OPUT'MHAJIBHBIE UCCJIEJOBAHUSA

JBAJUATUJIETHUE UTOI' UCCJIEJIOBAHUM B OBJIACTHU
APUTMOJIOT'TA
B.A. lllynsman
KpacHosipckast rocyapcTBeHHasI MEAUITUHCKAS aKaJeMus,
pektop — A.M.H., ipod. U. I1. ApTroxos; kadenpa BHyTpeHHHX O60me3nei Nel,

3aB. — JI.M.H., ipod. B.A. lllyneman

Peztome. Ha npomsicenuu 6onee 20 nem compyoHuku kagheopvl 8HYmMpeHHUX
oonesnert Ne 1 Kpachospckoii eocy0apcmeerHOU MeOUYUHCKOU —aKaoemuu
nposoosm ucciredosanus 6 obnacmu apummonozauu. B 80-e 20061 naubonvuee
BHUMAHUE ObLIO YOEeNeHO U3YUEeHUI0 NAmoaocuu cunycogozo yia. C amotl yenvio
enepsvie 8 Poccuu Ovin 6HeOpeH memoo upecnuuye800HOU CMUMYIAYUU JIeB020
npeocepousi. CosepuleHcmao8anuc mMemoovl OUACHOCMUKU CUHOPOMA Caabocmu
cunycogoeo y3ia (CCCY), pazpabomana ezco xnaccuguxayus. B 90-e 200vi
noopoono usyuena eceneanocusi CCCY. Bnepgvie yenyOleHHO UCCIe008aHb
ocobennocmu meuenusi ocmpozco CCCY npu ungapxkme muoxapoa. Iloxazano,
umo CCCY He omscowaem npocHo3 uH@apkma Muokapoda, a CUHYCOB8As.
Opaouxapous okazvléaem 3auWumHyr0 poib Npu SMom 3a0071e8aHUU.

B nocneonue 200w kagheopa vinonnsiem uccie0o8anus 2eHeanou U 2eHemuKy
opyeux  cepoeunvlx  apummuu. B uyacmnocmu  uzyuen  nonumopguszm
aneuomensunnpespawarouieco eeia (AIIP) npu ampuo-eeHmpuKyIsAPHLIX U
BHYMPUIICETYOOUKOBLIX — DIIOKAOAX, OOHAPYICEHO HapyuleHue HyKIeomuoHoU
nociredosamenvhocmu  mumoxounopuanvrou JHK y 6onvHblx ¢ HapyuweHusmu
sHympucepoeunot nposooumocmu. Coemecmuo ¢ HUHU mepanuu CO PAMH
U3yueH noauMop@usm 2cena bema-aopeHopeyenmopos y 00JIbHbIX ¢ pubpuLIIyuel
npeocepouil, NOKA3aHO, YMoO ONnpeodeieHHble NOAUMOPPUIMbBL IMO20 2eHA MO2Ym
CYHCUMb  NPOSHOCMUYECKUMU — MAPKEPAMU  803HUKHOBEHUs  (uOpuiiayuu

npeocepouil.



Knioueevie cnosa: napywenus: cepoeuHozo pumma U CUHOPOM crabocmu
CUHYC08020 V314, PuOpULIAYUSL NPeocepOull, 2eHemUKa apummull.

Hapymienuss puTtmMa U TOPOBOJUMOCTH SIBJISIOTCS HamOoJiee CIOXHBIM U
HAaVMEHEE H3YyYECHHBIM Pa3[ejoM KapAHOJOTHH. MexAay TeM, 3TO HE TOJbKO
BECbMa pACHPOCTPAHECHHAs MAaTOJIOTUS, HO W BAaXHEWUIIMM MEXaHU3M CMEpPTH
MHOTHX OOJIbHBIX. EJKerogHO BHE3aIlHas apuUTMHUYECKas CMEPTh HACTUTAEeT Oojiee
100000 poccusiH. B cBs3u ¢ 9TUM pasznudHbie MPOOJIEMbI APUTMOJIOTHH CTaln
OCHOBHBIM HAallpaBJICHUEM UCCIEAOBAHUM Hamie kadeapbl Ha TPOTSHKEHUU
nocneaaux 20 ner.

