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OTYET O BBIIIOJTHEHUH MEKBEJOMCTBEHHOM ITPOT'PAMMBI
PAMH «COBEPIIEHCTBOBAHUE METOJIUK ITPOPM/IAKTHUKU,
AUATHOCTUKHU U JIEHEHNUA ;KUSHEYT'POKAIOIIINX
HAPYIIIEHUI PUTMA CEP/IIIA (BHE3AITHAA CEPTEYHASA

CMEPTD)> a 2005-2008 rr.

JI. A. boxepua®, A. I1I. Pesuweuau, E. 3. Toayxosa, B. A. basaes

Hay4HbIli LEHTP cepaeyHo-cocyamcTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, MockBa

OBOCHOBAHUE HEOBXOAUMOCTH
PEINTEHNA HAYYHOMU ITPOBJIEMbBI

Boneax—m CepIEeIHO-COCYTUCTON CUCTeMBI 3aHM -
MalOT OJHO M3 BEAYILMX MECT B CTPYKTYpE 3a-
OoJsieBaeMOCTH HaceseHUs1 Poccun u B 3HaYMTEIbHOM
Mepe ONPEAeIISIOT YPOBEHb €r0 CMEPTHOCTH, BPEMEH -
HOU 1 CTOMKOW yTpaThl TpyaocrocooHocTu. M3Bect-
HO, 4TO o4ty B 50% cilyuyaeB cMepTeIbHbIE UCXOIbI
MpY TaKOM paclpoCTpaHEHHOM 3a00JIeBaHUU, KakK
MUBC, HOCAT BHE3AIHbII, IIPEXIe BCETO apUTMOIE€H-
HBII xapakTep (puc. 1-3).
B 2007 . moss1 cepaeyHO-COCYAUCTBIX 3a001eBaHU I
B CTPYKType cMepTHOCTH coctaBuia 50,3%, uro maxke
HECMOTpsSI Ha CHIXEHUE TIO0 CPAaBHEHUIO C YPOBHEM
2006 r. Ha 4% sIBISIETCSI CAaMbIM BHICOKMM B MUPE ITOKa-
3ateseM cMepTHocTH Ha 100 Teic. HaceneHust. M3 Hux
npuMepHO 16% MPUXOANUTCS HA BHE3AITHYIO
cepaeunyio cMmepth (BCC), uro cocrapsieT
250—350 thIC. yenoBek, min 0,13—0,15% na-
CeJIeHUsT CTpaHbl B Tol. Ha mepBbIii B3LIs,
9TO HEMHOTI'0, OHAKO 3Ta Ludpa BbILLIE, YeM i
B ctpaHax 3anagHoii EBpornbl, CILA, Kana-
Jie, U OHa TIPOJIoJKaeT pactu (puc. 4).
Bresannas cepoeunas cmepms — 3TO eCTe-
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JTIOYKOBasl TaXUKapausi, KOTOPbIE MOXKHO YCTPAHUTD UC-
KJIIOYUTESTLHO C TIOMONIBIO HapYXHOW IedrOpuiis-
LIUK.

bounbias nons xeprs BCC — aT0 ntoau, Haxoas1-
IIHMecs B paciBeTe TBOPUYCCKUX CHUJI, IPOAYKTUBHBIC
U cofiepxkalie ceMbU YeHbl obmiecTBa. C MOMeHTa
OCTaHOBKM KPOBOOOpaIlleHUs Kaxkmas MUHYTa 0e3-
JIEMCTBUSI CHUXKAET IIaHChI YeJIOBeKa Ha BbIKMBaAHUE
npumepHo Ha 7—10% (puc. 5). K coxanenuio, B
OOJBLIMHCTBE CTPaH MUpa, TIe He co3laHa CUcTeMa
OrpIcTporo pearnpoBaHus Ha ciydau BCC, BeokKuBa-
€MOCTb IMOCJIe TOCIUTAIbHOIO Mepruoaa He IPeBbI-
maeT 1—3% oT unciia TOCTaBICHHBIX B KJIMHUKY Ta-
LIMEeHTOB. JKu3Heyrpoxaroiine (3J10KauyeCTBEHHbIC)
HapyIIeHWST PUTMa CepJilia, K YMCITY KOTOPBIX OTHO-
CATCS CJIOXHBIC XEIYyIOUYKOBBIE TaXMapUTMUH, Y
OOJBHBIX C COYETAHHOU cepAeyHOl MaTojJoruei —
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CTBEHHAs CMEPTh, CBSI3aHHASI C CePIEYHbBI- i
MU TPUIMHAMU, KOTOPOH MpPEedIIecTBYeT
BHE3aITHasl TIOTepsT CO3HAHMsSI, HACTYITUB-
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PBIX CUMIITOMOB; MALIMEHT MOXET CTPaiaTh T L LT TR . 5 ] e -
3a60NIeBAHMEM CEPIILIA, OIHAKO BPEMs M Xa- == :..-.M.H:_I‘ e fupys pomeanypey
PAKTep CMEPTH SBISIIOTCS HEOXKUIAHHBIMU.

B monasnsioneM GOJIBIIMHCTBE CIIy9aeB i-l S Anisnnslass s, ‘* EIS 3% = r i
NPUYMHON CMepTH SIBJSETCS HapylleHue zl  mm irew -

CCPACYHOIo puTMa — TakK Ha3bIBaCMasd (I)I/I—

OPUJUISILIUS XKETyTOYKOB CepALa WU XKeJTy-

* Anpec [tst iepenucku: e-mail: leoan@online.ru

Puc. 1. Bnuzon XeaynoukoBOil TaXUKapAUK, 3apEeTUCTPUPOBAHHBIN Y
nauveHTa ¢ UbC u cepaeuHoit HenoctatrouHocThlo. Ha 3anuicu npea-
CEPOHOM M XEeTyTOYKOBOW aKTMBHOCTH M3 TMaMSTH IBYXKaHaJIbHOTO
WK yeTtko BuaHO, Kak Bropoii paspsin MK B 30 Ik kynupyet puo-
PUJUTSIINIO XKETYTOUYKOB M BOCCTAaHABIMBAET CUHYCOBBIN PUTM
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B Aputmnn [ Opyrve kapavanbHblie MPUYnHBI

Puc. 2. TlatoreHe3 BHE3aIllHOW CepACYHON CMEPTU
(B 88% ciyuaeB nnpuuriHoii BCC sgBisiIoTCSI apuTMUM)
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Puc. 3. IlpuuuHbl BHE3almHOW CepIeYHOM CMEpPTH.
YacrtoTta — ot 1 1o 13 Ha 100 ThIic. B Bo3pacTte 10 35 jeT
(mo martepmuanaMm Bayes de Luna A., Amer. Heart J.,
1989; Basso C., Calabrese F., Corrado D., Cardiovasc.
res., 2001, vol. 50, p. 290—300).
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Puc. 4. ExeronHast yacToTa BHE3aITHOM CepAEIHOM cMep-
1 B Mupe (B Poccun — 250—400 thic., 2006 ., BHOK)

WUBC, kapauonaTusiMy, HEKOTOPBIMU BPOXKIEHHBI-
MM IOPOKAMM M CHUHAPOMAaMU — SIBJISIIOTCS HEIO-
CPEICTBCHHON MPUYMHOM CMEPTU B COOTBETCTBYIO-
WX Tpymnmax OOJbHBIX W OOIIEeH MOMyJISIMU B
neiaoM. IIpyHMMasT Bo BHUMaHWE POCT YHCIa Cep-
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Puc. 5. DdpdekTuBHOCTD peaHUMAIIMOHHBIX MEPOIIPUSI-
il ipu BCC B 3aBUCHMMOCTHY OT BpeMEHH MX Hayajia B
muHyTax (Cummins R. O., Annals Emerg. Med., 1989,
vol. 18, p. 1269—1275)

JIEYHO-COCYINCTHIX 3a00JIeBaHUI U B OCOOCHHOCTU
WUBC, cTaHOBUTCS TOHSTHBIM, CKOJib aKTyaJbHOM
cTaya mpobyieMa DUAaTHOCTUKU, MPOMPUIAKTUKH U
JIedeHMsT OOJBHBIX C JKU3HEYTPOXKAIOIINMN apUTMH-
amu (puc. 6, 7).

CrnoxuBiiasicsi MeauKo-aeMorpacdudeckast cutya-
LIS OTIpeAeIsieT HeOOXOIUMOCTh JaTbHEUIITNX UCCIIe-
JIOBaHUI MO pa3pabOTKe HOBBIX AUATHOCTUYECKUX U
JIeYeOHBIX TEXHOJIOTUI, METOAMYECKUX pPEeKOMEHIa-
LU, TIPOTOKOJIOB U CTAaHOAPTOB JICUEHUS CIOXHBIX
ApUTMUI ¢ BRICOKMM PHMCKOM BHE3aITHON CepIeuHOit
CMEPTU, B TOM YMCJIE TIPA COYECTAHHOU CEepACYHON na-
tonorun U y aereil. CyiiecTBeHHas1 pedopMarius
JIOJIKHA OBITh BHECEHA B IpOrpaMMy oOpa3oBaHUS U
TTOATOTOBKU CHEINAIMCTOB W JIMIICH3UPOBAHMSI TIPO-
(UIBHBIX MEIUIIMHCKUX YIPEKICHUI, a TAKKE B IIPO-
MU3BOJCTBO OTEYECTBEHHBIX CUCTEM U BJIEKTPOAOB IS
3IIEKTPOKAPAUOCTUMYISAIINY, aBTOMAaTUUECKUX Ha-
DPYXHBIX Y UMIUTAaHTHUPYEMbIX OJHOKAMEPHBIX Kapa1o-
BepTEPOB-1ehUOPUITISATOPOB.

3HaYNUTENbHBII BKJIAI B pa3BUTHUE TTPOOIEMBI YCIISIII-
Horo JedyeHust aputMuii BHocuT HIICCX um. A. H. ba-
kyneBa PAMH u cozmanubiit B 1998 . Ha ero ocHoBe
LenTp Xupyprudeckoit 1 THTEPBEHIIMOHHO apUTMOJIO-
i M3uCP PO®. TMocaenHuii peraer BOMPOCH JIeueo-
HOT'0, OpraHM3allMOHHOTO M KaJIpOBOTO XapakTepa, 4To
TTO3BOJIIIIO TIPUCTYITUTH K CO3MAHUIO PETUCTPa OOJTBHBIX
C HapylIEHUSIMU PUTMa M UMIUTAHTUPYEMBIMU YCTPOW-
CTBaMU U BHEOPUTD PSIT HOBBIX TMAarHOCTUIECKUX U JIe-
YeOHBIX TEXHOJIOTUIA.

Tak kak 75% Bcex ciydyaeB BCC mpoucxoaut B
MOMAIIHUX YCJAOBUSX U 3/4 U3 HUX NMPUXOAUTCS Ha
MYXCKOe HaceyleHue crapiie 50 JIeT, TO OCHOBHBIE
peaHUMAallMOHHBIC MEPOIPUITUS, KOTOPbIE TOJKHBI
HAYMHATh CBUIETEN JAHHOTO 3MM30/1a, B MEPBYIO



<1% -

B vsc O Mopokun cepaua, mruokapant, AAMK

[ Kapavomuonatns M Cvnopom WPW, CYQT, capkongos,
6one3Hb Yaraca, «vpvonatuyeckasi»
DX op.

Puc. 6. DTro0rns BHE3aIMHOM CEpACYHON CMEPTH

ouepenb BKJIOYAIOT MCITOIb30BAaHUE aBTOMAaTUYeC-
KMX HapyXHbIX neduopusisatopoB (AH). OcHaire-
HUE aBTOMaTUYCCKUMM HapyXHBIMU IeDUOpHILIS-
Topamu Opuran mapamenukoB B CIIA u Espome
(TToxxapHbIe, TOJHIENCKUE, COTPYIHUKH CITYXObI
CTIaCeHMST) TO3BOJIMIIO B 2—3 pa3a yBEIUUNTD BBIKM -
BaeMocTbh mnocie nepeHeceHHoii BCC. Bo MHorux
Pa3BUTHIX CTpaHaX MUpPa Ype3BBIUAiTHO 3(P(PEeKTUBHO
neiicteyeT porpamMa PAD («Public Access Defibril-
lation» — «ITy6nuuHo moctyrmHast 1ebuOpULISIIST»),
KOTopasl mpeaycMaTpuBaeT HaJIM4yue U MCIIOJb30Ba-
HIE aBTOMATWYCCKUX HAPYKHBIX IeOUOPUILIITOPOB
B OOIIIECTBEHHBIX MeCTaX (KPYMHBIX TOPTOBBIX LIEHT-
pax, asporoprax, XeJe3HOMOPOXHBIX CTaHIIMSX,
CTAaHLIMSIX METPOIIOJUTEHA, B CIIOPTUBHBIX KOM-
TUIeKcax U T. [.), a TaKXe 000pYyAOBaHUE UMU CITYKO
TepBoii momoiu (rmoxapHas ciyxoa, MUC, ckopas
TMTOMOIIb).
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ITporpamma PAD neiicTByeT BO MHOTMX CTpaHax U
HaXOIWT IOAIEPKKY KaK Ha TOCYTapCTBEHHOM YpPOB-
He, TaK U Ha YPOBHE YAaCTHOTO CEKTOpa.

B Poccuu Bompocamu neduOpuIsiiud U peaHu-
Mauuu s 6oabHBIX Bo Bpemss BCC 3aHumarorcs
TOJIBKO OpUTabl CKOPO MMOMOILIU, U, TAKUM 00pa3oM,
TepsieTCsl BpeMsl Ha IPOBEICHME >KU3HECHacalolmnx
peaHMMAaIMOHHBIX MEPOTIPUATUI U NePUOPUIUISIINN.
He ynuBuTeI5HO, YTO BBKMBAEMOCTh OOJIBHBIX TTOCIIE
BCC B Poccuu cocrapisier meHee 1%, B TO BpeMs Kak
B psne crpaH 3amagHoii EBponbl u CIIA sTOT mToxa-
3aresb npeBbiiaet 20%.

Pemienne 1emoro psima mepedrcieHHBIX MPo0eM
JIEXUT B 00J1acTU HanboJsiee aKTyalbHOIO CeKTopa Je-
4yeOHOIi, HAyYHOW U COLMAJIbHOU AESATEJIbHOCTU, OI-
penenieHrsl COCTOSIHUS 310POBbsI U AeMorpaduyeckoi
npoOyieMbl HALMKU B 1eJIOM. Peanusauust yka3zaHHOM
MporpaMMBbl TTO3BOJUT AOCTUYb U ONpPEeAeICHHOTO
9KOHOMUYECKOro a(eKTa 3a CUeT CHUKEHUS JIeTallb-
HOCTM, MHBaJIUAU3ALUMN JIETeil U B3POCIOro Hacese-
HUST CTPAHBI.

B cBg3u ¢ BeimeckazaHHbiM [Ipe3uanym Poc-
CHUIICKOM akageMUu MeIULIMHCKUX HayK 16 deBpas
2005 r. yrBepAmMa TIPEACTABIEHHYIO aKaJleMUKOM
PAMH JI. A. Bokepusi MexXBeIOMCTBEHHYIO ITporpaM-
My «CoBepIIeHCTBOBaHNE METOIOB ITPO(PUIAKTUKU,
MUATHOCTUKU U JICUEHUS XKU3HEYTPOXKaIOIIUX Hapy-
meHuit put™ma cepama» (2005—2008 rr.) mo ciemyro-
LM HampasjieHusM (puc. 8):

— pa3paboTKa ¥ BHEIPEHUE B KIIMHUYECKYIO MPaK-
TUKY HOBBIX METOIOB HEMHBA3MBHON TMAarHOCTUKU U
MMPOTHO3WPOBAHMS KU3HEYTPOXKAIONINX HapyIIeHUA
putMa cepaua (taou. 1);

— pa3paboTka U BHEAPEHUE B KIWHUYECKYIO
MMPaKTUKY IIPOTOKOJIOB 3JEKTPO(MU3UOJIOTHICCKOMN
MMAaTHOCTUKU CJIOXKHBIX BUIOB HapyIIeHU pUTMa

SCD-HeFT

AVID, CASH, CIDS

MADIT, MUSTT, MADIT lI

UMOKT/OX
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Puc. 7. BnuaeMuoniorus BHe3anHoi cepaedHoi cmeptu (Myreburg R. u coasrt., 2001, ¢ 10M0OJIHEHUSIMU aBTOPOB).
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MexBegoMcTBeHHasi nporpaMmma no npodunaktuke u ne4yeHmio BCC

2005-2008 rr.

/\

dyHOoameHTanbHbIe
1 NpUKNagHbie Meanko-
Guonornyeckne nccneaoBaHns

Co3spaHune ycTponcTB s

npeaynpexneHns, AMarHoCTUKM
1 JIEYEHUS XMU3HEYTPOXALLMX apUTMUIA

cepaua

Y

Y

Hay4Hble yupexaeHus:

HLICCX um. A. H. Bakynesa PAMH, Tomckuin HUATK,
KHMK M3uCP P®, MMA um. N.M. CeueHoBa, Meamnko-

reHeTuyeckuii LueHtp PAMH, LUXWA M3uCP PdD

Y

Y

TEeXHUKN

M3rotoButenn Npoaykummn: OTEeYECTBEHHbIE MPON3BOANTENN MEANLIMHCKOWN

Y

Cpok ncnonHexms: 2005-2008 rr.
®uHaHcuposarue: 906 425 Toicay pybneii (~ 33 MiH $)

Puc. 8. CtpykTypa MexXBeTOMCTBEHHOII mporpaMmsl 1o npodmiraktuke u Jedennio BCC na 2005—2008 rr.

cepala, B TOM YKCJI€ UIIEMUYECKHUX M HEKOPOHAPO-
FeHHBIX XeJyIOYKOBBIX TAXUAPUTMUIA;

— pa3paboTKa aJropuTMOB BeJIEHUS OOJbHBIX C Ha-
nboJiee pacrpoCTpaHEHHBIMU U IPOTHOCTUYECKU He-
GJIarOIPUSITHBIMU BUIaMU HapyILIEHU pUTMa Cepalia;

— (hopMuUpoBaHUEe eAMHOTO Permcrpa maumeHToB ¢
KM3HEYTPOXKAIOIIUMI HapYIICHUSIMA pUTMa Ceplia.

TOJTOBHBIM yUpeKIEeHUEM TPOrpaMMBbl OBIT OIIpe-
nenen I'Y HIICCX um. A. H. bakynesa PAMH, pyko-
BoauTeneM rporpaMmbl — akageMuk PAMH JI. A. bo-

Kepusl.

Tab6numa 1

OcHoBHble MeponpusTHs U (PMHAHCHPOBAHUE Pa3/ieia MEKBEIOMCTBEHHOI MPOrPaMMbl 1O (PYHIAMEHTATbHBIM
U NPUKJIATHBIM MeJUKO-0M0IOrHYeCKHM HUCCJIeI0BAHUSAM

dyHpameHTanbHbIE U ®duHaHcoBbIE
npuknagHble MeamKko- Y Cpok McTouHmk 3arTpaTtbl Ha OxunpaemMble KOHeYHbIe
Buonornyeckne ncrnonHeHns | drHaHCUpoBaHus|peanmsaumio, pesynbTarhl
nccnenoBaHus TbiC. py6.

