOHBIX yUpeskaeHnii (00mact-
HbI€, TOPOJICKWE, PAilOHHbIE OOJBLHUIIBI — BE3/IE,
T7ie eCTh BO3MOKHBIE YCJIOBHA) BO BCEX PETHOHAX
Poccun.

Ucxonss u3 HeOOXOAMMOCTU TIPOBEIEHUS
56 000 mmrmIaHTaUi KapanoBepTepoB-aedusd-
pusaTopoB (okosio 400 nMrianTanuii Ha 1 MJIH
HaceJIeHUsT) KasK/blil TaKOI HEHTP A0J/KeH OyaeT
OCYIIECTBJIATh U 00eCHeynBaTh JAMHAMHUYECKOE
HabJo/IeHre U TeCTUPOBaHKe 32 56 HOBBIMU UMII-
JIAHTUPOBAaHHBIMU YCTPONCTBAMH KasK/[bIii TO/I.

ITOT MOXO/T, OOBETMHSIIONUI YCUTUST KITTH-
YeCKUX CIHEeNHUATUCTOB Pa3JIUIHOTO TPOMUIIS,
TTO3BOJIUT B KpaTdallive CPOKHW (710 TPeX JieT)
obectieunTh aeKBaTHBI 06beM TPOMUIAKTHKY
BHE3AMHON CePAEYHON CMEPTH BO BCeX CyObheKTax
Poccuiickoit @enepannm.

Posb Biacreii MeCTHOrO, pPerHOHApHOTO H
denepaspHoro ypoBHeil B peajM3anuu Ipo-
rpammbl ipoduaaktTuku BCC

[lnsg nedeHnst KM3HEYTPOKAIONINX apUTMUH,
BO3HUKAIOIINX BHE CTAIIMOHAPA, MOKET OBITH a(h-
(hEKTUBHBIM HCIIOJIH30BAHNE HAPYKHBIX 1eduod-
pusnaTopos. Vcnosb3oBanue JaHHOTO METO/a B
OOIIECTBEHHBIX MECTaX MOKET MMETh BaKHOE
3HAUeHUe JJIsI COKpAIleHUs BPEMEHW OT Hauajia
CEepIeYHOTO apecTa JI0 MOMEHTA BBITIOJTHEHWS Jie-
4eOHON 1enOPUILISIIN,

Yennug Baacteil MmecTHOro U dejiepasbHOTO
yPOBHE#l MOTYT OBITh HaNpaBJieHbI Ha (HOPMIPO-
BaHIEe COOTBETCTBYIOIIEN 3aKOHOAATENBHON Ga3bI
U peaju3aluio MporpaMM TI0 pa3MeleHnio Ha-
PYKHBIX 1eUOPUIISTOPOB B MIKOJIAX, CIIOPTUB-
HBIX YUYPEXKICHUIX, MEeCTaX C BBICOKOHW TLJIOT-
HOCTBIO CKOTLJIEHWST HACEeIeHMSI, adPOTIOPTaX, BOK-
3a7aX, a Takke Ha caMoJieTaxX M JIPYTUX TPaHC-
MOPTHBIX CPEICTBAX.
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PEJEPAJIBHOE N'OCYJAPCTBEHHOE BIOJAKETHOE OBPA3OBATEJIBHOE YUPEXKJIEHHUE
JONOJHUTEJBHOI'O INIPO®ECCHOHAJIBHOI'O OBPA30BAHUS
HHCTHUTYT NMOBBIIMEHHWS KBAJTHOHKAIIUHA
GEJAEPAJIBHOI'O MEJUKO-BUOJOIM'NMYECKOI'O ATEHTCTBA

KADEJPA BOCCTAHOBHUTEJILHOM ME/JHIHWHBI,
JEYEBHOH ®U3KYJIbTYPbI U CIIOPTHBHOHU MEJUIIUHBI,
KYPOPTOJIOI'HH H ®PH3HOTEPAITHH