B 80-e roasl Hambosblee BHUMAaHHE ObLIO YIEICHO HM3YyYEHHUIO MATOJIOTHH
cunycoBoro y3na (CY) cepana. 91o ObU10 00YCIOBICHO Pa3IMYHBIMU TPUYHMHAMMU.
[Ipobiema Tak Ha3pIBaeMOTo cuHApoMa ciaboctu cuHycoBoro ysma (CCCY)
TOJIbKO 00O3HayeHa. DTOT CUHAPOM OKa3ajCs «IMOBUHHBIM» B BO3HUKHOBEHUU
MHOTMX apUTMUKA U BHE3AIHOW cMepTH. lIpencTosyo pemmnts MHOrO BOIPOCOB,
CBS3aHHBIX C OTOM MATOJIOTHEH, KOTOpbIE B TO BpeMs ObUIA €IIe JaJeKH OT
paspemienusi. Kpome TOro, MMEHHO B TOT NEPUOJ TMOSBWICS HOBBIM METON
UCCIIEIOBAHUS, KOTOPBI BIOCJIEACTBUU CTal «30JIOTBIM CTaHAApPTOM» B
nuarHoctuke CCCY — MeTo 4pecnuieBOAHON CTUMYIISIIUN JIEBOTO MPECEepaus
(UIICJIT). B nameit knuHuke BrOepBbie B Poccuu ObUT BHEAPEH 3TOT METO]
JMarHOCTUKM, a B IOCIEAYIOUIEM M JICUCHUs apuTMUW. B nanpHenMmeM MeTox
UIICJIII Obl1 BHEAPEH HaMU B pasiuyHble yupexaeHus KpacHosipckoro kpas u
naneko 3a ero npexaenamu (Tomck, HoBocuOupck u ap.). B teuenue 80-x royos
HaMH COBEPLIEHCTBOBAJIACH muarHoctuka ~ CCCY,  paspabarbiBaiuch
JUArHOCTUYECKUM aJTOpUTM U JMArHOCTUYECKHE HOPMATHUBBI, KOTOPBHIE B
HACTOsIIEe BpeMsl MIMPOKO Hcrolib3ytoTrcs B Poccun u B crpanax CHI. Co3nana
knaccupuxamuss CCCY. N3yueHbl pa3inyHble BapUaHTHI 3TOTO CHHIPOMA U €ro
nporHo3. Pe3ymbrarel 3TOM pabOTH OBUTH B MOCIEAYIOIMIEM OOOOIICHBI HaMH B
uznannoit B C-IlerepOypre monorpadun «Cungpom ci1aboCTH CHHYCOBOTO Y3J1ay,

€MHCTBEHHOM MOKa PYCCKOS3BIUHON MOHOTpaduU HA ATy TEMY.



Msoro Baumanus 6s010 yaeneHno uzydenuto stuonorun CCCY. Brepssie ObL10
nmokazaHo, 4ro He wMeHee ueM Yy 1/3 OompHbix CCCY reHeTu4ecKu
JNETEPMUHUPOBAH U TMpPOSBIsSET cedsd KaK CaMOCTOSTENbHOE 3a00JieBaHUE, HE
CBSI3aHHOE C KaKOW-TMOO IPYrol maToJoruel CepAeHYHO-COCYTUCTON CHCTEMBI.
Bnepseie Oblmu  u3yueHbl 3akoHoMmepHocTH HaciuenoBanuss CCCY (C. IO.
Huxkynuna). Ota pabora npoBoaunack coBMecTHo ¢ HUM MequuuHCKON reHeTHKU
THIL PAMH P® (akanemuk PAMH. B. I1. I1y3sipeB).

Brnepsoie Obuin pa3zpaboranbl Takxke ¢eHotunuueckue npeaukropsl CCCY y
POACTBEHHHKOB O0/bHBIX. B kauecTBe Moaenu (eHOTUIAa ObUT B3SIT COMATOTHII.
DTOT pazzen paboThl BbINOIHEH coBMecTHO ¢ nipod. B. I'. HukonaeBbim. XoTenock
Obl TpU OSTOM TOAYEPKHYTh, YTO MBI pacCMaTPUBAEM COMATOTUIl Kak
beHOTUIMYECKUI MPEUKTOP U3ydaeMbIX 3a00JIEBaHUN B CEMbsX OOJBHBIX, a HE B
NOMYJISIIUM B LEJOM. Takoil NOAXOJ TO3BOJSET pEabHO IPOrHO3UPOBATH
BO3HUKHOBEHUE W Pa3BUTUE T'€HETUYECKHU JIETEPMEHUPOBAHHBIX 3a00JIEBaHUU U
COOTBETCTBEHHO pPEILIATh BOMPOCHI paHHEN JUArHOCTUKH.

VYcranoBneno BiausiHue noisia Ha 3aboseBaemocth CCCY. OO 3TOM yKa3bIBaeT
TO, YTO CPEAM HAIIUX MPOOAHJOB U OOJBHBIX POJICTBEHHHKOB TOYTH JBE TPETHU
Obut  keHIIUHbL. Manudecrauus mnepsuuHoro CCCY wuMmena OTYETIMBO
BBIPQXEHHYIO BO3PACTHYIO 3aBUCUMOCTh. O0 3TOM CBHAETENBCTBYET TOT (DAKT, UTO
oyt /4 npobGannos ¢ nepeuarsiM CCCY (72,7%) 6butu crapure 50 ner. Cpeau
poacTBeHUKOB nopaxenue CY oOHapykuBajioch B 0osiee MoyiooM Bo3pacte. Ho
3TO OBbUI, KaK MPAaBUIIO, KOMIIEHCUPOBaHHbIN niu JdateHTHbId CCCY, T. €. BapuaHT
0e3 KIuHu4YecKoi MaHupecTanuu 3a0071eBaHuU.