M3yueHne mexaHnamos  HLICCX 2005-2008 rr. loc6iooxeT 200 MpoBeneHe NPUOPUTETHBIX

(naToreHesza) dopmupo- um. A. H. Bakynesa MCCnefoBaHuii Mo TONMYECKOM

BaHWS 9N1EKTPUHECKOro PAMH ONArHOCTUKE XU3HEeyrpoxato-

nons cepaua B HOpMme LMX apPUTMUIA C UCNONb30Ba-

1y BOJIbHBIX C XN3HEYT - HWEM MEepBOro 0TE4YECTBEHHO-

pOXaLWUMN apUTMUSIMIA ro MmarHutokapamorpada;
Cc03aHu1e NaTeHTHOCMNOCOOHbIX
TEXHUYECKNX YCTPONCTB
1 TEXHOJIOrni

Pa3paboTka OCHOBHbIX HLICCX 2005-2008 rr. foc6lomxeT 4500 ByayT paspaboTaHbl addek-

meTtonoB JHK-gmnarHoc-  um. A. H. Bakynesa TUBHblE MeTOAbI NpodUNakTn-

TUKNKN XU3HEYrpoXxaro- PAMH, Mepuko- KN N NNeYEHNS XNIHEYrpoxato-

LMX apUTMUIA reHeTn4eckui LMX COCTOSAHWUI Npu

ueHTp PAMH BPOXOEHHbIX KaHanonaTusax, B

TOM YUCSIE C UCMOJSIb30BAHNEM
MMMAaHTUPYEMBIX CUCTEM (Me-
TOoAMYeCcKMe pekoMeHgaLmm)

MN3yyenne BosmoxHocTn  HLICCX 2005-2008 rr. loc6omxeT 265 Pa3paboTka MeTOAMKMN CKPU-

MCMNONb30BaHNS HOBbIX mm. A. H. Bakynesa HWHra NaLneHTOB C BbICOKUM

anropuTMoB HenHBasdue- PAMH, KHIK puckom BCC (meToamyeckme

HOW OLEeHKU PakToOpPOB pr-
CKa pasBUTUSA XMU3HEYrpo-
KAOLWMX apUTMUIA
M3y4YeHMe UX NPOrHOCTN-
4eCKOoM 3Ha4YMMOCTN

M3uCP P®, MMA
mm. . M. CeveHo-
Ba, TOMCKMIA
HNUMK

pekomMeHzauunmn)




I'Y HICCX um. A. H. bakyinesa PAMH 6b110 mo-
pPY4eHO:

1) mpoBeneHUE HayYHO-MCCIENOBAaTEJIbCKUX U
OITBITHO-KOHCTPYKTOPCKUX PadOT MO CO3MaHMIO OTe-
YECTBEHHBIX CHUCTEM JUISI TUAarHOCTUKU U JICUYECHUS
APUTMUI C BBICOKMM PHCKOM BHE3aITHOW CepaeyHON
CMEPTU: HU3KOMPODUIBHBIX OUITOJSIPHBIX 3HIOKApP-
JMUATbHBIX 3JIEKTPOIOB, MMIUIAHTUPYEMBIX OJHOKA-
MEPHBIX KapIMOBEPTEPOB-AeUOPUILIATOPOB, IJICKT-
POIOB-KaTETEPOB ST  2JIEKTPODU3MOJIOTUUECKOMN
MUaTHOCTUKM, CUCTEM IIJISI HEMHBA3MBHOTO ITOBEPXHO-
CTHOTO KapTUPOBaHUS W MarHUTOKapauorpaduu
(cpoxm ucromaerust — 2005—2008 rr.);

2) TIPOAOKUTH MPOBeAeHUE CePTUPUKALIMOHHBIX
KypCOB U JIMIIEH3WPOBaHME MPOGIIBHBIX yUpeXkIe-
HuUit o npobdiueme «KnuHuyeckast 3;1eKTpohu3noIo-
TUsl, THTePBEHIIMOHHAS ¥ XUPyprudecKast apuTMOJIO-
TUSl» IS IIMPOKOTO BHEAPEHHUS B KIMHUYECKYIO
MPAKTUKY METOIOB MHTEPBEHIIMOHHOTO U XUPypruye-
CKOTIO JICYEHUST apUTMUIA;

3) coBmecTHO ¢ Bcepoccuiickum 00I1LIECTBOM T10
KIIMHUYIECKON 2JIeKTPODU3NOIOTUN, apUTMOJIOTUN U
KapIUOCTUMYJISILIUU TIPUHATh Y9acTUE B TIPOBENCHUM
[TepBOro BCEPOCCUIICKOTO Che3Ma apUTMOJIOTOB;

4) xomaraiicTBoBaTh nepen MUHUCTEPCTBOM 31pa-
BOOXpaHEHHUS U COIMAIBHOTO pa3BuTus Poccum o
MpoBeAeHUN O0beAMHEHHOI ceccuu ¢ Poccuiickoii
aKajgeMueil MeIMIIMHCKNAX HayK IO BOIIpOcaM COBEp-
ILIEHCTBOBAaHMS TTOMOIIM OOJIbHBIM C BBICOKUM pPHUC-
KOM BHE3aITHOW CepAeYHON CMepTU U YyBeJTWYeHUs
TUTAaHUPYEMBIX OOBEMOB OKa3aHUSI BBICOKOTEXHOJIO-
TUYHBIX (JIOPOTOCTOSIIIINX) BUIOB MEIUIIMHCKOM TT0-
MOIIY TIPU CIOXKHBIX XKM3HEYTPOKAIOIINX apUTMUSIX;

5) obparutbest B TocymapctBeHnyio Jdymy P® c
MPeIIOKEHNEM IIPOBECTU CIYIIAaHMWS II0 BOIIpOcaM
opraHu3aluu nporpamMmmsbl «I1y0IMYHO TOCTYITHOM Je-
GubpmUISIIM» W TIPUHSATHS 3aKOHA O TIPOBEICHUN
peaHuManoHHbIX MeponpusTuii npu BCC cBuaete-
JISMA BO BHEOOJIPHUYHBIX YCIOBUSIX.

1leavro Odamnoil npoepammol sSIBISIETCSI CO3AaHUE
KOMIUIEKCHOM CHCTEMBl CKPWHWHTA, TUATrHOCTUKU
W JICYCHMUS KU3HEYTPOXKAIOIIUX apUTMUI B acIleKTe
mpoUIaKTUKU BHE3aMHOW CepaevyHOU CMepTu.
K BaxHeimm 3agayaM JaHHOTO MPOEKTa OTHOCSITCS
pa3paboTKa HOBBIX TUAarHOCTUYECKUX METOIUK, CTaH-
JIapTOB U IIPOTOKOJOB 3JEKTPODPU3MOIOTNIECKOTO
KCCJIEIOBAHMST, XMPYPTUUECKOTO Y MHTEPBEHIIMOHHO-
ro JICUCHUs KU3HEYTPOXKAIOIINX apUTMHI, a TaKKe
OTEYECTBEHHOI 0a3bl MMIUTAHTUPYEMBIX YCTPOMCTB,
(opmurpoBaHUE CUCTEMBI HETIPEPHIBHOTO TTOBBIIIICHUS
YPOBHS MOATOTOBKYU HAYYHBIX 1 JIEUEOHBIX KaapOB.

3agavm IIpoTrpaMMBbI;

— OpraHuzalusl U OCYIIECTBJICHUE KOMIUIEKCHBIX
Hay4YHBIX WMCCJIEOBAHWII 1O BOIPOCAM TIPOBEACHUS
CKpPMHUHTA (haKTOPOB pUCKa Pa3BUTUS XKU3HEYTPOXKa-
IOILIMX apUTMUIA CEeplia;

— pa3paboTKa MeTOI0B MPOMUIAKTUKA XKU3HEYT-
POXKAIOUINX apUTMUIA;

— pa3paboTKa HOBBIX TEpareBTUYECKUX METOIOB
JICYCHUS KU3HEYTPOXKAIOIINX apUTMUIA;

— COBEpILEHCTBOBaHNE CYILECTBYIOLIUX M CO3/a-
HHE HOBBIX CIIOCOOOB MHTEPBCHIIMOHHOTO JICUCHUS
apuTMMIA cepila y AETe M B3pOCJIOr0 HACEIEHUS
CTpaHBI B acIeKTe MPpopIaKTHKY BHE3AITHOM ceped-
HOU CMepTH;

— TIOCTEIIEHHBIN TTepexo] K KaueCTBEHHO HOBO-
MY YPOBHIO 3P (PeKTUBHOTO OKa3aHMS TOTOCITUTAb-
HOro 3Tamna IMoMOIIM OOJIbHBIM C BHE3aITHOI cep-
JNIEYHOI cMepThio ¢ ucnoyib3oBaHuem AHJI, a Takke
crelraTu3upPOBaHHbBIX MEIULIMHCKUX YCIYT Hacese-
HUIO, CTPagamIIeMy apUTMUASIMU CepAlla Pa3IndHO-
ro reHesa.

ITporpammMa mpemycMaTpuBacT TPU OCHOBHBIX 3Ta-
na pabor:

— KOMIUIEKCHBIC HayYHBIE MCCIICIOBAHMS,

— pa3paboTka METONOB MPOGUIAKTUKH, TUATHOC-
TUKU U JIEYEHUS KU3HEYTPOXKAIOIIMX ApUTMUI Cep/lia;

— TIOCTETNIEHHBIN Mepexol K KaYeCTBEHHO HOBOMY
YPOBHIO CITEIIMAIN3UPOBAHHBIX MEIMIIMHCKUX YCIIyT
HACEJICHUIO CTPaHbI, CTPAAAIOLIEMY APUTMUSIMU CEPII-
11a pa3IMYHOTO reHe3a.

Cpoxu peanm3aiiiy OCHOBHBIX 3TaIlOB IIPOTPaMMBI
o611 paccuuTanbl Ha 2005—2008 roapbl.

CHCTEMA .
TIPOTPAMMHBIX MEPOIIPHATHI

[lepedyeHb MEpONIPUSATHI IO pa3aeaaM MPOrpaMMBbl
BKJTIOYaeT (DyHIAMEHTAJbHbIE W TIPUKIATHBIC MEIM-
KO-OMOJIOTMYECKHE UCCIICIOBAHNS:

1. W3yyeHue ¢yHIaMeHTaJIbHbIX MeXaHU3MOB
dopMUpOBaHUS BIEKTPUIESCKOTO MOJISI CepaIa B HOp-
M€ U y OOJIBHBIX C JKM3HEYTPOXKAOIINMHU apUTMUASIMU
cepalia pa3TUYHOrO TeHe3a.

2. 3yyeHne MarHMTHOTO MOJsI CEpALla B HOpME U
IIPY pa3TMIHBIX MEXaHU3MaX apUTMOTEHEe3a.

3. M3yyeHue BO3MOXKHOCTH HOBBIX aJlTOPUTMOB B
HEWHBA3MBHOU OIleHKEe (PAKTOpPOB PUCKA pPa3BUTHUSI
JKM3HEYTpOXKaIOIINX apUTMUI, OIIEHKA MX ITPOTHOCTH -
YECKOI 3HAUMMOCTH y TALMEHTOB C TOTEHIMATbHO
OITACHBIMU apUTMUSIMU CEeplia.

4. Pa3paboTKa HOBBIX AJITOPUTMOB AUbhepeHIINATb-
HOM AMarHOCTUKY TaXUApUTMUN B UMIUTAHTAPYEMBIX YC-
TPOICTBaX — KapAuoBepTepax-aeuopuIsiTopax.

5. N3yyeHue MeXaHU3MOB IUCCUHXPOHUU MUO-
Kapaa XeJIyIO4YKOB cepila y OOJIbHBIX C CepACUHOM
HEIOCTaTOYHOCTBIO M HapYIICHUSIMHU (PYHKIIUM IIPO-
BEICHUSI.

6. Co3gaHue HOBBIX OUATHOCTUYECKUX DJIEKTPO-
JIOB, Hapy>XHbIX M UMIUIAHTUPYMBIX YCTPOWTCB IS
MMpeayNpeXaeHUST U JICUCHUST KU3HEYTPOXKAIOIINX
apuUTMUI cepila, B TOM UYMCJIe Ha JOTOCIUTAaIbHOM
JTarne.

AHHAJIBI APUTMOJIOM N, Ne 4, 2008



AHHAJIBI APUTMOJIOMU, Ne 4, 2008

10 AHHAJIbI APUTMOJIOMN, Ne 4, 2008

Pecypcroe obecnedeHne mporpamMmsl

O0beMbl (pMHAHCUPOBAHUSI OMpPeaeeHbI B COOT-
BETCTBUU C CUCTEMOI IIPOTPAMMHBIX MEpPOTIPHSI-
Tuii. O6mUii 00beM OMOMKETHBIX ACCUTHOBAHUM
JOJKEeH ObUT cocTaBUTh 906 425 ThiC. py6., B TOM
qucie:

— Ha 2005 rox — 216 520 ThIC. pYoO.;

— Ha 2006 rox — 224 645 ThIC. pYO.;

—Ha 2007 rog, — 230 545 thIC. pyo.;

—Ha 2008 rog — 234 725 ThIC. PYO.

[TporpaMMHBIE MEPOTIPUSTHS TTOMJICKAT TTPUOPH-
TETHOMY (DMTHAHCHPOBAHUIO TIPEXKIIE BCETO U3 CPEACTB
rOCyIapCTBEHHOIO OoIKeTa U PEerMOHaJbHbBIX OOJI-
xetoB. K coxanennio, ¢puHaHCHUPOBaHWE TAHHON
MPOrpaMMbl U3 TOCYIapCTBEHHOIO OO KeTa He Ipo-
BOOMJIOCH, M, TAKMM OOpa3oM, IBa acIleKTa IIporpam-
MBI, @ UMEHHO: CO3[laHie UMILJIAaHTUPYEMOTO Kapauo-
BepTepa-aepudpusisitopa (30 MiiH py0.) U BHEApEeHUE
nporpamMMbl BHEOOIbHUYHOM oMoty mpu BCC ¢ uc-
TIOJIb30BAaHMEM aBTOMATHUUYECKUX HapPYXHBIX Iehno-
puutsitopoB (AHJL) (211 mutH py6.), HE OBLIH TTOJTHO-
CTBIO peaM30BaHbI.

[Iporpamma peanu3yeTcst 3a cueT CpeacTB deme-
paJibHOrO OlOJKeTa, CPeICTB OMOMXKETOB CYObEKTOB
Poccuiickoit Peneparnnm, a TakKKe ¢ IIPUBICICHUEM
CPENCTB U3 BHEOIOMKETHBIX UCTOUHUKOB: U3 CUCTEMBI
0013aTeIPHOTO MEIUIIMHCKOTO CTPaXOBaHWSI M psiaa
JIPYTUX CTPYKTYP HETOCyIapCTBEHHOI'O cTaTyca.

[Tporpamma ocymiecTBiIsIeTCs] TOJ HETOCPEICT-
BEHHBIM Hay4YHBIM PYKOBOACTBOM Poccuiickoii aka-
JIeMUU HayK ¥ KypaTOpcTBOM MUWHMCTEPCTBA 3IPaBO-
OXpaHeHUs] U colualbHOro pa3Butusi Poccuiickoit
Denepamun.

HemocpenctBeHHO 3a MCIOTHEHHME ITPOTPAMMBI
oTBevyaeT HaydHBIil LIEHTp CEpaeYHO-COCYINCTON XM-
pypruu uMm. A. H. bakynesa PAMH.

CoUCNONHUTEISIMU TIPOTPaMMBbl  SIBJISIIOTCS  (CM.
puc. 8): IXUA M3uCP PO, MMA nm. 1. M. Ceue-
nosa M3uCP, KHITK M3uCP P®, Mennuko-6uoso-
ruyeckuii Lentp PAMH, HUW neauarpun PAMH,
Tomckuit HUUITIK Cubupckoro otnenenuss PAMH.

YcremHast peanm3anysl IporpaMMbl TTO3BOJUT K
2008—2012 rr. co3gaTh yCIOBUS AJIsI 3HAYUTEIBHOTO
CHIDKCHMST YPOBHSI CMEPTHOCTH, BPEMEHHOM U CTO¥I-
KOH yTpaThl TPYIOCIIOCOOHOCTHM Cpeaud HAaCeICHUS
CTpaHBI, CTPAJAIOIIEeTO >KMU3HEYTPOKAIOIIMMH apUT-
MHUSIMA U IPYTUMM apUTMUSIMHU CepAra pa3IndyHOTO
reHesa.

[NonBemeHMe MTOTOB BBIIOJHEHUS ITPOMEXKYTOU-
HBIX 3TanoB PabOT OCYIIECTBISIETCSI HA OCHOBE He3a-
BUCHUMOI 3KcIepTHOU olieHKH. OKOHYATCIbHBIC
UTOTU peaau3alluu mporpamMMmbl noasoasatcs [Ipesu-
nuymoM PAMH u konnerueit MuHucTepcTBa 3apa-
BOOXPAaHEHUS 1 COLlMaibHOro pa3Butus Poccuiickoit
Denepannm.

OJKHUJIAEMBIE PE3YJIbTATBI
N IIYTU UX UCITOJIb3OBAHUA

[TporpamMma mipegycMaTpuBaeT JOCTUKCHHE CIICIY-
IOIIMX KOHEYHBIX PE3YJIbTaTOB:

1. PazpaboTka u BHeApeHUE MPOrpaMMbl SKCTPEH-
HOTO NMPUMEHEHHSI aBTOMaTUYeCKOI HapyKHOM nedu-
opusnsaunu (AH/I), 4To 1MO3BOJIUT B COTHU pa3 yBeJIU-
YUTb YWCJIO BBUIKMBIIMX OOJBHBIX C BHE3aITHOM
CepIEeYHON CMEPTHIO.

2. Pa3paboTka KOMIUIEKCHOI METOIMKW HEeWHBa-
3UBHOM TWAaTHOCTUKM 3JIOKAYECTBEHHBIX apUTMUI Y
B3POCIIBIX U IETEH, B TOM YMCIe Y OOJIBHBIX C Ceped-
Hoit natonorueit (MBC, BpoxaeHHbIE Y MPUOOPETEH-
HBbIE TTOPOKY CEPALa, KADANOMHUOIIATHN).

3. Illupokoe BHeApeHUE CKPUHUHTOBBIX METOHIOB
TeHETUYECKOI TMAarHOCTUKY JIUTSI BBISIBIICHUS MallEeH-
TOB C >KM3HEYTPOXKAIOIIMMU apUTMUSIMU CEpIlia.

4. AKTUBHOE TIpUMEHEHNE B KIIMHMYECKOM ITpaK-
TUKE METOIOB JIEKTPODU3NOIOTNICCKOI TUarHOCTH -
KA W WHTEPBCHIIMOHHOTO JICUYCHMST CIIOXHBIX (opm
apUTMUI Cepllia, B TOM YHcJie Y OOJBbHBIX C OpraHuye-
CKOI MaToJIOTUEN cepalia.

5. BbeIpaboTKa CHUCTeMHBIX IIOKa3aHUM MJIsI paau-
KaJIbHOTO WHTEPBEHILIMOHHOTO ¥ XMPYPIUUYECKOTO Jieue-
HUS OOJIBHBIX C (PUOPMIUISILIMCH TTpeacepanii, Keayaou-
KOBBIMM TaXWMKapausMU M OpraHMYECKO MaTojorueit
cepaia.

6. @opmupoBaHUEe KPUTEPUEB IO MPUMEHEHMIO
HOBBIX METOIMK OTICPATUBHOTO JICUCHUS OpaguapuT-
MU y IeTeil ¥ B3pOCJIbIX, B TOM 4HCJIe OMBEHTPUKY-
JIIPHOW CTUMYJISILIMM CEP/ILIaA.

7. Co3nanue Enunoro Bcepoccuiickoro Perucrtpa
nauueHToB ¢ Aputmusimu cepaia (EBPA), Bkitouaro-
1Iero:

— JeTel ¢ apUTMUASIMU Ceplia U UMITTIAHTUPYEMbI-
MM YCTPOMCTBAMU,

— TMALMEHTOB C BPOXXIEHHBIMU MOPOKAMM CEpIlia,
COUCTAIOMIUMUCS U OCJIOXHCHHBIMA apUTMUSIMU
cepaua;

— OOJIBHBIX C TPUOOPETEHHBIMH IMTOPOKAMHM CepAlia
1 QUOPUIIIALIMEH TTPeaCepanii;

— MaIMEeHTOB C MIIIEMUUYECKOM O0JIE3HBIO Cepalia 1
>KM3HEYTPOXKAIOIINMU XKeJTyT0UKOBBIMU TaXHMapUTMU-
SIMU;

— OOJBHBIX C CEePAEUYHOI HEIOCTAaTOYHOCThIO, Ha-
PYIIEHUSIMA PUTMA ¥ IIPOBEICHMSI, KOTOPBIM TpeOyIo-
eTcsl OMBEHTPUKYJISIpHAS CTUMYJISIINS Ceplia.

8. HapamuBaHue mpou3BOACTBa U pa3paboTKa HO-
BBIX OT€UECTBEHHBIX CUCTEM TSI TMAaTHOCTUKY U JIeUue-
HUsI apUTMUIA ¢ BBICOKMM pruckoM BCC (mmarHocTtu-
yeckux ycrpoiicts, DKC, KBIA®D, smexTpomoB u
KaTeTepoB).

9. DddexTrBHOE (PYHKIIMOHMPOBAHUE KOMILIEKCA
OpraHM3alMOHHbBIX, S9KOHOMUYECKUX, MHMOPMAIIOH-
HBIX, COLIMAJTEHBIX U CIICIIUATBHBIX CBs13eit M3uCP PO,
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HICCX um. A. H. bakynesa PAMH, senymmx HUN
PAMH no pelieHM0 HaCyIIHbIX 3a4a4 OTPAC/IM apUT-
MOJIOTH .

