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Bsenenue

I'mneprpoduyeckass kapamomuonatusi ('KMII) — omHO u3 OCHOBHBIX 3a00JIeBaHHI
MHOKap/ia, CONMPOBOXKIAOIINXCS ero qucyHkiueil. OTHOCUTCS K HEAOCTATOYHO MU3YYCHHBIM
NEPBUYHBIM  3a00JI€BaHUSAM  CEpJALAa HEU3BECTHOH OITHOJIOTUH, XapaKTEPU3YIOIIUMCS
runeprpodueil CTEHOK JIeBOTO IKemyJouyka 0e3 pacHIMpeHHs €ro IOJIOCTH, YCUJICHHEM
CHCTOJINYECKOH M HapylleHHeM auactoimueckor ¢(ynkmuit. B obmeit momymsuuun ['KMII
cocraBiusier 0,2 % wmm 1 caywait Ha 500 wenoBexk. I'KMII BXOAuT B 4YHCIIO CaMbIX
pacIpoOCTPaHEHHBIX HACIICACTBEHHBIX 3a00JIEBAaHUI CEPIEYHO-COCYUCTON cuctemMbl. Hapsiy ¢
JUITENIbHBIM ~ CTa0MJIBHBIM ~ COCTOSIHMEM, THIepTpodHuuecKas KapAUOMHONATUS MOXKET
OCJIOXHSITBCSI BHE3AITHOW CMEPThIO, OCTPOM M XPOHUYECKOH CEpICYHON HEIOCTaTOYHOCTHIO,
YKU3HEOIACHBIMH PAcCTPOHCTBAMU CEPACYHOTO PUTMA.

ITHOJIOTHUA U ITAaTOTEHES.

Ilo coBpemenHbiM npencraBiaeHusM ['KMII sBiasercs NDperMyHNIECTBEHHO TI'€HETUYECKH
OOyCIIOBIICHHBIM ~ 3a00JIEBaHUEM MBINIIBl  Cep/la, XapaKTEPU3YIOIUMCS KOMIUIEKCOM
cnenuduyecknx Mop(PodYHKIIMOHANBHBIX HW3MEHEHUH U HEYKJIOHHO MPOTPECCHPYIOMIUM
TEYEHUEM C BBICOKOW YrpO30M pa3BUTHUS TSKEIBIX, )KMU3HEYTPOKAIOIMIMX APUTMHUM M BHE3AITHOU
cmeptu (BC). 'KMII xapakrepusyercs maccuBHoi (6osee 1,5 cm) runeprpodueir Muokapaa
JICBOTO W/WJIHM B PEIKHUX CIIydasx MPaBOTO XKeNyI0uKa, Yalle aCHMMETPHYECKOTO XapakTepa 3a
CYET YTONIICHHUS MEXOKeTyq0uKkoBoi neperopoaku (MXKII) ¢ yacTbiM pa3BUTHEM OOCTPYKIHH
(CHCTOMMYECKOTO T'paJMeHTa NaBJICHUs) BBIXOAHOTO TpakTa jeBoro xemynouka (JIK) mpu
OTCYTCTBUHM W3BECTHBIX NPUYHMH (apTepHajbHas TUNEPTOHHS, TMOPOKHM U CIEHUpUIECKUe
3a0oneBaHus cepana). OCHOBHBIM METOJOM JHArHOCTHUKU OCTaeTcs IXOKapauorpapuieckoe
UCCIIEJOBAaHNE. XapaKTEpPHO TMIIEPKOHTPAKTHIBHOE COCTOSHUE MHMOKapAa MPU HOPMAJIbHOU
WK yMeHbIeHHo! nonoctu JIK BIUIOTH 10 ee 00auTepanun B CUCTONY.

OOwenpu3HaHHON SBISETCS KOHLEMIMS O MPEUMYIIECTBEHHO HACJIEICTBEHHOM mpupoje
I'KMII. B wmreparype IIHpPOKOE pacHpOCTpPaHEHUE TIONYYHMI TEPMHH  «CEMEWHas
runeprpoduueckass kapauomuonatus». K HacTosmeMy BpeMeHU YyCTaHOBJIEHO, 4To Ooiee
MOJIOBHHBI BCEX CITydaeB 3a00JIeBaHMs SBISIOTCSA HACIETyEMBIMHU, IIPU 3TOM OCHOBHBIM THUIIOM
HACJIEJOBaHMsl SIBIISIETCA ayTOCOMHO-IAOMUHAHTHBIA. OCTaBIIyIOCS 4YacThb COCTaBIISIET Tak
HaszbIBaeMas cropaadyeckas (opma; B 3TOM cllydyae y MallMeHTa HET POACTBEHHUKOB,
6onerommx 'KMII win umeromux runeprpoduio Muokapnaa. Cuuraercsi, YTo OOJBIIMHCTBO,
ecnu He Bce ciydau cnopagmyeckod ['KMII, Takke MMEHOT T€HETHMYECKYH NpPHYMHY, T.€.
BBI3BaHBI CIIy4YallHBIMA MYTalUSIMH.

I'KMII siBisieTcs TeHETUYECKH TeTePOreHHbIM 3a00JIeBaHNEM, MPUUNHON KOTOPOTO SIBIISIOTCS
6onee 200 omMcaHHBIX MyTalUil MO KpaliHell Mepe 9 TEHOB, KOOUPYIOIIUX OelKH
mMuopubpuispHoro annapata. K HactosimeMy BpeMeHH u3BecTHBI 10 OelKOBBIX KOMIIOHEHTOB
CEpJEYHOI0 CapKOMEPA, BBIMOIHIIOUINX KOHTPAKTHIBHYIO, CTPYKTYPHYIO WIIH PETYJIATOPHYIO
¢ynkuuu, aedexrsl kotopbix HabmonatoTes npu ['KMIL. Ilpuyem B Kaxk10M TreHe MHOXKECTBO
MyTaIii MOKeT OBITh IPUUMUHON 3a00JeBaHus (TIOJIMTEHHOE MYJIbTHAJIIEIbHOE 3a00JICBaHKE).



HedexTs 6enkoBbix komnoneHToB mpu [’ KMIT
50-85% Bcex myranuii Oxkouo 15-20% Bcex MyTanuit

Tsokenas nenb 6era-muo3una (35-50%) DcceHipanbHas € PEryIATOPHAs JICTKHE  IEIH
MHO3HMHA

Tpononun T (15-20%) Anbda-TpornoMuo3uH

Mpuo3suncssbiBatomuii  6enmok  C  (15—Anbga-aktun

20%)
Cepaeunslii TponoHUH [

Tsoxenas nens anbgha-MUO3UHA
Tutun

MYTaIII/II/I B TI'CHaxXx IMNpPUBOAAT K CHHTC3Y MYTAaHTHBIX 6GJIKOB, KOTOPBIC BKIIIOYAIOTCSA B
MHO(I)H6pHJ'IH$IpHBIfI araapar KICTKHM, TI'A€ OHH IIPOABJIAOT HCTATUBHOC BJIIMAHHUC Ha
COKpallleHnue H/uau paccna6neHI/Ie MHUOKap/Jaa.

OxHO ™3 OCHOBHBIX marodusuonormueckux mnposieinenuit [KMII -  paccrpoiicTBo
OKHCIUTEIBHOIO METa00IM3Ma, YTO CIIOCOOCTBYET Pa3BUTHIO 3HEPreTHUYecKoro aeduuura B
KapAMOMHUOLUTAX.

Myranuu  TEHOB  CAapKOMEpHBIX  OEJIKOB  CHOCOOHBI  YCHJIMBAaTh  AKTHUBU3AIMIO
Muopubpmisipaoir ATd-a3pl, 4TO NMPUBOAUT K HU3OBITOYHOMY PACXOIOBAHUIO SHEPTUU MPH
COKPAILLECHUH.

Mytanuuy TE€HOB dJHeprermyeckoro Merabonusma — wmyranun AM®-akTuBupyeMoit
npotenHkuHaszel (AMPK). AMPK — mapkep aeduiurta KIE€TOYHON SHEpruM W OJUH U3
OCHOBHBIX «CEHCOPOB JHEPIrUmM» B CEPALE, KOTOPbIH KOHTPOJIMPYET OKUCICHHE >KUPHBIX
KHCJIOT W IOCTYIUIEHHE TIJIIOKO3bl B KIJIETKM. YCTaHOBJIEHA CBA3b MEXIYy MYTalUsIMHU Y-
cyobenuannbel AMPK u pazsutuem 'KMIL.

