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OcseuwjeHbl 0CHOBHbIE BONPOCHI, CBA3AHHbIE C 2unepmpoguyeckol kapouomuonamuel. Hecmomps Ha Hewu-
POKYI0 pacnpocmpaHeHHoCMs, OdHHAS NAMOJI02Us ocmaemcs 00HOU U3 CAMbIX 4ACMbIX NPUYUH 8HE3aNHOU cep-
deuyHoli cmepmu y Mon00bix sitodell. [pedcmasneHa UHpopMayus no dUAzHOCMUKe U JiedeHUto 60J1bHbIX ¢ 2unep-
mpoguueckoli kapouomuonamueli (pasIuYHbIX NAMOPU3UOI02UYEeCKUX 8APUAHMOB).
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I'mneprpodmyeckas kapauomuonatus (I'KMIT)
IpeacTaBiisieT coO0il HacaeayeMoe 3a00JIeBaHue Cep-
JIEYHOM MBIIIIBI, XapaKTEPU3YIOILIECECSI BEIPAXKECHHOM
TUnepTpodueit TMPEeNMYIIeCTBEHHO JIEBOTO KEIy-
IOYKA C OTCYTCTBHEM IMJIATAIlMM KaMep cepira 6e3
MPU3HAKOB APYrOol KapAWAJIbHOU MAaTOJOTUU WU
CHCTEMHBIX 3a00JIeBaHN, OTBETCTBEHHBIX 34 Pa3BH-
THe rurneptpoduu [1, 2, 9].

I'KMII BriepBrIe Obl1a onucaHa B XIX B., Torma ee
SKBUBAJIEHTOM CUMUTAIN CyOAOPTAIbHBIN MbILIEYHbII
crenos. Ilocne myonukamum J. Brigden maHHBI Tep-
MUH J10JIrOe BpeMsl IPUMEHSUIM Ha IpakTuke. Toraoa
ke ObUIO MOKa3aHO, YTO B OCHOBeE 3a00sieBaHUs Jie-
>KUT HepaBHOMEpHas TurnepTpodus MUoKapaa, rmpu-
BOASIIIAs K HAPYIIEHUSIM BHYTPUCEPAECYHOI TreMOIM-
HAMMKM — OOCTPYKLMSI BBIHOCSILLIETO TPAKTa JIEBOIO
xkenynouka (BTJIK). B manbHeiilem ObUIM OMACAHBI
pasHoBugHocTt I'KMII 6e3 cybaopTalbHOIO CTEHO-
3a, B TOM 4uCJie U ceMeliHbIe (hopMBbl 3a001eBaHus [4].

B cpennem pacnpocrpaneHHocts I KMII onenu-
BaeTcs Kak 1:500 yenoBek [2]. D10 3abo0neBaHue pac-
npoctpaneHo B Kanane, CIIIA, 3amanHoii EBpome,
IOxHoii AMmepuke, ABctpanuu, Anonun u Kurae.
ITposiByieHs1 60J1I€3HU TTOXOXM U HE 3aBUCST OT T'eo-
rpacu4ecKoit 30HbI.

HecMoTpst Ha HEIMPOKYIO PacpoOCTPaHEHHOCTb,
I'KMII, Tak e Kak W MepBUYHBIE 3JIEKTpUUECKUE
0oJIe3HU cep/lla, OCTaeTCsl OMHOM U3 CaMbIX YacThIX
MPUYUH BHe3arHol cepaeuHoii cmepTtu (BCC) y Mmo-
JIonbIX Jiofeit. B yacTHocTU, cpeny MpUYMH CMEPTU
JNEWCTBYIOIIMX CIIOPTCMEHOB (KaK IpaBUJIO, MOJIO-
npix moneit) noast TKMIT HanGosiee BeavKa U 1OCTHU-
raet 36% [4].

JTtnonorna
I'enetnueckue mameHenusi. B 1990 r BriepBbie
OblIa OIMCaHa MyTallMs TeHa TSXKeIoil Lemu [3-

muo3uHa (MYH7), HekoTopoe BpeMsl cCunTaBIlasics
€IUHCTBEHHOU INMPUUYMHON pa3BUTUS 3TOH (HOPMBbI
KapauoMHoIaThu. B mocniemymooieM B pe3yibTare
MHTEHCUBHBIX IIOMCKOB ObLIa OOHapyxKeHa BeCchbMa
«O0IIMpHAsA TeTepOTeHHOCTh T'€HETUYECKOTO CyO-
crpata 'KMII». ¥V G01bHBIX ¢ TO3UTUBHBIM T'€HE-
TUYECKUM TecToM mNpumepHo B 70—80% ciydaes
OoOHapyXeHbl MyTalluu TOKa3aHHOW WU COMHHU-
TeJIbHOW TaTOTeHHOCTU B JABYX HauboJjee 4acTo
BCTpeYaeMbIX TeHax — TsXKeJIol Lenu [-MUo3u-
Ha (MYH7) u MuUO3MH-CBS3BIBAIOIEM MPOTEUHE
C (MYBCP3). Pexe BcTpeualoTcss MyTallui B Apy-
rux retax: TponoHuH T, TponoHuH I, a-Tpornom-
MO3UH, O-KapauaJbHbIA akTuH [2]. B psane uccie-
MIOBAaHUI MOJy4eHbl JaHHbIE O BIUSHUU MOJIUMOP-
(GU3MOB TE€HOB MATPMKCHBIX METaJIONPOTENHA3
(MMPs) Ha pasBuTue Truneprpoduy MuoKapaa
U peMOoJeNrpoBaHus JeBoro xkenymsouka [5]. Tak-
XK€ TPOBOAUJIVCH MCCIIEIOBAHUS C IEIbI0 M3yde-
HUS POJIM TTOJUMOP(PU3MOB T€HOB, KOTUPYIOIINX
komnoHeHTel PAAC (AGT, AGTRI, CYP11B2,
CMAV1) u MapKepoB, XapaKTepU3YIOIINX 3TY CUCTE-
My (ACE u ATII), y 6onbHbix TKMIT ¢ paznuyHbi-
MU BapuaHTaMU KJIMHUYECKOTro TeueHus. B pe3yiib-
TaTe 3TUX WCCJAEAOBAHUI BBISIBUJIM, UTO T€HOTMUII
AG nonuMopdusma reHa xuasambel CMA1 A(-1903)
G gBnsieTcs HauboJjee BaKHbIM HE0J1aronpusiTHBIM
¢akTOpoM, OKa3bIBAIOLIMM BJUSIHAE Ha TEYEHUE
I'KMII [3].

Maro¢uzuonorna

[Tatodusmonornueckue 0oCOOEHHOCTU Teye-
Husg u nporpeccun 'KMII npencraBieHb LENbIO
B3aMMOJCUCTBYIOIIMX MeEXAy Cco00il CcoObITUIA
W BKJIIOYAIOT;

— O6crpykuuio BTJIK;

— JuacToandeckyo IMC(yHKIIMIO;
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NEKLMK

— Hmemuro MroKapaa 1 CHIKEHE KOPOHAPHO-
IO pe3epBa;
— Hapymenus putma.

06cTpyKuMA BbIHOCAWero TpakTa JIK

ITpoBeneHHblE MHOTOLIEHTPOBBIE UCCIEAOBAHUS
nokazanu, yro ooctpykumst BTJIK sBnstercs HezaBu-
CHUMBbIM, JOJITOCPOYHBIM U pellaloluM (haKTOpOM Mpo-
rpeccupoBaHus cepaeyHoil HemocratodyHoctu (CH)
MpY 3TOI KapAMOMMOIIATUU, XOTSI U UMEET C1abyo B3a-
uMocBs3b ¢ BCC. ITpuHIMIanibHOe pelleHue BOIpo-
ca 0 BbIOOPE TAKTUKM JieUeHUs1 OOJIbHBIX OCHOBBIBAETCS
Ha BbISIBJIEHUM HAJIMYMSI, CTETIEHU BbIPAKEHHOCTU CY-
OaopTanbHOTrO rpagueHTa u cumirromoB CH.

C touku 3peHus remoguHamMuky ['KMII sBnsier-
¢Sl TIPEUMYILIECTBEHHO HEOOCTPYKTUBHBIM 3a00J1eBa-
HUEM, TP KOTOPOM Y OOJIBIIMHCTBA OOJNBHBIX (MTPU-
MepHO 70%) OTCYTCTBYET IpaaveHT aaBieHus B BT-
JIXK B cocTtosiHum nokosi. Takum ob6pa3oM, y TpeTu
MalMeHTOB OTMEYaeTcsl OOCTPYKLMsS B 0a3ajJIbHOM
coCTOSTHUM (3HayeHue TpaaueHTa >30 MM PT. CT.).
Hpyrasi TpeTb UMeeT JaOUJIbHbBIN, (DU3UOJIOTUYECKU
npoBouupyeMblii rpaaueHT (<30 MM pT. CT. B IOKOE
u 230 MM pT. cT. nociie (pU3MOJIOrMYecKoi MpoBo-
Kanun). W, HakoHell, IMOCHENHsST TPeTh OOJBHBIX
MMeeT HEOOCTPYKTUBHYIO (hOopMy KapauOMUOIATUA
(<30 MM pT. CT. B MOKOE, TaK 1 Mocjie (pusroaoruye-
CKOW MpoBOKalKUM). 3HAUUTEJIbHbIA I'PaIUeHT IaB-
JieHust >50 MM PT.CT. B TOKO€ WJIU MOCJIe MTPOBEACH-
HBIX TIPOO TPENOCTaBISIET KPUTUUECKOE 3HAUCHUE
JUISL pellieHUs] TPUHIUITAAIBHOTO BOIIPOCa O XUPYP-
TMYECKOM BMELIATETBCTBE, OCOOEHHO B TEX Clyyasx,
KOTJa CUMIITOMbBI HE IMOJAAIOTCSd KOPPEKLMU Tepa-
MEBTUYECKUMU MeTofaMu [9].

