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CUHAPOM NIEBOXENYA04KOBOW FTMNEPTPODUN

Osemewkesud C. J1., 3aknasbMuHckas E. B., ®ponosa 0. B.

ABTOpPbI HA OCHOBAHWM COBCTBEHHOTO OMbITA NEYEHNS MALMEHTOB C CUHLPOMOM
NIEBOXENYA04KOBOM rMnepTpodu, a Takke OLEHKWN COBPEMEHHOI HayyHON nuTe-
paTypbl aHANNM3UPYIOT TPW BeAyLLUX 3a60eBaHus, B GEHOTUMNE KOTOPLIX rMNepTpo-
1S NEBOrO XenyaouKka 1 xapakTePHbIE 1S Hee HapyLLIEHWS LLEHTPabHO reMoau-
HaMWKV WrpaioT BEeAyLLYl0 Ponib. ApTepuanbHasi rMNEPTOHUS, WHBOMOLIMOHHbIE
KaNbLWMHMPOBAHHbIE A0PTasbHBIE CTEHO3bI, OMKYCNUAanbHas BanbByno-aopTona-
TMs, runepTpoduyeckas KapamoMMonaTisl B COBOKYMHOCTU 3aHUMAIOT BEAyLLee
MECTO B CTPYKTYpe CEPAEYHO-COCYANCTbIX 3aB0NneBanuin. Mimes cxofHble peHoTH-
nnyeckue NpusHaku, aTu 3abonesaHus aGCoMIOTHO Pa3NUYHbI MO FEHETUHECKUM
HapYLUEHUSIM 1, COOTBETCTBEHHO, TPEOYIOT MPUHLMMMANLHO Pa3HbIX NEeYEBHbIX
MPOTOKOAOB. YYUTbIBAS COLMANbHYIO 3HAYMMOCTb CUHAPOMA JIEBOXENYLO4YKOBOM
rMnepTpoduUM B CUATY ero pacnpoCTPaHEHHOCTH, HEOOXOAVMbI CEePbE3HbIE ANUAe-
MUONOrMYECKUE UCCNEA0BAHUS HALMOHANLHOMO YPOBHS.
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THE SYNDROME OF LEFT VENTRICLE HYPERTROPHY

Dzemeshkevitch S. L., Zaklyasminskaya E. V., Frolova Yu. V.

Authors, based on their own experience of the left ventricle hypertrophy treatment,
and by modern literature exploration di analyze three leading diseases, in phenotype
of those the left ventricle hypertrophy and its typical central hemodynamic disorders
play crucial role. Arterial hypertension, involutionary calcified aortic stenoses,
bicuspid aorto-valvulopathy, hypertrophic cardiomyopathy totally hold leading
position in the structure of cardiovascular modbidity. Having the same phenotypical
marks, these diseases absolutely different by their genetic disorders and,
respectively, require completely different treatment strategies. Taking into account
the social influence of the left ventricle hypertrophy syndrome due to its prevalence,
a serious epidemiological studies on the national level are required.

BeipaxxeHHast U KJIMHUYECKU 3HaUYUMasi TUIepTpodus
JIEBOTO KeJyqoyKa SIBJSETCS OOHUM W3 OMNPENessSIomX
MPU3HAKOB B MUATHOCTMKE TaKWX IIMPOKO PacIpocTpa-
HEHHBIX 3a00JieBaHUI KaK CUCTEMHas apTepuabHasi
TUINIEPTOHUSI, A0PTAJIbHBIE TOPOKHU CEPALIA U TUTIEPTPODU-
yeckas kKapauoMuonarus. B coBokynmHocTu ¢ psiaom 6onee
PeNKUX, TEHETUYECKU JETEPMUHUPOBAHHBIX 3a00JIEBAHUIA
U CUHIIPOMOB (HEKOMITaKTHBI MuoKapa, 6one3Hb Dadpu,
TPAHCTUPUTUHOBBI aMWIOWI03) OHU, KaK MPaBWIO,
MPEACTABISIOT CJIOXHYIO AUATHOCTUYECKYIO 3a1ady Jaxe
U1 KapaIMOJIOTOB U KapIMOXUPYProB 3SKCHEPTHOTO
YPOBHSI.