Hapsiny ¢ renernuecku nerepMmeHrpoBaHHbIM XpoHuueckuM CCCY, Hamu ObutH
U3y4eHbl OCOOCHHOCTHM TEYEeHHS W TporHo3a octpo Bo3Hukaromero CCCY vy
o6onbHBIX MHGapkTOM Muokapaa (MM). Hakornen HanGosbIvii B MUpe MaTepura
1o aTomy Bompocy. Hecmorps Ha Tsxensie nposiBiaenus CCCY B octpoM nepuojie
uH(papkTa MUOKapAa (IUIMTEIbHbIE MEPUOAbl ACUCTOJIWH, APUTMHUUYECKHM IIOK)
nporHo3 OonbHbIX UM ¢ CCCY Obul OTHOCHUTEIBHO XOpOIIMM. JIeTanbHOCTH

coctaBwia 5% u ObUIa BOBOE HIDKE JeTadbHOCTH OonpHBEIX UM 06e3 CCCY



(10,3%). Knunwmueckue u snekrpokapauorpadpuueckue nposisnerus CCCY vy
MOJIOBUHBI OOJBHBIX UCYE3NH Yyxe B mojpoctpoM mepuone UM. YUepes onun ron
HaOMIOJIeHUsT  KIMHUKO-3JIeKTpokapauorpadpuueckue  nposisienuss  CCCY
COXPaHSUIUCH JIUIIB y 1/3, BBDKUBIINX OOJBHBIX.

Urtak, Bropuunbii CCCY, Bo3HMKamOIIMUKA Kak ociiokHeHue WM, B
OOJIBIIMHCTBE CIIy4aeB SIBJSETCS HE CTOMKMM M HE OTArOIIAET IMPOrHO3 JAHHBIX
0oapHBIX. bosiee TOTO, CKIaABIBAIOCH BIIEYATIICHHUE, YTO CUHYCOBas Opagukapaus
(ocnoBHoe mnposieienne CCCY) oxasbiBaeT 3almuTHyro posib npu WM. [lns
IPOBEPKH 3TOT0 MPEANOJIOKEHUS HAMH MPOCIIEKEH NPOrHo3 y 56 0onbHbIX UM ¢
BBIpQKEHHON CHHYCOBOW Opaaukapaueii, He cBs3aHHOU ¢ mopaxkeHueM CVY (Tak
HaszbiBaeMas BereratuBHas auchyukius CY - BJICY). Hu oaun u3 3Tux 00JBHBIX
HE YMEp Ha TOCHUTaJbHOM 3Tame, T. €. TOCIHUTAIbHAs JIETAIBHOCTh CPEOU HHX
okazamack paBHoil 0. CymmMmapHas ToOcCHuTaidbHas JIETAIbHOCTh OOJBHBIX
uHGApPKTOM MHUOKap/Aa ¢ BBIPAKEHHOW CHHYCOBOHW Opaaukapauei (o0bennHeHHas
rpynmna OompHBIXx CCCY u BJICY) okazanace paBHou 2,5%. ['ocnuranphas
JeTaibHOCTh 00bHBIX UM 0€3 cuHycoBO#l Opanukapauu Obula JOCTOBEPHO BBIILIE
(10,3%, P <0,05).

Huskas neranbHOCTh 60JIbHBIX MIM ¢ BBIpa)k€HHOW CHHYCOBOHM Opaaukapauei
JlaJI0 HaM OCHOBAaHME MPEIOJIOKUTh 3alUTHYIO POJIb CHHYCOBOWM Opamukapauu
Opu JaHHOW mnartoyioruu. WM3BeCTHO, YTO BarycHas CTHUMYJISIUS —cepjua
CIIOCOOCTBYET TMOBBIIIEHUIO 3JIEKTPUYECKOM CTAOMIBHOCTH MHOKapa, YMEHbIIas
TEM CaMbIM yI'pPO3y BOZHHUKHOBEHUS KU3HEHHO ONACHBIX apUTMHUM. /{1151 OOJIBHBIX €
Tak Ha3piBaeMoW BeretatuBHOM aucynkiueirr CVY xapakTepHa Kak pas
NOBBILLIEHHAs BarycHas CTUMYJISIUsi MUOKapja. B mocnenyromeM B JuTepaTrype
MNOSIBUJIMCH MOJITBEPKJICHHS TOTO, YTO YaCTOTa CEPACHYHBIX COKPALIEHUN SBISIETCS
BaXHBIM TpeaukTopoMm ucxomaa M (A. Benelos, 5. Kober, 1997; A. Marttom.
,1997). OTO sBIEHUE CBA3BIBAIOT C TE€M, YTO YBEJIMYEHUE YACTOTHI CEPACUHBIX
COKpalleHU MPUBOAMUT K YBEJIMYEHHMIO TaK Ha3bIBaeMoro rare pressure product
(mpou3BeieHNE YaCTOThI CEpJCYHBIX COKpPALIEHUN Ha apTepualibHOE JaBiieHue). B