Oo6ctpykuusi ipu 'KMIT onpenensiercs: psimoM
CTPYKTYPHBIX UBMEHEHUI , BKITI0Yast yMEHbIIIEHUE TUT0-
mamu BTJK, BbisiurBaHuMe TUIepTporpOBaHHON
MECKETYIOYKOBOM TIEPErOpOKA T10  HampaBJIeHUIO
K BBIHOCSIIIIEMY TPAKTY, CMEILIEHUE BIIEPE] CTBOPOK MU-
TPaJIbHOTO KJIallaHa B COYETAHWUU C TUMEPIMHAMUYHBIM
M3rHAaHKEM KPOBH U3 JIEBOTO Xerynouka (3¢ dexr Ben-
TypM) U ToATSTMBaHKeM arrapara MK K Mexcokeymou-
koBoii nieperoponake. I'panuent B BTJI2K nipu I'KMII
MOXET CaMOIPOU3BOJBLHO MEHATHCA M CYLIECTBEHHO
BapbUPOBATh [IPY TMAPATALIMA, TPUEME OOVIIBHOM -
1111, a TAK3Ke MOCIe YMEPEHHOTO KOJTMYeCTBa aJIKOTOJIS.

I'pamueHT OOCTpYKIIMM OOYCIaBIMBAE€T CHUCTO-
JIMYECKUI 1IIyM M3THAHUSI KPOBU, BBICIYLIMBAEMbIMI
y JIEBOTO Kpasi TpyAUMHbBI M Ha BEpXylLIKe cepala,
KOTOPBII MOXET BBISIBISITECS B TIOJOXEHUU Jiexka,
MpU MPOBOKAIMU (PU3NUYECKOW HArpy3KOW WM TIPO-
0e BaybcanbBbl, a YMEHbIIAETCS MPU MPUCECIAHUN.
Cucronnueckoe ImepenHee apmxkeHue MK oTBer-
CTBEHHO HE TOJIbKO 3a Cy0aopTaIbHYIO0 OOCTPYKIIUIO,
HO TakXe 3a COIMYTCTBYIOIIYI0O MUTPAJIbHYIO peryp-

TUTALIMIO BCIAEACTBUE HETIOJHOTO CMBIKAHUS CaMUX
cTBOpPOK. OCIOXHEHUs 3a00JeBaHMSI, CBSI3aHHBIC
C XpOHMYECKUM TpalMEeHTOM AaBJeHUs, TaKue Kak
nporpeccupytomass CH, BeposiTHO, orocpenoBaHbl
YBEJIMUEHHBIM CTpeccoM cTeHOoK JI2K, uimemuein Mu-
oKapa 1, B KOHIIE KOHIIOB, TM0€JbI0 KapAUOMUOLIM-
TOB U 3aMellleHueM UX (PUOPO3HOM TKAHbIO.

Dnacronnueckasn ancoyHKUuA

Huacronnueckysd IUCYHKIMS  0OyCIOBJICHA
MHOTHMU IIPUYMHAMU U TIPEACTaBISIET OMHY U3 TJ1aB-
HBIX MaTO(MU3NOJIOTMYECKUX OCOOCHHOCTEeH Ipu
I'KMII, xapakTepu3ylolIUXcs HapylIeHUEM pejlakK-
Calliy XKEJIyIOUYKOB M YBEJIUUYCHUEM XKECTKOCTH CTe-
HOK KaMep cepala.

daza M30BOTIOMETPUIECKOTO pacciabIeHNsT B Te-
YeHME TUACTOJIbI CYIIECTBEHHO YUIMHEHA U COIpPO-
BOXIAETCSI CHDKEHMEM CKOPOCTU M oObeMa HaIloj-
Henus JIZK. Kak ciencrBue, orMedyaeTcsl KOMIIEHCA-
TOPHOE YCWJIEHHWE CHUCTOJIBI IIpeAcepauii K oO0IeMy
HaIlIOJIHEHMIO XeIymo4ykoB. IloBbIIIEHHOE KOHEY-
HO-auacToindeckoe napnerue JIZK mpu mo0bix moka-
3aTeJIIX KOHEYHO-IUACTOJIMUECKOTO 00beMa HEeraThB-
HO OTpaXkaeTcsl Ha rpaaueHTe JaBJeHUS KOPOHAPHOI
nepdy3uu B n1uactoiry. B cBoto ouepenpb, nuddysHas
MIIEMUST MUOKapJa HEraTUBHO BJIMSIET Ha €ro peslak-
CallvIo U YBEINYMBAET KECTKOCTh KaMep.

IIpu pusngeckoii Harpy3Ke Wind JIOOOM APYroM
BapMaHTe KaTeX0JIaMUHOBOW CTUMYJISILIK, YKOpOUe-
HUE IUACTOJIMUECKOTO Mepuoia HaroJHEHUs Hapsioy
C pPa3BUTHEM UILIEMUU MUOKapa HEPEIKO BbI3bIBACT
00J1b B IPYIHOM KJIETKE U/WJIH YBeIMYeHUE NaBICHUS
B JIETOYHBIX BEHAaX, IPOSBISIOIIEECS CUMIOTOMaMU
JIEBOXETYIOUYKOBOI HEIOCTATOYHOCTH [9].

B cBsa3um ¢ BaxHOCTBIO paHHEH AIMArHOCTUKU
I'KMII, ocobeHHO y MalMeHTOB C CEMEMHBIM aHaM-
He30M 0e3 BbIpakeHHoi1 rurneprpoduu JIZK, naHHbIe,
CBUIETEIBCTBYIOIIME O HAPYLUICHWU IUACTOJINYEC-
CKOM (pyHKLIMU, BMECTE C UBMEHEHUSIMU CTPYKTYPHI,
¢yskuun MK u moakiamaHHBIX CTPYKTYp, OWIa-
Talel JEBOTO IIpeACepAns] MOTYT pacleHUBAThCS
B Ka4eCTBE IIEHHBIX JMAarHOCTUYECKMX MapKepOB Ha-
YHHAaIOIIEeTocs 3a00JIeBaHUs.

WNwemua MroKapaa 1 CHIKeHNe KOpOHaPHOro pe3epBa
HapyeHus MUKpOUUPKYISILIUU U UIIEMUST MUO-
Kapja oTpaxaroT B3aUMOCBSI3b pa3IUYHbIX MEXaHU3-
MOB, BKJII0Yas YTOJIILIEHUE CTEHOK UHTPaMypPaJIbHBIX
COCYIIOB C CY>KeHUEM MPOCBeTa, CHUKEHHYIO apTepu-
OJISIPHYIO BaCKYJISIPU3AIIMIO TI0 OTHOIIEHMIO K CTeTIe-
Hu runeprpoduun JIZK, muokapauanbHbil GrOpo3,
Xa0TUYHOE PACIOJOXEHUE KapAUOMUOLIMTOB U T1a-
crouyeckyro nuchyHkiuo. HecnocobHocTh Kopo-
HapHOI'0 KPOBOTOKA YBEJIMYUBATHCSI B COOTBETCTBUU
C BO3POCHIMMM MOTPEOHOCTSIMU Mpeapacrojaraet
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H.10. KupkunHa, A.H. CaBKuHa

6onpHBIX TKMII K nimemuyn Muoxapma, 4TO MOXET
MPUBOAUTH K CUHKOTIAJIbHBIM COCTOSTHUSIM, HEaleK-
BaTHOMY OTBETY apTepHabHOIO AaBJEHMS B OTBET Ha
(u3nuecKyo Harpysky, CUCTOJIMYECKON U IHACTO-
Jmueckoit nuchyHkuuu u BCC.

Nimemust Muokapaa, Kak oOIlernpu3HaHHas Co-
CTaBJISIOLIAs TaTO(PU3NOIOTMYECKOTO Mpoliecca Mpr
I'KMII, npuBOIMT K CEpbe3HbIM OCJOXHEHUSIM,
OKa3bIBAIOIIMM CYLIECTBEHHOE BJIMSHUE Ha KJIMHU-
yeckoe TedeHue, BKIodas pemonenupoBaHue JIZK
U CUCTOJUYECKYIO TUCGHYHKIIUIO.

Pesynbrarhl McclieTOBaHUKM € TNPUMEHEHUEM
MMO3UTPOHHO-3MUCCUOHHOK ToMorpaduu (I1DT)
U MarHUTHO-PE30HAHCHOM ToMorpaduu Tnokaszaiu,
YTO CTeNeHb AUCGHYHKUIUU MUKPOLUPKYISITOPHOIO
pycna y oonpHbix TKMII sBnsiercst He3aBUCUMBIM
MPOTHOCTUYECKUM KPUTEPUEM Pa3BUTUS CUMIITO-
MoB CH M cMmepTHOCTU OOJIbHBIX, a BbISIBJIEHHbIE
HapylIeHUsT MOTYT 3a MHOTO JIeT MpeallecTBOBaTh
KJIMHUYECKOMY YXYIAILIEHUIO Te4yeHUs1 OOJIe3HMU.
B CcBsI3W C 3TUM, MHTEPECHBIMU IIPEACTABISIOTCS
JaHHble ucciaenoBanusi P.Bravo et al. (2012), B Ko-
TOPOM HE OOHAPYKEHO 3HAYUMBbIX KOPPEJSLIUIA MEX-
ny rpagueHTom nasieHus B BTJIK u rimob6anbHbIMU
rmapamMeTpaMyd MIIEMUM MHUOKapAa, OLEHUBAEMBbIX
MO 3HA4YeHUSIM Nepdy3uu, MuKa MUOKapaAUuaibHOTO
KPOBOTOKa M MMOKapAWaJIbHOTO pe3epBa Ha OCHO-
BaHuu pesyiabratoB [I1DT. B uccienoBanuu mpoBo-
JIAJIM CpaBHEHUE YKa3aHHbBIX MapaMeTpoB Y OOJbHBIX
C OOCTPYKTMBHOII M HEOOCTPYKTUBHON (opmamu
I'KMII. B xauyecTBe OOBSCHEHMSI 3TOTO pe3yibTaTa
aBTOPHI T0OJIaraloT OTCYTCTBUE MPSIMOI B3aUMOCBSI31
MEXIy MUOTNATUIECKHUM MPOIIECCOM (Ha MaKpOypOB-
He M YPOBHE MMKPOCOCYIUCTOrO pyciia) U 00CTpyK-
TUBHBIM rpaaueHTOM AaBiieHus1 B BTJLK.