B xoHTeKcTe TaKoro aHain3a mpoosieMbl TUIepTPodus
JIEBOTO XeJyA04Ka — 3TO CUHIPOM, TP KOTOPOM CXO[I-
Hble (PEHOTUTTMYECKIE TTPU3HAKY U HApYIIeHUsT (DyHKIINU
WMEIOT pa3InyHbIe U, YACTO, TEHETUYECKU JETEPMUHUPO-
BaHHbIE TPUYUHBI. B 3aBUCMMOCTM OT cTaauu 3aboseBa-
HUSI MEHSIOTCS KJIMHUYECKWE MPOSIBIIEHUSI CUHIPOMA,
B OCHOBE KOTOPBIX TaKXXe JIEXUT CTeNeHb rurepTpoduu
U COIYTCTBYIOLLErOo (hrOpo3a JIEBOXKEITyJOYKOBOTO MUO-
Kapaa: auMactoauydeckass AUChYHKLMS, Yrpoxarolue
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HapyIIeHUsI pPUTMa, TIPOTPECCUpYIONIasi cepevuHast Helo-
CTaTOYHOCTb.

[ToMurMo Bo3pacTaHMsI 4aCTOThI BCTPEUAEMOCTU CUH-
IpoMa, CUTyalus YCyryOJsieTCs HEepeoKUM COYeTaHUEM
MPUYUH BOBHUKHOBEHUS U Pa3BUTUS JIEBOXKETYI0YKOBOW
runepTpodur Npyu 3HAYUTEIbHBIX OTIMYUAX (MHOTIA Aua-
METPaJIbHO TIPOTUBOTIOJNIOXHBIX) B JIEUEOHOW TaKTUKE
B 3aBUCUMOCTHU OT STUOJIOTUU U MAaTOreHe3a 3a00JIeBaHUsI.
DTU OTINYMS KacaloTCsl KaK MPOTOKOJIOB MEAMKAMEHTO3-
HOTO, TaK ¥ XUpypruieckoro jedeHust. C ydeTom rnepeuu-
CJIEHHBIX (DAKTOPOB U pacCyKIEHUN Mbl TOCUUTATIU YPe3-
BbIYAfHO BaXXHBIM MMEHHO BO Bpemsi HalmoHaibHOro
KOHIpecca akKIEHTUPOBATb BHUMAaHUE KapauoJIOTOB
Ha 3TOM CHHJPOME, UMEIOIIEM B CHJIy CBOEI OMAacCHOCTU
JUTSL 3[I0POBbSI CEPBE3HYIO0 MEAULIMHCKYIO YTPO3Y, a B CUILY
PacpoOCTPAHEHHOCTU — 3HAYUMYIO COLIMAIBHYIO POJIb.

Cucremnas aprepuajibHasi TunepTonus (ecv He Oparthb
BO BHUMaHNE CUMIITOMAaTUYECKYIO TUTIEPTeH3UI0 — Koap-
KTalus aopThl, (peoxpoManuToMa) — 3T0 00JACTh MPO-
(beccroHanbHOI OTBETCTBEHHOCTH KapIMOJIOTOB U Tepa-
MeBTOB 001ero mpoduisd. 3aboneBaHue YPE3BBIYANTHO
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pacIpoCTpaHEHO: B PA3BUTHIX CTPaHAX C HAIAKEHHOM CTa-
TUCTHUKOM 3TU MAIIMEHTHI COCTABJISIOT He MeHee 25% B3po-
cioro HaceneHus. VIMEHHO TMOITOMY apTrepuaibHas
TUTIEPTOHUST — 3TO OJHO W3 TIEPBbIX 3a00JIeBAaHNIT HEWH-
(bex1MoOHHOI TIPUPOJIBI, KOTOPOE IO TPUYMHE PacIpo-
CTPaHEHHOCTH CTaJIM U3YYaTh U C TOUYKU 3PEHUST ATTUIEMU -
onoruu [1]. [To kputepuro yyactusi reHeTUYECKUX (HaKTo-
POB B BO3HUKHOBEHUW apTepPUAILHON TUTIEPTOHUU 3TO
3a00JieBaHE OTHECEHO K TaK Ha3bIBaeMbIM MHOTO(DaK-
TOPHBIM.