Knaccudukanus .
B 3aBHCHMOCTH OT HaIU4MsA WK OTCYTCTBUS I'PaJUEHTa CUCTOIMYECKOTO JaBJICHHS B MTOJIOCTH
JOK T'KMII pa3penstor Ha OOCTPYKTHBHYIO M HEOOCTPYKTHBHYIO, UYTO MMEET Ba)KHOE
MPAKTUYECKOE 3HAYEHHE TP BHIOOPE TAKTUKH JICUCHHUS.

PasznuyaroT Tpu reMoinHaMudeckux BapuanTa ooctpykrusHoi ['KMIT:
- ¢ cybaopranpbHOU 00CTpyKIIHEH B TOKOE (Tak Ha3bIBaeMOM 0a3albHOM OOCTpYKIUEH ),

*C JTa0UITLHOM OGCprKHHCﬁ, XapaKTepI/Bonmeﬁcn 3HAYUTCIIbHBIMU CIIOHTaHHBIMU
KOJICOaHHSIMHU BHYTPHIKCITYJOUYKOBOTO I'paIUCHTA JABJICHUA 0e3 BUJIMMOM IIPpUYUHBI;

* C JIJAaTEHTHOM O6Cpr1(I.IHCfI, KOTOpPas BBI3BIBACTCA TOJIBKO IIPU HArpy3KE U IMPOBOKAIIMOHHBIX
(I)apMaKOJ'IOFI/I‘{CCKI/IX Hpo6ax (B YaCTHOCTHU, BABIXaHUEM aMUJIHUTpPUTA, IIPpU NPUCME HUTPATOB
HJIM BHYTPUBCHHBIM BBCICHHUU HBOHpOTCpeHOHa).



Mopdomnorus.
TunuaasIMU ABJIAFOTCA MOp(I)OJIOFI/I‘IGCKI/Ie HU3MCHCHUA: aHOMaJIus APXUTCKTOHUKHA

COKpPATHTENbHBIX 3JEMEHTOB MHOKapjaa (TunepTpodusi W JE30pUEHTAIMS  MBIIICYHBIX
BOJIOKOH), pa3BUTHE (UOPOTUYECKUX HW3MEHEHHMH MBIIIIBI Cep/la, NaToJIOTUS MEJIKUX
MHTPaMHUOKAPAUAIBHBIX COCYOB.

Knunnueckue nposiBiieHUsI.
CumnTomMbl 0OJIE3HU Pa3HOOOPa3HBI U MaOCTICHU(PHYHBI, CBS3aHBI C TeMOJUHAMHYCCKHUMHU

HapyIICHUSAMH (AuacToiindeckass AUC)YHKIHS, AWHAMHYECKas OOCTPYKIHs IyTeH OTTOKa,
MUTpaJbHasl pPErypruTaius), HIIEeMHEH MHUOKapja, IaTOJOTHEH BEreTaTHBHON peryssiuu
KpOBOOOpAIIICHUSI U HAPYIICHHEM JJICKTPO(DHU3NOIOrMYECKUX IPOIeccoB B cepaue. [(uamnazon
KIIMHWUYECKUX TPOSBICHUM KpaliHE BEIMK — OT OECCHMITOMHBIX JI0O HEYKIOHHO
MPOTPECCUPYIOMUX ¥ TPYAHO TMOJJAIONIUXCS MEIUKAMEHTO3HOMY JICUCHHIO  (GopM,
CONPOBOXKAAIOIINXCS TSKENIOM CcUMNTOMAaTUKOM. [Ipu 3TOM TmepBBIM U €IMHCTBEHHBIM
MPOSIBIICHUEM 3a00JICBaHMS MOXET CTAaTh BHE3AITHASI CMEPTh.

OTYeTINBO BBIACIIAKOTCA IIATh OCHOBHBIX BAPUAHTOB TCUCHHA U HCXOOO0B!
. CT3.6I/IJ'II>HOC, I[O6pOKa‘leCTBCHHOC TCUCHHUC,
* BHE3aIllHasd CMCPTh,

" IPOTPECCHPYIOIee TEeUeHHe: YCWJICHWE OJBIIIKH, CIa00CTH, YTOMIIIEMOCTH, OOJIEBOTO
CHUHJpOMA (aTUMUYHBIE 00, CTEHOKAp/IKs), MOSIBJICHUE MTPECUHKONAIBHBIX U CHHKOIMAJIBHBIX
COCTOSTHUH, HapylIeHui cucronuyeckoit qucynkiuu JDK);

" (KOHEYHas CTaaus». JajbHEHIIee NPOrPECCHPOBAHUE SIBICHMM 3aCTOMHOM CepIAeYHOU
HEJ0CTaTOYHOCTH, CBSI3aHHOM ¢ peMOJIeIMPOBaHUEM U CUCTOIMYecKON aucynkuueit JIK;

- pa3zBuTHe (GUOPWLIALIMKM TPEACEPIUA W CBA3AHHBIX C HEM OCJIOKHEHHMH, B YaCTHOCTHU
TPOMOOIMOOINUECKHX.

Jlnarnocrtuka.
B Hacrosiiiee Bpemsi HaOI0JaeTCsl MOBCEMECTHBIN POCT UMCIIA 3apEerMCTPUPOBAHHBIX CIIY4aeB

ATOM MATOJOTUH KaK 3a CUET BHEJIPEHUS B MPAKTUKY COBPEMEHHBIX METOJ0B JUArHOCTUKH, TaK
U, BEPOSITHO, B CBSI3M C UCTUHHBIM yBennueHueM uucia 0onpHeIXx ['KMII. CornacHo naHHbIM
MOCTIEAHUX MCCIEAOBAHUMN, paCPOCTPAHEHHOCTh 3a00JIeBaHNs B OOIIEH MOMYJISIUH SIBISETCS
OoJiee BBICOKOI, YeM cuuTanock panee, u cocraniset 0,2%. ['KMII MmoxeT AuarHocTupoBaThes
B JIIOOOM BO3pacTe OT MEpPBHIX THEH 10 mMocienHed AeKaabl )KHU3HU HE3aBUCHUMO OT Moja U
pacoBOi MPUHAAIEIKHOCTH, OJHAKO MPEUMYIIECTBEHHO 3a00JIeBaHUE BBISIBISECTCS Yy JIMII
MOJIOJIOTO TPYAOCTIOCOOHOTO BO3pacTa.

OKT-npusnaku ['KMII: npusHaku runepTpoduu J€BOrO >KeNlynouka, MosiBieHue 3yoma Q
noagbeM 3ybua T, ymupeHue wuiaM yBenudeHue BojbTaxka 3yoma P, cunapom WPW
bubpmsanus npeacepanii, AB-6mokana.

Hawubomnbiiee 3HaueHre UMEIOT JaHHBIC 3X01<ap;[1/10rpa¢)1/11/1:

1) acummerpuuHas THIEPTPO(US MEXKIKEITYIOUKOBOM MEPErOpoAKH, Ooyiee BBIpaKEHHAs B
BEPXHEH TPETHU, €€ TUIIOKUHES;



2) CHCTOJMYECKOE JBIKEHHE TepeqHel CTBOPKM MUTPAIbHOIO KilallaHa, HampaBJIEHHOE
BIIEPELL;

3) CONpPUKOCHOBEHHE IepeJHEH CTBOPKM MMTPAIBHOIO KjalaHa C MEeXOKEeIy104YKOBOM
IIEPErOPOJIKON B THACTOIY.

K necneuunduueckuM mnpu3HakaM OTHOCATCA YBEJIMYEHHE pa3MEpoOB JIEBOTO IMpeicepaus,
runeprpodus 3aaHEed CTEHKHM JI€BOrO JKEIYyJO4YKa, YMEHbIIEHHWE CpeaHEl CKOpOCTH
JINACTOJIMYECKOTO MPUKPBITUS MTEPEAHEN CTBOPKH MUTPAJILHOIO KJIAllaHa.