CBOIO O4YCpCAb, YBCIMYCHUC OTOI0 IIOKA3aTCsisi IMPHUBOAUT K IMMOBBIIICHUIO



NOTJIOIIEHHs KHciiopojga MuokapiaoM. Ilociennee, kak HM3BECTHO, CIIOCOOCTBYET
pacrpoCTpaHEHUIO 30HbI HeKpo3a. Ho BIsIBIICHHAs! yKa3aHHBIMUA aBTOPAMU IpsIMast
3aBUCUMOCTD MEX/ly YaCTOTOM CEPACYHBIX COKPALIECHUN U JIETAIBbHOCTHIO Ipu UM
Kacajach TOJbKO OOJIbHBIX C HOPMaJbHBIM PUTMOM U Taxukapauei. bonsusie UM
C CHHYCOBOH Opaaukapaueil Mpu 3TOM He paccMmaTpuBaiuch. [lpeacraBieHHbie
HaMU Pe3yJbTaThbl UCCIEAOBAHUS JAlOT OCHOBAHUE IOJIAraTh, YTO C JAJbHEHIIUM
CHWKEHMEM 4YacCTOThl CEpPACYHBIX COKpalleHUW, BIUIOTh 1O BbIPAXKEHHOMU
CUHYCOBOW OpaaukapIuu JETaIbHOCTh OO0JIbHBIX ¢ MIM MOXeT NoABEeprHyThCS
JaJIbHENIIEMY CHUKEHHIO.

HenocpencTBeHHBIM MPAKTUYECKUM PE3YJIbTATOM HAIIMX HCCIECJOBAaHUM B
obnactu CCCY 4BWIOCHh 3HAUMUTENBHOE YJY4YIIEHHWE €ro JIMarHOCTHKU KaK B
KpacHosipckom Kkpae, Tak W 3a mnpenenamu. J[BaauaTe MsaTh JET Ha3aJ HU OJUH
AIIEKTPOKAPUOCTUMYJIATOp HE Obl1 uMIUIaHTHpoBaH OonpHOoMy CCCY. B
HacTosmee BpeMs 0oJiee MOJOBUHBI OOJBHBIX C AJIEKTPOKAPAUOCTUMYIATOPAMHU -
ato OompHBle ¢ CCCY. 3a mocnemnue roabpl B KpacHospckoMm Kpae He
3adukcupoBaH HU oAuH ciyuyait cMeptu oT CCCY.

Yrny6aennoe uccienoBanre CCCY, B 4aCTHOCTH T€HEAJIOTUUSCKUN aHAIM3 €ro
UAMOMATUYECKOro (MIEpBUYHOIO) BapHaHTa, BbI3BAN HMHTEPEC K JPYTrUM
IPOSBIICHUSIM HJMONATUYECKOT0 MOpakeHus nposoxsmend cuctemsl cepaua (C.
1O. Hukynuna). beito ormMedeHo cemeliHOe HaKOIUICHHE 3a00JIeBaHHUS B CEMBbSX
npoOaH0B C NEPBUYHBIMU ATPUOBEHTPUKYJISIpHbIMU Onokanamu (ABB). Yacrora
ABDB B cembsix 00nbHBIX cocTaBuia 14,9%, 4To 3HAUMMO MPEBBILIATO UX YaCTOTY
y opranuzoBaHHoM nonyinsauuu B T. Kpacnosipcke (0,54%). BnepBolie oOHapyskeHa
U OINHMCAaHA CEeMEWHasl MpPOKCHUMallbHAsg aTpuo-BeHTpuUKyJsipHas Onokana (C. FO.
Hukynuna, 1O. B. Banuikas).

PacnpoctpaneHHOCTH TTOTHOM OyoKkazbl TpaBoi HOXKKH myuka ['uca (BITHIIT) B
ceMbsax coctaBuna 2,0%. Oto mnpeBblmiaeT pacnpocrtpaHeHHocTs BITHIIIT B
nonyssiuu  (0,27%). HakomieHne HapylleHUM cepeyHON MPOBOJUMOCTH MO

npaBod HOXkKe myuka ['mca cymmapHo (mosnHas u HenojiHas BITHIIT) B cembsax



nocrurina  24,7%. .OTH JaHHbIE TakKKe MOATBEPKAAIOT HACIEICTBEHHYIO
MPEAPACIIOIOKEHHOCTh ITepBUYHOM 1osiHOM BITHIIT.

CeMeiiHOE HAKOMJIEHWE MEPBUYHOM MOTHOW OJI0Ka/bI JIEBOW HOXKKH Myuka ['nca
(ITBJIHIIT') cocraBuna 3,4%. DTO TakKe NPEBBIMIAET PACHPOCTPAHEHHOCTh
JAHHOTO BUJA MATOJOTUH ITPOBOIAIIEH CUCTEMBI CEPALIA B IOMYJISLUH.

CerperalliOHHBIA aHAINW3 WIUOMATUYECKUX (TIEPBUYHBIX) (POpM HapyLICHHIA
CEpJIE€YHOM MPOBOAUMOCTH BBISIBUI ayTOCOMHO-JOMUHAHTHBIA THUII HACIEIOBaHUSA
uccienoBaHHbiXx (opm 3a0oneBanusi. B To e BpeMs aHanu3 no merony JleBuHa
IIOKa3aJ IOJIMTCHHBIM THUII HACIECIOBAaHMS JTUX HapylieHui. IIpoTuBOopednBOCTH
OLICHOK HACJICIOBAaHMsI, YCTAHOBJIEHHAs IIpU OTUX JBYX MOJAXO0JAX, MOXKET
CBHJIETEJILCTBOBATH O FETEPOT€HHOCTH UCCIIEYEMOM MMATOJIOTHH.