[MaromornueckuM CYUTAIOT CTOMKOE TOBbIIeHre A/l
10 140/90 MM PT.CT. U BbIIlIe, TIPOTPECCUPYIOIIEe HApyIIe-
HUEe (YHKIMU TaKUX OPraHOB-MUIIEHEH Kak TIOYKH,
riepudepruuecKre Cocyibl, TOJOBHON MO3L Bce MHOro-
o0pa3re HaIIUX CETOMHSIIITHUX 3HAHUH O TTpodJieMe U3JI0-
JKEHO B 1I€JIOM Psifie KJTAaCCUUECKUX PYKOBOJCTB U YPE3BbI-
YalfHO aKTUBHBIX TTyOJTMKAIIMI HOBBIX HAYYHBIX MTPEICTaB-
JIEHUI U BBIBOIOB [2].

B xoHTekcTe HacTOsIIIeTo aHaIM3a HEOOXOINMO OTME-
TUTh, YTO CUHIPOM JIEBOXKEIYIOUKOBOI TUIIEPTpOhUN
TIPOSIBJISIETCST TIPU JUTUTEIBHOM CYILIECTBOBAHUM COCTOSI-
HUSI Y HEAKTUBHOW M HEeA3(P@EKTUBHON TUITOTEH3UBHOM
Tepanuu, TPU 3TOM C OMpPEJeSIEHHOW CTaauu O0O0Jie3Hb
pa3BUBAETCSI IO 3aMKHYTOMY KPYTY, TIEPEXOMsl B CTAIMNIO
JIEBOXKEJTYOYKOBOI HEMOCTAaTOYHOCTU. DTOMY TIpe/Ie-
CTBYET TIPOLIECC PEMOJICTMPOBAHUS CeP/Ilia, KOTOPbIN TTPU
CUHIPOME JIEBOXKETYT0YKOBOU TUTIEPTPOGUN AMATHOCTHU -
YECKM MaJI0 OTIMYEH TMPU Pa3IMIHBIX 3a00J1eBaHUSIX
(puc.1).

Upe3BblyaitHO BaXXHO, UTO 3TO COCTOSIHME YacTO Mac-
KUpPYeT 3a00J1eBaHUs, TPEOYIOIME XUPYyPrudecKoro Jeue-
HUSI, U HEPEIKO OCJIOXHSIET TEYeHWE U TPOTHO3 ITUX
3aboneBanuii. Cneuuduueckas nuddepeHInatbHas
JIMarHOCTUKA OCOOEHHO BaXKHa M HE0OXoauMa TIpU MO0~
3pEeHUM Ha WHBOJIIOIIMOHHbBIE (BO3PACTHBIE) MTOPOKU aop-
TAJIBHOTO KJjlarnaHa, TeHEeTUYeCKU NeTePMUHUPOBAHHbBIE
OMKyCITUIATbHbBIE A0pPTaIbHbIE TIOPOKU Y HEPEIKO COTYT-
CTBYIOIIME UM a0PTOTIATUM, & TAKXKE Ha OIWH U3 HanboJiee
YaCThIX HACJIEICTBEHHBIX TIOPOKOB Pa3BUTHSI MUOKApIa —
TUTEePTPOOUUIECKYIO0 KapAMOMUOTIATHIO.

AoprajibHble IOPOKH Cep/a — OJHU U3 CAMbIX PacIpo-
CTpaHEHHBIX B COBPEMEHHOI KapAMOJOTMUYECKOW Tpa-
KTUKE W 3aHUMAIOT TPEThe MECTO B CTPYKTYPE CEepIEeUHO-
COCYIMCTOI TIATOJIOTUM BCJEA 3a TUIMEPTOHUYECKOM
6one3nbio u UBC [3].

Exeromro B PO BemonHs0T 0K010 10000 orreparimii
Ha a0pTaJIbHOM KJIaraHe, U CPear HUX TOMUHUPYIOT KaJlb-
LIMHUPOBAHHbBIE A0PTATbHBIE CTEHO3bI Y TIOXWITBIX U OUKY-
MUJAJIbHBIE, TEHETUYECKU IETEPMUHUPOBAHHbBIE a0PTaIb-
HbIE TIOPOKMU.