Bce mepeunciieHHbIE OXMIAaeMble PE3yIBTaThl TIPO-
rpaMMBbI OyIyT COMTPOBOXKAATHCS PEIIAMEHTOM Tiepeaadun
KOHEYHOTO pe3yJbTara JUIsl €r0 JATbHENIIEro UCTI0Nb30-
BaHUS B IIMPOKON MEAULIMHCKOI MPaKTHUKE U CHaOXKe-
HBI HEOOXOIUMBIMU JAaHHBIMU C TTOKA3aTeJISIMU X 3KO-
HOMMWYECKOM, COLMATbHOM 1 HayYHO# 3(D(EeKTUBHOCTH.

OCHOBHDIE PE3YJIbTATDBI
PEAJIN3AIIVU ITPOTPAMMDBI

1. ®ynpamenTanbHBIE M IPUKTIATHbIE
MeJHKO-0HOIOrNYeCKHe HCCIeJOBaHH

B cBsi3u ¢ Bo3pacTaoIMM 3HaAYEHUEM CEpIeYHO-
COCYIMCTBIX 3abojieBaHUIl B CTPYKType MNpPUUYUH
CMEPTHOCTM HACEJIeHHUSI 4YPE3BbIYAMHO aKTyaJlbHOM
SIBJIIETCSI MpobJieMa CBOEBPEMEHHOTO BBISIBJIEHUS
JKM3HEYIPOXAIOLIMX COCTOSSHUI W PUCKA PA3BUTUS
3JI0KaYeCTBEHHBIX APUTMUI KaK y B3pOCJIbIX OOJbHBIX,
TaK Uy IE€TEi, U B TOM YKCIie y OOJbHBIX C COUETAHHOM
cepaeuyHoil narosnorueit (MBC, BpoxaeHHbIE U MPU-
0OpeTeHHBIEe TTOPOKHU Cepala, KapauoOMUONaTUN), a
TakKe MpY MEPBUYHBIX HAPYIIEHUSIX PUTMa CEpALa.

Llenblo uccaenoBaHuii B paMKax MeEXBEIOMCTBEH-
Hoil mporpammbl «CoBepIIEHCTBOBAHNUE TUAarHOCTUKH,
NpoGUIAKTUKNA U JIEYEHUST XKUBHEYTPOXKAIOIIUX apUT-
MUIi cepaua (BHe3armHasi cepieuyHasi CMepTh)» SIBIISIETCS
pa3BUTHE U ONITUMU3ALMSI COBPEMEHHBIX BLICOKOTEXHO-
JIOTUYHBIX U 3(D(HEKTUBHBIX METOIOB TMATHOCTUKHM 3710~
Ka4eCTBEHHBIX apUTMUIA Y O0JIbHBIX, KaK B3POC/IbIX, TAK
M AETCKOTO BO3pacTa, U B TOM YHMCJIC Y OOJIBHBIX C COYe-
TaHHOI CeplIeYHON MaTOJ0TUEN, UMEIOIINUX CTOKHBIN 1
HeOJaronpUsITHBIM MPOTHO3, @ TAKXE MX BHEIPEHUE B
KJIMHUYECKYIO MPaKTUKy. OUeBUIHO, UTO MepBOOYEPE/I-
HBIMU SIBJISIIOTCS 3a/1a4l COBEPLIEHCTBOBAHUSI U OMNTU-
MU3alUMU HEWHBAa3UBHBIX METOAOB CTpaTU(hUKALUU
(hakTOpPOB pHCKa pa3BUTHS 37TOKAYCCTBEHHBIX apUTMUIMA
U XKU3HEYTPOXAIOIINUX COCTOSIHUM.

ITpucranbHOe BHMMaHUe ObLIO OOpallleHO Ha clie-
JYIOIIIME HAIpPABJIECHUS HAyYHO-UCCIEN0BATEIbCKON
JesITeTbHOCTH.

H3yuenue mexanuzmos (namoezenesa)
dopmuposanus 3aeKkmpuneckozo noas cepoua 6 Hopme
U Y GOABHBIX C HCUSHEYZPONCAIOUWUMU APUMMUAMU

B Hacrosiiee BpeMs 00sbIIast 4acTh MCCIeaoBaTe-
JIeW TIPUIEPXKUBACTCS TOUKW 3PEHUsI, CONTACHO KOTO-
POI1 3IeKTpUIecKass HeCTaOMIIBHOCTD Cep/Ilia paccMar-
pYBaeTCs KaK COCTOSIHUE, MMEIolee MHOTO(aKTOPHYIO
npuponry. CoOTBeTCTBEHHO, IIJIST HAIESKHOTO e¢ IIPOTHO-
32 HEOOXOIUM KOMILJIEKCHBIN aHAIM3 BCEX BO3MOXKHBIX
TIPWYUH W MYCKOBHIX (haKTOPOB.

B Hamuix ucciaenoBaHMSIX TPAaaWMIIMOHHO Bedyliee
MECTO 3aHUMAIOT IPOOJIEMBI apUTMUYECKOTO CUHI-

poMma y 6onbHbiXx MBC. Ho eciu panblie ctpaTuduka-
IUY PUCKA Pa3BUTHUS KU3HEYTPOKAIOIINX apUTMUI B
rpymire 6obHBIX MBC 0bu1M TTOCBsSIIEHBI 95% Wccie-
IOBaHUIA, TO CETOIHSI, OCTaBasCh IICPBOIA, 53Ta 00JIACTh
HECKOJIbKO OTTeCHEeHa Mpo0IeMOii TPOTHO3MPOBAHUS
KM3HEYTPOXKAIOIINX apUTMUM B TPYIIIE OOJIBHBIX C
HEKOPOHApOTeHHBIMM 3a00JeBaHUSIMMU MHUOKapaa
(H3M) — ¢ nunaTallMOHHOW KapauOMMoOIlaTuel u
IMOCTMUOKAPAUTUYCCKUM KapANOCKIEPO30M, a TAaKXKe
3ajayaM¥ TIOMCKa TPEIUKTOPOB KeJyT0YKOBBIX
aputMmuii (2KA) y JIUII MOJIOZOTO BO3pacTa C MAMOTIA-
THUYeCKUMU KA 1 y TallMeHTOB, TIEPEHECIINX OTepa-
IIMIO Ha CepIle.

IIpu obcnemoBaHUM MAallMEHTOB AAaHHOM KaTero-
PUU W PEIICHUH BOIIPOCA O MPOTHO3E 3ICKTPUICCKOMN
HEeCTaOWJILHOCTU MMOKapja B Hallleil KIMHUYECKOM
IMPAaKTUKE HapSIAy ¢ OOBIYHO TTPUMEHSIEMBIMY TUAaTrHO-
CTUYECKUMU METOJaMU aKTUBHO UCIOJb3yIoTca DKI
Bbicokoro paspeuieHust (BDKIT BP) u BapuabenbHOCTh
pUTMa cepala, MeToabl MHOTOKaHaJbHOTO DKI -Kap-
THUPOBAHUS 1 MAaTHUTOKApIUOTpahun.

HenHBa3uBHbIE MeTOABI CTpaTU(UKALIMKU (DaKTO-
pPOB pHCKa pa3BUTHUS 3JIOKAUYECTBEHHBIX apUTMUN 1
KM3HEYTPOKAIOIINX COCTOSTHUI ACIISITCS Ha:

1) mpaduyuonnoie:

— XOJITEPOBCKOE MOHUTOPHUPOBAHUE;

— BDKTI'-npobkl ¢ 103upoBaHHON (pr3UUecKoit Ha-
rpy3koii (BOM, tpenmun);

— QT-nucnepcus, ansrepHauus ST—T;

2) cospemennbie:

— OKI BBICOKOTO pa3pelieHus1/CreKTpaabHO-Typ-
OyJIEHTHBI aHau3;

— BapuabeJIbHOCTh CEepACYHOTO pUTMa (BpeMEH-
HOM W CIeKTpalbHbII aHAIU3);

— moBepxHocTHoe DKI-kaptuposanue/I1K ¢ mo-
3UPOBAHHON (PU3NUYECKOI HArPy3KOIi;

— MarHUTOKapmuorpadus.

AKT evicokoeo paspewienus

B Hamieit mpakTuKe UCIONb3yeTcsl KaK TPaJAUIIMOH-
HBIII BpeMEHHOI aHATIN3 HAIMYUSI TTIO3IHUX MOTeHIMA -
qoB xenynoukoB (ITIT2K), Tak 1 criekTpalbHO-TypOy-
JgeHTHoI aHanu3 (STA). AHanu3 BapuabeIbHOCTU
cepaeuroro putMa (BCP) 1o maHHBIM CYyTOYHOTO MO-
HUTOPUPOBAHUS U KOPOTKUX 3anuceid OKI mo3Bossier
OLIEHUTH CTETIEHb BIMSIHUSI BET€TATUBHOW HEPBHOM CU-
CTEMbI U CUMITaTOBAaryCHbIi OanaHc. BapuabenbHOCTh
CEPIEYHOTO pUTMAa — YYBCTBUTEIbHBINM UHIUKATOP CO-
CTOSTHUST BET€TaTUBHOW HEPBHOI CUCTEMBI, TaK KaK CO-
CTOSTHUE BETeTaTMBHOTO TOMEOCTa3a SIBISIETCS OMHUM
U3 MHTETPAIbHBIX MOKa3aTesel, ONMpenesIonmX Xa-
pakTep TeYeHUsI, POTHO3 U OCOOEHHOCTH JIe4eOHOTO
BO3ICUCTBUSI TIPU PA3IMYHBIX 3200€BAHUSIX BHYTPEH-
HUX OPTaHOB, U B MEPBYIO Ouepedb MPU HAPYIICHUSIX
putMa cepnua. MccnenoBaHust MocjienHUX JIeT CBUE-
TEJIbCTBYIOT O HAJIMYMU JIOCTOBEPHOU CBSI3U MEXIY

AHHAJIBI APUTMOJIOM N, Ne 4, 2008
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COCTOSTHMEM BEreTaTUBHOW HEPBHOW pEryjisiuu W
CMEPTHOCTBIO OT CepAEYHO-COCYINCTBIX TIPUIMH.

B Hammx uccienoBaHUsSIX OCOOEHHOCTEH peryssi-
IUU CepACYHOrO pUTMa M MOP(PODYHKIIMOHATIBHBIX
ocobeHHocTelt Muokapaa y 6oabHbix MBC u H3M ¢
COITYTCTBYIOIIMMU 3KETYIOUYKOBEIMUA apUTMUSIMU OBI-
JIO TOKa3aHo, YTO OlieHKa BaprabeJTbHOCTH CepACUHO-
ro put™Ma y 6ojbHbIX ¢ H3M mno3BosisieT 00beKTUBHO
OLICHMBaThb (PYHKIIMOHATBHOE COCTOSIHHUE OOJIbHBIX.
JuHamunueckoe HaboaeHue 3a mokasatensimu BCP ¢
OTCJICXKMBAaHUEM PE3KMUX MX CHIKEHUII MOXKET CIy-
KATh METOIOM ITPOTHO3WPOBAaHUS Pa3BUTHS 3JI0Kaue-
CTBEHHBIX ApUTMUMA M KU3HEYTPOXKAIOUINX COCTOSI-
Huii. [Toxkazarenu BCP y 6oabHbix ¢ H3M oTtpaxator
(byHKIIMOHAIPHOE COCTOSTHME OOJBHBIX (TI0 KITacCH-
¢duxkauu NYHA) u nmeror odpaTHyo JUHEIHYIO 3a-
BUCHMOCTbH ¢ (DpaKImeil BEIOpOCca JIEBOTO KeIyIoUKa.
B naubonbueit crenenu BCP cHuKeHa y OOJBHBIX C
nuiatauuoHHoi kapauomuonatueii 11 u IV dynkum-
oHabHBIX KiaccoB o NYHA, y KOTOpBIX cepaeuHbIii
PUTM TIPaKTUYECKNA PUTUAHEIN. BolBHBIC ¢ XKeymou-
KOBOI SKCTPACUCTOJIMEN BBICOKUX I'Pagalluii HE UMe-
IOT JOCTOBEPHBIX OTIMYMiI mo mokasaTteasim BCP or
60JbHbIX ¢ 2KD HM3KuUX rpagauuii (puc. 9).

YV G0MbHBIX C UAMOTIATUYECKOM XKeJTyI04YKOBOI Ta-
XUKapAueil BBISIBIISICTCS TOCTOBEPHOE CHIDKECHHUE 00-
1eli BaprabeIbHOCTU CepACYHOT0o pUuT™Ma 0e3 U3MeHe-
HHUS CHMIIaTOBAaryCHOro OaJlaHCa 1O CPaBHEHUIO CO
3J0POBLIMU MallMeHTaMu. TakuM o0pa3oM, omnpeaee-
HUE CHUXEHUS o0lIeli BapruabeJbHOCTU CepACYHOTO
puTMa 0e3 M3MEHEHHUsI CHMIIaTOBarycHOro OajiaHca
MO3BOJISIET TMAarHOCTUPOBATh MapOKCU3MATbHYIO Xe-
JIyTOYKOBYIO TaXUKApAWIO Y MOJIOIBIX OOJBHBIX Kak
«AIMOMATUYECKYIO».

Y 6oabHbix ¢ UBC m mapokcu3maabHON MOHO-
MOpPGHOI XKeJTyTouKOBO TaxuKapAauel MPOUCXOAUT
yMeHbIeHue oomieit BCP 1 pe3koe cHIKeHne HU3KO-
yacToTHOM cocTaBistonlein crnektpa (LF). ITpu atom
cummnaroBarycHbiit 6ananc (LF/HF) cnBuraercs B
CTOPOHY OTHOCUTEJIbHOTO MpeodIanaHus mapacuma-
TUYECKOU PETYJISIINN, YTO MOXHO paccMaTpUBaTh Kak
3alIUTHBI MEXaHW3M OT Pa3BUTHUS KM3HEYIpoxkalo-

Hopma TKMIM WXXT MMA MKC PKT® WBC AKMM

Puc. 9. CpaBHeHUe BapuabebHOCTU CEPIEYHOTO PUT-
Ma y OOJIbHBIX C pa3IMYHBIMU 3a00JeBaHUSIMU CepAlia.
(uccnenyeMblii MokaszaTellb — CpeJHee 3HaueHue Mo
rpymie KoppurupoaHHoro SDNN, mc)

mux aputMuil. COBMECTHOE HCMOJIb30BaHUE 3Haye-
HUI (hpaKIIMK BEIOpOCA JIEBOTO KeIyIoyKa 1 ImoKa3a-
Teneit criekTpaiabHoro aHanm3a BCP (log(LF) u HF%)
ITO3BOJISIET CTPATU(PUIIMPOBATH OOJBHBIX C YCTONYM-
BOM KEJIYyJTOYKOBOM TaXUKAPAUEN C YYyBCTBUTEIbHOC-
Thi0 73%, crienuUIHOCTBIO 98% 1 IMarHOCTUYECKOM
HaaexXHocThio 91% (puc. 10).

B HOCCX um. A. H. bakynesa PAMH wmHoro
BHUMAaHMS yIeIsIeTCs MpobaeMe HeMeIMKaMEeHTO3HO-
TO JIEYCHUST XKEeJYTOYKOBbIX apuTMuii. KoMIIeKCHbII
aHaAJIM3 Pe3yIbTaTOB XMPYPTUUECKOTO JeUeHUs 0OJIb-
HbIX ¢ couyeTaHHol maTtosorueit (MBbC u xenyaouko-
BBIC HApYIIEHUS PUTMA) ITOKa3aJjl, YTO COUeTaHUE HIU3-
kot BCP wu maromorun Ha OKI BP ob6nanmaer
HaMJIyJIIeit TPOTHOCTUYECKOM IIEHHOCTBIO IIJIST BBISIB-
JIGHUSI MPEIUKTOPOB KETYIOYKOBbIX apuUTMuii. Tak,
CHIDKEHME TTapacuMITaTUIeCKON aKTUBHOCTU U HaJI-
yye MO3AHMX IMOTEHIUAJIOB XXEJyIOUKOB SIBIISIIOTCS
HeOJaronpusTHbIMU (pakTOpamMu B MPOTHO3€ IMOce-
OIlepallMOHHOM JIETAaJIbHOCTHU.

B HOCCX um. A. H. bakynesa PAMH pa3zBuBain-
CsI LIEJIBIA PSII METOMOB, TTO3BOJISIONINX U3YIUTh OCO-
OeHHOCTU (OPMUPOBAHUS 3JAEKTPUYECKOTO TTOJS
cepalia B HOpME 1 Y OOJIBHBIX C XKU3HEYTPOKAIOIIUMM
APUTMUSIMU.

MHorokaHaabHOe TToBepXxHOCcTHOe DKI-KapTupo-
BaHME U MHOTOKaHaJlbHasi MarHUToKapauorpadus —
COBpEMEHHBIC METOIBI OLIEHKU 3JIEKTPOMU3UOIOTH-
YECKOI0 COCTOSIHUA Cepua W JOKaJIU3aluu MaToJo-
TUYECKUX TIPOLECCOB C KCITOJIb30BAaHUEM KapT pac-
NPENEeICHUN BJIEKTPUYECKOIO M MArHUTHOIO IIOJEH
cepala Ha MOBEPXHOCTH TeJa.

MHorokaHaabHOe TToBepxHocTHOe DKI -KapTupo-
BaHue (I1K), miu MHOTOKaHajibHasl perucTpalus
OKI co Bcell NOBEPXHOCTH I'PYAHON KJIETKU, IPUME-
HseTcsa B HameM LleHTpe mocTaToyHO HaBHO IS
OLICHKU 3JIeKTPO(PU3NOTOTTIECKOTO COCTOSTHHS CEPI-
11a ¥ JIOKaJIM3allMU MaTOJOTUYECKUX MTPOILIECCOB C UC-
ITOJTb30BAaHNEM KapT paclpene/icHII SJIEKTPUICCKOTO
MoJisi cepAlla Ha TOBEPXHOCTU Teja. Takoil aHamu3
obecIieuyrBacT TOCTaTOYHO TOHKOE ITPOCTPAHCTBEH-
HOE paspellleHre KapIUalbHbBIX JIeKTPODU3NO0IOTH-
YECKUX SIBJICHU, TIPU 3TOM TTOSIBJISIETCSI BO3MOXKHOCTh
BBIJICJICHUS JIOKAIbHBIX Je(EKTOB 3JIEKTPOPU3NO0I0-
TUYECKUX CBOMCTB MMOKAap/Ja U HapylIeHUI Moceno-
BaTeJIbHOCTE Ne- 1 pernosipu3alni. B KTnHnIeckom
IJIaHe 3TO TOBOPUT O TOM, 4TO McroJib3oBaHue [1K B
IWATHOCTUKE apUTMUII MOXKET OBITH B MEPBYIO OYE-
pelb HaleJeHHbIM Ha TOMUYECKYI0 IMAarHOCTUKY
ApUTMOTCHHBIX 30H U Ha BBISIBIICHUE 3JIEKTPO(PU3UO0-
JIOTUYECKOI HEOTHOPOAHOCTU MUOKap/Ia, 4acTo SIBJISI-
folieiicd cyoctpatoM aputMuii (puc. 11).

Kak u3BecTHO, HapylleHUs PenoyiIpu3aliii MUO-
Kap/ia 4acTo SIBJISIIOTCS TPOSIBIICHUSIMU DJIEKTPODU3HUO-
JIOTMYECKOW HEOTHOPOTHOCTA MMOKApIA, SIBJISIOLLEH-
cs cybcTpaToM apuTMUid. BeisiBlIeHUEe U JTOKanu3alus
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DB<40% K BCP

O YyBcTBUTENBHOCTL, %

MK+
+®B<40%

M CneundunyHocTb, %

BCP+MNIMX+
+®B<40%

BCP+MNIMX

B [duarHoctunyeckas
HaOEeXHOCTb, %

Puc. 10. Ponb pazanyHbiX (haKTOPOB pUCKa M UX COUYETAaHUI B MPOTHO3MPOBAHUM KU3HEYTPOXKAIOIIMX XKEJTYT0UYKOBBIX
aputMuii y 601bHBIX MBC (®B — dpakums Beiopoca; ITITXK — mozaHue moteHumas! xkeaynkos; BCP — Bapuabenb-

HOCTb CEPAEYHOIO pUTMa)

HapylIeHUI perojsipu3alliy MUOKapaa IOMOraloT B
OILICHKE €r0 apUTMMUYECKOM YSI3BUMOCTH.

Pucynoxk 12 wimoctpupyer Bo3moxHoctu [1K B
OlICHKe (DyHKIIMOHATbHBIX U3MEHEHUIT MMOKapa.