Ba)XHBIM aclleKTOM HOBOIO HAaNpPABJICHHUS B TI'E€HETUYECKON KapAUOJIOTHH
SBIISIETCS. M3yUEHUE MOIMMOpP(PU3Ma T€HOB KaHIUAATOB IOJBEPKEHHOCTH K
XpOHUYECKUM 3a00seBanusIM ceparna u cocyao. Bnepssie (C. FO. Huxynmna)

HCCJIeIOBaHA POJIb HMHCEPIHMOHHO-AenennonHoro (I'O) mommmopduszma reHa
All® B wmutoxonapuansHbix JIHK B cembsix OOJBHBIX € NEPBUYHBIMU
HapyLIEHUSIMHA CEPACYHOU NPOBOAMMOCTH. llomydeHHOe Hamu paclnpeneneHue
ajjiesiell 1IeMOHCTpUpyeT npeobnananue yactotel D amnens (neneuus) B rpymmne
npobannoB ¢ uanonatnaeckumu ABB pasznuunoit cremenu tspkectu. Yacrora D
amnens B rpymnme 6onpHbIX ¢ ABB coctaBnsina 66%, B rpymme KoHTpods - 56%
(paznuuue goctoBepHO). B rpynme npoOGaHAOB C  BHYTPUXKETYIOYKOBBIMU
0JiokajjaMu HaoO0OpOT OTMEUEHO mpeodiananue [ amens (uncepuus) - 65%. Ito
JOCTOBEPHO OTJIMYAeTCcd OT YacTOT MHCEpUUMU B TIpynne KoHTpoiss (44%).
CpaBHeHue 4YacToT calToB pectpukuuu D-nernmu muroxonapuansHor [JHK
OOJNBHBIX € UAMONATHYECKMMM HapyUICHUSIMH CEPACYHOM IMPOBOAUMOCTH U B
KOHTPOJIE BBISIBWIO JOCTOBEpPHOE MOBBbIIIEHHE 4YacTOThl caita Hae III 1567
mutoxonapuansHoit JJHK B ocHOBHOII Tpymnine, 6onee Beipaxkennoe npu ABB. Oto
CBHUJIETEJILCTBYET O TOM, YTO U3MEHEHHUs HYKIMOTUIHOM ITOCIEN0BAaTEIbHOCTH B D
nerae MutoxonapuanbHoW JHK MoOryT BauATh Ha IPOLIECCH OKUCIUTEIBLHOIO

dbochopunupoBaHus 1 pa3BUTHE HAPYIIICHUHN CEPICIHON MPOBOIUMOCTH.



B  xnouHuke  BmepBble  pa3paboTaHa  KiIacCH(pUKALUs  MEPBUYHBIX
(unuonaTuyeckux) 3a001eBaHUN MPOBOMSAIICH CUCTEMBI ceplla, OmyOIuKOBaHHAs
B kypHanax «Kapauonmorus» u «Bpau». BBeneHo mNOHATHE MEPBUYHBIX
KOHJAaKTONATUI 110 aHAJIOTUU C NEPBUYHBIMA MHOKAPAUOIATHIIMM.

B Hacrosimiee Bpemsi B KIMHUKE MCCIEAYIOTCS 3aKOHOMEPHOCTH HACJIEIOBAHUS
nepBuYHON (mauonaruueckon) pubdpmsaunu npeacepaui (PII). bein ycranosnen
dakT cemeitHON arperanuu B cembsix nmpobannoB ¢ ®II - 7,3%, 4To 3HAUUTETHHO
IPEBBIIANO MOMYIAUMOHHYI0 YacTtoTy - 0,4%. CerperalMOHHBIA aHalW3 MO
MeTony BaitHOepra mMmo3BOJMII MPEANONOKHUTh AyTOCOMHO-JOMHHAHTHBIM THII
HacileqoBaHus AaHHOM mnarojorur. CoBMECTHO ¢ coTpyaHukamu MHcTuTyTa
tepaiuu CO PAMH (aupextop mnpodeccop M. WM. Boeoma) Obl1 u3yueH
noiuMophu3M TreHa OeTa-aJpeHOPEIenTOpOB y OOJNBHBIX C TEPBUYHOU U
BropuyHoi DII. Cpeau OonpHbix ¢ mnepBudHOM DIl OBLIO yCTaHOBIIEHO
JOCTOBEpPHOE  Mpeo0sialaHue  TEeTepO3UrOTHOrO0  IeHOoTHHa reHa  Oera-
aapenopenentopoB  (Serd9Glu) B cpaBHEHMM C KOHTPOJIBHOW TPYIIIOH,
cootBeTcTBeHHO B 50% 1 19,2% ciydaeB. Y poJCTBEHHUKOB OOJIbHBIX NEPBUYHON
®II 3TOT TE€HOTHUIl TaKKe BCTpeyalics 10BOJIbHO dacTo B 44,0% cinyuaeB. Cpenu
001bHBIX ¢ BropuuHoi DII Takke HaOMoAaIach JOBOJIBHO YacTas BCTPEYaEMOCTh
naHHoro reHotuna B 46,7%. OgHako y pOACTBEHHHKOB 3THUX OOJNBHBIX JAaHHBIN
TeHOTUI HaOJto/1ajcs HE Yallle, YeM B KOHTPOJIbHOM rpynmne. Takum oOpa3om, Kak
BUJTHO W3 BBILIEU3IIOKEHHOTO, TE€TEPO3UTrOTHBIM BapUaHT TeHoTuna Oera-
aapenopenentopoB Ser49Glu MOXXKHO paccMaTpuBaTh Kak OJWH U3 TEHETUYCCKUX
MPEIUKTOPOB BO3HUKHOBEHMSI KAaK MNEpPBUYHOW, Tak u BropuuHou DII.
PoacrBennukoB npo6annoB ¢ nepBuyHoil @Il u renorunom 8er49Cm MoxHO
OTHECTH K IpYyMNIIE pUCKa Pa3BUTHUS JaHHOU I1aTOJIOTUU.