Hapywenus putma

V o6onbHeTBa 60JbHBIX [KMIT peructpupy-
€TCSI CHHYCOBBI PUTM, OXHAKO TIPU aMOYIaTOpHOM
MOHUTOPUPOBAHHUH 3JIEKTPOKAPANOTPAMMBI OOBIYHO
BBISIBJISICTCST BBICOKAsT YAaCTOTA 3MU30I0B CYITpaBEeH-
TPUKYISIpHOM Taxukapauu (23—26%), Xeaymodko-
Boli aKcTpacucronuu (77—86%), HEyCTOMYIMBOM XKe-
Jyno4koBoit Taxukapauu (14—26%). Oubpuiisms
npencepauit (PI1) peructpupyercsa B 24—30% cny-
yaeB U yallle HabJogaeTcs y JIMII CTapIliero Bo3pacra
1 C YBEJIMUCHHBIM JIEBBIM TTPEICEPINEM.

®I1 gBngercss HamboJiee 4YacTO BCTpedYaeMOI
ycroiunBoi aputmueil ipu 'KMII u oOblyHO ee
TIOSIBJICHUE OIIPaBObIBACT TPUMEHEHHNE arpecCHB-
HBIX TEPareBTUICCKUX TTOMXOMOB. DTa apUTMUS OT-
HOCHTEJILHO XOPOIIO TMEePEHOCUTCS TPUOIU3UTETh-
HO TPEeThIO OOJBHBIX M HE SBJISIETCS HEe3aBUCHUMBIM
npeasectHukoM BCC. B cBolo ouepensb, cama DI
HE3aBHUCUMO acCOLIMUPYETCSI CO CMEPTHOCTBHIO, 00-

yciaosneHHoit CH, wuimeMuyecKMMU HWHCYJbTaMU
W TIPOrpecCUpPOBaHUEM 3a00JIeBaHUS B TOJITOCPOY-
HOM Trepuone. Bmm3omsl nmapokcusmMoB @I Moryr
OBITH TaK:Ke OTBETCTBEHHBI 3a OCTpOE YXYAIIeHWE
KIMHUYECKON KapTUHBI, CHHKOTIAIBHBIC COCTOSTHHS
i Hapactanve BeIpakeHHocth CH BciencTsue
CHVXEHUSI AUACTOJINYECKOTO HAMOJHEHUS U cepaeyd-
HOTO BbIOpOCa B pe3yjibTaTe YCKOPEHHOIO XeJlya04-
KOBOTO pUTMa W OTCYTCTBMSI CUCTOJIBI Mpeacepauii
B YCJIOBUSIX TUTIEPTPOGUPOBAHHOTO, HETTOAATIMBOIO
u umemusuposanHoro JIK [2].

Knunuka

OcHoBHBIE KIMHMYecKUe cuMmiTomMbl TKMIT —
OfpIlIKa, 00 B 00JaCTA cepAla, YTOMIISIEMOCTb,
cepAuebreHre, HapylIeHUs cepAeuHOro puTMa, 00-
MOPOKH Y TTPEI0OMOPOYHBIE COCTOSIHUSI, BOBHUKAIO-
ye npu pU3N4ecKoM U SMOLIMOHATILHOM HallpsiKe-
HUM UK 0€3 BUIUMbBIX TPUYMH.

Hns TKMII xapakTtepHbl TUIWYHbBIE ITPUCTYIILI
CTEHOKapIWUM, BO3HMKAIOLLIWE B PE3YJIbTATE HECO-
OTBETCTBUSI KOPOHApPHOI'O KPOBOTOKA M BO3pOCIIEHA
MOTPEOHOCTU TUIEPTPOPUPOBAHHOIO MHUOKapIa
B KUCJIOPOJIe, a TAK3KE BCIIEACTBUE CAABJICHUS MHTPA-
MYpaJbHBIX BETBell KOPOHAPHBIX apTepuil U CyO3H-
JOKapIUaIbHON UILIEMUH IIPYU AUACTOINIECKON TUC-
¢yukmumn. Xota KMII gaime BcTpedaeTcss y MyxX-
YMH, CTEHOKapAus OOBIYHO pa3BUBACTCS Y XKCHIIUH.

IIpn oObekTMBHOM o0OCaenoBaHUU OOabHOTO |
TOH MPUTYIIEH, ONpPeAeISIeTCS YCUISHHBIN BepXy-
LLIEYHBIN TOJYOK U IyJIbCAllUs B TPEThEM MeXpedepbe
cJieBa OT TPYIMHBI, OOYCJIOBJIEHHAs TUIlEpTpodUEii
JIEBOTO TIpeACepans, a TAKKe YMEPEHHOE pacllvpe-
HUE OTHOCUTEIBbHOM TYMOCTU CEepAlla BIEBO, CKJIOH-
HOCTb K OpanuKapauu U apTepUaIbHON TUIIOTCH3UM.

YacTto BBICAYIIMBAETCS TIpyObIi CKpeOyIIuit
CUCTOJIMYECKUI IITyM, UHTEHCUBHOCTb KOTOPOI'O U3-
MEHSIETCSI TIPU CMEHE IOJIOXKEHUS Tejla, YTO CBUE-
TeJbcTBYET 00 oocTpykuuu BTJIK. B omHux ciyvasx
LIIyM JIy4Ilie BBICJIYIINBAETCS B TPEThEM WJIM YETBEP-
TOM MexXpeOephe MO0 JIEBOMY Kpalo I'PYAUHBI, B APY-
TMX — Ha BEpPXYILLIKe cepala. ¥ HEKOTOPbIX OOJbHBIX
CUCTOJIMYECKUI IIIYM IIPOBOAUTCS B IIOAMBIIICYHYIO
00J1aCTh, YTO CBUIIETEJILCTBYET O MUTPAJILHON HEIO-
CTaTOYHOCTH, 3aKOHOMEPHO BO3HUKAIOIIEH IIpu 00-
crpyktuBHOM Tune 'KMII. MHTeHCUBHOCTD 1iiyma
BapuabebHa, MHOTA CTIOHTAHHO U3MEHSIETCSI, U ero
TPOMKOCTb B pa3Hble JHU UCCIEA0BaHUsI HEOAMHAKO-
Ba. MU3MEHUYMBOCTD IIyMa OOBSICHSIETCS HE(PUKCUPO-
BaHHBIM cyxkeHreMm BTJIZK u BIusiHUEM pa3sTUuHbBIX
(akTOpOB, YBEIMYMBAIOLIMX WM YMEHBLIAIOLIMX
CTeIeHb OOCTPYKILIVH.

I1pu HeoOcTpykTUBHOM Tune ' KMII Takke BBI-
CJIYLIMBAETCS CUCTOJMYECKUI IIIyM, KOTOPHI 00Y-
CJIOBJIEH TypOYJIEHTHOCTbHIO IIOTOKA KPOBU B JIEBOM
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KeJIylIouKe B pe3yjibTaTe HepaBHOMEPHOTO COKpa-
LIEHUST YYaCTKOB TUIEPTPODUPOBAHHOTO MUOKAP-
Ja U He TPOBOAUTCSI Ha KpYIHbIe cocynbl. B psme
cllyyaeB HaJlMuuMe CHUCTOJMYECKOTO IlyMa oObsic-
HseTcsa TponancoM MK, BO3HUMKAIOIIUM BCJEH-
CTBHE HapylIeHUI B3aUMOACUCTBUS KJIallaHHBIX
CTPYKTYp, B YACTHOCTU NpPU OCJIaOJCHUU HATSIKE-
HUS XOp[I, 00YCIOBJIEHHOM TEM, YTO MaNUJUISIPHbIC
MBIIILBI TPUOJMKAIOTCS K IIOCKOCTU (pMOPO3HOTO
KOJIblIa KJIaraHa.

B 75-95%cny4aeB y 6onbHbix ¢ TKMII orMme-
4yaloT uU3MeHeHus 3jekTpokapauorpammbl (DKI)
B 12 oTBeneHuUsIX, mpexae BCero Npu3HaKy Irumep-
TpoUH JIEBOTO KeJyTouKa — U3MEHEHUS CEeTMEH -
ta ST m 3youa T B JIEBBIX TPYAHBIX OTBEACHMSIX.
YeTKOro COOTBETCTBUS BEJIMYUHEI 3y011a R B TIeBBIX
TPYAHBIX OTBEAEHUSX TOJIIMHE CTEHKU JIEBOTO Xe-
JlyioyKa To JAaHHBIM 3xokapauorpapuu (9xoKTI)
He HabomaeTcs.

Hannabeie DKI' 3aBUCAT OT JOKaau3aluy TUTIEP-
TpopupoBaHHOro Mmuokapaa. Ilpu rumneprpoduu
MEXCKETYIOUKOBOM TMeperopoJky C paclpocTpaHe-
HUEM Ha CBOOOIHYIO CTEHKY JIEBOTO KeIyJdouKa 4Ja-
11I€ BCTPEYAIOTCH HapylLIEHUsI BHYTPUXKETYI0UYKOBOW
MPOBOAMMOCTH: OJIOKaja JeBOi HOXKM mydka I'uca,
Osokaaa Tpex BeTBell myuyka I'mca. Takxke MoryTt Ha-
Omogathes marojiornyeckue 3younst Q u QS, uHBep-
cus 3yona T.