Hneonroyuonnvie nopoku aopmanvHo2o KAanama CTaIU
TpUBJIEKaTh BHUMaHUE KapAUOXUPYPTOB MO MEpe TOTO,
KaK TIPOTrpecc XUPyprudeckrx crenunanbHocTeit (rmepdy-
3UOJIOTHSI, aHECTE3UOJIOTHS, PEAHUMATOJIOTHST) TTIO3BOJIMT
OTiepupoBaTh B3pPOCIBIX MAMEHTOB cTapiie 65 jeT. Kak
MpaBWIO, Takasi BO3pAcTHAsi WHBOJIOLMOHHAS KaJlbliie-

Bas JereHepauusi, Kak ocodas ¢hopma aopTaabHOIO CTe-
HO3a, OMAIaeT B TPYIIITY aT€POCKIEPOTUYECKUX TOPOKOB.
OnHako b y 50% MOXWIIBIX TTAIMEHTOB ¢ TPU3HAKaMU
AC BBISIBJIEHbI UI3MEHEHUSI KOPOHAPHBIX COCY/IOB Cep/lia,
¥ MBI HE [yMaeM, 4TO Ha 3Ty TPYIITY MOXHO PacrpocTpa-
HUTb TOYKY 3PEHMUS, YTO MOMOOHAsA MATOJOTUS a0pTajib-
HOTO KJIalaHa SBJSeTCs JIMLIb 0co00i (hopMOii TTposiBie-
HUS aTepocKiieposa [4, 5].

CeronHsi BO3pacTHbIE W3MEHEHUSI COCIUHUTENb-
HOTKAHHBIX 3JIEMEHTOB MOJYJIYHHBIX A0PTaIbHBIX CTBO-
POK U KOPHS a0PThI JOKYMEHTUPOBAHbIL: C BO3PACTOM YBE-
JINYMBAETCS TUIOTHOCTh KOJUIAT€HOBBIX BOJIOKOH, (bpar-
MEHTUPYETCS JIACTUKA, KJIETKU TEPSIOT SApa, KOTAYECTBO
MEXKJIETOUHOTO BelllecTBa yMeHblnaercsd. CHIDKeHue
YPOBHSI OOMEHA BEJIET K BO3PACTAHUIO B CTPYKTYPHBIX 3JIe-
MEHTax KOPHS a0pThl (CTBOPKU, (GDUOPO3HBIA CKEJIET) MPo-
NYKTOB KJIETOYHOUM Jerpamaluuy, JUMUO0B U KaJIbLuS,
a B YIQJIEHHBIX Ha OMepalusIxX KianaHax UIeHTUOUIUpo-
BaHbI OCTEO0IACTDI, CTUMYJIMPYIOLIKE MPOLECCHI KATbLIM-
HUpoBaHMs [6, 7]. DTU Tpouecchl MOPHOIOTUIECKOM
BO3PACTHOM MEPECTPONKY MPUBOJIST K HAPYILIEHUIO (hyHK-
LIMOHAJIBHBIX CBOKCTB KOPHS A0PThl — CHMKEHUIO MOJaT-
JINBOCTU A0PTAJIBHBIX CUHYCOB, YBEJIMYEHUIO HAIPSIKEHUST
B CTBOpKax M CHWXEHHIO IeMIpupyomeid GyHKUNA
KOPHSI a0PThI KaK OMOJIOTMYeCKOl KOHCTPYKInH [8].

[Tpu 3TOM OYEHb BAXXHO TOAYEPKHYThH, YTO AaHATOMMUSI
KOPHSI a0pPThI HE HapylleHa:

CTBOPKU BU3yaJTbHO HE U3MEHEHBI, KOMUCCYPBI YETKO
0003Ha4YeHbI 1 He crasiHbl. OIHAKO caMy CTBOPKY UMEIOT
MHOXECTBEHHbIE UHTPAMYPAJIbHbIE BKIIOUEHUS KaJTbLIUS
(TIpu atepockiiepo3e U HAKOIUIEHUU JIUTIUIOB), JKECTKUE
U HETIOABVKHBIE, UTO U 0OYCIOBIUBAET MATOMOU3NOIOTUIO
A0OPTAJTLHOTO CTeHO3a (puc. 2)