[To-BuauMomy, B OONBIIMHCTBE CiyyaeB BO3HUKHOBeHHIO DIl crocoOcTByIOT
ONpe/ETICHHBIE COYETaHHS MOJUMOP(HU3MOB  paA3TUYHBIX T'€HOB  (TE€HOB-
KaHIUJATOB). B CBf3M C 3TMM B Hallled KIMHUKE MPOAOKEHO T'€HETHUYECKOE
VICCIIEIOBAHNUE OJHOM U3 CaMbIX PAacIpPOCTPAaHEHHBIX U ONacHbIX aputmui - OII. B

yacTHocTH, coBMecTHO ¢ [THMJI Kpac'MA (3aB. npodeccop 0. B. Kotnosckuii)



HA4aTo u3ydeHue y OONbHBIX ¢ nepBuYHON U BropuyHor PII nonmumopdusma rena
aHTMOTEH3UH-KOHBEPTUPYIOLIEro (epMeHTa, TeHa PelenTopoB aHruoTeH3uHa-Il,
reHa aHTMOTEH3MHOT€Ha, I'€Ha CHHTAa3bl OKHCH a30Ta M I'€Ha KOHHEKCHHa-43
(monmuMop(u3M MOCIETHEr0 reHa W3ydaeTrcs y HallUX OOJIbHBIX B M€HETHUYECKOM
naboparopun Mucrturyra Ttepanuun CO PAMH). Bcee »tm  wuccnenoBanus
npoBoAATCA BrepBblie. OCOOCHHO aKTyadbHO M3YUYEHHE YHOMSHYTBHIX BBIIIEC T€HOB
PEHUH-aHTHOTEeH3UH-aIb0CTepOHOBOM cuctembl (PAAC), MOCKOIBKY poJib ITOM
cuctemsl B natoreneze OII uzyvaercs B HacTosiiee BpemMsi 0COOEHHO UHTEHCUBHO.
OTHU HCCIIEOBAaHUS UMEIOT OOJIBIION MPAKTUYECKUN HHTEPEC, TOCKOJIBKY BBISBJICH
3¢ exT MHrHOUTOPOB AHTMOTEH3UH-TIPEBpAIAONIero GeMeHTa U aHTarOHHCTOB
peuentopoB  aHruorensuHa-Il B mpodunaktuke DIl  MccnenoBanue
nonmuMmopdusma reHoB PAAC mno3BonuT 3a0jaroBpeMeHHO OOHAPYKHUTh JIWIL
IpYNIIbl  TOBBIIMIEHHOTO  pUCKAa  BO3HMKHOBEHMS  JJI1  OCYILIECTBJICHUS
npOpUITAKTHKH.

[TapamienbHO ¢ TE€HEATOTNYECKUMU UCCIENOBAHUAMU IATOJIOTUU IIPOBOISAILEH
CUCTEMBl CEpJALA B KIMHUKE HA MPOTSHKEHUH NPOLIECAUIErO JECATUIETHUS
U3y4aJUCh TaKXe pacHpOCTPaHEHHOCTb, OCOOCHHOCTH TEUEHHUs, NPOTHO3 U
JICYEHUE PA3JIUYHBIX BAPUAHTOB COYETAHHOW IATOJOTHM MPOBOJSILIEH CHUCTEMBI
cepaua (CIIIIC). B pamkax stoit pabdotsl (I'. B. MartomuH) BnepBbsie uU3yueHa
4acTOoTa M pacnpocTpaHeHHOCTh pa3nuuHbix BapuaHToB CIIIIC. BrisiBieHo, 4TO
CIIIC Bcrpeuaercs B 0,045% cinyuyaeB B opraHn3oBaHHOW mnomynsuuu. [lpum
nzydenuu stuoiorun CIIIC ycranosieno, uto B 41,5% ciydaeB cpeau 3THX
OOJIBHBIX OpraHuYeckoe 3aboJjeBaHUE cepila oTcyTrcTBoBasio, B 0,5% - umeno
BPOJKJICHHBII Xapaktep U B 58,0% - IMarHoCTUPOBAHO OpraHuyeckoe 3a001eBaHue
cepaua (B MoJaBisIOUIeM OOJIBIIMHCTBE CIy4aeB MIEeMUYecKas OOJie3Hb cepua
WIN apTepuayibHas runepToHusi). B To ke Bpems B 35% ciyuyaeB y OOJBHBIX C
UIIEMUYECKON OOJIE3HbIO CepAlla WM apTEepUAIbHOW TMIEPTOHUEW NPUYUHHASA
CBSI3b MEXKAY HalIMuueM JTuX 3a0oneBaHnii W Bo3HUKHOBeHHeM CIITIC