B 3aBUCHMOCTH OT CTENEHM CYKE€HUS BBIXOTHOTO
OTZeJa JIEBOTO XEeyIouKa, OIpeaessseMoro o rpa-
IUEHTY JABIICHUS, BBIIEISIOT TPU TeMOIMHAMUJe-
ckux tuna 'KMIT:

— OOCTPYKTUBHBII TUIT — CUCTOIUYECKUIA rpa-
JIEHT NaBJIEHUSI B BBIXOJIHOM OTIEeJie JEBOTo XKemy-
JIo4Ka B MTOKOE paBeH WU IpeBbiiiaeT 30 MM pT. CT.
(2,7 m/c no naHHbIM poriep-OxoKT').

— JlaTeHTHBIN TUIT — TPagUEHT NAaBJICHUS B BbI-
XOIHOM OT/gjIe JIEBOrO XeJyaouka He MpeBbIlIaeT
30 MM PT. CT. B ITOKO€ M IpeBbiaer 30 MM pT. CT.
MPU MPOBEACHUN HATPY30YHOM MPOOHI.

— HeoOCTpyKTUBHBIN TUIT — IpagueHT AaBJICHUS
B BBIXOJHOM OT/EJIE JIEBOTO KeTyI0YKa He TpeBbIlla-
eT 30 MM PT.CT B IOKO€ U IIPU IIPOBEICHUN HArpy304-
HOI IIPOOBKI.

I'paguieHT maBieHUSI B BHIXOOHOM OTHAEJIE JIEBOTO
JKeJIyIouKa U3MEPSIOT IpHU IToMolu gorep-OxoKT,
YTO MCKIIIOYAeT HEeOOXOAMMOCTh KaTeTepU3aluu
cepaua ripu 'KMII, 3a uckimoyeHreM TexX Clydaes,
KOIJa MMEIOTCS TOMO3PEHMST Ha aTepOCKIIepOTHYE-
CKOe TopaXkeHHWe apTepyil WK KJlaraHOB cepala.

[Tpu T'KMII oO6CTpyKuuio MOXKET CIpPOBOLIM-
poBaTh BBeJEHUE aMUJIHUTPUTA WU JOOyTaMUHA,
a yBeJIMUeHUe TpaaueHTa AaBJIEHUSI — MPUEM ITUTU-
JPONUPUINHOBBIX aHTAarOHUCTOB KajbliMsI, HUTpa-
TOB, UHTMONTOPOB AIT® 1 TUTrOKCHUHA.

B nmtepatype omMcaHO HECKONBKO IECSITKOB
HaOMoneHNT MH(GEKIIMOHHOTO 3HIOKApAuTa IIpU
I'KMII. Yacrora sHmokapauta coctaBisger 0,4%.
NHpexkumonHpIil mpornecc damie nopaxaer MK,
YyeMy CIIOCOOCTBYET MMTpajibHasi perypruTalusi.
OCHOBHOI1 B030yauUTEIb OOJIE3HU — 3eJIEHSIIUN
CTPENTOKOKK, B OTIAEIbHBIX CIydasXx CTa(UIOKOKK
¥ ITHEBMOKOKK. Takke MOXeT HabIoaaThCsl Majo-
CUMIITOMHOE aTUIIMYHOE TeYeHUE MH(PEKIIMOHHOTO
sHgokapauta MK y 6onpHbIXx ¢ 'KMII: xapakTep-
Hble KIMHUYECKNE CUMIITOMBI U JIAOOPaTOPHBIE TPU-
3HAKM aKTUBHOCTU BOCIIAJIUTEIBLHOIO TIpoliecca OT-
CYTCTBOBA/IM, OCHOBHBIM CHUMIITOMOM 3a00JIeBaHMS
obu1a nporpeccupytomast CH. IpuynHaMu nporpec-
CMpOBaHUS IIpolecca ObLIM mepdopalus KialaHa
¢ Hapactanuem CH, a Takxxe TpoM003M0O0IMK, B TOM
YlClie B COCYIBI CEpaLia.

ITIpu 'KMII Bo3MOXHO TakKe pa3BUTHE MUO-
KapauTa ¢ OOHAapyXUBaeMbIM BUPYCHBIM T€HOMOM
B siipax MUOKapAUaIbHbIX KJIETOK, YCUJIEHUEM KIIU-
HUYECKUX TIPOSIBJIEHU OCHOBHOIO 3a00JieBaHMS
n passutueM CH. Y moxwunbix 6ompHBIX ¢ TKMII
BCTpeuyaeTcsl KaablLM(pUKaIs MUTPAIbHOIO KJlana-
Ha, KoTopasl IPUBOAUT K BBIPAXKEHHON MUTPAIbHOM
peryprutanuu.

st 60JABHBIX CTapllero Bo3pacTa XapaKTepHO
ooiiee Tskesoe TedueHue 'KMII. ¥V Hux yamie pas-
BuBaeTcsa CH, ®II, npexoadiiue HapylLIeHUST MO3-
TOBOI0 KpOBOOOpaIieHus, ”HOPEKIIMOHHBINA 3HI0-
Kapaur [4].

[narHocTuka

OCHOBHOI1I MeTOI AWArHOCTUKU — 3XOKapIHno-
rpacdusi, KoTopas IT03BOJSIET BBISBUTH YTOJIILIEHUE
MMOKapJa M OLEHUTh BHIPAXXEHHOCTb OOCTPYKLIMU
BTJIK. Taxke NpuMEHSIOT CHUHTUTpapUI0 MUO-
kapma c 2'T1.

ITocranoBka nuarno3za ' KMII tpebyeT uckmoue-
HUSI BO3MOXHBIX IPUYUH TUIIEPTPOGUA, B TOM YHC-
Jie BPOXKIEHHBIX U MPUOOPETEHHBIX TTOPOKOB Cceplia,
AT', UBC u ap. JluarHocTuyecKue TpyIHOCTU OObIY-
HO BO3HUKAIOT MpPU 3HAYUTEJIbHOU TUNEpTpohUn
MMOKapaa y OOJIbHBIX C HEBBIPAXXKEHHOW TMIIEPTEH-
3U€i, KOTOpasi, HA MEPBbIA B3IJISAA, HE MOXET CIy-
KUTb MPUYMHON CTOJIb 3HAYUTEIBLHOTO YTOJIIECHUS
CTEHKM JIEBOro kejynouka. XoTsa coueranue I'KMII
u Al' BO3MOXHO, clienyeT aaeKBaTHO OLIEHUBATh He-
COOTBETCTBUE BBIPAXXKEHHOCTU TUIIEPTPODUU MHU-
okapaa u creneHu mnosbimeHus AJl. Taxxke moxer
BCTpEUYAThC 3HAYUTEbHAS TUIIEPTpodUsS MUoOKapaa
B pe3ysibTaTe ero MHGUIBTPALIMU IIPU HACIIEACTBEH-
HbBIX 3200JIeBaHUSIX ITpU cuHApoMme HyHaH, amuiion-
nmose, cunapome [lomre, 6ose3Hn XaHTepa, aTaKCUU
®punpeiixa, 6one3nu ['ypiep, Helipodubdbpomarose,
JICHTUTUHO3e [4].
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H.10. KupkunHa, A.H. CaBKuHa

Mopxoabl K Tepanuu

Crparernueckyde TMOAXONbl K BENEHUIO OOJIbHBIX
I'KMII ompenensitorcst paBAILHOM OLIEHKOM (DaKTO-
poB pucka BCC u nporHoctuaeckux Kpurepuen. Eie
B HayaJle HOBOTO BeKa HEMELIKHUMM YYeHbIMU ObLia
MpeioKeHa mKajaa rocnuTaabHoro pucka BCC, oc-
HOBaHHasl Ha TPaKTOBKE TaKWX CUMIITOMOB, KaK CUH-
KOMaJIbHbIE COCTOSIHMSI, TOJIOBOKPYXKEHUsI, CUHIPOM
CTeHOKapIuU, Pa3BUBAIOLLIMXCS HE TOJIbKO Ha (hoHe u-
3UYECKOI Harpy3Kku, HO 1 TocJjie TpueMa aaxke He0oJIb-
X 00BEMOB MUIIM, YTO TTPOTHOCTUYECKU OLIEHUBA-
JIOCh KaK KpaiiHe HeOJaronpusiTHbIA (hakTop HapsiLy
C HEaleKBaTHOM peaklyeil apTepuaabHOIO NAaBJICHUS,
HEYCTOMYMBOM XKeJIyIOYKOBON TaxUKapOUeH 1 Xeoy-
JIOYKOBBIMU HAPYIIEHUSIMU PUTMa BBICOKOTO KJjacca.

OcraHaBnuBasch 0oJiee IMOAPOOHO HA BOIIPOCAX
crpatudukanuu pucka pa3sutusi BCC y O0OJbHBIX
I'KMII, cnemyeT OTMETUTD, YTO JaHHOE MPOsIBIcHUE/
OCJIOXKHEHUE MOXKET ObITh MEPBLIM U €AMHCTBEHHbBIM
cuUMIITOMOM 3abosieBaHus. CrenoBaTeibHO, OJIHOM
U3 BaXXHEHIIMX 33]1a4, KOTOPbIE CTOSIT Tepe KIIMHU-
LIMCTOM, SIBJISIETCSI MPOBEACHUE CTpaTUdUKALIMU PU-
CKa 3TOT0 CEPHE3HOTO OCIOXHEHMSI.