Kadenpa BoccTaHOBHTENLHOH MEAMLHHEL, JIeueOHONH (HU3KYIBTYPEI M CHOPTHBHONH MEAMLMHEI, KYPOPTONOrHH H (PM3HOTEpanuy
®I'bOY 10 HUITK ®MBA Poccun pacnionoxkena na Oasze MeepalibHOro HayYHO-KIMHHYECKOTO LIEHTPA CHElHATH3HPOBAHHBIX
BHU/I0B MEJIMLIMHCKOH MOMOLIM M MEAMUMHCKKX TexHosnornit ®PMBA Poccnu — KpynHoro MHOronpogmibHOro 1e4ebHOro U Hay4yHoro
yupexeHHs, MMerolero B ceoeM cocrage Gonee 30 crienuann3MpoBaHHLIX OTJENEHHH, OCHALIEHHBIX COBPEMEHHBLIM JeveGHO-
JMATHOCTHYECKUM 000pYIOBaHWEM, B TOM uucie — LIeHTp BOCCTAHOBHTENBHOTO JiedeHMs M peabHIHTAllMH, B KOTOPOM
ocyuiecTsasercs peabunutaius 60IbHBIX, MOMYUMBIIMX JICUEHHE MO MPOrpaMMe OKa3aHUs BBICOKOTEXHOJOrMYHON MEIMIMHCKOI
nomotH, ¢ 3aboneBaHHsMH Cepjlia M cocy/0B, nocie sujonporesuposanns cycrasos. B ®HKIL] ®MBA Poccun ¢ 2010 ropa
npoxoasat yriayGnenHoe MeauiMHCKoe obcie/oBaHue, jeueHne M peabuaurtauuio crniopremensl cOopHeix komaua Poccuiickoii
Ddenepaunn.

3asenyrommii kadenpoit — Oner [letponu Ky3osnes, NOKTOp MEIMUMHCKMX Hayk, npodeccop, 3aciny:KeHHbIH Bpad
Poccuiickoii @enepauun, paspadbotunk U Beayumii cneunanncet Poccun B 0bacTH CTPYKTYPHO-PE30HAHCHOM DJIEKTPOMArHUTHOMH
Tepanuu, aTop Gosee 120 Hayunbix paboT, raaBHeii peaakTop sKypHana «Kinunuueckas npakTukay.

Ha xadesnpe nposoantes obyueHHe 1no crieuuaibHOCTAM: (U3noTEpanus, JeyedHas (GpU3KYILTYPA M CIIOPTHBHAS ME/MIMHA,
MeIHIMHCKHH Maccaxk. [IpoBoAATCS LMKIBI TEMaTHYECKOr0 YCOBEPILEHCTBOBAHMA MO CTPYKTYPHO-PE30HAHCHOH 2JEKTpo- H
MEKTPOMArHUTHOM Tepanuu.

[To okoHuanum 0GYUEHHA BBIIAIOTCS COOTBETCTBYIONIME JOKYMEHTBI rOCY1apcTBEHHOTO 00pasia.

Hawmn npenmymecrsa:

e MBbi ICHCTBHTEILHO YYUM Ha NPAKTHKE.

e Mbl ICHCTBHTEIBHO NPUHUMAEM IK3aMEHBI.

e Mzl OTBEUAEM 3a TO, UTO MBI [IE/IAEM.

YuebHo-kanenaapubiii niaan kageapnt va 2013 roa

Bujnt u cpoku obyduenns
[podeccuonaasnan TemaTnueckoe
Cneunaanzauns [ OBmee ycoBepiieHCTBOBAHHE
fisnauns muns NEePEnoAroToBKa yeoBe| TBOBAHHE
5764 2884 144 4 i 724
) (cpennmii () (cpennuii Gioasis)
(BpaE MEJINEPCOHAT) p Me/INepcoHan) P
it 04.02 - 25.05 04.02 - 30.03 18.02-16.03 | 29.04 -25.05 B
P 02.09-21.12 02.09 - 26.10 16.09 - 12.10 11.11 -07.12
JleueOnas GpU3KYIBTYPa M CIOPTHBHAA MEIHIHHA 2801~ 1808 -— 04.0%=102.08 - --
HIETD P i 02.09 -21.12 23.09 - 19.10
Tiensbects g . 04.03 - 27.04 i 22.04 - 18.05 .
YABTYP 16.09 - 09.11 11.11-07.12
11.02 - 06.04 11.02 - 09.03
Mt o . 22.04 - 15.06 i 22.04 - 18.05
Sy 02.09 - 26.10 02.09 - 28.09
28.10-21.12 28.10-23.11
CTpyKTypHO-pe30HaHCHasn Tepa o — - . no mepe nabopa
TPYKTYPHO-PE30OHAHCHAS TEParius —

OGyuenne NPOBOINTCA HA JOTOBOPHOIT OCHOBE.