OTCYTCTBOBAJIA.



beuio mposeneno uzydenue octpeix ¢opm CIIIIC (mpu octpom uHpapkTe
Muokapaa u audrepuitnom Muokapaute). Octpoe Bo3HukHoBeHue CIITIC Obuto
BbIsIBJIEHO B 1,6% (y 36 u3 2182) cinyuaeB y OonbHbix M. B 48,4% c octpo
BosHukiem CIITIC Bce HapyieHus: BHyTpUCEPACUHON MPOBOAUMOCTH Y OOJIBHBIX
MCYE3JIM B MOCTTOCIUTAIBHOM Nepuojae. B To ke BpeMs MOYTH Yy MOJOBHUHBI
OOJIBHBIX COXPaHSIUCH 3JieKTpodusnosornueckue npusHaku CCCY.

Bosuuknoenue CIITIC 6bu10 otmMedeno y 16 u3 102 (15,7%)00IbHBIX ¢ OCTPOM
nudrepueit, 6 (37,5%) U3 HUX yMepiaH B cTaimoHape. Y ocTaibHbIX 10 OOJIBHBIX K
MOMEHTY HX Bblnucku u3  cranpoHapa OKI'-npumsnakum  CIIIIC  wHe
PETUCTPUPOBANIKC.

BbI10 BBINOJIHEHO MHOTOJIETHEE HAOMIOACHUE 32 OOJIbBHBIMU C XPOHUYECKUMHU
CIITIC, a Takxe 3a OOJNBHBIMU C Pa3IWYHBIMH BapUaHTAMH H30JUPOBAHHOTO
nopaxxkeHus: nmpoposiei cucremsl cepana (MIIIC). BeisiBneHno, uto y O0JIBHBIX €
CIITIC, B cpaBuenne c¢ OompHBIME ¢ WIIIIC, mpu MHOTONMETHEM HAOIIOACHUU
JIOCTOBEPHO Yallle Pa3BUBAIOTCA CEpJIeUHast HEIOCTATOYHOCTh, TAPOKCHU3MaJIbHas U

nocrosgHHast ¢opmbl DI, TpoMOO3IMOONHMUECKHE OCIOXKHEHUS, a TaKxKe
MPOrpeCcCUPOBAHNE HAPYILIEHUN BHYTPUCEPACUHONU MPOBOJUMOCTH.

breuto ycranosneno, uro y 6onbnbix ¢ CIIC ummnanranus Guanonorutyeckux
ANEKTPOKapAUOCTUMYISATOPOB (DKC) 10CTOBEPHO YMEHBIIAET CMEPTHOCTh U
YaCcTOTy pa3BUTUS 3aCTOMHOM CEPIEYHOM HENOCTATOUYHOCTH. B TO ke Bpems
uMIuiantanus xkenygoukoBeix OKC 6ombabiM ¢ CIIIIC yBenuuuBanio 4acTtoTy
pPa3BUTUS 3aCTOMHON CEPACYHON HEIOCTATOYHOCTH.

B HacTosimiee BpeMs B KIMHMKE COBEPIICHCTBYIOTCSI METOAbl JICUCHHUS
taxuaputMuii. HakomneH HaumOOABIIMIT B MHpPE ONBIT MO KYHNHUPOBAHUIO
tpeneranust npenacepauii  merogom  UIICJIII. Drto Obuio  mpu3HAHO HAa
EBpomnetickom aputmonorunueckom koHrpecce (Cardiostim, 1996) B Humue, rae
nenan nokian I'. B. Martomun. Pa3paGotanbl mpeaukTopbl 3PQPEKTUBHOCTH,
UIICJII nmpu TpeneraHuu MpeAcepanii, MoKa3aHus U MeTobl npemenukanuu (B.