IIpu couetaHnM C TUMEPTOHUYECKOU OOJIE3HBIO BO3-
MOXHO MPUCOENNHEHNE K A0PTAIBHOMY CTEHO3Y HEIOCTa-
TOYHOCTH (3TO YaCTO BEHET K MOCTAHOBKE OIIMOOYHOTO
JIMarHo3a “peBMATU3M”), B OCHOBE KOTOPOA JIEXKUT OMSTh-
Taky HapylleHue paboThl KJIAMaHHO-a0PTAIbHOIO KOM-
IJIEKCA: CHUXKEHUE TTOAATIIMBOCTU CTBOPOK U a0PTAIbHbIX
CHHYCOB M COKpalleHWEe IUIOLIAAu KOanTaluu CTBOPOK
aopranbHoro Kinarnana Ha 30% (9). Ho aopranbHast Henmo-
CTaTOYHOCTh MOXET HOCUTh M OCTPBIIi XapaKTep Mpy coue-
TaHUM WHBOJIIOLIMOHHON KaabUU(MUKALUU, aTEPOCKIIE-
pO3a U TUIIEPTOHUN: OTPBIB (WJIM HA/IJIOM) OIHOI U3 CTBO-
POK WIM HAIpbIB U PACCIOEHUE CTEHKU AaopThl
C OTCEYeHMEeM OJIHOW M3 KOMMCCYyp (dalie TpaBoii) aop-
tasbHOTrO Kitarmana [10]. ¥V moxwibix manueHtoB ¢ AC
B COYETAHUU C JJIUTEIbHBIM AHAMHE30M TUIIEPTOHUYE-
CKOM 060J1e3HM 3aiepXkKKa C pelIeHreM 00 Orepalnu BeIeT
K (hOpMUPOBAHUIO MPOLIECCOB MHTEPCTULIMATBHOIO Kap-
JIMOCKIJIEpO3a, Pa3BUTUIO BTOPUYHON KJIAIIAHHOW TUMep-
Tpo(pruecKoli KapAuOMUOTIAaTUM CTEHOK UM TEPETOPOIKU
JeBoro xemynouka [11]. KnuHudecku Takoe CHUXEHUE
MOAATAMBOCTU MMUOKApAa PEau3yeTcs B YTOMJISIEMOCTHU
U YCTAJIOCTY IPU HE3HAYUTEJIbHOU (DU3NUecKoil Harpyske,
MOSIBJICHUY TUACTOJIMYECKOTO 1IIyMa Ha MUTPAJIbHOM KJla-
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3axoH lNlannaca:
T=Pri2H

Puc. 1. BennymHa HanpsixeHus B CTEHKe NEBOro xenyaouyka (T) nponopuyoHansHa
[laBfieHnio B nonoctu (P) n paounycy KpUBM3Hb! MONOCTY (r).

Puc. 2. CTBOpKM aopTanbHOro knanaxa, yaaneHHble npy NpoTe3npoBaHum y naumy-
€HTa C UHBOJIIOLWMOHHBIM CTEHO30M C Kanbuudukaumein. HeT cnasHus no komuc-
cype knanawa.

MaHe, OMACHOCTU BHE3AIMHBIX CEPhE3HBIX HAPYIICHU
JKEeJTyI0YKOBOTO putMa. OCOOEHHO HACTOPOKEHHO B CBOEH
paboTe Mbl OTHOCUMCS K BBIOOPY pellieHust 00 orepaiun
MpU MaJOCUMIITOMHOM U, TeM OoJiee, OeCCUMIITOMHOM
TeUeHUM 3a00JIEBaHMSI: KOJIMYECTBO TaKWMX HAOJIONECHUI
B COBPEMEHHOI1 KapIMOJIOTMIeCKOi TPAaKTUKE BO3PACTALT.
JlioOble kaccuduKkalm aopTaTbHOTO TIOPOKA. OCHOBAH-
HbIE Ha KJTMHUIECKOI CUMITTOMATHKE, Y TAKUX MTAIIMEHTOB
HernpuemieMsl. [Ipu comyTcTByoLIeli KOPOHapHON MaTo-