3aasku Ha obyuenne npuHumMaiores 1o tenedonam: (495) 395-06-80 (106. 23-51), 8 (926) 216-83-75, no 2neKTpoHHOI nouTe
omo.kb83@mail.ru s1mbo no gaxcy (495) 395-64-30 (c nomerkoit «Purypuny M.M.»). Jlna 3aurcnenus Ha UMKI 0Oy4eHHs OT
OpraHu3alMi HeoOXOAWMO HanpaBuTe Ha Onanke yupexkaeHus 3asBky Ha uma pexkrtopa ®I'BOY IO HUIIK ®MBA Poccun
Bnagumupa JImutpueBuua PeBel Ha noayueHue MyTEBKH, JOTOBOPA H CHETA 33 MOAMMNCHI0 PYKOBOAMTEA OPraHU3alMi W rJaBHOro
Oyxrantepa. B 3aspke oOssatensHo ykazanue JomkuoctH, ®HMO (nonHocthio) M KOHTakTHOro Tenedona obyuaemoro,
crenHanbHOCTH (TeMbI LIMKIIA), BUJIA M CPOKOB 00YUeHHs, PEKBH3HTOB OpPraHu3alluy.

Caymarensim kadeapsl npeJocTapisieTcsi BO3MOKHOCTE pa3venienns B odmexntun u roctunnne ®MBA Pocenn.

KOHTAKTHASI HHOOPMALIUSA

Anpee: 115682, Mocksa, Opexossiii 6-p, 1. 28, ®HKL] ®MbBA Poccuu (ct. M. «KpacHoreapaeiickas»)

Tenedon: 8 (495) 395-06-80, 106. 23-51, 8 (926) 216-83-75 — 3as. yuebGHoii yactsio, Purypun Mean Muxaiinosuy
Makc: 8 (495) 395-64-30 (kanuenapus)

DuexTpoHHas nmoura: omo.kb&3@mail.ru

Caiit kadeapsr: http://www.medprofedu.ru/departments/dep-vm-If-sm-kf/dep.htm




[ IpaBura opopmrenus my6auKaluii

IIpaBuna nis aBTOpPOB

Pepakums xypHana «KnuHuyeckas npakTuka» npurialaeT aBTOPOB K COTPYAHUYECTBY
M NpK13biBaeT cobnioaaTb CleayloLlme npasuna

O6beM MaTepraioB He JOJIKEH MPEBbINIaTh 8 Ma-
ITMHOMUCHBIX CTPAHUIL TSI OMUCAHWS KIWHUYIECKIX
cayuaes, 10 cTpaHull /i OPUTHMHATIBHBIX UCCJIE0BA-
HU, 12 MalIMHOIIMCHBIX CTPAHUIL It 0030pOB (BKJIIO-
Yasg WIIIOCTPALUK, TaOJUIBl ¥ CIUCOK JINTEPATYPHI).
Penaxims ocrasisier 3a coOO0il 1IPaBoO Ha COKpallleHue
yOIIKALIMA.

Hugopmauus 06 asmopax: s cooTBeTCTBIN C Tpe-
6osarusimM BAK HE0OX0MMO IIPeCTaBUTh OJIHYIO HH-
(hopmarmio o Bcex aBropax:

DUO 1moTHOCTHIO, yU€eHAsT CTENEeHb, 3BaHNe, MECTO
paboThl, JOJIKHOCTb, KOHTAKTHBII TeledOoH M aapec
3JIEKTPOHHON TTOUTHI

Pesztome: B Hauase crtaTbu HEOOXOIAMMO pasMec-
TUTbH PE3IOME C KJIIUEBBIMU TIOJIOKEHUSAMU TTyOJIMKYye-
MO CTaTbU HAa PYCCKOM U aHTJIMICKOM S3bIKax. AHTIIO-
SI3BIYHBIN BAaPUAHT Pe3IOMe JI0JKEH HaUMHAThCS ¢ Ha3-
BaHUsI CTAaThbU W TIEPEYNCJIEHUST aBTOPOB Ha aHTJINIC-
KOM si3bIKe. Pe3ioMe 3aKkaHIMBaEeTCs BbIIeJIEHUEM KJTIO-
YEBBIX CJIOB.