[ToBepXHOCTHOE KapTUPOBAHUE MTO3BOJISIET OLIEHU-
BaTb 00bEM IOPAXXKEHHOTO MMOKapja y OOJIbHBIX C
JAKMIT u MKC. YBennueHue nuHuekca pa3HOCTH U30-
MHTETPpaTbHBIX KapT QRST KOppeanpyeT ¢ nerpeccuei
cokparurtespbHoi dyHkimu JIZK. B To ke Bpemst Bbipa-
JKeHHasl JeTIPECCUs COKPATUTEIIbHON (hYHKIIUM KEITy-
JIOYKOB, IIepBasi Cpelu Ipyrux (akTopoB, aCCOLUUPY-
eTcs ¢ HeOJIarompusTHBIM IIPOrHO30M (pa3BUTUEM
JIETaJIbHBIX MCcX0a0B) 60nbHBIX H3M (cMm. puc. 12).

[ToBepxHOCTHOE KapTUPOBAHUE BBISBISET OTJIU-
s Tpoliecca pernojsIpu3aluyd MUOKapaa Keaymaod-
KOB y nauumeHTa ¢ cuHapoMoMm LQT oT HopMmaiabHOTO,

Cardiag (80 oTBeneHwin)

- \ Y

— M30XPOHHasI

Puc. 11. ITpoBeneHue nosepxHoctHOro DKI-kapTupoBaHuUs.

Ha TpaaguuroHHoi DKI He BBISBIsSETCS HUKAKUX OCO-
OeHHoCTelt, KpoMme yuTnHeHus nHTepBana Q—T.

B nocneaHue roabl MarHUTOMETPUUYECKUE METO/IbI
HUCCIeA0BAHUS OMOJIOTUYECKUX OOBEKTOB U3 DKCIIEPU-
MEHTAJIbHBIX J1a0OpaTOpuii BCe aKTUBHEE BXOISAT B
KJIMHUKY. B oTmeneHnn HeMHBa3WBHOM apUTMOJIOTUMN
MPOBOAUTCS KJIMHUYECKas arpooalus rnepsoro B Poc-
CHM MIPOMBITIIEHHOTO 00pa3iia MarHuToKapauorpada
(MKT), mosBojsollero NpoBOAUTb PETrUCTpaLUio
MarHMTHOTO IOJIS cep/ilia YeaoBeKa B OObIYHbIX TTOME-
LLIEHUsX, He TPEeOYIOIIUX CIeINaTbHOIO SKpaHUPOBa-
HUs. JJaHHBIII MarHUTOKapauorpad SIBISICTCS CeMU-
KaHaJIbHBIM, U C €r0 IIOMOILbIO TTPOBOAST U3MEPEHUS
B 36 Toukax IpeKkapauajabHOi obOmactu (puc. 13).
[Ipu uccrnenoBaHMU AMATHOCTUYECKMX BO3MOKHOC-
Teit MKI BaxXHBIM HampaBjJieHUEM PaOOTHI SBISIETCS

B “BC
[J] HapyweHwne putma n npoBOAMMOCTHU
[] BroxaeHHble 1 Np1MoBpeTeHHbIe

NMopoKM cepaua
[ CouertanHas cepaedyHas naTosorus

KapTbl Ha pa3BepTKe MOBEPXHOCTHU TPYAHOM KJIETKHU YesoBeKa.
B xaxmoii Touke — 3HAaYeHNEe NMHTEHCUBHOCTHU TIOTEHIIMATIA
WK ero (pyHKLMU:

— M30MOTEeHIIMAIbHAS;

— U30MHTErpajbHas,

Ha nuarpamme (cripaBa) — 4rciio manmueHToB (B %) ¢ maHHO# marojiorueii (3a 10 sier), KoTopbiM BeITonHsLIoCh DK -Kaptuposatue. B reueHme

10 net BoimoHeHO 4072 uccinenoBanust 3365 mauueHTamMm

AHHAJIBI APUTMOJIOM N, Ne 4, 2008
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DI QRST=29,206-0,3776
Correlation: r=-0,7043

DI QRST

0 10 20 30 40 50 60 70 80
6 EF

BbIIEIeHHEe WH(MOPMATUBHBIX MTPU3HAKOB Ha MarHu-
TOKapIuorpaMMax y MaleHTOB C XKeJIyIOYKOBBIMU
HapywmeHussMu putma. Ilokazano, uro DKI' u MKI
B3aMMOCBSI3aHBI W JOTIOHAIOT ApyT npyra: DKI gys-
CTBUTEJIbHA K paaraJbHbIM KOMIIOHEHTaM BOJHbI BO3-
oyxaeHus; MKI' yyBcTBUTE/bHA K TaHT€HLIMAIbHBIM
KOMITOHEHTaM BOJIHBI B030yxneHusi; MKI meHblie
3aBHMCHUT OT BJIMSTHUS TeJla KaK MHOTOCJIOHOI ITPOBO-
JISIIIEH Cpelbl.

T
-

=

Regression
. 95% confid

|

obbem
NOPaXeHNst

pasHOCTHas kapTa (OTHOCUTENBHO
cpenHei HopMbl)

Puc. 12. TToepxHoctHoe DKI'-kapTupoBaHue B
olieHKe (DYHKITMOHAIbHBIX U3MEHEHUIT MUOKAap-
J1a y 00JIbHBIX ¢ HEKOPOHApOTeHHBIMU 3a00JIeBa-
HUSIMU MUOKap/a:

a — aHaiu3 B (asy pernosisipusaiuu; 6 — cBsI3b (ppakium
BbIOpOCa U 00beMa MopaxkeHus: Muokapaa (1o JaHHbIM
noBepxHocTHOro DKI-KapTupoBaHusi) y OOJBHBIX C
JAKMIT u MKC; ¢ — obpatHas 3aBucuMocts (r= — 0,7)
MeXIy oObeMOM IMOopaxkeHusi MUOKapaa M dpakuueit
BbIOpOCA

Bo3moxHoe kinuHuyeckoe npumeHeHue MKI —
IWATHOCTHKA ApUTMUI, BBIIBICHHE W JIOKAIU3AIIMS
HapylIeHU# pernoyisipu3allid MUOKapJa — OIleHKa
apUTMHUYECKON YI3BUMOCTM MUOKapma. dpyruMm Ha-
MpaBJIeHUEM B UCCIEIOBAaHUM KapAUOIOTUUECKUX TH-
arHoctuyeckux Bo3MoxkHocteit MKI' sBnsercs ¢e-
TallbHasi MarHuTokapauorpapusi — H3y4eHUE U
MOHUTOPHUHT CepAeIHBIX BPeMEHHBIX MHTEPBAJIOB, Ba-
puabeTbHOCTY PUTMa cepAla U (DeTaabHbIX apUTMUIA.

A~
._.-A..—-_._thr-..__*_.-h-_.-u.,_-h._urv_._.ru_
- La LA i . v

b L LA L~ -
L]
i LA L. "

Puc. 13. Marautokapauorpadusi (MKI') — HenHBa3uMBHast 1 OECKOHTAKTHAsI PerMCTpaliisl MarHUTOKapIMOCUTHAJIOB
HaJ TPYIHON KJIETKOI MCCeayeMoro rnaiueHTa, Ha pacctossHuu 0,5—1 ¢cM OT MOBEPXHOCTH, C TTOCIEIYIOIIUM KOM-

NbIOTCPHBIM aHAJTU30M:

a — MpoBeieHUE MarHUTOKapauorpaguu; 6 — 3AeKTPUIECKOE MoJie CepAlia; 8 — MarHUTHOE I0JIe CEePALIA; ¢ — MarHUTOKapAUOTrpaMMbl
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2. Pa3paboTka 0CHOBHBIX METOIOB
JHK-1uaraocTiKY XKHU3HEYTPOKAIOIUX aPUTMHUI

HauGonbiiasg sddektuBHocts Tepanuu MK/ u
3HAYUTEIbHOE YBEIMUYECHUE TTPOIOIKUTETbHOCTH XKU3-
HU TIOKa3aHbl B TPYIIE MAIMEHTOB C COXPaHEHHOM
(pakimeii BHIOpoca JIEBOro Kelyaouka, a UMEHHO B
TpyIIIe TIEPBUYHBIX (T€HETUIECKM IeTepPMUHUPOBAH-
HBIX) HapyIIeHU CepAeYHOro pUuTMa — KaHaJIOIaTHIA.

Bosmoxnoctu npsamoit JIHK-nuarnoctrku:

— muddepeHInaabHasg IMarHOCTUKA;

— MOATBEpKAaroast TMarHoCTUKA;

— IIpecUMIITOMaTU4YeCKasl TMaTHOCTHUKA;

— IpeHaTajgbHas AMarHOCTUKA.

Ee mcnonp3oBaHMe HaeT BO3MOXKHOCTH OCYIIECT-
BUTb CBOEBPEMEHHbBIC U ONTUMAJIbHbIE JIeUeOHO-TIPO-
(pumakTUIeCcKe MEPOIIPUATHS 110 TIPEAYIIPEKICHUIO
Pa3BUTUS KU3HEYTPOXKAIOIIMUX APUTMUI Y BHE3ATTHOMN
CEepIIEYHON CMEpPTH.

B otcyTcTBHE anekBaTHOI Tepaly BBDKMBAEMOCTD
GOJIBHBIX C KaHAJIOMaTUsIMU He mpeBbiaet 50% B Te-
YeHHe S5 JIET TTOCIIe TIEPBOTO CMHKOMAIBHOTO 3ITM30/a,
TpruYeM, KaK IIPaBUIIO, IOTMOAIOT JIIOAK PEITPOTYKTHB-
HOTO M TPYAOCIOCcOOHOro Bo3dpacrta (20—45 ner). Uc-
MOJIb30BaHNE MOJIEKYISIPHO-TEHETUYECKUX TEeXHOJIO-
THUii, HAaTIpaBJICHHOE Ha YBEJIMUCHIE YACTOTHI POKICHMS
3M0POBBIX AETEH B CEMbSIX MAIIMEHTOB C KaHaJOMaTHsI-
MH, B TIEPCIICKTUBE MPUBEICT K CHIDKCHUIO HEM30eXK-
HBIX 3aTpaT rocydapcTBa Ha JIEYEHUE U COLIMAIbHYIO
aIanTaluio OOJIbHBIX.

CornacHo 3kcnepTHbIM olieHKaM, B CIIIA u EBporie
PaHHsISI MOJIEKYJISIpPHAsT TUAaTHOCTHKA B CEMbSIX OOJTbHBIX
MTO3BOJISIET CHU3UTD 3aTpaThl HA BBISIBICHME U JICUCHHUE
OITHOTO OOJIBHOTO C HACJIEACTBEHHBIMU HapyIICHUSIMU
CepIevYHOro puT™Ma B cpenHeM Ha 15 teic. $ B rom, cum-
Tast YaCTOTY U CTOMMOCTh TOCITMUTAIU3ALIMY, CPOKY CHU -
JKEHMST TPYIOCITOCOOHOCTH ¥ MHBAIMIM3AIIN.

K coxaneHuio, B 1ieJJIOM psiie CTpaH, BKJIIOYast
Poccuto, y 3HaUMTEILHOM YacTH TaKMX OOJIBHBIX THa-
THO3 YCTaHaBAMBAETCsl MO3HO, TTOCE MePEHECEHHBIX
BMU30[0B OCTAHOBKM CEplla, a THOTIA M TTOCMEPTHO,
3a4acTyIO B CEMbsIX, B KOTOPBIX HECKOJIbKO KPOBHBIX
POJICTBEHHUKOB YK€ TOTMOJIM TIPU CXOTHBIX 00CTOSI-
TEJIbCTBAX.

BoNBIIMHCTBO KaHAJIOMATHI ¢ BBICOKMM PUCKOM
BCC HacnenmyoTcs 0 ayTOCOMHO-IOMHHAHTHOMY
TUITY, UTO 3aCTaBJIsICT OXKUAATh BBICOKOI YaCTOTHI CJIy-
yaeB 0OJIE3HM Cpelr KPOBHBIX POICTBEHHUKOB IIPO-
b6anga. OueHKa puUcKa BHE3allHOW CMEpPTU U BBLIOOP
TAKTHUKMW JICUCHUS Y TAKMX ITAIIUCHTOB B 3HAUUTEITBHOM
cTerneHu 0a3upyrTcs Ha MH(GOPMALIMU O MOJIEKYJISIP-
HO-T€HETUYECKOI MpUpoae 3a00JIeBaHUS.

W3 ocHoBHBIX MeToa0B Tpsimoit JIHK-nuarHoctu-
KU UCITOJTb3YIOTCS:

— PCR (ITIIP — monumMepa3Hast iermHasi peakiius) —
YBEJIMYEHUE MaJIbIX KOHLEHTpALMi OIpeae/eHHbIX
¢dparMeHTOB HYKJICMHOBOM KHMCIIOTHI;

— SSCP (Single Strand Conformation Polimor-
phism) — aHaIM3 KOH(POPMALIMOHHOTO MOJUMOPPU3-
Ma onHoHuTeBo# JIH;

— IpssMoe ceKBeHMpoBaHMIo 1o CeHrepy — orpe-
NeJIeHUue HYKJICOTHIHOM MOCIeI0BaTeIbHOCTU MOJIe-
Kkysabl JHK;

— RFLP (Restriction Fragment Length Polymor-
phism), moaumMopdusM IIUHBI PECTPUKIIMOHHBIX
(dparMeHTOB — BapbUpOBaHUE T10 JJIMHE (PparMeHTOB
HHK, ob6pa3yeMbIx crieliu(pruyecKuMu pecTpUKIIMOH-
HBIMU 3HAOHYKJIea3aMu 13 reHomHoi JHK.

B Hacrosiiiee BpeMsi B MUpPe MOJIEKYJISIPHO-TEHEe-
THUYECKNE METONBI MCIOJB3YIOTCS UIST TUaTHOCTUKU
CUHIPOMOB YIJMHEHHOIO M KOPOTKOrOo HHTEepBaja
0T, cuanpoma bpyrama, cuaapoma JleBu—JleHerpa,
CUHApOMa CJa0OCTU CUHYCHOTO y37a, WAuOIaThye-
CKHUX XeJTyIOUYKOBBIX TaXUKapIUIA.

B oTneneHnu Xupypruyeckoro JeUeHMsT TaXuapuT-
MW B CONPYXECTBE C MEIUKO-TeHETUUECKUM IIEHT-
pom PAMH paspaborana u npooaurcs JHK-nua-
THOCTUKA psifa 3a0osieBaHUIA, COMPOBOXIAIOIIUXCS
BBICOKMM PUCKOM Pa3BUTHS KETYIOUYKOBBIX TaXUKap-
nuii (tabJ. 2).

3a rociiegHue oAbl ObUT 00caenoBad 451 nameHT nu3
153 cemeit. Myranmu BepuduumpoBassl y 207 (46%) na-
UEeHTOB. JIWIla ¢ TIOJOXWUTETbHBIMU pe3yabTaTaMu
JHK-auarHocTUKM COCTaBUIIUA TPYITIY BHICOKOTO pUC-
Ka BHE3aITHON CMEPTH, U IS HUX OBLIO IIPOBEICHO
paHHee aHTUAPUTMMUUYECKOE WU XUPYPIUIECKOe Jieye-
HUE, UCXOOS M3 KIMHUYECKON KapTUHBI M WHIVBUIY-
aJIbHBIX TEHETUIECKUX OCOOCHHOCTEIA.

Ta6nuua 2
Bbi0opka 00JibHBIX, 151 KOTOPBIX 0bL1a npoBeaeHa JIHK-nuarnoctuka B 2004—2008 rr.
3aboneBaHune Yucro cemeit ducio GOMBHBIX 1 310pOBbIE
KPOBHbIE POICTBEHHUKHI

CuHIpOM yIuTMHeHHOTo nHTepBana Q—1T' 84 181/136

Cunapom bpyrana 14 14/14

CuHIPOM CJ1abOCTH CUHYCHOTO y3/1a 5 8/6

Cunapowm Jlesu—JleHnerpa 3 3/0
Wmomnatmueckas OXK 10 16/8
Wnnonarnyeckast OI1 22 30/2

Hapyumenust purma nipu JKMIT 15 21/14

AHHAJIBI APUTMOJIOM N, Ne 4, 2008
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¥V 317 mauuMeHTOB C AMArHO30M <«CUHAPOM YUIU-
HeHHOro uHTepBaia Q— 7> pu aHaau3e KOAUPYIOIIei
MOCJeI0BATEIbHOCTU W TMPUJIETalolIuX WHTPOHHBIX
obmacreit reHoB KCNQI, KCNH2, SCN5A, KCNEI,
KCNE2wu KCNJ2, xonupylolux o- U 3-CyObeTMHUILIBI
KaJMEeBBIX M HATPUEBHIX KaHAJIOB KapIMOMMOIIMTOB,
OBLIO BHIABIEHO 46 MyTaLuii, 4yTo cocTaBmiio 62% (196
ma-uueHToB). Y 5 (6%) npoGaHaoB ObUIM BBISIBJIEHBI
110 JABE HE3aBUCHUMbIC MYTallMM B 3aMHTEPECOBAaHHBIX
reHax (puc. 14). bonbiias yacts mytanuii (43%) Obuta
BoIsiBlIeHa B reHe KCNQ1, KOTOpHBIil IBUJICS Hanbosee
JaCTBIM TeHEeTIECKUM BapraHTOM CUHIpPOMA YIJTMHEH-
Horo nHTepBana Q— 7, Tun 1. Bropsim o yacToTe sIBJIsI-
€TCsl CUAPOM yIMHeHHoro uHtepBana Q—T, tum II.
®opwmer LOTS, LOT6 n LQT7 IBASIOTCI MIHOPHBIMH
B POCCHUICKOI BBIOOpPKE OOJIbHBIX M MX CyMMAapHbIi
BKJIaJ B CTPYKTypy 3a0oJieBaHMSI He3HAUUTelIeH (HE
rpesbiaer 3%).

VY 38% npoGaHIOB He yOAlOCh BBISIBUTb MOJIEKY-
JIIPHO-TEHETUYECKOe HapyllleHUe, SBUBIIEECS IPU-
yuHOM 3abosieBaHus. CKopee Bcero, B OOJBIIMHCTBE
3TUX CIyJYaeB MPUYMHON 3a00JIEBAaHMS SIBIISIIOTCS MY-
TallUU IPYTUX, TTOKA HEM3BECTHBIX TEHOB, OTBETCTBEH-
HBIX 3a CHHIPOM YIUIMHEHHOTO nHTepBaiga Q—7T.

Ha pucynke 15 npeacraBieHa cxema o-cyobeau-
HUbI (TokazaHa cuHuM — KCNQ 1) u $-cyObeIuHUIIBI
(rmoxazaHa kpacHbIM — KCNET) 06e1KOB, BXOASIINUX B
COCTaB KaJIMEBOTO KaHaja, OOECIIeUMBAIOIIETO MeI-
JICHHBIII KOMITOHEHT TOKa C 3alep>KaHHBIM BBIIPSIM-
nenneM (IKs) ¢asbl penonsgpuszanuu. BbisgBieHHbIE
MyTallMd TPUBOIAT K U3MEHEHUSM MEPBUYHOM TTO-
CJIeIoBaTEeIbHOCTU OeJika BO BCeX ero (hyHKIIMOHATb-
HBIX OTIEJIaX, YTO NIeTePMUHUPYET KIMHUYECKYIO Kap-
taHy LQTI v LQTS.

Metoabl JJHK-arnarHoCTUKY MO3BOJISIIOT BBISIBUTh
myTanuio A572D, nokanuzoBaHHYI0 B 12 5K30He reHa

2%

M MyTauuii He BbISIBNEHO LQT1 B Lqr2
B.or3s  [Orars [Oearz

Puc. 14. Jonst u3ydyeHHBIX MOJIEKYISIPHO-TEHETUUECKUX
BapuaHTOB 3a00JIeBaHMS B 001l CTPYKTYpe CUHApPOMA
yUTMHeHHOTro uHTepBajia Q—7T B poCCHUiICKOil BhIOOpKE
6obHBIX (n=317)

IVILA ASIER.FTM

QIOTH
Y111
IVELES4TIHIG» &

HiT&
res

IWES DT+
LIy

Puc. 15. Cxembl - 1 B-cyObenUHULL C BBISIBICHHBIMU
mytanussmu B reHax KCNQ1 u KCNE1, OTBETCTBEHHBIX
3a passutue LOTIwn LOTS5 (n=39)

SCN5A, xoTtopast neTepMUHUPYET (heHOTUITMUECKIE
nposisiaeHust LOT3.

Ha pucynke 16 nmokasaHbl pe3y/ibTaThl T€HETUYEC-
KOTO HCCJIeOBaHUsI, KOTOPbIE BBISBISIOT MYyTallUIO
A341V y nmpobaHna ¢ OTSTOIIEHHBIM CEMEITHBIM aHaM-
He3oMm o BCC. Myranus A341V B HallleM uccliegoBa-
HUU CTaOWJIBHO XapaKTepU30BaJlach TSIXKEJIbIM Teue-
HueM. 3a mocjaeaHue 2 rojga ObUIo BepUdUIIMPOBaHO
27 mytauuit, uz Hux T9831 de novo.