JIOTUU, TPeOYIOIIeil a0pTO-KOPOHAPHOTO IITYHTUPOBAHUSI,
KPUTEPUU ISl PEBU3UU U BMEIIATeJIbCTBA HAa a0PTaTbHOM
Ki1amaHe 6osee nbepatbHbl. CrielualbHble pEKOMEH/Ia-
1IVU, TIPEeJIOXEeHHbIe paboyveil TpymIoil Mo acuMITroma-
TUYHBIM 3a00JeBaHUsIM cepyiia EBpasuiickoro obiecTsa
KapauoJIoTOB, OCHOBAHbI HA OIIEHKE TMaTOJIOTUU CTBOPOK,
M3MEHEHUSIX MUOKapla W JUaMeTpa BOCXOMSILEN aopThl
[3]. CnenyeT MOMHUTB, YTO 3TU MOPOKU TPOTPECCUPYIOT
obIcTpo (6onee uem 0,3 oM’ B rof), a TPy MUKOBOI CKOPO-
CTU KPOBOTOKA Uepe3 CTeHOTUYHBIN KJIaraH OKOJo 4 M/cC
BBDKMBAEMOCTh 0€3 XMPYpPruu B TEUEHUE JIBYX JIET COCTAB-
nsieT Bcero 21% [12]. TlosTtoMy cunTaeM, 4To Haxe TMpH
BPEMEHHOM OTKa3e OT Olepaliyi HeoOXOIUM TUIAHOBBII
KOHTPOJIb 32 COCTOSTHMEM KJjlarlaHa y TaKuX MalleHTOB
Kaxnaeie 12 MecsieB, 4TOOBI HE YIYCTUTh BpeMs ISt
BBITIOJTHEHUST XMPYPTUYECKOTO BMENIATEIbCTRA.

K Haubonee TpynHbIM mpoOsieMaM B JIEYEHUU TTOXU-
JIBIX TIAIIMEHTOB C WHBOJIOUMOHHBIMU a0PTAIBHBIMU
TMOpPOKaMU CJIeAyeT OTHECTH OEeCCUMITOMHOE Da3BUTHE,
nuddepeHIMaTbHyI0 JUAaTHOCTUKY OPTaHMYECKOTO aop-
TaJTbHO-MUTPAIBHOTO MTOPAKEHUST WM “MUTpaiu3anuu”,
TUTIEPTOHWYECKOW OOJIe3HN WM “3amylieHHOTo” aop-
TAJIBHOTO TIOPOKA, KAPAMOMUOTIATUM WIN ‘“BTOPUYHOI”
KJIAITaHHOM JeKOMIIEHCAIIMM COKPATUTENIbHON (DYHKIIMHT
MMOKapya.

Jleyxcmeopuamulii aopmanvHulil Kaana, O COBPEMEH-
HBIM TIPEACTaBICHUSIM, 3TO TEHETUUECKU OOYCIIOBIEHHASI
U ceMeiiHO HacliemyeMasi ocobast (hopma BaTbBYJIOTIATUH,
HepenKko coueTawolasicss ¢ arpomnarueit [13]. Barmsmet
Ha 3Ty MaTOJIOTUIO M3MEHWINCh PaIUKaIbHO, YTO B 3Ha-
YUTEJILHOU CTeTIeHU CBS3aHO C TEM, YTO B KapAMOXUPYP-
TMYECKUX CTAllMOHApaX BO3PACT OTIepUPYEMbIX TTAIIMEHTOB
JaneKo mpeBbicksl 65—70- JleTHUWI pyOex, U TOCTaTOUHO
HEOXUIAHHO OKAa3ajiCsl BBICOKMM TIPOLIEHT TAllMEHTOB
¢ OMKYCTTUIAIbHBIMU a0PTATbHBIMU TTOpOKamu (puc. 3).

B PHIIX um. akaa. b. B. IletpoBckoro 3a nociieqHue
5 net BoIMoHEeHbI 207 TaKWX ONEPaTUBHBIX BMEIIATEThCTB
MPU TOCTIUTATBHOM JieTalbHOCTH 2,9% (6 TalueHTOB).
Bospact nauueHToB — ot 17 go 75 net, COOTHOLIEHUE
MY>KUMHbBI/KEHIMUHBI — 3:1; MalKMeHToB ¢ JOMUHUPYIO-
IIUM aopTaJibHBIM CTEHO30M ObLIO 53,6%, a ¢ pacmmpe-
HUeM Bocxomsiieil aoptel — 39,6% [14]. Couetanue
OMKYCTIMIQIBbHOW BaJIbBYJIOMIATUM C aTEPOCKIEPO30M
u UBC HeuacToe (B HallleM OIbITe BCero 8,7%), HeCMOTps
Ha TO, YTO BO3PACT SIBJISIETCSI OCHOBHBIM TIPEAUKTOPOM
pa3BuTusl 3aboneBaHus. Ha mporpeccupyroniyio auc-
(byHKIIMIO ABYXCTBOPYATOTO KJIaliaHa BJIUSIIOT TPOLIECCHI
qucTpodun, XapakTepHbIe Ul COeAUHUTETbHOTKAHHBIX
JIMCTUIa3ui, C UICXOIOM B KaJIbLIM(PUKAIUIO CTBOPOK.