Jns  nuarHocTHMKM — 3a00J€BaHUS  BO3MOYKHO NPUMEHEHHE  IMO3UTPOHHO-3MHUCCHOHHON
ToMorpauu i1 BU3yalM3allMM MATOJOTMYECKHM W3MEHEHHOro Merabonusma. Mapkepom
UIIEMU3UPOBAHHOTO KM3HECIIOCOOHOTO MMOKapJa MpU HCCIEAOBAHHM SIBIISETCS COXPaHHBIN
3axBaT 18d-(TOPAE30KCUTITIOKO3bl B CETMEHTAX CO CHUKEHHOM MHOKapIuallbHON nepgy3uen.
Jpyroii Mapkep — CHUKEHHE TOCTYIUIEHUS! CBOOOAHBIX KUPHBIX KUCIOT B MUOKAp/.

CoBpeMeHHBII ypOBEHb pa3BUTUS MEAMLMHCKOW TEHETHKH, pa3paloTKa M BHEAPEHHE B
HIMPOKYI0 KJIMHHUYECKYHO IPAaKTUKY BBICOKOTOYHbIX MeTonoB JIHK-mmarmoctukm c
MCIIOJIb30BAaHUEM IIOJIMMEPA3HOM LIENTHOM pEeakLUu ONPENEISA0T 3HAUYUTENbHBIA MPOTrpecc B
pacro3HaBaHUM LEJIOr0 psila NATOJOTMYECKMX IpoueccoB. Hamuume TONM wimM  MHOU
accounnpoBanHo ¢ ['KMII myranum mnpu3HaAeTcs «30JI0TBIM CTaHAAPTOM» JIUArHOCTHUKH
3a0oneBanus. [lpu 3TOM omnucaHHbIE TeHETUYECKUE MAE(PEKThl XapaKTepU3YIOTCS pa3HOU
CTENEHbIO IEHETPAHTHOCTH, BHIPAXKEHHOCTHIO MOP(POJIOTUYECKUX U KIMHUYECKUX MPOSBICHHM.
TsokecTh KIMHUYECKUX TMPOSIBICHUNM 3aBUCUT OT MPHUCYTCTBUS U CTENEHH TUMEPTPOPHH.
Myrtanun, KOTOpbIE aCCOLMUPYIOTCA C BBICOKOW IEHETPAHTHOCTBIO M IIJIOXUM IIPOTHO30M,
nposiBistoress  Oonbrieit  runeprpoduert JOK u  Tommmuoit MXKII, uwem Te, KoTOpbIe
XapaKTepU3YIOTCS HU3KOH MEHETPAHTHOCTHIO M XOPOLIMM MporHo3oM. Tak, ObUIO MOKa3aHo,
YTO JIMIIb OTJENBHBIE MyTAallUH ACCOLMMPOBAHBI C IUIOXMM IPOIHO30M M BBICOKOM 4acTOTOMN
BHe3anmHOM cMeptu. K HuM otHocsarcs 3amensl Arg403Gln, Argd53Cys, Arg719Trp,
Arg719Gln, Arg249Gln B rene Tsbkenod uenu PB-muosmHa, InsG791 B rene
MHUO3HHCBs3bIBaroIIero 6enka C u Aspl75Asn B reHe a-TpornomMuo3uHa. [y MyTaruii B TeHe
TporioHnHa T XapakTepHa yMepeHHas TUnepTpopus MUOKap/a, OJHAKO MPOTHO3 JOCTAaTOYHO



HEeOJIaronpusITEeH U BBICOKA BEPOSITHOCTh BHE3AIMHOM OCTAHOBKHU cepaua. [Ipyrue reHeTuueckue
AHOMAJINH, KaK MPABUIIO, COMTPOBOKAAIOTCS JOOPOKAUECTBEHHBIM TEYEHHUEM U OJIaronpHsITHBIM
IIPOTHO30M MWJIM 3aHUMAIOT IIPOMEKYTOUHOE IIOJIOKEHUE IO TSHKECTH BBI3BIBAEMBIX HMH
IIPOSIBIICHUM.

Takum oOpazom, 'KMII xapakTtepusyercsi KpaiiHeil TIe€TE€pOreHHOCTHIO BBI3BIBAIOIINX €€
OpUYMH,  MOPQOJIOTMYECKUX, TE€MOJUHAMHYECKMX M  KJIMHHUYECKUX  IPOSBICHUH,
pasHOOOpa3reM BapUaHTOB TEUYEHHS M IPOTHO3a, YTO CYIIECTBEHHO 3aTpyIHSET BBIOOD
a/IeKBaTHBIX M HauOosiee 3(h(PEeKTUBHBIX JIeYEOHBIX IMOAXOJO0B IO KOHTPOIK M KOPPEKLUH
MMEIOLUXCs HapyLICHUH

Jleuenmue.
[To coBpeMEHHBIM TIPEICTABJICHUSAM JiedeOHAss CTpaTerus OIpeueseTcs B TMpoIecce

moapas3aACICHUA OOJBHBIX Ha KaTeropui B 3aBHCHUMOCTU OT OIIMCAHHBLIX BbBIINIC BapHAaHTOB
TCUCHUA U IIPOTHO3A.

Bcee 6omnbpable 'KMII, BkiItoyas HOCUTENEH MATONOTMUECKUX MyTaluil 0e3 (peHOTUIMUYECKUX
MPOsIBIICHUI 0O0JIe3HU M OOJBHBIX ¢ OECCHUMIITOMHBIM T€UeHHEM 3a00JIeBaHUS, HYXKIAIOTCI B
JTUHAMHYECKOM HaOJIIOJICHHH, B XOJIE KOTOPOTO OIIEHHWBAIOTCSA XapakTep W BBIPAKCHHOCTH
MOP(}OIOrHUECKUX U TeMOJAMHAMUYeCKuX HapymeHui. Ocoboe 3HauyeHHe MMEET BBISBICHHE
($akTOpOB, OMNPEACISAIONIUX HEOJAroNPUATHBIA MPOTHO3 M IOBBIIICHHBIM PUCK BHE3AIMHON
CMEPTH (B YaCTHOCTH, CKPBHITHIX IPOTHOCTUYECKH 3HAYMMBIX apUTMUM ).

K o0muM MeponpusiTusiM OTHOCSITCS OTPaHMYEHUE 3HAYUTENbHBIX (PU3UYECKUX HArpy30K U
3aIpeleHne 3aHsATHIA CIIOPTOM, CIIOCOOHBIX BBI3BIBATH YCYryOJieHHe rurnepTpodun Muokapna,
MOBBILICHHE BHYTPHKEITYJOYKOBOTO TPaJMEHTa JaBJICHUS U pUCKAa BHe3amHOM cmeptu. s
penynpexaeHns WHQEKIMOHHOTO HHAOKApAMTAa B CHUTYyalUsX, CBSA3aHHBIX C pPa3BUTHEM
OakTepueMuu, npu 00CTPYKTHUBHBIX dopmax I'KMII PEKOMEHIyeTCs
AHTUOMOTHKONPO(DHUIIAKTHKA, aHATIOTHYHAS TAKOBOM y OOJIHBIX C IIOPOKAMU CEP/IIa.