Bropuunas npodunaktuka BCC mnokaszaHa ma-
LIMEHTaM, KOTOpbIe IEPEHECIU JTOKYMEHTUPOBaH-
Hytlo BCC. K pokazanHbeiM dakTopam pucka BCC
OTHOCSITCS CUHKONAJIbHbIE COCTOSIHUS, BBIPDAXKEHHAS
runeptpodust muokapaa JIZK, ToammHa Muokapaa >
30 MM, TTapOKCU3MBbI HEYCTOMYMBOM KEITyT0YKOBOM
TaxuKapauu, HeaJleKBaTHasl peaklisl apTepuajibHOroO
JlaBJieHUs Ha (pU3UYECKYIO Harpy3Ky, epeHeceHHas
BCC y 6onpHOro B aHaMHe3€ WIN Y WIEHOB CEMbU
1o 40 ner. OCHOBHBIMM 00CYXKIaeMbIMU (haKTOpaMu
pUCKa SBJSIOTCS ATOJOTUYECKUM IPaIUeHT BbIXOMI -
Horo TpakTa JI2K, cTeneHb AMacToIn4ecKrx Hapylie-
Huii JIK, Hanmuuue uiieMuyeckKux UBMEHEeHU U re-
HeTuyeckux MapkepoB pucka BCC.

OnpeneneHbl  MPOTHOCTUYECKUE  KPUTEpUU
I'KMII, cpenn KOTOpBIX CIEAYET BBIICIUTH XPOHM-
YecKylo cepacuyHylo HegoctatrouyHocTh (XCH), ¢wu-
OpWLIALMIO Mpeacepauii 1 TpoMOO3IMOOINYECKUA
CUHAPOM ¢ mpeobjiafaHueM apTeprualbHbIX TPOMOO-
30B — Pa3BUTUEM IPEXKIIE BCETO OCTPOTO HAPYIIEHUS
MO3TroBOro KpoBoobpaieHus. [lepeunciieHHble KpU-
TEPUM CYLIECTBEHHO YXYIIIAIOT MPOTHO3 U TPEOYIOT
nuddepeHIMPOBAHHOIO TI0IX0Aa K OIpeneIeHUIO
TakTUKU BeaeHus 00abHbIX [ KMII.

IIpy HamumyumM y HOalUUMEHTOB OOCTPYKTUBHOTO
Bapuanta I'KMII Taktuka BemeHMsI ompemensiercs
CTENeHbI0 OOCTPYKIIMM BBIXOJHOTO OTAeJa JeBOro/
MPaBOTo XeJlyaouka. YPoBeHb MUKOBOTO IrpalreHTa
BbIHOCs11Iero TpakTa JIZK > 50 MM pT. CT. cunTaeTcs
MoKa3aHueM ISl POBENCHUSI XMPYPTUUECKUX U APY-
I'MX UHTEPBEHIIMOHHBIX METO/IOB JIEYEHMSI.

ITogxogpl K MeAMKAMEHTO3HOM Tepamuy >STOi
TPYIIIBL OOJIBHBIX TPEOYIOT YETKOM OLIEHKM BCEX BBI-
HIeTrepevyrcIeHHbIX (paKTOPOB U TPAMOTHOM OLIEHKU
nmapamMeTpoB BHYTPUCEPIECUHON reMOAMHAMUKM.

[TpaBusibHO TOmOOpaHHAasI Teparnus TMO3BOJSIET
YMEHBIIUTh CTENEHb BBIPAKEHHOCTU KIMHUUECKUX
MpOSIBJICHUN 3a00JieBaHUsI, YJIYYIIUTh KayeCTBO
XKU3HU OOJBbHBIX, 00eCIIeYUTh MPOGUIAKTUKY OC-
JIOXKHEHUI U MOoIUMUIIMPOBaTh TeueHUe 3aboJieBa-
Hus. CiaeayeT OTMETUTb, YTO HU B OJTHOM M3 IIPO-
BEACHHBIX pPaHIOMMU3MPOBAHHBLIX HCCAEeIOBaHUIA
He yIajoch 10Ka3aTh, UTO Ha3HaUYeHue papMakoTe-
panuu 6onbHBIM TKMII MoxeT Kak-TO M3MEHUTH
MPOrHO3 3a00JIeBaHMSI.

(apmakoTepanus 60NbHbIX
runeprpoduyeckoii Kapauommonarmei. ..

...C 00CcmpyKuuell 8bIHOCAWE20 MPAKMA 1€6020 Jice-
Aayoouka

¥V 6onpHBIX 'KMII ¢ BEIpaxkeHHOI OOCTpyKIIMEH
BhIHOCAIMIEro TpakTta JIZK nmaxe B OTCYTCTBHE MIPO-
rpeccupoBaHMsl 3a00JieBaHUS OBLIO IMOKa3aHO YBe-
qnyeHne cmeptHoctu [13]. Ilostomy BHIsIBICHUE
y manueHta ¢ T'KMII rpaguenTa oOCTpyKIIMU BHI-
Hocsero TpakTa JI2K 6onee 30 MM pT. CT. B IIOKOE
TpeOyeT Ha3HaueHUs MeIUKaMEHTO3HOU Teparuu,
HarpaBJIeCHHOM Ha CHUXeHMe cTereHu TakoBoii [10].
MdapMaKoJIOTMIECKYI0O KOPPEKITUIO OOCTPYKIINMHN BBI-
Hocsmero Tpakra JIXK cremyeT Takke NpoOBOAUTH
OOJILHBIM C JIATEHTHO# U CpeIHeKeTyI0YKOBOIl 00-
crpykumeii [7, 12, 18]. KpaiiHe BaXkHO OTMETUTD, YTO
npenapaThl, yBeJIMUUBAIOIIAE OOCTPYKIINIO BEIHOCS -
mero Tpakrta JIZK, — nepucdepudyeckue BazoauiaTa-
TOPBI, WX MPENapaThl C MOJ0XUTEIbHBIM UHOTPOTI -
HBbIM JEHCTBUEM, — HE MOTYT OBbITh UCITOJb30BaHBbI.

Llenblo Tepanuu sBIASETCS MOUMCK HaMMEHbLIEH
3¢ dEeKTUBHON 03Bl IIperapara, obeclieuurBaloleit
MUHUMAJbHBIA PUCK Pa3BUTUS MOOOYHBIX 3hdheK-
ToB. IloaTOMY Tepanuio J100BIM IIperapaToM HauM-
HalOT ¢ HAUMEHBILIUX 103, HA TUTPOBAHUE KOTOPBIX
MOXET YXOAUTb JOCTATOYHO OOJbIIOE KOJUYECTBO
Bpemenu [13]. Jist Teparmmu oOCTPYKTUBHOM (POPMBI
I'KMII moryt nmpumMeHsITbcsl 6eTa-0J10KaTophl, Ou-
3onupamMu U BepanaMuil. O0CyKaaeTcsl TaKXKe BO3-
MOXHOCTb MCIIOJIb30BaHUS U IPYyroro aHTUapuTMMU-
yeckoro mpernapara u3 IA kimacca — 1HuOeH30JMHA.
bbl1o0 OKa3aHo, YTO JeyeHUe LIMOSH30JIMHOM MpU-
BOJUT K CHVDKEHUIO IPaieHTa OOCTPYKLIMU BEIHOCS -
mero TpakTa JIK y 6onpHbIX T KMIT.

...C duacmoauyeckoii oucgynxuyueii 6 omcymcmeue
00CmpyKyuU 8bIHOCAUEC20 MPAKMA 1€6020 HCeAY00UKA

B ocHoBe nporpeccupoBaHus 3a007eBaHUS Yy Ta-
ueHToB ¢ ' KMII HeoOCTpyKTUBHOM (DOPMBI JIEKUT
auacroiandeckas auchyHkuusi. M3BecTHO, 4TO pas-
BUTHE NMACTOJIMYECKOU AUCHYHKIUU MOXET ObITb
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00YyCJIOBJIEHO KaK HapyllleHHWeM aKTHBHOIO pac-
cnabnenusi muokapaa JIZK (paHHss nuacTtosa), Tak
U U3MEHEHUEM ero (hM3NYEeCKUX CBOWCTB (IMO3IHSIS
nuactonia) [6]. B MupoOBO#l mpakTUKe CYIIECTBYIOT
TPU OCHOBHBIE TPYIINbI IEKAPCTBEHHBIX CPEACTB (aH-
TarOHMCTHI KaJibliusl, OeTa-010KaToOphl U AM30MUpa-
MMIT), CIIOCOOHBIX MOBIMSATH Ha COCTOSIHUME paHHEH
nuactoibl 'y 6onbHbIX 'KMII. MMeeTcss Gosblioe
KOJIMYECTBO MCCIEIOBAaHUI Ha >KMBOTHBIX MOIESIX
T'KMII, B KOTOPBIX MPOJEMOHCTPUPOBAHA BO3MOX-
HOCTb (hapMaKOJIOTMYECKOTO BJIMSHHUS Ha CTETIeHb
BBIPAXKEHHOCTU TUIEPTPODUN MHMOKapma M MHTEP-
crulmagbHoro ¢uodposa [11, 14].