Tpebosanusn Kk mexcmy: TeKCT 10JKeH ObITh Ipe-
JIOCTABJIEH B BUJI€ KOMITBIOTEPHOTO (haiijia B TIPOTPaM-
me Microsoft Word ¢ npusiaraemoit maeHTn4HoOi pac-
neyarkoit. Tekcr goJrkeH 6biTh HabpaH 14-M pasMepoM
mpudTa Times New Roman ¢ mosyTopabIM WHTEpBA-
JoM — He 6osiee 30 cTpok Ha cTpaHuIly. Pasmepsi mmo-
steit: ieBoe — 30 MM, rpaBoe — 10 MM, BepxHee U HUK-
Hee — 20 MM.

Crarbs moKHa OBITH XOPOILIO CTPYKTYPUPOBAHA, C
BbIjIeJIEHEM BHYTPEHHUX PA3/IeJiOB M TTOAPA3/ETOB C
COOTBETCTBYIOIIUMHU 3ar0JIOBKAMH.

Ceputky Ha TabGJaMIbl U WUTIOCTPALUU B TEKCTE
CTaThy IPUBOAATC B cKoOKax (Tabur. 1, puc. 3). Mudop-
Mall¥isl, coiepKalasics B Tab/ImIax Wik Ha WILTIOCTPAIi-
SIX, He JI0JDKHA JyOaMpoBaThes B TekeTe. Tabumia MoxKeT
cozepaTh ot 2 110 5 cro61os. Ilepes Tabuieii pazme-
TaeTcs ee Ha3BaHUE ¢ BHIPABHUBAHMEM TEKCTA CIIPaBa, B
crexyrorieM popmate (TIpuMep):

Tabnuuya 1.

Knaccudukanus craguii 3a001eBaHus

PesyJibraTsl aHain30B (reMaToJIorn4eckoro, OHoXu-
MUYECKOTIO I/IMMyHO]IOI‘I/I‘leCKOI‘O) H€O6XOZII/IMO Tpeac-
TaBJAATh B TabauuHoil opme. B ommcannn anammesa
JIOITYyCKa€TCsI CTPOYHOE pa3MelleHUE PE3YJabTaTOB aHa~
JIN30B (TOJII)KO TEeX IMapaMe€TpOB, KOTOPbIE UMEIOT KJIN-
HMYEeCKOe 3HauYeHue 1A JaHHOT'O CJIy‘-Ia?I).

Pesyavmamot KT, MPT, Y3U, eucmonozuuec-

KUxX uccaedo6anuil: mpeicTaBagioTca 1-2 cpesa
(M300paKkeHusi) OT OAHOIO HMCCJIEAOBAHUS, UMEIOIIE
JIMaTHOCTUYECKOE 3HAYEHNUE, CO CTPEIKAMM, YKA3bIBAIO-
MMM Ha TTATOJIOTHYECKOE N3MeHeHue. /lanHoe maToJio-
TUYeCKOe U3MEHEHUE J0JLKHO OBITh KPATKO M3JI0KEHO B
HOANUCKH K pucyHkam, (ripumep): «Bapukosnbie OpoH-
XO09KTa3bl HIDKHUX JI0JIell IeTKux», «JIumbouanas nH-
buIBTpAIs MEKATBBEOISIPHBIX TIEPETOPOIIOK>.

Tpebosanus Kk unMOCMPAYUAM: VILTIOCTPALIN
TOJIKHBI OBITH YePHO-GETBIMH, 32 UCKIIOYECHUEM CJIY-
YaeB, KOTJIA I[BET COIEPKUT AMATHOCTUIECKYIO MH(HOP-
MaInIo.