Jlo HacTosIIero BpeMEHH OKOHYATEIbHO HE PEIIEH BONPOC O HEOOXOAWMOCTH MPOBEACHUS
aKTHBHOM MEIMKAMEHTO3HOW Tepanuu Haubosiee MHOTOYUCIEHHOW Tpymme OONbHBIX C
6eccumnToMHOM WK ManocuMnToMHON popmamu 'KMII 1 HU3KOH BEPOSTHOCTHIO BHE3AIMHOM
cmeptd. [IpOTUBHHMKM aKTHBHOW TaKTUKH OOpamjaloT BHUMaHHE Ha TO, YTO MpHU
OJaronpusATHOM TEYEHUH 3a00JI€BaHUS TPOAOIKUTEIBHOCTD JKU3HU U TIOKA3aTeNId CMEPTHOCTH
HE OTJIMYAIOTCS OT TAKOBBIX B 00Omiel nomymsiuu. Hexoropelie ke aBTOPHI yKa3bIBalOT, YTO
UCIOJIb30BaHUE B ATOH IpyMIe MalueHTOB [-aApeHOOJOKATOPOB M AHTArOHUCTOB KaJIbIUS
(BepamaMmJI) MOKET CIIOCOOCTBOBATh CIEPKUBAHUIO TE€MOAMHAMMYECKHUX HapyUIeHUH u
KIIMHUYECKON CUMIITOMATUKH. [Ipy 3TOM HUKTO HE ocnapuBaeT TOT (akT, YTO BbIKHIATEIbHAS
TaKTHKa B CIIydasX OECCUMIITOMHOTO WM MasiocuMitoMHoro tedeHus: [’ KMII Bo3morkHa autib
IpU OTCYTCTBUU MPHU3HAKOB BHYTPUKEIYJAOYKOBOW OOCTPYKIIMH, OOMOPOKOB M CEpPHE3HBIX
HapyIlIEHUNH CEpAECYHOI0 PHUTMA, OTATOLICHHOM HACIEACTBEHHOCTH U CIIy4aeB BHE3AIIHOMU
CMepTH y OJIM3KUX POACTBEHHHUKOB.

BapunabenbHOCTh MpOrHO3a OIpeneseT HeOOXOAUMOCTh JAETalbHOW CTpaTU(UKalMs pUCKa
(daTanbHBIX OCJIOKHEHHUH 3a00JIeBaHMS, MOUCK JOCTYIMHBIX MPOTHOCTHUECKUX NMPEIUKTOPOB U
KPUTEPUEB OLICHKU MPOBOJIUMOTO JICUEHHUS.



Crnenyert npusHaTh, 4to jedeHne [’ KMII, renernueckn 00ycioBIeHHOT0 3a00€BaHUsI, OOBIYHO
pacrio3HaBaeMoOro Ha TO3IHEH CTaguM, TIOKa MOXET ObITh B OOJbIIEH CTerneHu
CUMIOTOMATHYECKUM M HNAJUIMATUBHBIM. TeM He MEHee OCHOBHBLIMU 3agadyaMu JIEYEOHBIX
MEpONPHUATHIA SBISIOTCS HE TOJBKO NPOPHIAKTHKA M KOPPEKIHUS OCHOBHBIX KIMHHUYECKUX
NpOSIBIICHUN  3a00JieBaHUs C  YIYYIIEHHEM «KAdecTBa» JKU3HU TAIMEHTOB, HO W
MOJIOKUTEIBHOE BIIMSAHHE HAa MPOTHO3, MNPEAYNPEeKIECHUE CIy4aeB BHE3alHOW CMEpPTH U
IIPOrpeccUpoBaHus 3a00JIeBaHUSI.

OcHoBy MmeaukameHto3Hou Tepanun ['KMII cocraBisitoT mpenaparbl ¢ OTPULIATEIBHBIM
WHOTPOIHBIM  JIeicTBUEM: [-aipeHOOJIOKaTOpbl M  OJOKAaTOpbl  KaJbIMEBHIX KaHAJOB
(Bepanammi). J{s nedeHus] BeCbMa PAacpOCTPAHEHHBIX MPH 3TOM 3a00JIeBaHUU HapyIIEHUMN
CEpJICYHOT0 PUTMA UCIOIB3YIOTCS TaKXKe TU30MUPAMU] U AMHUOJAPOH.

[-AnpeHoOI0KaTOPhl CTATU IMEPBOM M OCTAIOTCSI W IO Ccel JieHb HambOosee 3(pPeKTHBHOM
IPYNIION JEeKapCTBEHHbIX CpeAcTB, npuMeHseMblx B JjedyeHMH ['KMIL. Onu oka3bIBatoT
XOpOIIUH CUMOTOMATHYECKHI 3(PPEKT B OTHOUICHHMH OCHOBHBIX KIMHUYECKUX MPOSBICHHIA:
OJIBIIIKK U cepAuedueHus, O0NeBOro CHUHAPOMA, BKIIOYAs CTEHOKAp/HI0, HE MEHEE YeM Yy
nosoBuHbI 005bHBIX ' KMII, uT0 00yCcI0BI€HO, B OCHOBHOM, CIIOCOOHOCTBIO ATHX MPENapaToB
yYMEHbILIaTh NOTPEOHOCTh MUOKAp/a B KUCIopoae. biaronaps oTpunaTtebHOMY HHOTPOITHOMY
NEHCTBUI0O M yYMEHBIIECHUIO AaKTUBAI[MH CHMIIATOAAPEHATIOBONH CHUCTEMBI NpPHU (PU3UYECKOM H
OMOIMOHAIBHOM  HANpsDKEHUH, [-OJOKaTopbl  MPEAOTBPAINAlOT  BO3HUKHOBEHHE MM
MOBBILICHHE BHYTPIKEITYAOYKOBOTO TpaJueHTa JaBlIeHUS Yy OOJbHBIX C JIATEHTHOM H
7abUIBHON OOCTPYKIMEH, CYIIECTBEHHO HE BJMSS HAa BEJIMYUHY STOTO TpaJMEHTa B IOKOE.
Yb6enuTenbHO MOKa3aHa CHOCOOHOCTh [-0J0KaTopoB yiydmiaTh (DYHKIMOHAJIBHBIM CTaTyC
NAallMeHTOB B YCJIOBUSAX KYpPCOBOIO M JUIMTENBHOTO TNpPHMEHEHHs. XOTs mpenapaTsl He
OKa3bIBAIOT NPSIMOIO BIUSHUS Ha JAMACTOJMYECKOE pacciiablieHne MHOKapJaa, OHU MOTYT
yny4ymate HamonHeHHMe JDK KOCBEHHO — 3a CYeT YMEHBIICHHS YacTOTHI CEepISUHBIX
cokpamenuii (UCC) u npenynpexieHus UIeMUH cepieyHoN MbIIbl. B nuteparype umerorcs
JIAaHHBIE, TTOATBEPKIAIOIINE CIOCOOHOCTh [3-0J0KATOPOB CHEPKUBATH W JaXKE MPHUBOAUTH K
o0paTHOMY pa3BUTHIO runepTpodun Muokapaa. OmHAKO APYrHe aBTOPHI MOAYEPKUBAIOT, YTO
BbI3bIBaeMoe B-0JI0KaTOpaMu CUMITOMATUYECKOE YIydIlIeHHe HEe COMPOBOXKIACTCS perpeccueit
runeptpoduu JDK n ynydieHneM BBDKHBaeMOCTH O0NBHBIX. XOTS 3P (EKT 3TUX Mpernaparos B
OTHOIIEHUM KYMUPOBAHUS U MPEAYNPEKICHUS >KETYAOUYKOBBIX M CYNPABEHTPUKYISIPHBIX
ApUTMHUA W BHE3allHOH CMEpPTH HE JI0Ka3aH, psJI CHENUAINCTOB BCE JKE€ CYHTAIOT
1eJIeco00pa3HbIiM uX MpoduiakTuyeckoe HazHaueHue OosbHBIM ['KMII BwIcOKOTO pHCKa,
BKJIOYasi MAIlMEHTOB MOJIOJIONO BO3pacTa C OTATOLIEHHBIM CIIy4YasMH BHE3allHOM CMepTH
CEMENHBIM aHAMHE30M.

[Ipennourenue otnaercs P-O6mokaTopam 6€3 BHYTPEHHEH CUMIIATOMUMETHYECKON aKTHBHOCTH.
Haubonpimuii onsIT HaKOIJIEH MO NMPUMEHEHHIO IporpaHoioia. Ero HazHavator, HaunHas ¢ 20
Mr 3—4 pa3za B JeHb, C TOCTENEHHBIM YBEIWYEHHEM JIO3bl MOJ KOHTPOJEM Iyiabca U
aprepuanbHoro nasienus (A/l) 1o MakcumManbHO MEPEHOCUMOI, B OONBIIMHCTBE ciiydaeB 120—
240 mr B cytku. Crnenyer CTpeMHTbCS K HPUMEHEHHIO BO3MOXKHO 0o0jiee BBICOKUX [103
npemnapara, Tak Kak OTCyTcTBUE »(dekTa Tepanuu [-O010KaTopamu, BEpOSTHO, CBS3aHO C
HEI0CTaTOYHOM 103upoBKOM. IIpu 3TOM Henb3s 3a0bIBaTh O TOM, YTO MOBBIIIEHUE JO3HUPOBOK
CYIIECTBEHHO YBEJIMYMBAET PUCK U3BECTHBIX MOOOYHBIX 3(PPEKTOB.