Y oonpHbix 'KMII HeoOCTpYyKTUBHOI (POPMBI
TaKKe HepeoKO MCIIOIb3YIOTCS BepalaMml U Oera-
6iokaTtophl. B psime mccienoBaHMit TToOKa3aHO yBe-
JIMYEHUE TOJIEPAHTHOCTU K (PU3MUECKUM Harpyskam
y MalMeHTOB, MPUHUMABIIUX YKa3aHHbIE Mpernapa-
Thl. B paMKax nokasaTeJlbHOW MeIUIIMHBI YCTaHOB-
JICHO, YTO TPHMEHEeHWEe WHTHMOMTOPOB aHTMOTEH-
3UHITpeBpallialolero epMeHTa y MallMeHTOB C apTe-
pUANIbHOM TUMEPTEH3ME MPUBOAUT K YMEHBIIECHUIO
CTEINEHU BbIPaKEHHOCTH BTOPUYHON TMIepTpoduun
muokapna. IloaTBepxkIeHWeM 3HAYMMOCTU BIIMSI-
HUSI PEHUH-aHTMOTEH3MH-aJbIOCTEPOHOBOM  CH-
CcTeMbl Ha (popMUpOBaHUE TUNEPTpodUU MHUOKapIa
y 6onbHBIX ' KMII MoOXeT Takke CIy>KUThb TOT (pakT,
yTto Haimuuyue DD-reHoTuna aHTMOTEH3WHIIpEBpa-
marmomero ¢GpepMeHTa IpUBOAUT K Pa3BUTHUIO Oojiee
BeIpaxkeHHoU runeprpodun JIK. [ToaTromy 1ormaHo
MPETOJ0XUTb, YTO WCIOJb30BAHUE ITOU TPYIIIIbI
MpEeIrapaToB MOXET CIIOCOOCTBOBATH YMEHBIIECHUIO
CTETIEHN BBIPAXXEHHOCTH THUIEPTpopmuy MHOKapma
y namuenToB ¢ TKMIT [11].

CylecTBYET 10CTaTOYHO OrPaHUYEHHOE KOJIUYe-
CTBO UCCJIEIOBAaHU, TTOCBSILLIEHHBIX U3YYEHUIO 3TOM
npobiiembl y 6onbHBIX ' KMII. Tak, nmpu ucciaenoBa-
HUM OUONTATOB MUOKap/a, MOJIYYeHHBIX OT 38 60Jb-
Hbix 'KMII, nmpuHUMaBIIMX BepanamMui, He OBLIO
OoOHapykeHO Kakoro-janbo addekra yKazaHHOMN Te-
panmuu Ha CTeNeHb BBIPAXXEHHOCTH TMIEPTPpOOUn
KapIMOMUOLIMTOB U MHTEPCTULIMAIILHOTO (prbpo3a.

B Hacrosiiee BpeMsT u3ydeHue BIMSTHUS Tperia-
paToB Ha CTPYKTYPY MHOKapla y YeloBeKa COMps-
KE€HO C OOJBIIUMU TPYTHOCTSIMH, KOTOPBIEC B IIep-
BYIO Oouepenb OOYCIOBICHBI STUICCKUMU HOPMAaMMU:
OlleHKa TUHAMUKH ITaTOMOP(DOTOTUIESCKUX U3MEHE-
HUI BO3BMOXHA TOJIBKO C TTOMOIIIBIO CEpUIHOTO TTPO-
BeneHUsT omoricny Muokapaa. OCHOBHBIM OOBEKTOM
KCCJIeOBaHUsl cefiuac SIBJISIIOTCS TPAHCTeHHbBIE KU-
BOTHBIE, B TEHOM KOTOPBIX BBEJIEHbI MyTallIl T€HOB
0eJIKOB capkoMmepa.

NHTepecHBIM OTKPBITUEM CTajla BO3MOXHOCTh
MpeaoTBpallleHUs] Pa3BUTUSA TUNEPTPOPUU MU-
okapJa B 3KCIIEPUMEHTE Ha TPAHCTE€HHBIX allb-

ba-MHC#3* Mprimax mpu MCHOAb30BaHUY TUITH -
azeMa. BBegeHue nuiatuazeMa KOPOTKUMM KypcoMm
B IIperunepTpodudeckyo ¢asy (10 pa3BUTHUS TH-
CTOJIOTUUECKUX U MOP(OJOTMYECKUX MPU3HAKOB
3a00yieBaHMsI) MPUBOAMIO K OoJiee MO3AHEH Ma-
HudecTaluu 3a00JeBaHUS ¢ 3aAePKKO MOsIBIe-
HUS MPU3HAKOB TMHEPTpOPUM MUOKapAa U Apy-
X MOp(pOJOTUYECKUX UBMEHEHU I, XapaKTEPHBIX
g TKMII.

BnusiHue apyrux KJjiaccoB IIpernapaToB Ha Bbipa-
JKEHHOCTb TMCTOJIOTUYECKUX U3MEHEHU, HaOmona-
toruxed npu F'KMII, 6buto Takke IKMPOKO Uccie-
JOBAaHO Ha TPAHCT€HHBIX KMBOTHHIX. YCTaHOBIIEHO,
YTO MPUMEHEHME JI03apTaHa COIIPOBOXKIAETCS HO-
CTOBEPHBIM YMEHBIIICHMEM CHUHTEe3a TpaHCHOPMU-
pYIOLLIETO POCTOBOro (pakTopa 6eTa 1. DTOT HUTOKUH
BhIpabaThIBacTCS B OTBET Ha AEHCTBUE aHTUOTEH3HA
I1 1 s1BAsIeTCS1 pakTOpPOM IIpOrpeccupoBaHus puodpo-
3a. HeynuButenbHO, 4TO Mpu MPUMEHEHUU JIo3apTa-
Ha y XXMBOTHBIX OTMEUaJIOCh IOCTOBEPHOE CHUKEHUE
CTENEeHU BBIPAXKEHHOCTH WHTEPCTULMAIBHOTO (hU-
O6po3za. B ipyrom ncciegoBaHuyM MPOAEMOHCTPUPOBa-
HO, YTO MCHOJIb30BaHWE CMMBAcCTaTHHA y TPAHCIEH-
HBIX KPOJIMKOB IMPUBOAMIO K YMEHBIIIEHUIO CTENEHU
BBIPaXX€HHOCTU TUMepTpoduu MUoKapaa U UHTEp-
cTULMabHOro (pudposa. MHTEpecHbIE pe3yabTaThl
MOJIYYEHBI IIPU U3YYEHUHU BIUSHUS CIIMPOHOJIAKTOHA
y TPaHCTE€HHBIX KphIC 1 KomieK. [TokazaHo, 4To mpu-
MEHEHHME aHTAarOHHUCTa ajbJOCTePOHA CIIOCOOCTBYET
HE TOJIbKO perpeccy TMIepTpoduy MUOKapaa U UH-
TepCTULIMAJIBHOTO (prdpPo3a, HO M CHIDKEHUIO BBIpa-
KEHHOCTH Je30praHM3aluy KapaAuoMUOLUTOB [14].

K coxaneHuo, 10 HACTOSIIET0 BPEMEHU OTCYT-
CTBYIOT yOeauTesbHbIe N0Ka3aTeabcTBa 3(PPeKTuB-
HOCTU KaKUX-JUM0O JIeKapCTBEHHbIX IpernapaToB,
CIMOCOOHBIX YMEHBIIUTh CTeNeHb TUMepTpohUn
u ¢udposa muokapna y 6oiabHbeix 'KMII. BeposiTHo,
B OyayiieM OyayT pa3paboTaHbl aJlrOpUTMBI Tepa-
MUK, HallpaBJICHHbIE Ha MPEeIOTBpallleH e Pa3BUTHUS
runeptpodpun mMuokapaa y 6oasHeix 'KMIIT niu ee
perpecc. OgHako B HacTosllee BpeMsl OOCY:KIeHUE
3TOI MPOOJIEMBI HOCUT TUITOTETUYECKHMI XapaKTep.

...C umemueil Muoxapoa é omcymcmeue oocmpyx-
Uuu BbIHOCAUE20 MPAKMA 1€8020 JHCeAYO00UKA

HMinemust Muokapaa SIBISIETCSI OMHUM U3 BaXKHBIX
MaTo(PU3NOIOTUIYECKIX MEXaHU3MOB IIPOrPECCHPO-
BaHnusg 'KMII. OcHOBHBEIM mperapaToM, JOKa3aB-
LM CBOIO 3()(EKTUBHOCTD B €€ JICUCHUHU, SIBIISICTCS
Bepamamu [8, 16].

B npoBeneHHBIX HCCIEIOBaHUSX YCTaAHOBJIE-
HO, YTO Ha3HaAuYe€HWE OBTOro IMpernapata MPUBOIUT
HE TOJIbKO K YMEHBIIEHUIO KOJIUYEeCTBa MPUCTYIIOB
CTEHOKApJWM, HO Y UCUE3HOBEHUIO MPEXOISIINX 1e-
(bexToB mepdy3un Muokapaa Mpu MPOBEICHUM OJI-
HOGOTOHHON 3MUCCUOHHON KOMIBIOTEPHOI TOMO-
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rpacduu cepaua. Tak, u3 14 6oabHbix [KMII, y Ko-
TOPbIX B MOMEHT BKJIIOUEHUSI B HMCClIe0BaHEe ObLIN
BBISIBJIEHBl MPU3HAKKU MpeXonsilei MIIEeMHU MMO-
Kapjaa, TpU HaszHauyeHUM Beparamuia y 70% GbuIO
OTMEUYEHO MX MCUE3HOBEHME. DTU Pe3yJIbTaThl ObLIN
MOATBEPKAEHBI U IPYTUMU paboOTaMU.

...C HAPYWEHUAMU PUMMA

Haubonee yacto HabI0MaeMbIMU U UMEIOILIMMU
KJIMHUYECKOEe 3HAYCHUE HapYIIEHUSIMU PUTMA SIBJISI-
torcst DI u xxu3Heyrpoxaromue aputMuu [17].

Qubpurrauus npedcepduii. B Hacrosiee Bpe-
Ms OTCYTCTBYIOT HNPOCHEKTUBHBIE MCCIEIOBAHMUS,
pe3yIbTaThl KOTOPBIX MO3BOJMIM Obl pa3paboTaTh
pekoMeHmanuu 1o BeaeHuio OoabHBIX ['KMII
¢ ®II. ITosToMy coBpeMeHHAas TaKTUKa BeIcHUS
TaKuxX OOJIbHBIX B OCHOBHOM CTPOMTCSI Ha CTaH-
ITapTHBIX PEeKOMEHIALMSIX, NPeIIOXEHHBIX s
ManMeHTOB ¢ GUOPMIUISILIMEN peacepanuil Ipyroi
aTuojgoruu [135].