Y onHOTro manMeHTa C MPeaIoI0XUTEeIbHBIM ara-
THO30M «MIMOMaTUYEeCKasl XKeJyaouKoBasi TaXuKap-
nus» ObUTa uaeHTHuduIMpoBaHa mytauust 19831 B re-
He KCNH2, oTBeTCTBEHHasl 3a CUHIPOM KOPOTKOIO
nHtepBana Q—T. Bo Bpemsa D®U 6buta MHAYLIMPOBA-
Ha GUOPWILISALUS KeJTyI0YKOB, ITPOBEJAeHa HapyKHast
nedudbpumsuust. BeicokoaMIIUTyIHbIE, Yy3KUE 3Y0-
16l 7' MpakTUYECKU OTCYTCTBYIOIIMIA N303JI€KTpUYe-
CKMit cerMeHT ST-nHTepBaja — IMPU3HAKU, 9acTO Ha-
OJIr0JaeMble TIPU 3TOM 3a00JI€BaHUU.

Ha pucynke 17 moka3zaHbl CXeMbl O.-CYObEIMHULIbI
(moxkazana cuHuM — KCNH?2) u B-cyobequHuibl (1o-
KazaHa KpacHbIM — KCNE?2) 6enkoB, BXOASIIUX B CO-
CTaB KaJMeBOTo KaHaja, 00ecrneynBaloniero ObICTpblit
KOMIIOHEHT TOKa C 3alep>KaHHBIM BBIIPSIMIICHAEM
(IKr) dassr penonsspuzanuu. Ha cxemax o- u f-cyonb-
eIMHUILL OTMeuYeHa JIoKalu3alusl MyTallMii B TreHax,
BBISIBJIEHHBIX Y poccHiicKux 60ibHBIX ¢ LOQT2n LOT6.
Mytanus T9831 (3ameHa TpeoHMHAa Ha U30JEULIMH),
JIokajau3oBaHHas B C-TepMUHAIBHOM 00J1acTH OejiKa,
Koaupyemoro reHoM KCNH?2, siBiisieTcsl HOBOIA.

370KauyecTBEHHOE TeueHue 3a00J1eBaHus, BIUIOTH
IO BHE3AITHOW CMEPTU, OTMEUYEHO y TeX IMAallMeHTOB, Y
KOTOpPBIX ObLIO BepudulimpoBaHo 6ojiee 1 Mytauuu B
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S B "-.Jr"' ~ BC32ropa

BC 58 net

YacTble
CUHKONe

C MOJ1040ro
Bo3pacTa

YacTble cuHkone
c 15 net
MK B 21 ron,

- ~

e

YCC 65-80 /muH, O—Tc = 365-390 mMc

Puc. 16. Bepuduiinponana HoBast mytaiust T9831 B rete
KCNH?2, orBeTcTBeHHasT 3a (DOpMUpPOBAHUE CHUHIpOMa
kopotkoro uatepsana Q-7 (SQTS)

OTBETCTBEHHBIX TeHaX. Y yactu nanueHToB JJHK-nu-
arHOoCTHKa IMpoBeJeHa MOCMEPTHO (puc. 18).

Mcxonst U3 BBIIEN3TIOXKEHHOTO, MBI MOXXEM BhIZIEe-
JIUTh HE3aBUCHUMbIE T'eHEeTUYeCKMe (haKTOphl pHUCKa
BCC, takue kak Bepudukaiusg myrauuu A341V B re-
He KCNQ 1 vnu Hanndue 6osiee yeM OJHOM MyTalu B
reHax, OeTePMUHUPYIONIMX KaHajomatnu. Ilpemro-
JKE€H aJITOPUTM BeICHUS U JICUCHUS MAllMCHTOB, YUM-
THIBAIOIINI MHAVBUAYAIbHBIC (DEHOTUTTMYECKIE U Te-
HeTH4eckue ocobeHHoctu (puc. 19). JImamazon
JIeueOHBIX TOCOOUI KOoJIedJIeTCs OT «arpeCCUBHOIO»
nmeueHnst ¢ mmrmiantanueitr MKJl B ciygae myranmm
A341V 1o akTUBHOTO HaOMIOAeHUS Ha (poHe MpueMa
OcTa-010KaTOPOB B cirydae myTaumu G314S.

HMcnonw3oBanue meromoB JHK-muarHoctuku B
KIIMHUYIECKON KapauOJIOTUN U KapINOXUPYPTUH T03-
BOJISICT:

— OCYLIECTBJSATh (PPEKTUBHOE MEAUKO-TEHETU-
YeCcKoe KOHCYJIBTHPOBaHUE CEMEeil ¢ HaclIeICTBeHHbI-
MM 3a00JIeBAHUSIMU CEPIETHO-COCYINCTON CUCTEMBI;

— ¢opMHpPOBaTh KOMIUIEKC MEpPONPHUITHI, Ha-
MpaBJIeHHBIX Ha TIEPBUYHYIO M BTOPUYHYIO MPOdU-
JIAKTUKY BHe3aItHoi1 cepaeuHoii cmeptu (BCC);

— BBIOpaTh HamboJIee ameKBaTHbIE XUPYPruuecKue
¥ TepareBTUICCKIE METOIBI JICICHUS C YICTOM MHI-
BUAYaJIbHBIX TECHETUYECKUX OCOOCHHOCTE! MaliueHTa.

B 2007—2008 rr. obcinenoBaHbl 43 mamnueHTa, U3
HUx y 27 BepuduLmpoBaHbl MyTauuu. OnepupoBaHbl
33 mauenTta — 17 GonbHBIM UMILTaHTUpPOBaH OKC,
16 6onmpHbIM — MKJI. M3 16 malmeHTOB, KOTOPBIM UM-
nnantupoBan MKJI, 12 nepexuiu KIMHUYECKYIO

e o
PRIOdellGITTE—F oot
T3

Puc. 17. CxeMa a-cyObeIMHULBL U -CyObeqMHULIBI O~
KOB, BXOASIIMX B cocTaB KanueBoro kaHana IKr. Ha cxe-
Max o- U B-cyObeqUHUL] OTMEUYEHA JIOKAIU3alusl MyTa-
mnii B reHax KCNH2 n KCNE2, OTBEeTCTBEHHBIX 3a
pazsutue LOQT2, LOQT6 n SQTS (n=10).

9KC XKT/DX

17 (40%) 12 (/28%)
UKL,

16 (37%)

AAT
10 (23%)

Puc. 18. PacmpeneneHue oOcaeqoBaHHbBIX ITallIEHTOB
(n=43) B 2007—2008 rr. B 3aBUCUMOCTH OT BBIOPAHHOTO
MeTo/Ia JIeYeHHsI, B TOM YMCJIE BBIKUBIINX ITOCTE KITMHM-
yeckoit cMeptu (n=12).

cMepTh. TakuM ob6pa3oMm, Bce 27 MaMEHTOB C TeHETU-
YeCKHd TOATBEPXKICHHBIMU KaHAJIOMATUSIMMU OBbLIN
MPOOIePUPOBAHEI.

B otmaneHHOM TTOC/ICOTIEPallTMOHHOM TIEPHOAE OT-
MEUYEHO CTaTHCTUYECKM 3HAYMMOE CHIDKEHME YKca Ta-
pokcuszMoB KT Ha (oHe HU3Monornyeckoro pexmma
CTUMYJIALIMU C TIOBBILLIEHHOM YaCTOTOM CEpAEYHBIX CO-
KpallleHUl U mpreMa aHTUApUTMUYECKUX MTPEnaparTos.

3. N3yuenne BO3MOKHOCTH HCIIOJIb30BaHHUS
HOBBIX a/ITOPATMOB HEMHBA3UBHOH OLEHKH
(akTOPOB pHCKa
Pa3BHTHS XKHU3HEYIPOKAIONIIX APUTMHII
¥ M3yYeHHe HX IPOrHOCTHIEeCKOH 3HAUNMOCTH

B HIICCX umMm. A. H. bakyneBa PAMH npucranb-
HBIII MTHTEPEeC BBI3BIBAIOT ITPOOJIEMBbI IIOMCKA, BhIACIE-
HUS U aHajan3a WH(POPMATUBHBIX MPEIUKTOPOB IS
MPOTHO3UPOBAHUS KU3HEYTPOXKAIOLINUX KEIYI0YKO-
BBIX apUTMUI Y TTaIIUEHTOB, TEPEHECIINX OIICPAIIIIO
Ha cepaie. B pamkax maHHOTO HampaBJIeHUs MTPOBO-
JTAJICST PSIT UICCIIEIOBAHMIA:

AHHAJIBI APUTMOJIOM N, Ne 4, 2008
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BnepBebie BoisiBIeHHOE yasinHeHre uHTepBaia O—7 Ha OKI

KnumHuko-uHCTpyMeHTaIbHOE 00ce10BaHUE:

1. TiareabHBIN cOOp KIMHUYECKOTO 1 T€HEATOrMYeCKOro aHaMHe3a

2. Peructpauus v ananuz OKI mokos u npu Harpyske B 12 oTBeAeHUSIX

3. CyrouHoe MHOTOKaHabHOEe MoHUTOpUpoBaHue DKI mo Xonrepy

4. PeTpOCIIeKTUBHBIN aHATN3 2JIEKTPOKapINOrpaMM GOJTBHOTO

5. BeisiBiieHue 1 aHanu3 GpakTopoB, CIIOCOOHBIX BbI3BaTh BTOPUYHOE yUIMHEHUE UHTepBaia O—T

4—/’ _\

| CunkonaipHast hopma |

- KT

- HeT ceMeiHOoro
aHamHesa BCC

- ayisTepHauws 3youa 7'

- Q—Tc>440 mc

- @K, ximMHMYecKasi CMepPTh B aHaAMHe3e
- ceMmeitHbIil aHamMHe3 BCC

- anbTepHauus 3youa 7'

- 0—Te>500 mc

- Q—Td yBenuueHa

- CHIKeHBI mapameTpbl BCP - O—Td ysenuueHna

Y Y
MounekynsipHO-TeHeTn4eckuii aHanus reHoB KCNQ1, KCNH?2,
SCN5A, KCNE1, KCNE2

MyTaL[I/Iﬂ HEC BbIABJICHA

| BeccunkonanbHas hopma |

/\

- HET CEMEWHOTro - HET CeMeHOro aHaMHe3a

aHamHesa BCC BCC
- anpTepHauus 3youa 7' - HET IPU3HAaKOB
- Q—Tc>440 mc 3JIEKTPUYECKOI
- Q—Td yBenuueHa HeCTaOMJIbHOCTU MUOKap/a
- Q—Tc<440 mc
Y
MonexynsipHO-TreHeTUYeCKU it Y

ananu3 reHoB KCNQI, KCNH2, HeakTuBHoe HabmoneHNE

SCN5A, KCNE1, KCNE2

MyTarus BbIsIBIIEHA
(okoJ10 70% GOJTBHBIX)

| MyTaLlI/lﬂ HEC BbISIBJICHA |

Y —

Taktuka BeneHus onpeaesieTcs A341V, G306R

TEKYIIUM COCTOSIHUEM 0O0JILHOTO

WK + 6eTa-610KaTOpBI

JAHK-auarnocTuka KpoOBHBIX pOJACTBEHHUKOB OOJIbHOTO, B
TOM Yucjie OECCUMITOMHbIX, ITPU HEOOXOIUMOCTH —
nposeneHue npeHatanbHoi JJHK-nquarHocTiku, moBTOpHOE
MeIMKO-TeHETUIECKOEe KOHCYTBTUPOBAHNE YWIEHOB CEMbU

~G314S
- D85N,TSA

AKTUBHOE
HaOI0IeHNEe

D85N,T8A +
OpanuKapavst

Y

OKC + AAIT

bera-60karopsl +
+ aKTUBHOE HaOJIIOACHME

Puc. 19. AIropuT™M AMarHOCTUKM BIIEPBbIE BBISIBACHHOTO yIIMHEHUS uHTepBaia O— T Ha DK

3.1. HapyireHus cepaeqTHOro puTMa SIBJISIIOTCS He-
OTHEMJIEMBIM 3JIEMEHTOM KJIMHWYECKON KapTUHBI
cepmeuHoil HemoctatouHoctn (CH), ocobeHHO ¥y
oonbHbIX ¢ III 1 IV (pyHKUMOHANBLHBIMU KJIaCCaMMU.
Knunuyeckoe 3HaueHue HapyuieHuii putMma npu CH
paccMmaTpuBaeTcs IJlaBHBIM 00pa3oM Kak (hakTop mpo-
BOKAILIMM BHE3aITHOM CMEPTH y 3THX 00IbHBIX. M3Be-
CTHO, YTO pUCK cMepTH y mauueHToB ¢ CH B 3aBucH-
MOCTH OT TSKECTU 3a0oJieBaHuUs cocTasiseT oT 10 mo
50% B roa. IlpuMmepHO MMOJOBMHA CMEPTE y 3THUX
OOJIBHBIX IMMPOWCXOINUT BHE3AITHO W BhI3BaHA B OCHOB-
HoMm KT, reHepupymomieii GuOPUIISIINAIO KeTya0d-
KoB. KpoMme TOro, apuTMUM paclieHMBAIOT B Ka4eCTBE
HEITOCPEICTBEHHBIX IIPUYNH Pa3BUTHUS WU IIpOrpec-
cupoBaHust CH. B To ke Bpems Takue BOMPOCHI, Kak
KJIMHUYeCKasl 3HAYMMOCTh HapyIIeHWI puTMa, I1aTo-
reHe3, a TakKe JeuyeOHas aHTUapuTMHUUecKasi TaKTUKa
y 6oabHbIX ¢ CH, B KauecTBe eAMHOro 010Ka N3YyYEHBI
HenocTtaTouHo. [ToaToMy OoJbIlIOE BHUMaHUE YOS~
eTCA M3YYCHHUIO HEUPOTYMOPAIBHBIX M CTPYKTYPHO-

(YHKIIMOHAIBHBIX acTICKTOB PEMOIEIUPOBAHUS Cep-
JIEUHO-COCYOUCTOI cucteMbl y 00abHBIX UBC.

B cBs131 ¢ BBITIICN3ITOXKEHHBIM OBUTM WHULIMMPOBA-
HbI HOBbIE METObI U COOTBETCTBYIOLIE MOAU(DUKALIUU
W3BECTHBIX METOIIOB, ITO3BOJISIONINE TTONIYIUTh (PYHK-
LIMOHAJIbHBIC, aHATOMUYECKME, 37eKTPOGU3N0TIOrNYIe-
CKHe, HeUpOTryMOpaJbHBIC XapaKTEPUCTUKU pPa3JINd-
HBIX 2TarloB 00JIE3HU Y MAlIMEHTOB COOTBETCTBYIOIICH
KaTeTOPHH, BBIICINTH (DAKTOPHI PUCKA Pa3BUTHS XKH3-
HEYTPOKAIOIINX COCTOSTHUI: OMOXMMUYECKUE MapKe-
pbl (YpoBeHb HaTpuilypeTudeckux mnentugoB BNP
u proBNP, (pakropsl pocrta u ap.), KOTOPHIE MOTYT CITy-
KIATh BaXKHBIM KPUTEPUEM JTMATHOCTUKU W ITPOTHO3K-
POBaHUS CepIACUYHON HETOCTAaTOYHOCTH YK€ Ha PaHHHIX
cranusix ee pa3puTtusi. BNP obianaer BbBICOKMMU MoKa-
3aTeJISIMA YYBCTBUTEIBHOCTH, CHICIU(PUIHOCTH U TI0-
JIOXKUTEJIbHOM MTPOTHOCTUYECKOM LIEHHOCTU B OTHOIIIE-
Hun xpoHmdeckoit CH, n Xpome Toro, 1mo AWHAMUKE
KOHIIGHTpAllMM JaHHOTO TOPMOHA MOXHO CYIMTh OO
3G GEKTUBHOCTH TIPOBOAUMOTO JICUCHUS.
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B Hacrosiee BpeMsl TIPOBOAMTCSI MCCIIEAOBaHUE
BIMSTHUS OTIepaliii peBacKyIsIpu3allii MUoOKapaa Ha
CTPYKTYPHO-(YHKIMOHATbHbIE U HEHPOTyMOpabHbIC
ACTIEKTHl PEMOEIMPOBAHUST CEPACTYHO-COCYIUCTOMN
CUCTEMBI Y OOJbHBIX UILIEMUYECKOI OOJIE3HBIO Cepli-
11a, OCJIO)KHEHHOW XpOHWYECKOU CepIeYHON HeT0CcTa-
touHocThio [—IV ®K. B yacTHocTH, N3y4aroTcs: B3au-
MOCBSI3b  MOpP(hOGMYHKIIMOHAIBHEIX  ITapaMeTpoOB
CEPIACYHO-COCYAUCTOM CUCTEMBI M IOKa3aTeJIeu Hel-
poropMoHoB KpoBU y 607bHbIX MUBC 1 xpoHuvyeckoi
CH; nuHamMuKa CTpyKTypHO-(GYHKIIMOHAIBHBIX TTOKa-
3aTesiell CepAeYHO-COCYIUCTOM CHCTeMbl W YPOBHS
HEHPOTrOPMOHOB KPOBU B paHHUE W OTHAJICHHBIC CPO-
KM TIOCJIe omepalyu peBacKy/spu3allid MUoKapaa y
TAHHOU KaTeTOpWH MAIllMeHTOB; CBsI3b YpoBHS C-pe-
aKTMBHOTO Oeika ¢ M3MeHeHueM MOpP(hOGYHKIINO-
HaJIBHBIX TIOKAa3aTesieil cep/ilia U COCyIIOB, C OTpeesie-
HUEM ero JAWHAMUKU B OTHaJCHHBIC I1€PUOIbI
oTiepaly peBacKyJIIpu3aliuy MUOKapa y OOJIbHBIX ¢
MNBC u XCH; ueHHOCTh MeTOA TKAaHEBOI JOTILIEP-
OxoKI' B olieHKe CUCTOIMYECKON U IUaCTOJUYECKO
(yHKILIMIA JIEBOTO M TIPABOTO KEJyIO0YKOB B JTaHHOI
TpyIIIe OOJBHBIX; TOKA3aTeIM BEreTATUBHOM peTyIisi-
MU CepAla y JaHHOW KaTeropuu OOJIbHbIX, BbISIBIIS-
€TCSI MX CBSI3b CO CTPYKTYPHO-(PYHKIIMOHAJIBHBIMU T1a-
paMeTpaMH  CEepIeIHO-COCYIUCTOM CHCTeMBI U
HelporyMopajabHbIMU TTOKa3aTesIMU 10 U TTOCJIe OIle-
palmy peBacKyIsIpu3aluy Muokapaa. OMHUM 13 Ha-
0oJiee TEPCMEKTUBHBIX METOAOB ITPOrHO3MPOBAHUS
KM3HEYTPOXKAIOIINX COCTOSTHUM — MH(apKTa MUOKap-
na (MM) (MACE) aBasietcs onpenesieHue ypOBHS MU-
enonepokcunassl (MPO), KoTopslil B psie ciydyaeB
SABIISIETCS OoJiee CrieliM(UIHBIM MapKepoM, 4YeM ypo-
BeHb TponioHuHa-I (puc. 20, Tabn. 3).

B pexomenmanmsix AHA/ACC/HRS crpatnduka-
ur (haKTOPOB PUCKA JKMU3HEYTPOKAIOIINX COCTOSTHII
OoTMeYeHO cieayoiiee: «Ha cerogHsHui 1eHb B K-
HUYECKOW MPaKTUKE HE CYLIECTBYET OINTUMAaJbHOMN
KOMOMHAIIUM PUCK-CTPATU(PUIINPYIONINX TECTOB IUIS
BCC»; «HeoOxomuma paszpaboTKa, TeCTUpOBaHUE U
KJIMHUYEeCKOoe MMpUMeHeHNe (aKTOPOB prUCKa (TCHETH-
YyecKue, r'yMopajibHbIe, CEPOJIOTUYECKUE U T. 1.) Y JII0-
neii ¢ @B > 35—40%, Tak Kak 60JIbIIast YacTh MOMYJIs-
1uu norn6aeT o BCC MMeHHO B 3TOI TpymIie Joaeii»
(Goldberg J. et al., Circulation, 2008, oct., 30).