B Hacrosiiiee Bpemsi MIMPOKO H3y4aeTcs BO3MOKHOCTh 3(PPEKTUBHOTO MPUMEHEHUS HOBOTO
MOKOJICHUSI KapJHOCEIEKTUBHBIX [(-0J0KaTOPOB MPOJIOHTUPOBAHHOTO JEHCTBUS, B YaCTHOCTH
aTeHoona, oucomnposnona u ap. [Ipu 3ToM cyiiecTByeT ToUKa 3pEeHusl, YTO KapAHOCEIEKTUBHBIC
-6mokaropsl y 6onpHbIXx ['KMII HE MMEIOT MpEerMyIIEeCTB Mepe]] HeCeNEeKTUBHBIMU, TaK KaK B
0OJBIINX /103aX, K IPUMEHEHHUIO KOTOPBIX CIENYET CTPEMUTHCS, CEIEKTUBHOCTh PAKTHYECKU
yTpaunBaercs. ClelyeT OTMETUTb, YTO PEKOMEHAYEMbIN K mpuMeHeHuto y 0ombHbIX ['KMII ¢
TSDKEJIBIMU CYNIPAaBEHTPUKYIISIPHBIMU U JKETYJOYKOBBIMH apUTMHUSMU COTAJION COYETAET B cebe
CBOICTBAa HECENEKTUBHBIX [-0ii0kaTopoB U aHTHapuTmMuueckux cpencts III  kmacca
(xopmapoHono00HbIH AP HEKT).

[IpumeHneHnue OJOKATOPOB MEJICHHBIX KanbIMeBbIX KaHaioB mnpu ['KMII ocHoBaHo Ha
CHM)KEHHM YPOBHSI CBOOOJHOrO KajibliUsi B KapJIUOMUOLUTAX U HUBEIMPOBAHUU ACUHXPOHHUU
UX COKpAlIECHUs, YIYYIIEHUHM DACCIa0IeHUus] MHOKapJa M CHU)KEHUH €ro COKPAaTUMOCTH,
MOJIAaBJICHUH TIPOLIECCOB runepTpoduu Muokapaa. Cpenu OIOKaTOPOB KaIbLIHEBBIX KaHAJIOB
npenapaToM BbIOOpa Onarogapss HanOOJIbIIEH BBIPAXKEHHOCTH OTPHIATEIIEHOTO HHOTPOITHOTO
JecTBUS M HambOoyiee ONTHUMAIBHOTO TPOoQuis (PapMaKoJIOTHUECKUX CBOWCTB SBIISAETCS
Bepanammi. OH oOecrieunBaeT cumrnToMaTHueckuii 3ddekr y 65-80% O0NbHBIX, BKIIOUYAs
ciydan pedpakTepHOCTH K JIEUEHHUIO [-0Ji0KaTopaMu, 4YTO OOYCJIOBIEHO CIIOCOOHOCTHIO
npenapara yMEHbIIaTh WIIEMUI0 MUOKapJa, B TOM uyucie 0e3005eByl0, M YIydllaTh €ro
auacronuyeckoe paccinabnenue u  nogariauBocTh JDK. D10 cBolicTBO  Bepamammuia
o0ecrneynBaeT MOBBILIEHUE TOJIEPAHTHOCTH OOJNBHBIX K (DM3NYECKOH Harpy3ke M CHIKEHHE
Cy0aopTaibHOTO TPaIMEHTa JABJICHHUS B IOKOE IIPU MEHBIIEH 110 CpaBHEHHIO C [3-0JI0KaTOpaMu
CHOCOOHOCTH K YMEHBIICHHIO BHYTPIIKEIYJOYKOBOH OOCTPYKIMH TIpH (HU3HYECKOM W
AMOLIMOHAIIBHOM HAIPsDKEHUU U MPOBOKAIMM M30IpOoTepeHosoM. OQHOBPEMEHHO BepanaMuil
CHI)KAeT Mepu(epruyecKkoe COCYIUCTOE COMPOTHUBIEHUE BCJIEICTBUE Ba30MJIaTaTOPHOTO
neiictBus. XoTa 3TOT 3PQPEeKT B OOJBLUIMHCTBE CIy4aeB HHUBEIUPYETCS HEMOCPEICTBEHHBIM
MOJIOKUTEIBHBIM BIMSHUEM Ha auacToinueckyro ¢yHkuuto JDK, y oTnenbHbIX OONBHBIX C
0a3anpHON BHYTPIIKEITYAOUYKOBOH OOCTpyKIMEH B COYETAaHHMM C TOBBIIIEHHBIM KOHEYHO-
auactonndeckuM fasieHueM JDK M CKIOHHOCTBIO K CUCTEMHOM apTepHalbHOM TMIIOTEH3UH
IIPU YMEHbBIIEHUU MOCTHArpy3KU BHYTPHXKEITYAOUYKOBBIM TI'pAaJUEHT JABJICHHUS MOXET Pe3KO
BO3pacTarb. JTO CHOCOOHO NMPHUBOJAUTH K Pa3BUTHIO OTEKAa JIETKUX, KapJAWOTE€HHOTO IIOKa U
Jaxe BHe3anmHou cMmepTH. [1ogo0HbIe Tpo3HBIE OCIOXKHEHUS (apMakOoTeparuy BeparnaMuioM
OMMCaHbl Takke y OonbHbIX HeoOcTpykTuBHON [I'KMII ¢ BBICOKMM JdaBlieHHEM B JIEBOM
IpelcepInd, Y KOTOPBIX OHHU OOYCJIOBIEHBl OTPULATENBHBIM HMHOTPOIHBIM JACHCTBHEM
npenapata. OTCI0a OYEBUAHA BaXXHOCTh COOJIOAECHUS OCTOPOXKHOCTH IMPH Hayaje JICUeHHs
BEparaMmJIOM JTOM KaTeropuu OonbHBIX. Ha3HaueHuwe mpemapara cieayeT HauyWHaTh B
YCIOBHSIX cTanuoHapa ¢ Manbix 103 (2040 mMr 3 pa3a B J€Hb) C TNOCTENEHHBIM HUX
NOBBILIEHUEM TIpU Xopolel nepenocumoctu 1o cHmwkeHuss YCC B nokoe no 50-60 B 1 muH.
Knunnueckuit apdext Hactymaer ob6blyHO mpu npueme He MeHee 160-240 mr mpemapara B
CYTKH, a OoJiee y0OHBI B YCIOBUSX JUIMTEILHOTO MPUMEHEHHS IPOJIOHTHpOoBaHHbIE (hopMbl. C
y4yeToM OJaronmpusTHOrO BIMSHHUS BepalnaMuia Ha JWAacTOIMYECKYI0 (YHKIHMIO U BEITUUYHHY
cybaopTasnibHOTO TpanuenTta aaBieHus B JDK, a Takxke moka3aHHOW CITOCOOHOCTH YBEITUYHBATH
BbDKMBaeMocTh 0oibHbIX ['KMII mo cpaBHeHuio c¢ 1uianebo 1enecoodpasHo  ero
npodMIakTHYeCKOe Ha3HaueHue y acuMnToMaTuyHbIX 00ibHBIX ['KMII BeIcOKOTO pHCKa.



Mecrto nuntuazema B jeueHun ['KMII okoHuarenbHO He onpeneneHo. MeroTcst JaHHbIe, 4TO B
cpenHeit n1o3e 180 mMr B cyTku 3a 3 mpuema OH OKa3bIBAa€T CTOJIb )K€ BbIpaXEHHOE, Kak 240 mr
BepamaMmiia, 0JIarOTBOPHOE BIMSHHE Ha auactonmueckoe HamonHeHue JDK um ommHakoBbIid
CUMITOMATHYECKUH 3(PQeKT, OJHAKO B MEHBIICH CTENEHW yaydmaer (QU3NIeCcKyro
paboToCImOCOOHOCTh OOBHBIX.