OnHako WCMOJb30BaHUE OSTUX PEKOMEHIALU
JIOJIKHO MPOBOIUTHCSI C YUETOM OCOOEHHOCTEH BHY-
TPUCEPIAECYHONU U LIEHTPaJIbHONW TeMOAWHAMUKU, TO
€CTh TOJIbKO MpPY HaJWYMU BBIPAXKEHHOU MUACTOJIM-
YyeCcKOW MUCPYHKUMU U OOCTPYKLIMM BBIHOCSIIIETO
TpakTa JIZK 10JKHBI BHOCUTBCSI KOPPEKTUBHI B TaK-
TUKY BEeIeHUS MAlIUEHTOB.

HakomiaeHHBI1 KIWMHWUYECKUI OIIBIT CBUIE-
TeJabCTBYeT, uTo y OonbHbix I'KMII ¢ penkumu
nmapokcudMaMu DI HeoOGXOOMMO CTPEMUTHCS
K MaKCHMaJIbHO OBICTPOMY BOCCTAHOBJIIEHHMIO CH-
HYCOBOTO puTMa. JIJIsI 3TOTO UCHOJIB3YIOTCSI dap-
MaKOJIOTMYECKHUE WM DJIEKTpUUECKHUE KapIuo-
Bepcuu. [Ipu BoccTaHOBJIEHUM CUHYCOBOTO PUTMAa
Mal¥eHThl HYXXJIal0TCs B JUIMTEIbHON Mpoduiak-
TUYECKON aHTUAapUTMUYECKON U aHTUKOATYJISHT-
HOW Tepanuu.

B peTpocneKTUBHOM MCCIeIOBAaHUM OOJbHBIX
I'KMII ¢ @I npoaeMOHCTPUPOBAHO, YTO IIpUMeE-
HEHHUEe MaJlbIX 03 aMMOoJapoHa ¢ LeJblo Mpodu-
JIAKTUKU TMapOKCU3MOB (PUOPUIIISIIMU TIpelncep-
IUA MMEeeT CYyIIeCTBEHHbIE IIPEeUMYIIECTBa IIepes
NpuMeHeHneM OeTa-0J0KaTopoB, TUTOKCHHA, Be-
panamuia u npenapatoB IA u C kinaccoB. Dpdek-
TUBHOCTh 1M 0€30MaCHOCTh NPUMMEHEHUSI Y OOJIb-
Heix 'KMII antnaputmukosn III knacca (coranon)
HE YCTAaHOBJICHEI.

IMamuentam ¢ I'KMII ¢ mepcuctupylomei dpop-
Moit ®DI1, y KOTOpsIX, KaK MPaBUI0, NPOOUIAKTU-
yecKash aHTMapUTMHUYecKasl Tepallmsl OKa3bIBaeTCs
Maioa(deKTUBHOM, TOKa3aHO MeIMKaMEeHTO3HOe
JieueHWe, HalpaBJIeHHOE Ha TMOoAIepXKaHue OIl-
TUMaJIbHOW 4YaCTOThl CEPACUYHBIX COKpallleHUil —
55—60 ygapoB B MuHyTY [13]. DT0 yalle qocTUraeT-
cs1 TIpy Ha3HayeHUU 6eTa-0J10KaTopoB, BepanamMuia,
IWITAA3eMa WIM aMUOJapoHa B BUIE MOHO- WJIMU

KOMOMHMpOBaHHOW Tepanuu. IlpuMmeHeHue 1IK-
KO3MIOB, IPOTUBOIIOKA3aHHBIX MPU OOCTPYKTUB-
"ot ¢opme I'KMII, Bo3aMOXXHO y manueHTOB 0e3
o0cTpyKumM BeIHOCAIIETo TpakTa JIZK 1 ocobeHHO
B «KOHEYHOI CTagun» 3a00JIeBaHUSI.

CyToO4YHOE MOHUTOPHUPOBAHHUE 3JIEKTPOKAPAU-
orpaMMbl MO3BOJISIET OCYILIECTBIATh aAeKBaTHBIN
KOHTpOJIb 3¢ GEKTUBHOCTU MNPOBOAUMON Tepa-
nuu. B oTHOIIEeHUM OOJBLHBIX TaXUKapAUEH, pe3u-
CTEHTHOM K MEIMKaMEHTO3HOW Tepanuu, MOXET
o0CcyXaaTbCs BOIIPOC O IPOBEACHUU paauoya-
CTOTHOM aONsILUM aTPUOBEHTPUKYJISIPHOIO Yy3ja
¢ UMIUIAaHTALMel IMOCTOSHHOIO 3JIEKTPOKapauo-
CTUMYJISITOpA.

Pesynbratbl MHOTIOLIEHTPOBOTO MCCIIEIOBAaHUS
AFFIRM wu pgga npyrux MCCIENOBaHWM CBHIE-
TEJbCTBYIOT, UYTO BBDKMBAEMOCTh malreHToB ¢ DI
W ONTHMAJbHBEIM KOHTPOJIEM YacCTOTHI CEPHEYHBIX
COKpallleH!1 HE OTINYAeTCsI OT TaAKOBOIl MAllMEHTOB
C CHMHYCOBBIM puTMOM. OmHaKO IMOmoOHass 3aKOHO-
MEPHOCTb He XapakTepHa jj1s1 6onbHbIX [ KMII, mo-
CKOJIbKY YCTAHOBJIEHO, YTO €XeroaHasi CMEPTHOCTD
nauueHToB ¢ PII BhIIIE, YeM MALMEHTOB C CUHYCO-
BbIM puTMOM (3% mipoTuB 1%).

YuuThiBas reMoaMHaMHU4YecKue OCOOEHHOCTH,
xapakTepHbie i1 O6onbHbIx I'KMII, u mnmoxoit
nporHo3 npu nepcuctupoBaHuum PII, Heobxomgu-
MO BCEMM HOCTYIMHBIMHU CPEACTBAMMU CTPEMUTHCS
K NOoAAepKaHUIO CUHYCOBOIO pUTMa y TaHHOM Ka-
TEropuu MaleHTOB.

Kuzneyepoocaroujue Hapyuienus: pumma 'y O0JIbHBIX
I'KMII cayxat ocHoBHOI nmpuunHoii BCC.

B nHactostimiee BpemsI B KauecTBe CpeacTBa IIpodu-
JIAKTUKM Pa3BUTUS KM3HEYTPOXKAIOIINX HAPYIIEHWIA
pUTMa MOXHO pacCMaTpUBaTh TOJIBKO amuonapoH. On-
HaKo JIUILIb B OTHOM MCCJIEIOBAHUY (PETPOCTIEKTYBHOM
HepaHIOMU3UPOBAHHOM C UCTOPUYECKUM KOHTPOJIEM),
MpoBeaeHHOM oKoJ1o 20 JIeT Ha3a, ObLIO IMOKa3aHo, UTO
Ha3zHauYeHMe aMUOJAPOHA MPUBOAUT K CHIDKEHUIO PU-
cka BCC. B nanbHeiiiieM H1 B OHOM U3 UCCJICIOBAHUIA
MOIOOHBIX PE3YJIBTATOB MOJYYEHO HEe ObLIO.

Ha naHHBIT MOMEHT €AMHCTBEHHBIM 3((HEKTUB-
HBIM CITOCOOOM TIPOMPMIAKTUKHU KU3HEYTPOKAIOIINX
HapylIeHU pUTMa CYUTACTCS UMILIAHTAIUS Kapay-
oBepTepa-nehudbpuisaTopa.

TeMm He MeHee CYIIeCTBYIOT KIIMHUYeCKUe CUTya-
LIMM, KOIJa KUCIIOJIb30BaHME aMUOJapOHa CTAHOBUT-
csl Hem30exXXHBIM. Tak, Icuxoaorndeckas He3peaoCcTh
MalMeHTOB OETCKOr0 BO3pacTa 4acTO CTaHOBUTCS
MPEISITCTBUEM I WMIUIAHTAIlMM  KapauoBepTe-
pa-nedudpuisiTopa. Kpome Toro, columanbHO-3K0-
HOMUYECKHE MPOoOJIeMbl TaKXKe MOTYT ObITh HETIPeo-
JOJIMMBIM OapbepoM ISl TPOBEASHUSI 3TOM MTPOLIEY -
pbl. JledeHue Taknx GOJIBHBIX aMUOJAPOHOM MOXKHO
CPaBHUTh C Tepamnueil oTyastHUSI.
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(apmakoTepanusa XpoHU4ecKon
cepAevHON He0CTaTOYHOCTH
y 60nbHbIX rUnepTpoduueckoil Kapauomuonaruei

YuuteiBasg IMACTOJIMYECKUI BapuaHT Pa3BUTUS
XCH npu I'KMII, Ttepanusi 1aHHOTO COCTOSIHMSI
CJIOXHA.

B HacTosiliee Bpemsi He CYILECTBYET YETKO
c(OpMYJIUPOBAHHBIX PEKOMEHIAUN MO JAaHHOMY
Boripocy. CornacHo pekomeHmauusm ESC (2014)
OCHOBHBIMHU TipemapatamMu mias JedeHus XCH
y MNallMeHTOB C HEOOCTPYKTMBHBIMM BapuaHTaMu
T'KMII gBnsioTcst 6eTa-aapeHo010KaToOphl, heHU-
nankuinamMmuHbl. OgHaKo Tepanus 0eTa-aapeHo0JI0-
KaropaMM M aHTarOHUCTAMU KajibllMSl HE BJIUSET
Ha ¢pubpo3 MMOKapaa, KOTOPbIA CUUTAETCS OTHOM
U3 OCHOBHBIX NPUYUH Pa3BUTUS AUACTOIUYECKOM
XCH npu I'KMII.