Nnmoctpaiiui mpeiINouTATETBHO TIPEIOCTaBASTh B
Buzie TBepaod kommu (porobymara, PEeHTTEHOBCKAs
ieHka, nojaurpaduueckuit ortuck u T.11.). Ilpu npenoc-
TaBJICHUY WJITIOCTPAII B 9JIEKTPOHHOM BUJIE pa3perrie-
Hue y Qororpadmii 1omKkHO 66iTh He Meree 300 dpi B
dopmarax .jpg win .tif, a mmpuna nsobpakeHus — He Me-
Hee 70 mm. IIpu ncnonp3oBanuu gopmara .jpg He peKo-
MEHJIyeTCs TPUMEHSITh BBICOKHE CTeleHH CXKaTHUs.
Anexmpontvle Pailivl unIOCMpayull He ciedyem
ecmasasmos 6 Word-¢paiin mexcma cmamou, a wysic-
HO ocmasasamo 8 epaduueckom popmame jpg unu
.tif ¢ obszaTenbHBIM yKazaHueM B HaszBannu (aiina da-
MUWJIMU TIEPBOTO aBTOpPa W HOMEPA PUCYHKa, HAIpuMmep,
ivanov-ris2b.jpg.

[luarpammbl ciiefiyeT pazMmelnaTh B KOHIIE CTaTbH.
[Toamucu ko BceM BujiaM MJLTIOCTPAINid (IarpaMmbl,
CXeMbI, PEHTreHOrpaMMBl, (oTorpaduu u T.I.) TakxKe
cjieflyeT pa3Meliath B KOHIle cTaThu. Hymepaiiis Bcex
BU/IOB U300PaskeHUiT I0JKHA OBITH CKBO3HOIA.

CoxkpallieHs, UCIOIb3yeMble B TEKCTe, TPUBOSTCS
B CKOOKaX IPU MEPBOM YIIOTPEOICHUN TEPMUHA: aPTEPH-
anmbHad runeprensus (Al).

CChUTKM Ha CHUCOK JIUTEPATYPHI JOJLKHBI 3aKJIIO-
JyaThCsl B KBajpaTHbIe CKOOKN (HAaIIPUMeP, «...B paboTax
[5-9] mokasaHo...».

Tpeboeanus x 6ubauoepadunecrkomy

CRUCKY:

O6ubmorpadrIecKmii CIMCOK HAYMHAETCS 3ar0JI0B-
koM «JIureparypa:».

Crucok JurepaTypbl K CTaThe JOJZKEH OBITh COC-
TaBJIeH B MOPSIIKE IUTHPOBAHUS B CTaThe JIUTEPATYP-
HOro ncTouHuKa (He 1o ajdasuty). PaboThl MHOCTpaH-
HBIX aBTOPOB YepeayloTcs (B MOpsiKe YIOMUHAHUS) C
paboTaMu OTEYECTBEHHBIX. B CIMCOK JUTEpaTyphl He
CTIeJIyeT BKJIOYATh MCTOYHWKU, CCBHITKU HA KOTOPHIE
OTCYTCTBYIOT B TEKCTE CTATbU.
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[ IpaBura opopmrenns mybaukammin

a) Onucanue knue. Env KHura Harmicana 4eThbipb-
MsI ¥ MeHee aBTOPaMH, TO TPUBOIATCS (aMUJIUU U
WHUIHATBE BeeX. Ecm aBTopoB 6GoJiee YeThIpex, TO 1a-
IOTCST CBEZICHUS O TIEPBBIX TPEX, a Jlajiee YKa3bIBaeTCs "1
ap." (st arryost3piaHbIX KHUT "et al.”).

Jl71s1 KHWT, M3IAHHBIX MO/ Pe/laKIIAel, YKa3bIBAeTCs
HasBaHWe U TepBbIil pefaktop. O0s3aTeIbHO YKa3bIBa-
€TCsl TOPOJT M TOJT M3ianus. V3/1aTesbCTBO He yKa3biBa-
eTcsL.

Ccbliika Ha YacTh KHUTH O(hOpPMIIETCS Tak Ke, Kak
Ha BCIO KHUTY, HO C YKa3aHUeM "B KH." U HY’KHBIX CTpa-
HUIL.

Ecsim B BBIXOIHBIX TAHHBIX YUCIUTCS HECKOJBKO
MECT U3/IaHUsI, YKa3bIBAETCSI OJTHO, OCTAJIbHBIE 3aMEHs -
1ores "ete.”.

Ipumepot (oGpaTrTe BHUMaHKE Ha 3HAKU [TPEITAHA-
HUSI, CTPOYHbIE W TIPOICHBIE OYKBbI):

[obasbHast cTpaTerust JeUeHUs 1 TPOPUIAKTHKI
O6ponxuanbHoil actmbl. Iepecmorp 2006 1. / Ilep. ¢
anrit. oy pen. AT Uyuanuna. M., 2007.