CrnenxyeT OTMETHTH, YTO [-aJApeHOOIOKATOPHI (32 UCKIIOYCHHEM COTajojia) U aHTarOHUCTHI
Kanplusl 007aaroT crnaboil aHTHAPUTMUYECKOW AaKTHBHOCTBIO, B TO BpeMs KaK dacToTa
OTIACHBIX JKETYIOYKOBBIX M CYMPABEHTPUKYIAPHBIX apuTMHil y 00abHBIX ' KMIT upe3Bbryaitno
Benuka. [1oaToMy akTyanbHO MpPUMEHEHHE y 3TOM KaTeropuu OOJBHBIX aHTHAPUTMUYECKUX
IpernapaToB, B psAAy KOTOPBIX HauOojiee MONYISPHBIM MU PEKOMEHIYEMBIM BEAYIIUMU
CHEIHUAIMCTAaMU SIBJISIETCS TU30IMUPAMU/I.

JuszonupaMus, oOTHoOcAmMKCA K aHTHapuTMukam A kiacca, oOsajgaer BBIpaKEHHBIM
OTPHULIATEIbHBIM MHOTPONHBIM 3P dekToM, y 60abHbIX 'KMII cnocobeH cHukarh ypOBEHb
oOcTpykMHu BbIXogHOro Tpakrta JDK, MOMOXUTENbHO BIMATE HA CTPYKTYPY JHACTOJIBI.
D¢ eKTUBHOCTD IMTENBHOTO JICYCHHS AW3OMHPAMHIIOM JIOKa3aHAa B OTHOIIEHHH OOJBHBIX
['KMII ¢ ymepennoii obctpykiueir ortoka u3 JOK. OcoGeHHO BBITOJHO HCHOIB30BATH 3TOT
npenapar y OOJNBHBIX C KEJyJI04YKOBbIMU apuTMusMU. HauanbHas 1032 OOBIYHO COCTaBIISIET
400 mMr B cyrtku c mocreneHHbIM yBenuueHuem a0 800 wmr. Ilpu 3TOM, Kak u B ciydae
Ha3HA4YEeHMs COTaoa, HE0OOXOJMMO KOHTPOJIUPOBATh MPOAOIKUTENbHOCTh HHTEepBaia QT mo
OKT.

He menee 3eKTUBHBIM CPEICTBOM JICUCHUS W MPO(PHIAKTUKH KaK KEIyIOYKOBBIX, TaK H
cynpaBeHTpUukyaspHbix aputmuii npu ['KMII sBnseTrcs amMuomapoH, KOTOpBIM Hapsiay cC
AHTUAPUTMUYECKON AKTHUBHOCTBIO, MO-BUIUMOMY, HECKOJIbKO YMEHBIIAET
TUNEPKOHTPAKTUILHOCTh W HIIEMHI0O MHUOKapnaa. bomee Toro, mokazaHa ero crnocoOHOCTb
MPeIoTBpaIaTh y TaKUX OOJBHBIX BHE3aMHYI cMepTh. JleueHHMe aMHOIapOHOM HAaYMHAIOT C
Haceimaromux 103 (600-1200 mr/cyt) B TeueHue 3—7 AHEH C MOCTENEHHBIM, MO Mepe
ymenbiienus YCC, cHmkeHneM 10 mojaaepxuBaromei (kematenbHo 200 Mr/cyt u meHee).
YuuThiBasi OTJOXKEHHME TIpernapara B TKaHAX C BO3MOXHBIM HapylleHHueM (YHKIIUH
IIUTOBUIHON JKeJe3bl, pa3BUTHEM MHEBMOGMUOPO3a, MOPaKEHUSI POTOBUIIBI, KOXKU U TICUCHH,
npu ero jmrenbHoM (6onee 10—12 mecsieB) mpuemMe HEOOXOIUM PETYISPHBIA KOHTPOJIb
COCTOSIHUS 3TUX «YSI3BUMBIX)» OPTraHOB C LI€JIbI0 PAHHETO BBISBICHHS BO3MOXHBIX OCJIOKHEHUN
dbapmakoTepamnum.

I[Ipu TKMII Bo3MOXHBI KOMOMHALIMKM IMpemapaToB, OOJAJAOIMIKUX  OTPHUIATEIbHBIM
UHOTPOMNHBIM 3¢ (deKkToM, HarpuMep B-0JI0KaTOPOB M AaHTArOHUCTOB Kanblius, 3-0J0KaTOpoB U
30U PAMUA.

[Tpu3Haky BEHO3HOIO 3acCTOSl B JIETKUX, BKJIIOUAsi HOYHBIE IPUCTYIBI CEPAECYHONW acTMbI, IIPU
['KMII He sBASIOTCS PEAKOCTHIO M B OOJIBIIMHCTBE CIy4aeB OOYCIOBJIEHBI JUACTOIUYECKOM
muchynkueit JOK. Takum OonbHBIM MOKa3aHO JiedeHue B-0JI0KaTOpaMu WIIM aHTarOHUCTAMU
KaJIbllUd B COYETAHHU C OCTOPOXKHBIM TPUMEHEHUEM calnypeTukoB. [lepudepuueckux
BA30/IMJIaTaTOPOB, BKIIOYAash HUTPAThl, W CEPJEYHBIX TJIMKO3UIOB clieayeT u30eratb H3-3a
OMACHOCTH YXYAIIEHUsl Auactonnyeckoro HanoinHeHus JOK u pe3koro cHuUXEHHs! cepAeyHOro
BbIOpOCa, BIUIOTH /10 Pa3BUTHUS CHHKOIIE U BHE3AITHOM CMEPTH.



PaznuuHble cynpaBeHTPUKYISIpHbIE TaXMAPUTMUH, T1aBHBIM 00pa3oM MeplLaHue U TpereTaHue
npencepauii, ormedarorcs y 10-30% OompHbix 'KMII M 00ycClIOBIMBAIOT OMACHOCTH
BO3HUKHOBEHHUS WIM YCYIyOJeHHs HapyleHUH KapAMOIeMOJUHAMMKY, BO3HUKHOBEHHE
TPOMO0OMOOIHIA, a TAK)KE TOBBIIIEHHBIN PUCK Pa3BUTHS GUOPHILISIUN KEITyJOUYKOB B CBS3H C
YacTOW COIYTCTBYIOWIEH IUCHYHKIMEH aTpHOBEHTPUKYJISPHOTO COCIUHEHUS U HAJIHMYUEM
J00aBOYHBIX NMPOBOAAIIMX IIyTEH MeXay IpeAcepaAnusiMH U Keayaoukamu. Beaenctsue storo y
6onbHbIX ['KMII mapokcusmalibHble CYNPABEHTPUKYISPHBIE apUTMHM OTHOCST K KaTerOpUH
HNOTEHIMATIbHO (paTalbHBIX, a CKOpeilllee BOCCTAaHOBJICHME CHHYCOBOIO pUTMAa H
HpeayHIpexIeHUue MOBTOPHBIX TAPOKCU3MOB IPUOOPETAaET 0COOEHHO BaXKHOE 3HAUCHHUE.

JUie  KynupoBaHUs NAapOKCU3MOB MEpPLATEIBHONM ApUTMUM KPOME aHTHApPUTMUYECKUX
npenapatoB [A rpynmel u amMMOAapoHa MCIOJB3YIOT B-OJ0KaTOphl, BepanaMuil U AUTOKCHH,
npu  HEe3((EKTUBHOCTH KOTOPBIX HPUOEraroT K SJICKTPOMMILYJIbCHOW Tepanuu. [lpu
MOCTOSTHHOM ~ (popMe  MepIATeIbHOW AapUTMHUU JUIS KOHTPOJIS YacTOThl COKpAIICHHMA
KEIIyZI0YKOB HPUMEHSIOT [(-OJ0KaTOpbhl WM BEpanaMiil B COYETAaHUU C JIUTOKCHHOM. JTO
€IMHCTBEHHBIN ciydaid, koraa 0omsHbIM 00cTpykTHBHON ['KMIT MOXHO Ha3HauaTh ceplevHbIe
IVIMKO3KJbI, HE OllacasCh IIOBBIIMICHWS BHYTPUKEIYJOYKOBOIO TIPAJMEHTA JaBJICHUS.
[Tockonbky MepuarenbHas aputMus y OoibHbIX ['KMII cBsi3aHa ¢ BBICOKMM PHCKOM
CHUCTEMHBIX TPOMOO3MOOIINH, B TOM YMCJIE MHCYJbTA, CPa3y MOCIE €€ Pa3BUTUS HEOOXOAUMO
HauMHAaTh TEPalUI0 AHTHUKOATYISIHTaMH, KOTOpbIe IpU IOCTOSHHON (opMe MepLaHus
Ipeacepanii IPUHUMAIOT HEONPEIEIEHHO JI0JITO.