YuuteiBasg xapakTep HapylleHU BHYyTpUCEpIEU-
HOW reMOIMHaMUKU, JJIS Je4eHUs He MOIYT ObITb
KCIIOJIb30BaHbl TMepudepudecKkue Ba3oanIaTaTophbl,
WM TIpenapaTbl C TMOJOXUTEIbHBIM WHOTPOITHBIM
JIeicTBMEeM, KOTOpble Hanbosee 4acTo MPUMEHSIOT-
cs nst neyeHust XCH nipu apyrux Hozogorusix. Oco-
OEHHO TPYAHO MOA00PaTh TEPAIUIO MALIUEHTaM C 00-
ctpyktuBHbIMU BapuaHTamMu I'KMII, koraa crnmcok
HeobxonuMbIx 11 nedenus XCH mpemnapatoB cBo-
IUTCsI K MUHUMYMY. HanboJsee yacTo ucrnosib3yercs
CITMPOHOJIAKTOH (BEPOIITUPOH) C AUYPETUKAMU, 13-
Oerast mpu 3ToM (POPCUPOBAHHOTO AUYpe3a, B KOM-
IUIEKCE C OCHOBHBIMU (POHOBBIMU TIpENapaTamu:
OeTa-OJ0oKaTOpaMM, BepamaMUIOM, AOUJITHA3EMOM,
aMUOAapPOHOM — 10 TTOKa3aHUsIM.

Ceronns nins nedenns XCH y manneHTOB ¢ He-
oocTpyktTuBHbEIMU Bapuantamu I'KMII momycka-
eTcsl TNpUMMEHEeHUEe MpernaparoB, OJOKUPYIOLIUX
PEeHUH-aHTUOTEH3UH-aJIbIOCTEPOHOBYIO CHUCTEMY:
MHIMOUTOPOB aHTMOTEH3WHIpeBpallawero dep-
MEHTa W AaHTaroHWCTOB PELEeNTOPOB AaHTUOTEH-
3uHa. [Ipy 3TOM y OOJBHBIX C MCMOJb30BaHUEM
CTpecc-TeCTOB OJKHA OBITh MCKJIIOUEHA Jaxe Jia-
TeHTHasi OOCTPYKILIUSI.

CrenyeT OTMETUTb, YTO NaHHasl Tpymma Mpemna-
paToB MPUBOAUT K CTPYKTYPHBIM WM3MEHEHUSIM ap-
TEpUAIbHOW CTEHKHW, YMEHBIIEHUIO TullepTpoduun
[JIaAKOMBIIIEYHBIX KJIETOK U OTPAHUYEHUIO KOJIUYE-
CTBa U30BITOYHOTO KOJUIareHa, TO €CTb YMEHbBIIEHUIO
creneHu ¢pudbpo3a.

IIpu HeoOcTpykTuBHBIX BapuaHTax ['KMII uH-
TMOMTOPHI aHTMOTEH3UHIIPEeBpallapero hbepMeHTa
U aHTaroHUCTHI PELIENITOPOB AHTMOTEH3WHA SBJISIIOT-
csl IIperapaTaMu IepBoi InHuu 1j1s tede s XCH —
kjacc I, ypoBeHb nokazatenbHocTH A (28-]1).

CornacHo pekoMeHaauusM ESC (2014) HazHaue-
HUE TaHHBIX TTpenapaToB cooTBeTcTBYeT IIB Kimaccy,
ypoBHI0 goka3ateiabHoct C (59-]1).

Cpenu nocyieagHux padboT MO OLIEHKE BHYTpUCEP-
J€YHOU reMOIMHAMUKU 1 3(PHEeKTUBHOCTHU JIeUEHUST
XCH 6sokatopaMu peHUH-aHTMOTEH3UH-aJIbI0CTe-
POHOBOI CUCTEeMBI y MallMeHTOB C HEOOCTPYKTUBHBI-
mu BapuaHtamMmu ['KMII crnenyer BbiaenanTh paboTy
A.E. JleMKrHOI, B KOTOPOI aBTOpP Ha COBPEMEHHOM
YPOBHE OLIEHUBAET BHYTPUCEPACUHYIO TeMOAMHAMM -
Ky y 6onbHbIX 'KMIT npu XCH u noka3biBaer Liee-
C000pa3HOCTh U 6€30IMaCHOCTb UCIOJAb30BAHUS Te-
puHOonpuia (ImpectapuymMa) B cO4eTaHUM C OeTa-a-
IpeHobnokaTopaMu. Tak, yxKe uyepes I1eCTb MECSLEB
Teparnuy HaOIoAaeTcs yaydllleHue JMacTOIMYecKon
dyukuuu JIK, ymMeHbleHUE cTeNeHU TunepTpobuun
" KImHn4Yeckux cumnrToMoB XCH.

He cinemyer 3a0biBaTh O IpOoGUIAKTUKE TPOM-
003MOOIMYECKHX  OCJIOXHEHUI, CBOWCTBEHHBIX
I'KMII, mpoBoauTh KOTOPYIO HEOOXOAMMO I10 O0IIIe-
MPU3HAHHBIM CXeMaM.

Ocoboe MecTo 3aHMMaeT MpoduiakTUKa WH-
(beKLIMOHHOTO HI0KAPAUTA, XapaKTepPHOTO 1151 00-
CTPYKTHMBHBIX BapuMaHTOB 3a00jieBaHUSI U MpOTeKa-
IOIIET0 ¢ HamboJiee YaCThIM MOpakeHUEeM MUTpPasb-
Horo kjanaHa. bonbHbie TKMII nMeroT cpenHiowo
CTeNleHb pUCKa MPUCOEAUHEHUS WHGOEKIIMOHHOIO
SHAOKapAuTa. PekoMeHmauuuy 1o MpoduaakThye-
CKMM MEpPOINPUATUSIM aHAJOTUYHBI TAaKOBBIM TIpU
BPOXX/IEHHBIX U MPUOOPETEHHBIX TOPOKAX CEPLIa.

ITpencraBnsieT UHTEPEC BO3MOXHOCTh MPUMEHE-
Hus nipu I KMIT knacca OpagukapauTHIeCKUX CeIeK-
TMBHBIX UHIMOUTOPOB If-KaHaI0B CMHYCOBOIO y371a,
B YaCTHOCTM HMBaOpagmHa (KopakcaHa). CorjacHo
aHaJIM3Y JUTepaTypbl MBaOpaavH o0JamaeT TaKUMU
CBOWCTBaMU, KOTOpbIE ITO3BOJISIIOT PACCUUTHIBATDH
Ha JOCTUXXEHUE KJIMHUYECKOTO a(pdeKkTa y 60IbHBIX
I'KMII. B skcnepMMeHTalIbHBIX MCCICIOBaHUSIX
MPOJEMOHCTPUPOBAHO, YTO MBAOPaJAVH YBEJIMUYUBAET
MPOAOJIKUTEBHOCTD JUACTOJIbI, YIydlllaeT 3aroHe-
Hue JIXK u nepdys3uto Muokapaa. B nccienoBaHusix,
MPOBEAEHHBIX Y OOJBHBIX CO CTEHOKapAUei Hampsi-
>XKEHUS1, 3aDUKCUPOBAaH aHTUAHTUHAIBHBIN 3hbheKT
uBabpaguHa. DTO MNOCIYKWIO NPEAIIOChUIKON IS
MPOBENECHHUS psiia UCCIENOBAaHUI MO U3YYEHUIO I(P-
dextuBHOCcTH KopakcaHa y 60i1bHbIX [ KMIT.

B pa6ote M.B. Mapkenosoii (2010) ormedeHo,
yTto y 601bHbIX KMII oTpriaTtebHblil XpOHOTPOM-
HBII 3(pdeKT celleKTUBHOro nHruouropa If-kanamnon
CMHYCOBOTO y3J1a uBaOpannHa (KopakcaHa) mpu ¢pu-
3MYeCKOl Harpy3ke BbIpak€H B 3HAYMTEJIbHO 0O0Jb-
1Iel CTereHu, YeM B MOKOe, a Teparnus npernapatomMm
COTPOBOXIAETCSI TOCTOBEPHBIM TTOBBILLIEHUEM TOJIE-
PaHTHOCTHU K (PU3UUECKOI Harpy3Ke U MPersiTCTBYeT
HeaJieKBaTHOMY CHUXXEHUIO YPOBHSI apTepUabHOTO
nasieHus npu Harpyske. boabHbiM ['KMII ¢ coxpa-
HEHHBIM CUHYCOBBIM PUTMOM PEKOMEHIYETCSI MOHO-
Tepanusl KopakCaHOM B 03¢ 7,5 MT JIBa pa3a B ICHb.

KNMMHUYECKAA MEAVNLUNHA N OAPMAKOJNIOTUAT. 3, Ne4 — 2017
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KopakcaH MoxkeT ObITh Ha3HAUYEeH MPU HETepeHOCH -
MoCTH OeTa-0JIOKaTOpOB M Beparamuiia v B KaYecTBe
npenaparta Beioopa [1].
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HYPERTROPHIC CARDIOMYOPATHY, A MODERN VIEW
OF THE ETIOLOGY AND TREATMENT OF THIS PATHOLOGY

N.YU. KIRKINA, A.N. SAVINKINA

The highlights the main issues related to hypertrophic cardiomyopathy. Despite the narrow prevalence, the actual

pathology of one of the most frequent causes of sudden cardiac death in young people. This article covers issues related

to the treatment of patients with hypertrophic cardiomyopathy with various pathophysiological variants.

Keywords: hypertrophic cardiomyopathy, etiology, pathophysiology, therapy.
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