Bonpapenko B.M., I'pauesa H.M., Maiysnesuu T.B.
JlncbakTeprossl KUIIEUHUKA Y B3pocabix. M., 2003

Garcia-Fernandez M.A. Doppler Tissue Imaging.
Echocardiography. 3rd ed. N.Y., 2008.

Torun E.E. Bonesnn nepukapaa. B ku.: Paninmonasns-
Hast (hapMaKoTeparus CepAedHO-COCYAUCTBIX 3ab0Je-
Banuii. M., 2004; ¢ 465-82.

0) Onucanue sxcypnanvroix cmameii. B crarpsx,
UMEIOIUX JI0 YeTHIPEX aBTOPOB, CJeNyeT YKa3bIBaTh
haMm KaxK7I0TO U3 HUX; €CJIU aBTOPCKUH KOJIIEK-
THB 0OOJiee YEeTBIPEX UYEIOBEK, HEOOXOAUMO OTMETUTh
MEePBBIX TPeX, a jlajee BCTaBUTb "W P.", I aHTJIOS-
3BIYHBIX UCTOUHMKOB "et al.” . MIHuImaibl aBTOpoB ciie-

nyioT 3a dhamuiueil. /lanee cieayeT noJHOe Ha3BaHUE
CTaThU, HA3BAHUE JKYPHAJIA, TOJ[ BBIITYCKA, TOM (IIPH €T0
HAJIMYUN ), HOMeP, cTpaHuIlbl (0T U /10 Yepe3 neduc).

IlIpumepor:

Yazosa WN.E., Mpruka B.b., Cepruenko B.b. u zp.
BosmoskHOCTH TIpUMEHEHUsT b-6/10KaTOpPOB y GONBHBIX
¢ MeTabOJIMYeCKUM CHHAPOMOM. ApTepuajibHast TUtep-
tormst 2002; 8 (6): 202-205.

Dales R., Chen L., Frescura A. M. et al. Acute
effects of outdoor air pollution on forced expiratory
volume in 1 s: a panel study of schoolchildren with
asthma Eur Respir J 2009; 34: 316-323

8) Onucanue asmopedpepamos ouccepmavuii.
Csenenvist 06 aBTope, Ha3BaHUE JUCCEPTAIUHU, KPATKO
yUeHas CTeTeHb.

Ilpumep:

Moxkuna H.A. PeTpocrieKTUBHBIN aHAIN3 U OMTH-
MUBAIHsT Tepaiuy OPOHXUATBHON acTMbI Yy JeTeil: AB-
toped. auc. ... TOKT. Me. Hayk. M., 2005.

2) Onucanue denonupogannvix padom. Cuene-
HuUst 00 aBTOpax, Ha3BaHue PabOThI, TOPOJL, TOJI, YIPEK-
JleHue IeTIOHMPOBAHNUS U 1aTa, HOMED.

IlIpumep:

Bapcykos M.J. Pacuer MuUHUMaJIbHON 3apabOTHOI
Iathl perrrenonabopanta. JI., 1979. Pykonucs zerr. B
BUHUTMN 04.04.79. Ne 3331.

0) Onucanue mamepuanoe, pasmewaemvix 6
Humepneme. To xe, 9T0 U J1JIsI COOTBETCTBYIONTUX TIO-
surpadryecKuX U3IaHNH, C YKa3aHUEeM TOYHOTO ajipeca
crpanuilel B IHTEpHETE.

Hpumep:

Cwmounenos 1.B., Cmupnos H.A. ’Kypu. Bosrorp. men.
accoir. 2000. Ne 5. http://www.mnsp.net.ru/archiv/5/2.htm

Matepuasibl, He COOTBETCTBYIOIIME HACTOSIIMM TPEGOBAHUAM, K PACCMOTPEHHIO PeIaKIInel He TIpH-

HHUMaAIOTCA. CTaTbI/I, IIpUCblIIa€MbI€ B PE€/IaKIINIO, HE BO3BPAIIlalOTCA.

[Inara 3a Hy6JII/IKaHI/IIO C aBTOPOB HE B3NMAETCA.

Anpec pepaxin: 115682, r. Mocksa, OpexoBsiii OyJibBap, 28.
Teun.: (495) 395-05-11 E-mail: averyanovav@mail.ru
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