Bonpeku pacrnpocTpaHEHHOMY MPEACTABICHUIO HEPEAKO B JalieKo 3alleAliell CTaauu
MaTOJIOTUYECKOT0 TIpolecca MPEUMYIIECTBEHHO Mpu HeoOcTpykTuBHONW ¢dopme ['KMII
pa3sBUBAETCS MPOTPECCUPYIOIIas CHUCTONMYECKass JTUCQYHKLIUS U TsKenas cepieyHas
HegocrarouHocth (CH), accomuupoBanHasi ¢ pemojaenupoBanueM JIK (yroHueHueMm ero
CTEHOK W Juiatamueil monoctu). Takas sBomionus 3aborneBaHus Habmomaercs y 2—5%
6onbHbIX ' KMII 1 Xapaktepusyer KOHEUHYIO («IUJIATAIlMOHHYI0») CTAIUI0 0CO00T0, TKEIO U
YCKOPEHHO TPOTEKAIOIIEro Mpoliecca, HE 3aBHUCSIIEr0 OT BO3pacTa MalMeHTa M JaBHOCTH
MaHu(pecTanuu Oosie3HU. YBenuyeHue cuctoianyeckoro pasmepa JDK oObruHO omepekaer
JTMACTOMYECKOe pacHIMpeHHe U mpeodianaer Ha HUM. KiimHHueckuMu 0cOOEHHOCTSIMH 3TOM
CTaJuM SBISIOTCS BbIpaKeHHas, Hepeako pedpaxtepHas 3actoiiHas CH M MCKIIOYUTETHHO
IUI0XO0M mporHo3. JleueOHas cTpaTerusi B OTHOIEHUH TaKUX OOJIbHBIX MEHSETCSl M CTPOUTCS Ha
o0umx mnpuHOMNax Tepanuu 3actoiiHo CH, mpexycMmarpuBaeT OCTOPOKHOE Ha3HAYEHHE
uHruoutopoB AII® u 010KaTOpPOB pELENTOPOB aHTMOTEH3MHA II, TMYypeTHKOB U cepAeUHBIX
TJIMKO3UI0B, -0JI0KaTOPOB M CHHPOHONAKTOHA. DTH TAIMEHTHI SBISIOTCS MOTEHIIMATHLHBIMU
KaHIUIaTaMH JJIS TIPOBEICHHS TPAHCIUIAHTAIINN CEP/LIA.

XUPYpruyeckoe JeYEHHUE.
K coxanenuto, y 3HauntenbHoro yucia 6oiapHbix ['KMII Tpagunuonnas dapmakorepanus He

no3BoJIIeT APPEKTUBHO KOHTPOJIUPOBATH CHUMIITOMATHKY 3a00JIeBaHUS, a HU3KOE KayeCTBO
JKU3HM HE YCTpamBaeT NAIMEHTOB. B Takux ciaydasx NOpPHUXOAWUTCS pEIIaTb BOIPOC O
BO3MOXXHOCTH HCIOJIb30BAHUSI MHBIX, HEMEIUKAMEHTO3HBIX JIeUeOHBIX MOAX0A0B. IIpu 3TOM
JanbHEeHIas TakTHKa OIpeNeNseTcss OTIAeNbHO Yy OONBHBIX € OOCTPYKTUBHOH U
HeoOcTpykTuBHOU (popmamu ['KMIL.



[Ipu orcyrcTBUM KIWHHUYECKOTO A(d@dexTta OoT aKTHBHOM MEIMKAMEHTO3HOH Teparuu
cUMNTOMAaTUYHbIM OoabHBIM [II-IV  ¢yHKIMOHAMBPHOTO Kiacca mo Kiaccudukamuu Heio-
MopxcKoii accouaIiy KapaHolIoroB ¢ BRIPAKEHHOM acHMMETpHUHOM runeprpodueis MXKIT u
cy0aopTaibHBIM T'PAJUEHTOM JaBJICHHUS B MOKOE, paBHBIM 50 MM pT. CT. U Oojee, MOKa3aHO
Xupypruueckoe jgedenue. Kinaccuueckas MeToauKa — 4pe3aopTajibHas CENTalbHAs MUIKTOMMUS,
npemioxkeHHas A.G.Morrow. Y 001bHBIX MOJIOIOTO Bo3pacTa ¢ ceMeiHbpIM anamHe3oM ['KMIT
C TSDKETBIMU KIMHUYECKUMH MPOSBICHUSIMH, yKa3aHueM Ha paHHol0 BC y polcTBEHHUKOB
MOKAa3aHUsl JOJKHBI OBITH paciIMpeHbl. B HEKOTOpPBIX LIEHTpax OHa MPOBOJIUTCS TakKXKe B
CIIy4asiX 3HAYUTENIbHOM JIAaTEeHTHON 00CTpyKLIMHU. B 11e710M noTeHInanbHbIMU KaHJUAATaMu 115
MIPOBEJICHUS ONIEPATUBHOTO JICUCHUS SBISIFOTCS HEe MeHee 5% u3 uncna Bcex 0ombHbIX ['KMIT.
Omnepanust oO0ecrieyuBaeT XOPOIIU CUMITOMATHUECKUI 3((EKT C MOTHBIM YCTPAHEHHUEM WIIH
3HAYUTEIbHBIM YMEHBIICHHEM BHYTPIIKEIYI0YKOBOTO IPaJHeHTa JaBIeHUs Y 95% OOIbHBIX 1
3HAYUTEIBHBIM CHUKCHHEM KOHEYHO-AMacTonuyeckoro pgasineHuss B JDK OompmmHcTBa
OONBHBIX. XUpyprudeckas JEeTalbHOCTh B HACTOsIIEE BpeMs 3HAUYUTEIbHO CHHU3WIACH U
coctaBnsieT okoino 1-2%, 4YTO COMOCTaBUMO C  €XKErOJHOW JIETAIBHOCTBIO  IPH
MeAUKaMEHTO3HOU Tepanuu (2—5%). XoTsa B OONBUIMHCTBE 0OJiee paHHUX HCCIEAOBAHUN HE
ylaBaJloch OOHApPYKUTh CYIIECTBEHHOTO BIMsHHS Xupyprudeckoro sedenuss ['KMII na
IPOrHO3, HEJaBHUE MCCIEAOBAaHUSA TMOKa3aau yayuduieHue 10-1eTHeil BBDKMBAaEMOCTH
ONEpUPOBAHHBIX OONbHBIX 10 84% 1o cpaBHeHHIO C 67% B TIpynne JEYUBLINXCS
MeIMKaMEHTO3HO. Hmerorcs cooOmienuss o 40-j1eTHeM HAONIOJACHUM IIOCIIEe IMPOBEICHHOM
CeNTaIbHOM MHAPKTOMHH. B psne ciydyaeB npu HaIMYUU JIOTOJIHUTEIBHBIX IOKa3aHUW IS
YMEHbBIIIEHUSI BBIPAXEHHOCTH OOCTPYKLIMHU W MUTPAIbHOW pPErypruTalud OJHOMOMEHTHO
BBITIOJHSETCS] OMepanusi BalbBYJIOIUIACTUKH WM TPOTE3UPOBAHUSI MUTPAJIHHOTO KiamaHa
HU3KONPO(PUIBHBIM TPOTE30M. YIIYUIIMTh OTJAJICHHBIE Pe3yJabTaTbl OMNEpalH IO3BOJSET
nocjenyoomas JUIMTeNbHas Tepamnus BepalnaMIIoM Kak oOecrneuuBaronias —yiaydllleHue
nuacronudeckoit pynkuu JDK, 4o He nocTUraeTcs mpu XUpyprudeckoM JICUEHUH.