B ocHoBe HapyiieHHOTO MOpdoreHesa JexaT TeHeTH -
YecKre HapylleHUs, U TTO3TOMY T€HETUYECKHUE ACTIEKThI
MaroreHe3a 3TOro MOpOKa Pa3BUTHS Ceifuac MHTEHCUBHO
U3yvaroTcs: yOeauTenbHasl CBs3b JOKa3aHa ISl TEHOB
NOTCHI n SMAD 6; n3y4atorcst reHbl GATA 5, GATA 6,
a TakKe TeHbI, KOAUPYIOIINE PEelenTOPbl TPAHCKPUTIIIU -
oHHBIX (pakTopoB — TGFBR [ v TGFBR 2 [15—17]. Tloka-
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3aHO, YTO OMKYCMIUIATbHBIN KJIallaH MOXET OBbITh YaCThIO
HACJIeICTBEHHBIX CUHAPOMOB KaK MOHOTEHHO! (CUHAPOM
Mapdana, JIvtonca-Autia), Tak 1 XpOMOCOMHOI (CHH-
npoM Bunbsimca, [lepmieBckoro-Tepxepa) mpupomsl. Otu
WCCTIeIOBaHMSI, OCHOBAaHHbIE Ha M3y4eHUU (QyHIaMeH-
TaJTbHBIX 3aKOHOMEPHOCTEW TKaHe- W OpraHoreHesa,
HUMEIOT yXe CErO/IHsI BaXHOEe MPAKTUIeCKOe, TPUKIIaTHOE
3HAYEHUE: OLIEHKA PUCKa MPOTrPecCUPOBAHUSI NATOJIOTUA
KJIamaHa M aopThl, pa3pabOTKa HOBBIX, MOJEKYJISPHO-
TeHETUYECKUX MOAXOJ0B K PEaIbHO MEePCOHATU3UPOBAH-
HOW Teparuu 1, KOHEYHO, BBHIOOPY TAaKTUKU XUPYypruye-
CKOTO BMEUIATEIbCTBA.

Xupypeuueckoe newenue Tipu CHOPMUPOBAHHOM aop-
TaTbHOM TOPOKE aOCOTIOTHO HEOOXOAUMO U TpU CBOE-
BPEMEHHO OIpe/IeJIEHHBIX TMOoKa3aHusIX 3(hGhEeKTUBHO
u Oe3omacHo. Haubonee CIOXHO NPUHSATH peELICHUE
00 omepanuu, KOraa KPUTUYECKUIl aoOpTaJbHBIN CTEHO3
COUETaeTCsl ¢ HU3KOM (Ppakimeit U3rHaHUsI JIEBOTO KeITy-
JIOYKA M HEBBICOKUM TIEPETIafioM MaBJIeHUSI HA CTEHO3UPO-
BaHHOM KJIallaHe WU MIPY BapuaHTe, KOTAA TPU HOPMaslb-
HO (hpakinK BEIOpOCa U HEBBICOKOM TIEpeTiaie TaBJIeHUsI
BBISIBJISIETCS] 3HAYMMBIIA a0PTAJIbHBINA CTEHO3. Y B3POCIIbIX
MalMeHTOB C UHBOJIIOLIMOHHBIM (TPEXCTBOPYATHIM) TTOPO-
KOM aOpTaJIbHOTO KJIAlIaHa W TMPU BBISIBIEHUU OUKYCIU-
JTATbHOTO MOPOKa ONTHUMAJIBHBIM BUIIOM JIEYEHUS SIBJISI-
eTcsl TIpoTe3upoBaHue KinarnaHa. Cunraem, 4To y malueH-
TOB crapiie 70 JIeT BMOJHE JOMYCTUMO WCTIOTh30BaHUE
OGuonpoTre3oB. 15 MallMEHTOB, UMEIOLIUX COMYTCTBYIO-
1Me coMaTnieckre 3a00eBaHusI, TIEPCTIEKTUBHON METO-
JIUKOW SIBJISIETCS TPAHCKATETEpPHOE OMOMPOTE3UPOBAHUE.
C ydeToM BO3pacTa U COIMYTCTBYIOIIETO U3MEHEHUST KOM-
TEHCATOPHBIX BO3MOXHOCTE, HAIW4IUsS COCYIUCTBIX
HapylIeHUH ¥ TUTIEPTeH3UU CUUTaeM 00sI3aTeTbHBIM IO/~
0Op J103bI AHTUKOATYJISTHTOB Ha OCHOBE (PapMaKOTeHeTH -
YECKOTO MPOTOKOJIA.