Puc. 20. Ponp ypoBHs mmenonepokcunassl (MPO) B
MPOTHO3UPOBAHUMU pUCKA DPa3BUTUS (HATaJIbHOTO Cep-
neuHo-cocyaucroro cooeitust (MACE)

3.2. NzyyeHne KIMHUYECKOTO CIEKTpa, (hakTopoB
pYUCKa M BO3MOXHOCTEW IMArHOCTUKW HapylIeHUM
pHUTMa IIPOBOIMJIOCH Y AeTeil paHHETO Bo3pacTa B paH-
HHE CPOKU MOCJIE OTepalliy panuKalbHONH KOPPEKIIUN
tetpansl Dammo mg onpeneaeHUs MPaBUILHOM aUa-
THOCTUYECKOM TaKTUKU (Ta0I. 4).

B maHHOM MccllefoBaHWM OBIJIO TTOKa3aHO, 4TO B
OmKaiieM Tepruoae TOocye Oorepaliy paauKaaIbHOMN
KoppeKuu Tetpaasl Pajuio y aeTeit paHHEro Bo3pac-
Ta HamOoJIee YacTO BCTPEUAIOIIMMUCS HapYIICHUSIMU
pUTMa U TIPOBOAMMOCTM SIBJISIIOTCS: KETyIOuyKOBas
SKCTPACHUCTOJNS BBICOKMX TI'pafalliii, yacTas HalKe-
JIyIOUKOBast 9KcTpacuctonus u AB-y3noBast Taxukap-
IS, a TAKKe HETIOTHAs 0JoKama IpaBoif HOXKKHY ITyd-
ka Iuca m mpexomsmas AB-6nokama Il cremenwu.
JloomnepalluOHHBIMA TIPEAUKTOPAMHA BO3HUKHOBCHHUS
HapylLIeHWI1 pUTMa SIBJISTIOTCS: BO3PACT, paBHBIN 18 Mec
wim 0oJiee, M HAIMYKE TTAJUTMATHBHOTO BMEIIATEIbCT-
Ba B aHaMHe3e. HeszaBucumbIMU (haKTOpaMHM pHCKa
Pa3BUTHS KEJTYTOYKOBBIX apUTMUI B OJIKAUIIIIE CPO-
KU TIOCJIe OIepalliyl paguKaJIbHON KOPPEKIIMU TeTpa-
Il Dajuio SIBISIOTCS: pacyeTHoe naBieHue B [12K 60-
nmee 65 MM pr. ct. u KO IIXK 6Goaee 50 wmu;
JIIMTEeIbHOCTh KoMruiekca QRS, paBHas 100 mc wim 60-
Jee, n gucrnepcun Q—T-uHTepBaia, paBHbIe S0 MC WiIn
bosee. HTpaonepallmOHHBIMU PEAUKTOPAMM, aCCOLIM -
HPYIOIIMMUCS C pa3BUTHEM apUTMUI B OJIVDKAMIIIEM T1e-
puo/ie TIocIe OTepaly PAIUKaIbHOI KOPPEKIINY TeTpa-
bl Dao, SBISIOTCS: JUIATEIBHOCTh MCKYCCTBEHHOTO

Tabnauua 3

Puck passutus ¢aragapHoro cepaeqno-cocyauctoro coosirusi (CCC)
(Mewese M. C. et al., JACC, 2007, vol. 50, p. 159—165)

Yuciio HemMarHoCTUPOBAaHHBIX cTy4aeB (% OT IPYIIITbI)

Tect

30 aneit (CCC) MACE

60 aneit (CCC) MACE

Troponin (oTpuLIATEIbHbBIIA)
MPO (otpuuaTenabHbIit)
Troponin + MPO (oTpuuaTteabHblii)

63/(11,3%)/%0.8
4/(10,7%)/91,1
2/(0,4%)/94,6

75/(13,4%)/77,1
5/(10,9%)/88.9
3/(0,5%)/91,9
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Tabnuua 4

IIporHocTuyeckue (hakToOpbl PA3BUTUS HAPYLIEHUI pUTMA Cepala Y AeTeil pAHHEro BO3pacTa
B PaHHUE CPOKH MOCJIe PATUKAJIbHON Koppekuu TeTpansl Daio

HeszaBucumblie (hakTopbl prucKa pa3BUTHS

L K VLUEHT per 12078
JKEJTYIOYKOBBIX apUTMUIiA 0o duument perpeccun ()

YpoBeHb 3HAYMMOCTH (p)

K0 X -0,0047 0,045
Pacuetnoe P B ITK 0,046 0,034
JnutensHocTb QRS 0,28 0,021
Hucnepcust Q—T -1,35 0,017
JnurenbHocts MK 0,0027 0,0027
JUTEbHOCTD MepeKaTsl aOPThI 0,00012 0,0014

KpoBooOpaleHus oosiee 90 MUH U BpeMsl IepexaTust
aopTel 6osee 50 MUH.

3.3. OueHka xapakTepa U NMPeAUKTOPOB Hapylle-
HUI pUTMa ceplla B paHHUE CPOKM IIOCIIe OIepaIlimi
KOPOHAPHOI'O IITYHTUPOBAHUSI B 3aBUCUMOCTU OT Me-
TOJIMKY BHITIOJTHEHUST OTIepalivu (B YCIIOBUSIX UCKYCCT-
BEHHOTO KpOBOOOpallleHWsI WIM Ha paboTarolleM
cepale) ¢ Mesiblo oa0opa MEIMKAMEHTO3HOW aHTH-
APUTMHUYECKOM Tepanuu B MPODMIAKTUKE KETyI0U-
KOBBIX HapyIICHUII pUTMa IMOocje KOPOHAPHOTO IIIyH-
TUPOBAHUS Ha paboTaroIeM cepiaile. B mpoBenecHHOM
HCCIeIOBaHUM ObUIO TTOKa3aHOo, 4TO OO0Ilas 4acToTa
BCTPEUAEMOCTH IIOCJICOIIePAlIMOHHBIX apUTMUNA O-
CTOBEPHO HIXE MOC/Ie MUHUMHBA3UBHOUN peBacKYyJIsi-
puzanuu Muokapna (39%), yem mocie TpanuluoOHHO-
ro kKopoHapHoro inyHtupoBaHus (50%, p=0,032).
XKenynoukoBble apuTMUN Pa3BUBAIOTCSI 3HAUUTETHLHO
pexe rmocjie KOpOHApHOTO ITYHTUPOBAHMS, TIPOBEICH-
Horo 0e3 ucKyccTBeHHOro kpoBooOpamieHus (MK)
(27%), yeM mocje TPAaAULIMOHHOIO KOPOHAPHOTO
myHTupoBanus (37%, p=0,026).

DaxTophl pucKa pa3BUTUS APUTMUI NICHTUIHEI Y
GOJILHBIX, TIEPEHECIIINX KOPOHAPHOE IIYHTUPOBAHUE B
ycinoBusax MK u Ha pabotatoiieMm cepaue. MHTpaone-
pallMOHHBIMU (haKTOpaMU pucKa BO3HUKHOBEHUS
ApUTMHUIL B paHHEM ITOCJICONICPAIIMOHHOM IIEPUOJIE
MPU BBIMIOJIHEHUU KOPOHAPHOT'O ITYHTUPOBAHMUS B yC-
JIOBUSIX MCKYCCTBEHHOTO KPOBOOOpPAIIECHUS CJICIyeT
CUUTATh JUIMTEIbHOCTb UCKYCCTBEHHOT'O KpOBOOOpAILIe-
Hus 6osee 140 MUH U niepexaTust aopThl OoJiee 75 MUH.
DakTophl pUCcKa Pa3BUTUS XKeJIyTOYKOBBIX ADUTMUIL B
paHHUE CPOKM TOCJe KOPOHAPHOTO IIYHTUPOBAHUS:
®B JIZK menee 40%, noctuHbapKTHBIM KapAUOCKIIe-
po3 (ITMKC) (nBa u 6onee UM B aHamMHe3e), MHOTO-
COCYIMCTOE TIOpaXkeHHe KOPOHApHOTO pycia (TpU U
Oosee apTtepuu), yBeaudeHHble 00beMbl JIZK (KCO
6omee 75 mux; KO 6omee 170 m).

[Tocne mpoBeneHUsT KOMILUIEKCHOTO aHalu3a pe-
3yJBTATOB XUPYPIrUISCKOTO JICUCHUSI OOJTBHBIX C CO-
yetaHHoit matosorueit (MbC u XenymoukoBbie
HapylIeHUsI puTMa) ObUT pazpaboTaH aJrOPUTM AUd-
(hepeHLMpPOBaHHOTO MOAX0JA K BBIOOPY MeTOndA He-
MEeJIMKaMEHTO3HOTO JICUeHUsI TaKUX OOJTbHBIX. AJTO-

PUTM OCHOBBIBaeTCsl Ha Haiuuuu ociaoxHeHuit MbC
1 XapaktepucTuku 2KA: i JIOKaIu3alllii apuTMO-
TEHHOTO ovyara M ornpeaejeHus 3J1eKTpohru3noaoruye-
CKMX TapaMeTpOB XKEIYAOUYKOBOI TaxMKapAuU BCEM
MaleHTaM CjenyeT BBIMOJIHSITh MHBA3MBHOE 2JICKT-
podusuonornueckoe ucciaenoBanve. Mutpaonepauu-
OHHOE KapTHPpOBaHUE MO3BOJISIET HauboJIee TOYHO JIO-
KaJu30oBaTh 30HY apuTMuu. [IpM HEBO3MOXHOCTHU
WHAYKIIAY apUTMUHM BO BpEeMsI OTlepalii CAeyeT BbI-
MOJIHITh CTUMYJSILUMOHHOE KapTupoBaHue. OmHO-
STarHask XUPyprudeckasi KOppeKIys odara apuTMHUI 1
peBacKyasipu3alus MUOKapaa y 00JbHBIX C MIIEMUYe-
CKOI1 00JIE3HBIO cepala SIBISIETCS BHICOKOA(h(HEKTUB-
HOI Tpolieaypoii, KoTopasi ooecriedrnBaeT HaleKHbII
aHTUAHTUHAJIBHBIA Y aHTUAPUTMUYCCKUI 3 PEKT co-
OTBETCTBEHHO B 86,4 1 92% ciyuyaeB. Haunyuiuii a¢-
¢dexT mojydyeH Mpu KOMOWMHALIMM M3OJSLMOHHBIX U
NeCTPYKTUBHBIX METOIOB BO3ACUCTBUS Ha oYar apuT-
MUM; Y OOJBHBIX C TMOCTMH(MAPKTHON aHEBPU3MOI
JIK. Jlyqmmii antnaputMudeckuii 9pekT JOCTUTHYT
MpU BBIMOJHEHUM PaCIIMPEHHON 3HAOKApAUaIbHOM
pE3eKUMU, JONOJHEHHOM KPUOMECTPYKIIMEN B 30HAX
HauboJiee paHHel aKTUBU3ALIUU.

IIpy XexymouyKOBOI 3KCTPACUCTOJINU BBICOKHMX
rpagaluii, oOyCJIOBJAEHHON 3JeKTPUUYECKOIl HecTa-
OMJIBHOCTBIO MINEMHM3WUPOBAHHOIO MUOKAapaa B CIIy-
yae OTCYTCTBHUSI aHATOMUYECKOro cybcTpara, omnepa-
U peBaCKYISIPU3aLNU SIBISICTCS €IWHCTBEHHBIM
METOAOM NpOoGUIAKTUKM BHE3aITHOW cepaeuyHoi
cMepTd U cHuxXeHust rpagauuu KO. IlpoBoaumbie
HCCIeNOBaHMS TMO3BOJUIN C(HOPMUPOBATH AUATHOC-
TUYECKUE aJITOPUTMBI JUISI OLIEHKM PUCKa Pa3BUTUSI
KM3HEYTPOXKAIOIMIMX COCTOSTHUN Yy OOJBHBIX, KakK
B3pOCJIbIX, TaK U JETCKOTO BO3pacTa, U B TOM YUCIE Y
OOJIbHBIX C COYETAaHHOI CepaeuyHOll martoyiorueit, a
TakXe MpU MepBUUYHBIX HApYLIEHUSIX PUTMa cepala,
IIJIS TomOopa MalMeHTaM BUIa JIeUeHNS: (papMaKoIo-
TMYECKOTo, CTUMYJISILIMM aHTMO/MUOTeHe3a MeToja-
MU TEHHOU W KJIETOYHOW TEXHOJIOTUN, XUPYPIHU-
YeCKOro, MHTEPBEHIIOHHOTO, B TOM YMCJIe OMBEHT-
PUKYJISIDHOI CTUMYJISILIMM, WX COYETaHUS, a TaKxXKe
JIJTST OLEHKM 9(P(PEKTUBHOCTH U aIeKBaTHOCTH TIPOBE-
JIEHHOTO JIEUeHMUSI.
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Puc. 21. Knunnueckoe npumeHenue MK B Poccuu (Bcero — 364; mepsuunbie — 272 (74,7%); 3amennl — 92 (25,3%);

MHorokamepHsie — 170 (46,7%); PCT-yctpoiictBa — 62)

[MonyyeHHble B paMKax BBIIIIEYKAa3aHHBIX UCCIIE-
JOBAaHWN pe3yJbTaThl IIMPOKO HCIOJb3YIOTCS B
KIuHu4Yeckoil mpakTtuke LleHTpa, pe3ynbraThl ak-
TUBHO OCBEILAIOTCS B HAYYHOU U MpodeccuoHa b-
HOW nuTeparype, oOpMIIEHBI B BUJE MATCHTOB Ha
n300peTeHue, MOJYyYUSIu MpPU3HAHMWE KaK Ha poc-
CUICKMX, TaK M MEXIYHApPOJIHBIX KOH(pEPEHIINUAX U
cbe3nax.

4. PazpaGoTka 1 KIMHAYECKas anmpodanus
HOBBIX aITrOpUTMOB JH(epeHnnarpHo
AMATHOCTHKH HA/[KeJTyJ0YKOBbIX
1 JKeJIy[09YKOBBIX TaXHKap Ui
B uMiTanTHPYeMbIx MK]I

B otneneHuu xupypruueckoro JeueHus Taxuapur-
muii HUCCX um. A. H. bakynesa PAMH nepBuuHo
MK/ ummmanTupoBaavch 228 mamyeHTaM. 3aMeHbI
MK/ B cBsI3U ¢ MCTOLIEeHUEM OaTapei MpoOUu3BOAUINCH
y 92 OGonpHBbIX. OTHajieHHBIC PE3YJIBTaThl OLIEHEHBI
y 219 60mbHBIX (172 My>X4uHBI U 47 KEHIIWH B BO3pa-
cre ot 12 net no 81 roxa, B cpenHem — 49,3+£15,0 ro-
na), ¢ MKJI 11—V nokoneHnuii. MoJioabIx NaliMeHTOB
B Bo3pacTe 110 21 roga 6su10 18. 3a mepuron Habome-
Hus (1—164 mec, B cpenreM 33,5+35,4 Mec) aJ1eKTpo-
Kapauorepanuio nojaydmwin 109 (44,77%) GOJNbHBIX
(puc. 21-24).

Hcropnueckast cripaBka: B 1990 1. BEITTOTHEHA TIep-
Bag B Poccunm mmmmanrtamus MKJ TpaHcTOpakaib-
HbeiM goctynoM (HHCCX um. A. H. bakynesa PAMH,
akaneMuk PAMH JI. A. Bokepus); B 1996 1. — niepBast
B MUpe UMILIaHTalusi MHorokamepHoro MKJI B cy6-

nekropanbHyo nosunmio (HIICCX nmm. A. H. Baky-
nesa PAMH); B 2001 . — nepBasi B MUpe MMILJIaHTa-
st MHorokamepHoro MKJI ¢ BO3MOXHOCTBIO pecHH-
XpoHMU3auuu npeacepauii u xkeaygoukoB (HLCCX
uM. A. H. bakynesa PAMH); B 2005 . — mepBas B Mu-
pe nmrmnanTtanus tpexkamepHoro MKJI Kronos ¢ cuc-
temoii Home Monitoring (HIICCX uMm. A. H. bakyne-
Ba PAMH).

B kauvectBe mepBuuHoil mpodunaktuku MKI]
UMIUIAHTUPOBAIUCH 22 TMallMeHTaM, CPeAu HUX
yeTblpeM — MpoduiakTuyeckoe yctporictso Cardiac
Airbag. B muorokamepusix MKJI 1996 1. Hamu umc-
MoJIb30BaJicsl pa3padboTaHHbI B LleHTpe (3aliuiineH
mateHToM CIIIA, eBponeiicKM ITaTeHTOM) aJITOPUTM
SMART Il auckpuMMHaIMM HAIXKETyTOYKOBBIX U

8% PX

4% MXT+dX

11% lMepBuryHas
npodunaxkTmka
37% MXT

5% MXT+PXK

Puc. 22. KinHuueckasi XxapakTepuCTUKa IallMEHTOB C

VK] (n=219)
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Puc. 23. BeokuBaemoctb nauueHToB ¢ MK/ (n=219) B
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Puc. 24. BerkuBaeMOCTh ITAIIMEHTOB C OMHOKAMEPHBIMU
u MHorokamepHbeiMu K] (n=219)
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Puc. 25. Anmroputm SMART muckpumunanynm H2KT ot KT

KEJTYTIOYKOBBIX TAXUKAPAUIA, YTO TTIO3BOJIMIIO CHU3UTH
YUCJI0 HEMOTUBUPOBAHHBIX paspsimoB ¢ 20 mo 2%
(puc. 25, 26). Y 27 nmanueHTOB ¢ OJOKamoil JeBOM
HOXKM ITydKa [¥ca mpoBoamiack OMBEeHTPUKYJISIpHAS
CTUMYJISIIIS.

3a nepuon HabmoaeHust ymepau 27 (12,3%) veno-
BeK. OCHOBHOI TPUYMHON CMEPTU SIBUJIACh Cepacy-
Hasg HemocTaTouyHOCTh. Cpemusigs @B JIK Bo Bceit
rpyIlne nanueHToB cocraBuia 46,8+15,6%, a cpenu
ymepimx — 32,3+12,9%.

HXT (CT)

HXT

MennenHas KT

5. 3yyenne MexaHH3MOB JUCCHHXPOHUH
JKEIYI0YKOB cepana
y GOJIBHBIX C Cep/ledHO He0CTaTOYHOCTHIO
¥ HapYIIEeHUSAMH IPOBOJMMOCTH
/WM )KH3HEYTPOXKAIOIMIMH apUTMUAMH

Ha ocHoBaHMM TIPOBEIEHHBIX UCCIIENOBAHUI ObLTH
M3y4YEeHbl MEXaHMU3MbI PECUHXPOHM3AIIMM, B TOM YUC/IE
BIIEPBBIE C UCTIOJIL30BAHUEM MaTeMaTUUECKUX MOJIETIei
(bokepus O. JI., Kucnuiuna O. H., JIumyk B. A. u np.)
(puc. 27-30), npeaioXeHbl ONTUMAJIbHBIE METObI
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| 670 mapokcuamoB (250/Mur>YCC>100/MuH

210 KT (65,6%)

Perporpannoe VA niposeneHue
40 (19%)

AV nuccouuanus
170 (81%)

YacTtuuH. VA
22 (10,5%)

1:1 VA
18 (8,5%)

Y

110 HXKT (34,4%)

Y
oI T
19 (17%) 28 (25%)

CTcl:l
63 (58%)

DddekruBHoctsb: 309/320
(96,2%)

1(0,4%)

HeraBI/I)'[I)HaH JUCKPpUMUHALIUA

HCHpaBI/UIbHaH JUCKpUMUHALIA

10 (9%)

Puc. 26. Ananus snekrporpamm MKJI-xoarepa y 65 manmeHToB

50% 6onbHBIX ¢ CH 1 cuctonunyeckoii tucyHKIuei
umeror DB<L35%

30% ortHocstes K [II-1V K
nmo NYHA

30% umerot
QRS>120 mc

To ectb ToNbKO 4,5% manmenToB ¢ CH ceromHst HyxknaroTcst
B PCT (anst PO — 120 ThIc. yenosek!)