B. [Tuporosckuii).



VYike B Hauaje HaIllUX UCCIIEOBAaHUN B 00J1aCTH apUTMOJIOTHH MBI CTOJIKHYJIUCH
¢ npoOiaeMoil Manol MOCTYNMHOCTH KBAIM(PHUIIMPOBAHHOW CIEHMATU3UPOBAHHON
MOMOIIY apUTMOJIOTUYECKUM 00JIbHBIM. Takas momous Oblia BO3MOKHOM TOJIBKO
B CHELMAJIM3UPOBAHHOM cTanoHape. [103ToMy 0JIHUM U3 EPBBIX HAIIUX IIArOB B
0o0JaCTH apuUTMOJIOTMM OBUT IIAr MPaKTUYECKU - CO3JaHUE TOPOACKOTO
apurmonorudeckoro uentpa (I'ALl) ¢ opurunanbsHOU cTpykTypoil. B coctaB I'AL]
BOLIN KOHCYJIbTAaTUBHBII KaOWHET, JTHEBHOM CTalMOHap,
anekTpodusnonornyeckas  Jiaboparopusi,  auctaHiuuoHHbii  DKI'-xaOuner.
OcHoBuble 3agaun ['ALl: 1. JInarHoctuka aputMmuii; 2. IloxpOop ontumanbHOR
Tepanuu aput™Muid; 3. OT60p OOJBHBIX C APUTMHUAMH Ha XHUPYPTrUYECKOE JICUCHUE;
4. lucniancepusanusi OOJIbHBIX C XPOHUYECKUMH apUTMHUsIMU. B HacTosmiee Bpems
['AIl cram cocTaBHOM 4YacThl0O HOBOro oOTAeieHuss mnpu [opoackom
KapJIMOJIOTUYECKOM LIEHTPE, KOTOPOE HA3BaHO JUCIAHCEPHBIM. 3aJadyd >STOr0
OTJICTICHUSI 3HAYUTEIHHO IMHPE W BKIIOYAIOT B C€0S BTOPUUHYIO MPOQPUIAKTUKY
OCHOBHBIX CEpJICYHO-COCYIMCTHIX 3a00sieBaHmil (apTepuanbhas runepronus, UbC
U J1p.), TONUKIMHUYECKUN 3Tan peaOuiauTaluu OONbHBIX, MEPEHECIInX HUHPapKT
MHOKapJa, a TaKXe Iocie KapAHOXUPYPrHUecKHX onepaudid. 9T0 0COOEHHO
aKTyaJbHO B HACTOSILIEE BPEMS B CBSI3U C NPEACTOSIIUM OTKPBITHEM B
KpacHosipcke KapuoXupypruaeckoro LeHTpa.

Pe3ynpTaTel HalIMX MCCIIEOBAaHUN 3a IOCJIEAHEE NECATUIETUE HEOIHOKPATHO
JOKJIa/IbIBAJIUCh Y HAcC B cTpaHe U 3a pyodexxom (Amcrepnam, [Tnosnus, Jlumacon,
Humma, Uepycanum, Adunsl, Ctokronsm, Puo-ge-Kaneiipo), omyOnukoBaHbl B
KypHaJIax «TepaneBTnueckuit apXuBy, «Kapauonorusy», «BecTHHK
aputmosioruny, «Bpauy, «IIpaktukyrommuii Bpau», «Pace», Europace», «American
Heart Journal», «European Hearl Journaly, «Revue Biomedicaly, «American
College Journal Cardiologi» u np. Pe3ynbTaThl reéHETHUECKUX HCCIIEJIOBaHUN B
KIUHUKE 0000meHsl B MoHOrpadum «l'eHeanoruss W TeHETHKA CEepACYHBIX
apuTMHit», Tpu3HaHHOW unyumeld MoHorpaduerr 2005 roma KpacI’MA. Tlo
npoOjieMaM apUTMOJIOTHM 3alluIIeHbl 4 JOKTOPCKUX U 16 KaHAMAATCKUX

JIACCEPTALIHM.



B 3akmodenme XoTenoch OBl  MOAYEPKHYTh, YTO y MCTOKOB HAIIUX
uccnenoBanuii crosm npodeccop d. d. Koctiok. dDemop DununmoBud He
BMEIIMBAJICA B JIETAJIM HCCIEAOBAaHUIN, HO €ro XOpollee 3HAHHE MHUPOBOU
JUTEPATYpPBbl, KPUTUYECKMA HACTPOM 3aCTaB/sUIA HAC IOJHUMATh IUIAHKY

I/ICCJICI[OBaHI/Iﬁ U IIOAACPKUBATE €€ Ha COOTBCTCTBYIOIICM YPOBHC.

INVESTIGATIONS IN ARRHYTHMOLOGY ARES (RESULTS
DURING 20 YEARS)
V.A. Shulman
Krasnoyarsk state medical academy

During 20 years staff of internal disease chair Ne 1 (Krasnoyarsk state medical
academy) has been realizing researches in arythmology area.

In the eighties the pathology of sinus node was investigated. Toward this end,
the method of transoesophagus stimulation of left atrium was introduced for the
first time in Russia. The diagnostic methods of sick sinus node syndrome was
improved, its classification was done. In the ninetieth the genealogy of sick sinus
node syndrome was investigated. For the first time, peculiarities of acute syndrome
of sick sinus node in myocardial infarction were deep investigated. It was revealed,
that sick sinus node syndrome does not complicate prognosis of myocardial
infarction and sinus bradycardia has protective function in this disease.

Recently, the chair makes researches in the area of genealogy and genetics of
other arrhythmias. In particular, genetic polymorphism of angiotensin converting
enzyme in atrioventricular and intraventricular heart blocks was investigated.
Disturbance of nucleotide sequence of mitochondrial DNA in patients with
intracardiac conductivity disorders was revealed. We together with Scientific
Research Institute of therapy RAMS studied genetic polymorphism of beta-
adrenergic receptor in patients with atrial fibrillation. It was revealed that certain

polymorphisms of this gene may be prognostic markers of atrial fibrillation.