Tuneprpoduyeckasi KapaAMOMUONATHS OTHOCHUTCS
K 0COOOMY BUIYy KapIMOMUOIIATHIA C PACTIPOCTPAHEHHO-
cteio B momrysisiunu 1:500, T.e. 3To — onwH U3 HamboIee
4acTO BCTpeuaeMbIX MTOPOKOB pa3sutus [18]. 3aboneBa-
HUE TEHETUYECKU NETePMUHUPOBAHO U TETEPOTEHHO:
u3BecTHO Oosiee 20 reHOB, KOAMPYIOIINX CapKOMEPHbIE
U CTPYKTYpHBIE OEJIKM MUOKapjia, MyTalliu B KOTOPBIX
OTBETCTBEHHBI 32 3Ty marojoruto. [latonorusg Bo3pact-
3aBUCUMA, HO €CJIM Y MOJIOJIBIX Yallle OTMEYeHa BHe3ar-
Hasl cepiedyHasi CMepTh, TO y BO3PACTHBIX MAIMEHTOB
¢ 'KMII peno MoXeT NOXOAUTb 10 TSKeJIoi (hopmbl
cepIevHoit HegocTaTouHOCTH [19].

[eHetnueckoe pazHooOpasue JEXUT B OCHOBE (DeHO-
TUMUYECKOTO pazHooOpa3us TunepTpoduii, cpear KoTo-
PBIX MBI CUMTAaeM HEOOXOIMMBIM BBHIIEIUTH, IO Xapak-
TEpy HapyIIeHWS] BHYTPUCEPACYHON TEeMOAWHAMUKH,
OOCTPYKTUBHYIO U HEOOCTPYKTUBHYIO (DOPMBI, a TIO aHa-
TOMUU — ACUMMETPUYHYIO CENTAJbHYIO; T€HEepan30-
BaHHYIO (M1 Auddy3HYI0) C XapaKTepHOW TuIep-
Tpoduell CpeqHero oTaesaa NeperopoaKu, TUCIOKAIUEH
OCHOBaHU rumepTpoUPOBAHHBIX TATTAJUISIPHBIX MBIIIIL]

Puc. 3. [IByxcTBOpYaTHIi 20pTasbHbINA KnanaH ¢ 0XHON KOMUCCYPOI W KanbLMHO-
30M, YAaNeHHbIN NPy NPOTE3NPOBaHNN.

Puc. 4. PacwwupeHHas MWO3KTOMUSA (pe3ekums Neperopogku, napuertansHas
peseKkums NanunispHbIX MbiLllL, Pe3eKLns MUoKapaa BEPXYLLKM IEBOrO Xenynoy-
ka) npu F’KMI.

K BEpXylike U Tuneprpodueli Muokapaa anmKajibHOM
ob6nactu [20—22].

HNuddepennmanbHas auarHocTuka rurepTpoduye-
CKOIl KapAMOMMOIIATUU C apTepPUATbHON TUTIEpPTEH3UEi,
A0pTaJIbHBIMU TIOPOKAMU CEP/ilia M CTIOPTUBHBIM CEPALIEM
Ype3BBIYATHO BaxkHa, TMOTOMY 4TO JieueOHasi TaKTHUKa
MpsSIMO TIPOTUBOTONOXHA [23]. Xupyprudeckoe jedeHue
B CBOEM COBPEMEHHOM BapuaHTe HAYMHAET 3aHUMAaTh 3Ha-
YUMOE MECTO B JIeYeOHON TAKTUKE: UMTUIAHTAIUST KapIno-