Puc. 27. [ToTpeOHOCTh B PECUMHXPOHU3UPYIOLIE Tepa-
nuu (PCT) y GOJbHBIX € CEpJeUHOI HEAOCTATOYHOCTbIO

Puc. 28. PecuHxpoHu3upyollias Tepanus y aereit

e

Puc. 29. TexHuueckue acreKThl peCVIHXpOHH3prIOH.[eI7[ TEparuu Mpu ornepanursgax Ha OTKPbITOM CECPALIC:

a — 10 2 BpeMeHHbIX aJieKTpoa nofaimpanock K [T2K w JIZK, T111; 6 — uamepsiinck napaMmeTpbl BHYyTPUCEPACYHOM TeMOAMHAMUKY MTPU TOMOIIIM

karetepa CBaHa-[aH1a; ¢ — 110 15 MUH TPOBOAMIIOCH 3 BUIAa CTUMYJISIITUU: TIPABOKEITYIOUKOBAsT, JIEBOXKETYTOUKOBas, ONBEHTPUKYJISIPHASI TTPU

TOMOLIY BpeMeHHOTo ctumyJsitopa Osypka

AHHAJIBI APUTMOJIOM N, Ne 4, 2008
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Puc. 30. Metoa MmaTeMaTU4eCKOTO MOACIUPOBAHUA U MOHUTOPUHTA: KPYTOBBIC 1rarpaMMbl COCTOAHUA FrEMOJMHAMUKN

0O0JILHOTO:

a — TIpU NIPABOXKETYIOUKOBOM U 6 — nipu 6uBeHTpUKYJIsipHO crumyssituu (HLICCX um. A. H. bakynesa PAMH, 2008)

3X0KapauorpacduIecKoro ucCciaeaoBaHUs BHYTPU- U
MEXKETYITOUKOBOM MUCCUHXPOHUM UISI OTOOpa
OOJBPHBIX Ha MMIUIAHTAIIMIO PECUHXPOHU3ATOPOB
(puc. 31, 32, tabn. 5). Hanucana moHorpadus mno
COBpPEMEHHBIM acIleKTaM PEeCHMHXPOHU3AILNH CEP-
na (Kysneuon B. A. u ap., TromeHcKuUiT Kapauoio-
TMYeCKUii LIeHTp) U pa3paboTtaHbl Bcepoccuiickue

pexomenmauyu 1 nMmiutantauuu CRT obiiectna-
MU apuUTMOJIOTOB M CEPACYHON HETOCTaTOYHOCTHU
P® (puc. 33). K coxaneHn1o, KOTUIECTBO UMILIAH-
tauuit MKJI Ha 1 maH HaceneHus: B Poccuu He mipe-
BBHIIIIACT 2, B TO BpeMsI Kak B EBpome sTa mudpa
paBHsieTcsa 50, a B CIIHA — 400 Ha 1 MJIH HaceJieHuUs
(Tabi. 6).

Ta6bnuma 5

Pe3ynbraThl pecunxponusupyiomeid Tepanuu (n=38)

MapameTp Jlo MMILTAHTALTII BuseHTpuKysipHast ViyuuieHnue, p (xputepuit
CTUMYISLUS % OT HauYaJIbLHOTO BunkokcoHa)
[Mupuna QRS 139,7+21,5 mc 121,8+14,3 mc 12,8 <0,0001
OB JIK 31,7£7,9% 37,6+6,9% 18,4 <0,0001
MuTpaibHasi peryprutanus 2,710,8 1,910,3 23,4
dp/dt 5584216 MM pr. cT./C 34414214 MM pT. cT./C 33,1
VTI 22,1+6,7 cm 27,3£5,2 cm 23,6 <0,0001
IVMD inter 80+21 mc 31£11 mc 75,2
IVMD inra 120+32 mc 43420 mc 74,4
DK NYHA 3,26+0,83 2,32+0,84 28,8 <0,0001

VV zanepxka: [1K panbiie — 4, JIK panbure — 2, 0 mc — 32. [lepuon HabmoneHus ot 2 1o 49 mec (B cpenrem 13,91+11,6 mec)
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Puc. 31. CuHXxpoHM3a11s CETMEHTOB JIEBOTO XkeJtynouka y 6oibHoro I1., 48 et (Kronos LV-T):

a — 10 UMILIAHTalUK; 6 — TIPU OMBEHTPUKYJISIPHOM CTUMYJISILIA

o Anunson, XT/PX ... BbkusLune
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0,9 -—g

0,8

o7} | B

0,6 i IS —
7
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0,3
0,2
0,1

BbpknBaemocTs ¢ PCT 6e3 KB/, "

KymynaTMBHO-nNponopumoHansHas
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Puc. 32. OtnaneHHast BBLKMBaeMOCTb OOJIbHBIX C PECUMHXPOHM3UPYIOIIEH Teparnueii:

a — BDKMBAeMOCTh 00J1bHBIX 0e3 KB/I; 6 — BokuBaeMocTh 001bHBIX ¢ KB/I

AHHAJIBI APUTMOJIOM N, Ne 4, 2008
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Tab6auma 6

HuTepBeHnmonnas aputmoJorus B Poccuu,
CIIIA u ctpanax EBponbt
(nannbie HA 1 MuH Hacemenns, 2007 r.)

HaumenoBanue | EBporma | CILLIA | Poccust
. P EHE M EHmuH “ Nmranranus 9KC 700 900 151
B PO HA a0 D ST TR
£ PR TR I LS PR Nmruanrauus MK 50 400 2
S0 T P R | B T PUA 200 300 68
AR Trmry ol Lo
PecunxpoHusupytonias 50 250 2
Tepanus (MKI+ (UKOA-CPT—  (UKJ-CPT—
No NPOBEAEHMID +DKC-CPT) ~75%) 290%)
AN IR
T Tl LT e
WOCNEN0EaHWA, EaTETEDHIR
SOANLMA W HMAAIHTELN
A HTHAD DT RESIC KX YOTPOACTE
; L Tabnuma 7

O0ecneyenne MHTEPBEHIIMOHHOM IIOMOIIBIO 0O0JIbHBIX
¢ apurvusavi B Poccnu (Ha 1 M HacesteHmst)

Puc. 33. Pexomengauuu BHOA 1o mpoBeneHuio
KIMHUYECKUX MEKTPODUZNOTOTMUECKUX UCCIeN0-
BaHW, KaTeTepHOI abiallMy ¥ UMIUTAHTAIIMU aH-
TUAPUTMUYECKUX YCTPOICTB

HaumeHoBanue | 2001 | 2007 .
Nwmrmnantanust 9KC, % 21 32
WNmmnantauus MK, % 0,1 1,0
KarerepHas abnauust
aputMuit, % 11 38
KonnuecTBo crierimaabHbIX
LIEHTPOB, OT/AEJICHUI ~ 10 ~ 67
Yucno cepTuduLIMpoOBaHHBIX
CIMELMAIMCTOB (TOKHOE) > 500 (84) > 500 (422)

HeobxonuMo TakxKe OTMETUTh IOJOXHUTEIbHYIO
IWHAMUKY YBEIWYCHUS KOJWYECTBA WMIUIAHTAIIAI
OKC, PYA v nMoaroTroBKM CHeLUATUCTOB-apPUTMOJIO-
roB B nociaegHue S5 ger B UXMA M3uCP Poccuu
(Tadm. 7).

Pazpaboran mnpotokon OxoKI-uccinegoBaHust
OOJIBHBIX C CEPIACYHON HETOCTaTOUHOCTHIO Ha ITPeAMET
BHYTPWZKEITYIOUYKOBOM W MEXSKETYIOYKOBOM TUCCUH-
xpoHun u B 2004 1. Briepsrie B mupe A. 11I. PeBuimBu-
JIA BBIMOJHWI UMITJIAHTALIMIO PECUHXPOHU3UPYIOLIETO
KB/l Lumox HF-T ¢ BO3MOXHOCTBIO OTHAJICHHOI'O
MoHuTopuHra. Pa3paboraH ajaroput™M ONTUMU3ALMU
TapaMeTpOB PECUHXPOHN3UPYIOIINX CUCTEM CTUMYJISI-
1IMY, KOTOPBIi MPOIIeT YCIEITHYI0 KIMHUYECKYIO all-
pobaruto.

BriepBoie B Poccuu BHenpeHa v UCIIONIb3YeTCs CH-
cTteMa aomatirHero Mouutopunra (Home Monitoring,
«Biotronik») nmmiaaTupyembix KB u DKC .

TTpoBeneHbl KITMHUYECKIE UCITBITAHUS HOBEUIIINX
cucteM KBJI 1 DKC oTeuecTBEeHHBIX 3aBOIOB-U3TOTO-
BUTEJICH.

6. Co3manne ycTpoicTB (HOBBIX JHATHOCTHYECKAX
3JIEKTPOJIOB, HAPYKHBIX U HMILTAHTHPYEMBIX
YCTPOMCTB) IS MPeyNpex eHus U TeTeHAs

XKHU3HEYTPOKAIOIHUX apUTMHII cepAua

JanHas npo6yiema, 6e3ycI0BHO, OblJIa CBsI3aHa He
TOJBKO C TIPaBWIHLHBIM BEIOOPOM TMPOAYKIIMU, 3aBO-

J1a-U3roTOBUTEJSI, HO U MPEXIE BCEro C JOCTATOYHbBIM
¢uHaHcupoBaHueM mpoekTa (6onee 400 MaH py0.),
YTO HE OBbLIO ocyliecTBiIeHo. HecMoTps Ha 310 00-
CTOSITETLCTBO, Psii YYaCTHUKOB TMPOEKTa 3a CUET
COOCTBEHHBIX CpeNCTB (3aTpaThbl COCTaBUJIM Oojee
70 MaH py6.) mpoBeau pa3paboTKy U KJIMHUYECKOE
HCIIBITAaHME, a PANE CIydaeB 3aIlyCTUIN B MaIylO Ce-
pHIO HOBBIE OJHOKAMEpPHBIE W JIBYXKaMEpHBIC MM-
mwrantupyeMmbsie OKC (MUM3, JIMT). JlanHble Hay4-
HO-UCClIenoBaTebCKUEe TPYMIbl BMecTe ¢ TOMCKUM
«DIEKTPOITyIbCOM» pa3padoTaly HapyXHBIE OTHO-,
NIBYX- U TpeXKaMepHbIE CTUMYJISITOPbBI, CO31aIU LETYIO
ceputo upecnuieBoaHbix DKC, cucrem s HeMHBa-
3MBHOI'O M MHBAa3MBHOIO 3JIEKTPODU3UOJIOTHISCKOTO
uccnenoanus (puc. 34—41). beuin paspaboTaHbl U
MpeACTaBIeHBl K CEpUITHOMY ITPOU3BOIACTBY Majora-
OapuTHBIE OWTIOJSIPHBIE 3JIEKTPOIBI, B TOM UYHCJIE CO
CTEPOMIHBIM TOKpPBITHEM. BrepBeie B Mupe co3maHa
cucTteMa Uil HeMHBAa3WUBHOM TOYHOIM TOIMMYECKOM U~
arHoctukn (HLICCX um. A. H. bakynesa PAMH),
no3Bosisiioliasi B 3—4 pasa COKpaTUTh BpeMsl MHTEp-
BEHIIMOHHOTO JICYCHUS, a TAKKe CO37aHa IiepBasi Ha-
BUTallMOHHAsl CUCTeMa ISl MTHBa3UBHOTO KapTUpPOBa-
Hust cepaua (puc. 42). IlpoeneHa paszpaboTrka
MEPBBIX MPOrpaMM 1O MYOJUYHO TOCTYITHOM neduo-
punnsguuu (PAD) ¢ komnanueit «Medtronic», B ToM
yucie B lanbHeBocTouHOM OKpyre u Ilepmckoii 06-
smactu. Besme BOIpPOCH yNmUparOTCsS B OTCYTCTBUE
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Puc. 34. HapyskHbIe 3JIeKTPOKAPIUOCTUMYISITOPBI POCCUICKOTO IIPOM3BOICTBA, BBINYIIEHHbBIC B ITOCASIHUE TOIbI:

a — OIHOKAMEpHBIN HApY:KHBIN 3JIEKTPOKAPANOCTUMYJISITOP ¢ (DYHKIIMSIMA WHTPAOTIEPAIMOHHOTO M3MepeHus «DkcaH-01» (pa3paboTunk —
00O «Jlaboparopust MeqUUMHCKOM TeXHUK1» 2003—2005 IT., CTOMMOCTb pa3paboTKu 3,5 MJIH pyo0., UCTOUHUK (DMHAHCUPOBAHUSI — COOCTBEH-
HbIe cpenicTBa, mpousBoautelib: 2005—2008 . — OO0 «JIMT», ¢ 2008 . — HIICCX um. A. H. BakyneBa; 6 — yHUBepCalIbHbBIN JIEKTPOKAPINO-
ctumysitop DnekTponysibe-YDKC (pexumbl paboThl CTUMYJIATOPA: ACMHXPOHHbII, aCUHXPOHHBII TPOrPaMMUPYEMbIii, CAHXPOHHBI MPO-
rpaMMUpYeMBblii, feMaH, ydawmatoumit (1o 1000 umr./MuH)); 6 — HapyxHblii TpexkamepHblii DKC «Coboinb-HM» (11eueHue ocrpopa3BuB-

LIMXCST HApYHIIeHWT pUTMa ¥ TIPOBOAMMOCTH, MTPO(UIAKTHKA TTAPOKCU3MOB (DMOPWILISILIMY TIPEACEPaNii, TpOBeeHNe OUBEHTPUKYISIPHOM

CTUMYJISILIM)

Puc. 35. OteuecTBeHHbI UMIUIAHTUPYEMbIil OTHOKA-
MEpHBI 9aCTOTHO-aJAalTUBHBIM 3JEKTPOKAPINOCTH-
myssitop «JIuanor-SR» (pazpadotuuk — HIICCX um.
A. H. bakynesa PAMH (2005—2007 rr.), CTOUMOCTb
pa3pabotrku — 3,0 MaH pyO.; UCTOYHUK (PUHAHCUPO-
BaHUS — rocOromxeT . MOCKBbBI; MPOU3BOAUTENb —
HICCX um. A. H. bakynesa PAMH).

Puc. 36. OtevyecTBeHHBI 3HIOKAPAUATLHBIA TPOBOI-
anekTpo oumnonsapHbiii TUP-60 ¢ mpoTuBOTpOMOO3HBIM
AHTUBOCIAJIUTEbHBIM MTOKPBITHEM Ha OCHOBE TernapuHa
(paszpaborunk — HIICCX um. A. H. bakynesa PAMH
(2004—2006 rr.), cTouMocTh pazpadboTku — 4,0 MJIH pyo0.,
WCTOYHUK (PMHAHCUPOBAHUST — TOCOIOMKET T. MOCKBHI,
npousBoautesnb — HIICCX um. A. H. bakynesa PAMH)

AHHAJIBI APUTMOJIOM N, Ne 4, 2008
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Puc. 37. OteyecTBeHHas cUCTeMa [JIsI XOJITEPOBCKOTO
MoHutopupoBaHusi DKI

|
———
-

= 1

Puc. 38. JleueOHO-IMArHOCTUYECKUI KOMILICKC IS
MMPOBENEHNSI MHBA3UBHBIX M HEWHBA3MBHBIX DDU
«DJIKAPT-YIIC» (unTepdeiic USB nist cBsizu ¢ Kom-
ITBIOTEPOM, BO3MOXKHOCTDH MCITOJIB30BAHUS MTOPTATUB-
Hbix [1K)

Puc. 39. JleueOHO-IMArHOCTUYECKUIA KOMIUIEKC ISt
MPOBEIEHNI MHBA3UBHBIX I HEWHBA3WBHBIX JIEKTPODH-
3uojornyeckux ucciegopaHuii «DJIKAPT-M, 20M».

MoOWIbHBII KOMIUIEKC Ha OCHOBE HOYTOYKa, NMpeaHa3HaueHHbBIM
IUTS TIPOBEICHMS UPECTIUIIIEBOAHOM Y 9HIOKAPANAIbHON 3JIEKTPO-
KapAMOCTUMYJISIIUU B JTAOOPATOPUSIX 2IEKTPODU3MOTIOTUIECKIX
uccieroBaHui 1 GyHKLMOHAIBHOM TMarHOCTUKU, KapAKOJIoruye-
CKHUX U apUTMOJIOTUYECKUX OTAeNeHUsX. Ero oTin4uTenbHbIe yep-
Tbl: MOOMJIBHOCTD, MaJIblil BEC U KOMIIAKTHOCTh

8

Puc. 40. JleuebHo-nnarHoctnueckuit komruieke «JIKAPT-2» ¢ ¢yHKIMeit HaBuraropa:

a, 0 — cucTemMa HaBUTallMU DHAOKAPAMAIbHBIX 2JIEKTPOJOB, TPEXMEPHOTO aHATOMMYECKOTO MOAEIMPOBAHUS U 3IeKTPpO(U3noIorniec-
Koro kaptupoBaHus; 6 — «OJIKAPT-2» noKyMeHTUpOBaHUE: BbISIBIEHUE 0COObIX Touek — MecT PU-Bo3aeiicTBUS, pyOLIOB, pacnonoxe-

HMUA ITyYKa Tucau . m.



29

= &Y S

Puc. 41. Onukapauanshbiii nectpykTop «RF-50epi». PagnovacToTHast necTpyKuus Myuokapaa 60e3 HapyIIeHHs ero
1IEJIOCTHOCTH MIPY KapAMOXUPYPruuecKUX BMelIaTeJbCTBaxX (MpoBeNeHue MPoleayphl «TaOUPUHT», JiedeHue Guo-
PWUISILUY TIpEACEPANiA, BO3AEHCTBUE HA apUTMOTEHHbBIC 30HBI TIPY UIIEMUYECKUX KETYT0UKOBBIX TAXUKAPIUSIX)

PekoHcTpyKIMs TpeXMEpHBIX MOJIeNieil Topca U cepaia

(HporpaMMHoe obecrieueHue ) |::> MzonoreHumanbHbie KapThl

W30XpoHHast KapTa 1 2J1eKTporpaMma

DnuKaparaabHbie KapThl
TTosepxHocTHOe DKI'-KapTupoBaHue pA p

[.
|

OO0cnenoBaHme maleHTa

R
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|
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il
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240-kananbHass DKIT M3onoTteHuumanbHas
KapTta Ha Topce

Puc. 42. HoBast MmeTonuka HerHBasupHoro DMU cepaua
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KA

AH,

Puc. 43. IlepBuuHas u BropuyHas npodunakruka BCC ¢ ucnons3oBanrem MK/ 1 Hapy>XHOro aBToMaTU4eCKOTO
nedudpunaaropa (AH/)

Ta6onuuma 8

ITyTu u cpeacTBa peajM3aiuu CJIyKO0bl IKCTPEeHHO# aedudpuLIsauu ¢ ucnoan3dopannem AH/T

Pacnonoxenue Ciyk0Obl Tlepconan | IMpeumyinecTBa Henocratku
ABTOMOOUJTb Munuuus — JATC, CrieriuajabHO OmnbiTHas Gpuraa, Bpewms pazmeliieHus u
(9KCTpeHHas ciyk0a)  moxapHble, CKOpast TOATOTOBICHHBII LIMPOKOE pacIipocTpaHEHNE OpraHu3aluu, 3aaepxKKa

TTOMO1Ib TIepcoHal 00BEKTHBHU3MA BO BPEMEHMU MPUOBITHS,
0COOEHHOCTH TOpoIa
Mecra MaccoBoro CraauoHsbl, Ciyx0a oxpaHbl, Bonbinoe ckorieHue Huskuii mpoueHT
CKOIUIEHUs JTI0Aei CynepMapKeThl, TMOATOTOBJIEHHBI e, Heboblast coobiTuii (BCC),
BOK3aJIbl, a9POTOPThI,  repcoHall, 3a7epxKKa 1o BpeMEeHU He CTelnaTn3upoBaHHAas
CaMOJIeThI OUEBUILIBI MpUOBITUS, yyacTHe B ci1yx0a, maHUKa 1 cTpax

srmm3onos BCC

peaHMMaly CrieUaIucToB
u oueuaues BCC

MHorocemeiiHast MHoroataxHble Cryx06a oxpaHbl, CoOBITHSI TPOUCXOISAT Heuacteie npumenenus AH/I,
cucrema noMa, KOHIOMM- MOATOTOBJIEHHBIN B CEMbE, OTNPEIETCHHBIN HU3KUIA POLIEHT COOBITUI
HUYMBI, OTEJIN TepCoHa, YICHbI IepCOHAJI 3aHAT (BCC), reorpacduueckuit
CeMbU peaHuMmaleil, MuHUMalbHas  (akrop
3a7epKKa BO BpeMEHI
OnHoceMeliHast YacTHble 1oMa, YJieHbl CEMbU HemnocpenctBennsiit foctyn,  JIOCTYITHOCTb, JKE€PTBa OIHA,
cucrema KBapTUPBL ceMelHbIN (hakTop OJIMH YE€JIOBEK JUTSI TTPOBEACHUS
AHJI, maHuka

- 10 [] Bpems npumbbitus «cKopoii» (B cpepHem)
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Puc. 45. YacToTa BEKMBAaEMOCTH JO U ITOCJIC BBCACHUSA MpoOrpaMm 1o paHHEMY OKa3aHWIO ITOMOIIHN.

(Ornato J. P. Community experience in treating out-of-hospital cardiac arrest // Akhtar M. Sudden Cardiac Death. Baltimore, Md:

Williams & Wilkins, 1994, p. 450—462)

(bvHaHCUMPOBaHMS U MHUIIMATUBBI Bpayeil B peruo-
Hax (puc. 43—45, tabu. 8). A riiaBHoe, 1JIs pelleHus
MaHHOTO BOIIPOCa HaM HEOOXOIMM 3aKOH O IpaBHU-
JlaX MyOJUYHO JOCTYMHOW AeUOPUIISILIUU U BO3-
MOXHOCTH TPOBEACHUSI peaHMMAaIlNU B ITyOJTMIHBIX
MecTax cBuupetenassmMu snuzonoB BCC. 3akoH moi-
JKeH ObITh 00CYXAeH 1 yTBepXkaeH [ocynapcTBeHHOM
Hymoit P®D, u HajeeMcs, UTO 3TO MIPOU3OMILT B ca-
Moe OJIMKBiiIIIee BpeMsl.

B 3axmmoueHue ere pa3 HEOOXOIMMO MOTYEPKHYTh,
YTO pelIeHUe LEJOro psifia MepeyrcIeHHBIX MpooieM
JIeXUT B obOjlacTh HauboJsiee aKTyaJlbHOrO CeKTopa Jie-
YyeOHOW, HayYHOW U COLIMAIbHON NEesTeIbHOCTH, OIpe-
JIEJICHUST COCTOSTHUS 3I0POBbSI U JeMOTpapUUIeCKUX
npo0GsieM Hallvu B 1ieJoM. Peanuzaiiust ykazaHHOM Mpo-
IpaMMBI TTO3BOJIUT TOCTUYB 1 OIIPEACTICHHOTO SKOHOMU-
yeckoro adeKra 3a cueT CHUXKEHUS JeTaTbHOCTH, UH-
BaJIMIMU3AIMU JCTeH U B3POCIIOTO HACEJICHUSI CTPAHEL.

ITPOEKT 3AK/IIOYEHUA YYEHOI'O COBETA HAYYHOI'O HEHTPA
CEPIEYHO-COCYIHUCTOM XUPYPTUHU um. A. H. BAKYJIEBA PAMH or 27 HOABPA 2008 .

3aciymaB u obcyauB JoKian akanemuka PAMH
JI. A. bokepus, ui.-kopp. PAMH A. IlI. PepuiuBuiu,
y1.-kopp. PAMH E. 3. TonyxoBoit, 1. M. H. B. A. baza-
€Ba O BBIMOJHEHUU MEKBEIOMCTBEHHOU MpOrpaMMbl
PAMH «CoBeplieHCTBOBaHNE METOIOB MPOPUIaAKTH-
KU, TUaTHOCTUKU U JICYECHUS XKU3HEYTPOXKAIOIIMX Ha-
pylieHuii putma cepaua (BHesanHas cepiaeuHas
cMmepTh)» Ha 2005—2008 rr., YueHblii cOBeT KOHCTAaTU-
PYeT, 94TO TI0 OCHOBHBIM HayYHBIM HAIIPABJICHUSIM ITPO-
rpamMma OblIa peajr30BaHa B COOTBETCTBUU C IOCTaB-
JICHHBIMH 3aIadyaMH.

B pa3paboTke OCHOBHBIX HampaBJIeHUI MporpamM-
MBI TIPUHUMAJIM yJacTre 6 BeAyIIUX KapauoJoTndec-
KMX W KapINOXUPYPTUYECKMX IIECHTPOB CTPaHBI
(HICCX um. A. H. bakyiresa PAMH, KHIIK
M3uCP P®, MMA um. . M. CeuenoBa, Tomckuii
HUUNIIK, Menuko-reHetndyeckuit ueHtp PAMH,
HXWA M3uCP PO®), xotopsie pemanu 11 oCHOBHBIX
3a1a4, chopMyIMpoBaHHBIX B heaepaibHOM TporpaM-
Me. JIBa OCHOBHBIX 0JIOKA BOIPOCOB BKJIIOYAIU (DyH-
MaMEHTaJIbHbIE U TIPUKJIAIHbIE MEIUKO-OMOJOrmIec-
KHe WCCIeHOBaHUs, KOTOpPBIE 10 BCEM OCHOBHBIM

acrieKTaM OBbLTH BBITIOJIHEHBI, HECMOTPSI Ha TTpaKTHYeC-
KO€ OTCTYTCTBUE IOCYAapCTBEHHOTO (DMHAHCUPOBAHUS
MmporpaMMbl. BBUTO TMOKa3aHO, YTO OMOXMMHYECKHE
MapKepbl (YpOBeHb HaTPpUHYypEeTUYECKUX IEeNTUIOB
BNP u proBNP, (pakTopbl pocTa 1 ip.) MOTYT CJTY>KUTb
BaXHBIM KpPUTEpPUEM TUATHOCTUKU W MPOTHO3UMPOBa-
HUS CEPICYHOM HeMOCTATOYHOCTH Y>Ke Ha paHHMX CTa-
TIUSIX €€ Pa3BUTHSI, a TAKXKE KPUTEpUEM CTEIICHU BbIpa-
XeHHocTu umeMuu y 6onbHbix MBC; TpexmepHas
axoKapauorpadus SIBISIeTCS] COBPEMEHHBIM METOIOM
VJIBTPA3BYKOBOW BU3yaau3allU cepilla U KOpOoHap-
HBIX apTepUi, BU3YaIN3alMU U TPEXMEPHOU PEKOHCT-
PYKIMU CepAlia, MO3BOJISIONIMM 00jiee TOYHO OLICHUTh
HX COCTOSTHHE 1 (DYHKITNIO; TKaHeBasl JOMILICP-3X0Kap-
norpadust — COBpEeMEHHBIM METOJI OLIEHKW perroHap-
HOI COKPAaTUMOCTM JIEBOTO XeJydouKa, JTUarHOCTUKU
JIMACTOINYECKOU TUCHYHKIINM, TUATHOCTUKU MEXIKe-
JIyIOYKOBOM M BHYTPYIKETYIOYKOBOUM IECUHXPOHWU;
MHOTroKaHajibHoe noBepxHocTHOe DKI'-kapTupoBaHue
W MHOTOKaHaJIbHas MaTrHUTOKapauorpadus — coBpe-
MEHHBIE METOABI OLIEHKM 3JeKTPO(PU3NOIOTUIECKOTO
COCTOSIHUSL CepAla U JIOKIU3AalMU MaTOJOTMYeCKUX
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MPOLIECCOB C MCITOIb30BaHUEM KapT pacIipeiesieHus
3JIEKTPUIECKOTO0 ¥ MAaTHUTHOTO TIOJIeil cepara Ha I10-
BEPXHOCTH TeJia.

Ha ocHOBe mpuMeHEHMS METOI0B MOJIEKYJISIPHO-
T€HETUYEeCKOro CKPMHMHIA, BKJIOYAIOIIUMX B cebs
TMOJIMMEPa3HyIO IEITHYI0 peakKIHio, MPSIMOE CEeKBe-
HUPOBaHUE, PECTPUKIIMOHHBIN aHaIWu3, XKUIKOCT-
HYI0O XpomaTtorpadumo, MAeHTUGUIMPYIOTCS MyTa-
IIMA B T€HaX, KOAUPYIOIIUX KapAuadbHbIe MOHHBIC
KaHaibl, npoBoautcs JJHK-guarHoctuka xxXusHeyr-
POXKAIOIIUX KEJIYIOUYKOBBIX apUTMUI, KOTOPBIE MO-
TYT UMETh TeHETUUECKN ACTCPMUHUPOBAHHYIO ITPU-
pony.

YuutbiBas BapuadeJIbHOCTh KIMHUYECKON KapTu-
HBl TEHETWYCCKM ICTCPMUHUPOBAHHBIX KCIYIOIKO-
BBIX apUTMMI, C TTOMOIIBIO METOJOB T'€HETUYECKOTo
KapTUPOBAHUSI MOXHO OCYILIECTBUTh BepUDUKALIUIO
HeOJaroNMpUsITHBIX TEHETUYECKUX COCTOSIHUI, acco-
LIMAPOBAHHBIX C BEHICOKMM PHCKOM Pa3BUTHS BHE3all-
HOI CEpIeYHOM CMEPTHU.

Ha maHHBIIT MOMEHT BpeMEHHU ITOJIydYeHBI JaHHEIC
o ToM, yto Mytauus A341V B rene KCNQI, oTBeTCT-
BeHHOM 3a LQTI, a Takke Hauuue dosiee YeM OJHOI
MyTallu B OTBETCTBEHHBIX T€HaX, HCTCPMUHUPYIOT
3JI0KaYeCTBEHHOE MEIMKaMEHTO3HO-PE3UCTEHTHOE
TE€UCHHNE W BHICOKMU PUCK Pa3BUTHS BHE3aITHOM cep-
NIEYHOI CMEpTH, YTO MO3BOJSIET XapaKTepu30BaTh
JMaHHBIC TEHETUYECKNE MapKephl KaK IMMPOTHOCTUYEC-
KM HeOJarompusiTHbe, B cllydae HaJu4yusl KOTOPBIX
noka3zaHa umiantauuss UK. Myrauuu F2004L B
reHe KCNEI n T8A B rene KCNE2 0o0ycnoBIuBaioT
JIEKapCTBEHHO-MHIYIIMPOBAHHYIO MaHU(eCTaIuIo
3a00yieBaHUsI 1M TIPOTHOCTUYECKU XapaKTepHU3YIOTCS
KaK OTHOCHUTEJIBHO OJIaronpHsITHBIE TeHETHMYECKUE
Mapkepsbl, 4To TpedbyeT umruiantaun DKC B pusno-
JIOTUYECKOM pEXMME CTUMYJISIIAKA C TIOBBIIIEHHOMN
YaCcTOTON U aHTUAPUTMUUYECKOU Teparmu.

bruta coznana 250-kaHanbHasi cucTeMa IJisl TOY-
Hou HemHBa3uBHOU nuarHoctuku HXKT u KT u mo-
CJICMYIOLIETO UX PaAMKaIbHOTO JIGYSHMS, MU HauaThl ee
TepBbIe KITMHUICCKIE UCCIICIOBAHMSI.

[Tonydensl 6 MexkmyHapoaHbix mateHTOB (EBporia,
CIIA), npuHATH 3 3asiBKU Ha MEXIyHapOoJHbIe Ma-
TeHThl. [IpoBeneHnl Tpu cbhbe3ga apuTmosaoros Poc-
cuu. 3a 3Tu roabl mpoBeneHbl 4 Becepoccuiickue mKo-
JIBI-CEMUHAPBhl ¢ MEXIYHAapOAHBIM ydJacTHEM TII0
KIMHWYIECKOM 3JIEKTPO(PU3NOIOTUN, MHTEPBEHIIMOH -
HOM 1 XupypTrudecKoit apurmosioruu. CepTuduimpo-
BaHbl 240 crneuuaaucToB B 00JIACTU apUTMOJIOTHUM.
WM3maHpl MeToguYecKne peKOMeHIAun, 4 MOHOTpa-
¢uu, u HanmKrcaHo HeckoJbKo r1aB o BCC, Bkitouas
«PyKoBOICTBO 1O HapylIeHHSIM pUTMa Cepaia»
(2008 ) u «PekomeHmanuu 1o nposeaeHuo DPU,
KaTeTepHO# abialuy ¥ UMIUIAHTAINN aHTUAPUTMU-
YeCKMX YCTpoHcTB» (M3maHo coBMecTHO BHOA,
BHOK 1 ACCX, 2005).

Yuenviii coeem nocmanosasem:

1. Omo6puUTh OCHOBHBIC HAIIPaBJICHUS W PE3yJIbTa-
THI pabOThI 6 KAaPAMOXUPYPTUIECKUX U KapaAUOJIOrude-
ckux 1eHTpoB ctpadsl 1 XA M3uCP P® 1o mpo-
rpaMMe MpPEeayNnpeXIeHUsI BHE3AIIHOW CEPIECYHOU
CMepTH.

2. [IpoBoauMBbIe MCClIeTOBaHUS MTO3BOJIUAN Chop-
MHPOBaTh TUATHOCTHYECKNE aJITOPUTMBI JUISI OLICHKH
pUcKa pa3BUTHUSI XKU3HEYTPOXKAIOIINX COCTOSHUI Yy
0OJIbHBIX, KaK B3pOCJIbIX, TaK W AETCKOTO BO3pacTa, u
B TOM 4ucJie Y OOJbHBIX C COUETAaHHOI cepaeyHOol ma-
TOJIOTHEH, a TAaKXKe ITPU TIEPBUYHBIX HAPYIIIEHUSIX PUT-
Ma cepnma, Ui Tombopa TarMeHTaM BUAa JICUCHUS:
¢apMaKkoI0rnyecKoro, CTUMYJISILIMU aHTMO/MUOTeHe-
3a METOJIaMUW T€HHOW M KJIETOYHOW TEXHOJIOTUM, XU-
PYPrMYe€CKOro, MHTEPBEHLIMOHHOTO, B TOM 4uc/ie Ou-
BCHTPUKYJISIDHON CTUMYJISIIMU, WX COYETaHUS, a
TakxXe IJi OUeHKU 3(PPEKTUBHOCTU U aleKBAaTHOCTU
TPOBEIEHHOTO JIEUeHUSI.

3. UccnenmoBanus B 06gacTu cTpaTuduKaimy dhak-
TopoB pucka BCC mokaszanu, 4To TOJIbKO KOMOWHA-
IMs ToKaszaTeJeil — BapuaOeIbHOCTU CEPACYHOTO
puTtMa, (ppakliMy BEIOpOCa JEBOro Xelayaouka, Typoy-
nentHoctn CP, anprepHanust 7-BONHBI Yy OOJTBHBIX U
yBeqmueHue MHtepBaia Q—7T, TOBEPXHOCTHOTO Kap-
THUPOBAHMUS, HAPSILy ¢ WHBAa3UBHBIMM METONAMM HC-
clieloBaHUsI OCTalOTCSl Haubosiee MUArHOCTUYECKU
3HAYUMBIMU KPUTEPUSIMU B OIICHKE pHUCKa Pa3BUTHUS
BCC.

4. Pazpaboransl 2 GhEeKTUBHBIE METOIBI TUATHOC-
TUKU U JieueHus (BKirovasa umriantauuio MKJ) npu
KM3HEYTPOXKAIOIINX BPOXICHHBIX KaHAJIOMATHSIX
(cYQT, cunapom bpyrama u n1p.) 1 onpenaeaeHbl aaro-
PUTMBI JICUCHUSI TPYIIIHI MTallMeHTOB ¢ MHOXECTBEH-
HBIMU MyTallMsIMU B TeHaX. M3maHbl MeTommyecKue
PEKOMEHIAINY JUTSI KapIMOJIOTOB, IeIMaTpOB, HEOHA-
TOJIOTOB I apUTMOJIOTOB.

5. Pa3paboTaHbl U BHEAPEHbI B LIUPOKYIO KIUHU-
YeCKYIO MPAKTUKY aaIropuTMbl fMckpumuHanmu H2KT
n KT (Smart), KoTopble YCMELIHO MCIOJb3YIOTCS B
MMITIAHTUPYEMBIX MHOTOKaMEPHEIX Ie(HOpIIIISTO-
pax. Ha maHHbIE aarOpUTMBI MOJYYSHO ABa MEXIyHa-
ponnbix mateHta (CLIA u eBponeiickuii).

6. B cxeme JieueHMs IOCIIEOIEPALIMOHHBIX 0O0JIb-
HBIX BIIEPBEIC MCITOJIb30BaHa OMBEHTPUKY/ISIPHAST CTU -
MYJISILMST cepilia B KOMOMHALIMK ¢ MaTeMaTUYeCKUM
MOJIEJIMPOBAaHUEM U OIpe/eieHUEeM TOKa3aHWil s
HCITOJTb30BaHUSI METOOUKHM ITOCJIC OIlepalliyd Ha OT-
KPBITOM Cep/le Y OOJIBHBIX C MHTPAa- U MEXKETyI04 -
KOBOI TMCCUHXPOHHUEM.

7. OTeuecTBEHHbIMU TIPOU3BOAUTEIIMU pa3pado-
TaHBI ¥ TIPOIUIN KIMHNYECKUE UCTIBITAHUS TIPUOOPHI,
YacTh U3 KOTOPBIX YK€ HAXOAUTCSI B CEpPUIAHOM MPOU3-
BOJICTBe. B wacTHOCTH, pa3paboTaHbl IHAOKAPIUAITH-
HbIE OUMOJIIPHBIE MMIUIAHTUPYEMbIE 3JEKTPOABI CO
CTEPOMAHBIM ITOKPHEITHEM; MHOrokamepHble DKC ¢
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TejaemMeTpueii; HapyxxHble DKC, BkI0o4as TpexkaMep-
HbIIT; MasiorabaputHbie cucteMbl DD, B ToM uncie n
C HaBUTallMel; pa3paboTaH U MOXET ObITh 3aMylIeH B
cepuitHOe TTPOU3BOICTBO TIEPBBII HAPYKHBIIT aBTOMA-
Tryeckuit nepudpumnstop ABI-111.

8. PazpaboTKka 0Te4eCTBEHHOTO UMILTAHTUPYEMOTO
MK]I He Obl1a peann3oBaHa Ha JAaHHOM JTarle, TaK Xe
Kak Mporpamma «ImyojJn4yHo JOCTYMHOU nedudpusis-
mun» (ITIJ1), Tak KaKk He OCYIIEeCTBWIOCH (DMHAHCH-
poBaHue T1aHHOTO MpoekTa Boob1e (240 MJIH pyoOJeii).

9. lns pewenust Boripoca I'J1/] HeoOxoqumo npu-
aatue TocymapcrBerHol JlymMoit 3aKoHa O IIpoBeAcHUHN
peaHUMAaIIMOHHBIX MeponpusaTuii u 1P, B TOM 4ucie
BOJIOHTEPAaMU BO BHEOOJBHUYHBIX YCJIOBUSIX, MHAYE
peanusoBaTh niporpammy TT/1J1 OymeT HEBO3MOXKHO.

10. Bynet nponoskeHa padora 1o cozgaHuto Peru-
cTpa OOJBHBIX C KU3HEYTPOKAIOIIUMU apUTMUSIMU U
daxropamu pucka BCC, mjist yero B KapThl U aHKETbI
yueta LIXUA M3uCP P® OyayTt 10TIOJIHUTEILHO BHE-
CEHBI COOTBETCTBYIOIINE Pa3ebl OTYETHOCTH.
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COBPEMEHHBIE IIOJIXO/IbI K IEYEHUIO
AHOMAJINY 3BIITEMHA, COUYETAIOIIENCA C HAPYIIEHUAMU

PUTMA CEPJIIIA

JI. A. boxepua*, b. H. Cabupos

Hay4HbIli LEeHTP cepaeyHOo-cocyamcTom xmpyprun um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, MockBa

Ilposeden ananusz bauxcatimux u OmoaseHHbIX Pe3yAbMAamos 00HOMOMEHMHOU KOPPeKUUU HapyueHu
pumma cepoya u aHomMaiuu Iouwmetina 8 ycao8usax UCKyccmeernHo2o kposoodpauwerus (114 cayuaes),
a makice 3aKpbvimo2o Memooa ycmpauneHus 00NOAHUMENbHbIX NPpedcepOHO-Jiceny00UK08bIX COeOUHEeHUL
¢ nomoubto ux paduoyacmomuou adarayuu (PYA) é kauemcee nepeoeo smana neveHus Co4emaHHoll
namoanoeuu (30 cayuaes). Ha ocnosanuu 3moeo anasuza mvl NpUWAU K 861600y 0 MOM, 40O 0OHOMO-
MEHMHAS KOPPeKUUsl COYeMAHHOU NAMOA0UU NOKA3AHA NPU UCXOOHOU MANCECMU COCMOSAHUSL NAUUCH -
MO06 U pucke GblNOJAHEHUs 3AKPbIMO020 eMeuiamenscmeda. B mex cayuasx, Koeda nezameonumensHoi
KOppeKyuu nopoka He mpebyemcs, nepguim 3manom caedyem gvinoansame PYA apummoeennoeo cybem-

pama.

Karueeswvie crosa: epoxcoennvie nopoku cepoua, anomanus Dowmeiina, apummuu cepoya, paouovac-

momHas abaayus.

We analyzed the immediate and long-term results of single-stage correction for cardiac rhythm distur-
bances and Ebstein abnormality using cardiopulmonary bypass (114 cases) and results of closed method of
additional atrio-ventricular junction removal using radio-frequency ablation (RFA) as the first treatment
stage of concomitant pathology (30 cases). Basing on this analysis we concluded that single-stage correc-
tion of concomitant pathology is indicated for initial severe patient condition and when there is a risk asso-
ciated with closed intervention. When immediate correction is not required, first stage should be arrhyth-

mogenic substrate RFA.

Keywords: inborn heart defects, Ebstein abnormality, cardiac arrhythmia, radio-frequency ablation.
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