B Hactosimee Bpemsi pa3paboTaHbl M YCHENIHO HPUMEHSIOTCS METOAWKH, OTIUYHBIE OT
KJIACCUYECKOM TpaHCAOpTaJIbHOM cenTanbHOW MudkTomuu. B wactHoctn, B HIICCX um. A.H.
bakyneBa mox pykoBojctBoM akain. JILA. Bbokepusi pa3zpaboraHa oOpurHHaIbHAs METOIUKA
ucceueHus 3086l runeprpodupoBanHoil MXKII 13 KOHyCcHOH yacTH PaBOro Kemyaouka. ITOT
cnocob xupypruueckoil koppekuuu ooctpyktuBHoi ['KMII siBnsiercst BbIcOKOA((PEKTUBHBIM U
MOJKET CTaTh METOJIOM BbIOOpa B Cllydasx OJHOBPEMEHHON OOCTPYKIIMH BBIXOAHBIX OTJIEIOB
000MX JKENMyJIOYKOB, a TaKKe B CIydasx CpEAHEKEIYAOYKOBON OOCTPYKIMH JIEBOTO
JKEITy0uKa.

B nocnegHue ronapl pacTylmuii MHTEPEC BBI3BIBAET M3YyYEHUE BO3MOYKHOCTH HCIIOJIb30BAHUS B
Ka4yecTBE aJbTEPHATUBBI XHMPYPrUUYECKOMY JieueHUI0 OonbHBIX 00cTpykTHBHON ['KMII
IIOCJIEI0OBATEIbHON JBYXKaMepHOM JJIEKTPOKAPAUOCTUMYIISLUU c YKOPOYEHHOMN
aTPUOBEHTPUKYJIIPHON 3aJCpKKOW. BBI3bIBa€MOE 3THM H3MEHEHHUE I10CIEN0BATEIbHOCTH
pacrpoCTpaHeHHsT BOJHBI BO3OYKIEHHMS M COKPAILEHHs >KEITYyJ0YKOB OXBAThIBAET BHAYaje
BepXylIKy, a 3areM MIKII, mprBOIUT K YMEHBIIEHUIO Cy0aOpPTALHOTO TpajiieHTa Omarogaps
CHIDKEHUIO pernoHapHoi cokpatumoctd MXKII m kak cieacTBue paclIMpEHHIO BBIHOCAILETO
tpakta JDK. DTOMy ciocoOCTBYET Takke 3ama3blBaHUE CHUCTOJMYECKOTO JIBIKCHHS KIIEpEeIn
nepenHeit ctBopkn MK u ymeHbllleHHE €ro aMIuTyAbl. BakHoe 3HaueHHe MMeeT moadop
HaVMEHbIIIEH BEIMYMHBI BPEMEHHU 3a/JEPKKH HAHECEHUs >KENYJOYKOBOIO HMITYJbCa IOCIE



NPEJCePAHOT0, KOTOpas OOeCHeunBaeT MPEXKACBPEMEHHYIO EHOJSIPU3AIUI0  BEPXYIIKH
cep/ia, He TPUBOJIS IIPU 3TOM K YXY/IICHUIO KapAUOTEMOJMHAMUKN — CHIDKCHHUIO CEPICYHOTO
BbIOpoca 1 AJl. [list 3TOro B psAfe caydaeB MPUXOTUTCS MPUOETaTh K yIJTUHEHUIO BPEMECHH
CIIOHTAHHOM aTPHOBEHTPUKYJISIPHOM MPOBOAMMOCTH C IMOMOIIBIO Tepanuu B-0J0KaTopamMu KT
BEpamaMuiioM | Jaxe aOllaliu aTPUOBEHTPUKYISIPHOTO Yy3ia. XOTS TepBOHAYAIbHBIC
HEKOHTPOJIMpYeMble HaOJrOJIeHUsT OBUIM BechbMa OOHAIC)KUBAIOIIMMHU, OoJiee TIO3THHE
PaHIOMHU3HPOBAHHBIC  HWCCIEAOBAHHMS  TOKAa3aJld, YTO  JIOCTUTaeMble TIPH  TaKOH
ANEKTPOKAPAUOCTUMYJISIIIAM  CUMIITOMATHYECKUHA 3(PPEKT U CHIKEHHE Cy0aopTaIbHOTO
rpajueHTa JaBiieHus: (OKoJ0 25%) OTHOCHUTEIIEHO HEBEIIMKU, a CYIIECTBEHHBIC H3MCHEHUS
dusnyeckoil paboTocmocoOHOCTH OTCYTCTBYIOT. He ymanock oOHapyXHTh U CYHIECTBEHHOTO
BIUSHUS DJIEKTPOKAPAUOCTUMYISIIMM HA YacTOTy BHE3amHOU cMepTH. (OOeCmOKOEHHOCTh
BBI3BIBAIOT  yCyryOJIeHWE HApYIICHUs JAMACTOJIMYECKOrO paccialiieHuss MHOKapaa H
MOBBIIICHUE KOHEYHO-AracTonndeckoro nasienus B JOK. OdeBuIHO, UTO 1O YTOYHEHUS POJIH
AJIEKTPOKAPAUOCTUMYJISIIIMK B JieueHUH o0cTpyktuBHOW ['KMII pacuimpeHHOE KIMHUYECKOEe
NPUMEHEHHE 3TOTO METO/Ia HE PEKOMEHTyeTCSl.

Jpyrum anbTepHATHBHBIM METOAOM JieueHus pedpakrepHoit ooctpykTuBHON ['KMII siBisieTcst
TpaHCKaTeTepHas. aJKOrojbHas cenTajlbHas alnauus. OTaHonoBass alnauus CUMYJIHPYET
reMOJIMHAMUYECKUEe W3MEHEHMsI T0CJI€ MHIKTOMHUHU, YMEHbIIas TOJIIIMHY U COKPAaTUMOCTb
MEXOKENyTOUKOBON NEPEropoiKy, yiaydmias OTTOK U3 JIEBOTO JKEJIyl0UKa, YMEHbINAsl CTEIEHb
MUTpadbHOW peryprutanuu. 1-3 mun (B cpemHeM 1.5-2 Mi) 4MCTOrO 3TaHONA BBOIAT B
CeNTaJIbHYI0 BETBb, BbI3bIBasi UHPapKT oT 3 10 10 % maccel Muokapzaa JEeBOro Kelyaouyka
(oxono 20 % mneperopoaku). Ilpu ycnemHom npoBeAeHUHM abjialuu BO3MOXHO ObICTpoOe
CHI)KEHME TpaJMeHTa JaBjeHHs cpa3dy mnociae onepauuud. Ho wame HaOmogaercs
MIPOTPECCUBHOE CHIDKEHHE TpaiieHTa B TeueHne 6-12 mecsmeB. DPpdekT qocTturaercs 3a cueT
peMoJenupoBaHusl neperopogku. Ilpy 3ToM HE NPOMCXOAWUT 3HAYUMOIO YXYZUICHHUS
COKpATHUTENbHOI CIIOCOOHOCTH JIEBOTO JKENIyl0uKa. Pe3ynpTaT 1ocTUraeTcsl Kak y MalleHTOB C
OOJNBIIMM TPaMEHTOM JAABICHMS, TaK U y TeX, Y KOro OOCTPYKIUS BBIBOJHOTO TpakKTa
BBISBIISICTCS. TOJIBKO II0CJI€ MPOBOKAMOHHBIX Npo0. YacTto mocne omepauuu HaOmromaeTcs
Ouda3HbIi OTBET: pe3KOe CHIDKEHNE IPaUEHTAa 3a CUET CTAaHHMHIa MUOKap/ia ¢ MOCJIEIYIOIUM
noxaseMoM Ha 50 % Ha cienyromuil 1eHb, 3aTEM B TE€YEHHE HECKOJIBKUX MECSIIEB IIOCTETIEHHOE
cHmkeHne. CpaBHEHHME pe3ylbTaTOB MHUAKTOMUM U CENTalbHOM abialMM TOKa3bIBaeT
UJCHTUYHBIA YPOBEHb CHUYKEHUS TPaJIMEHTa IpU 00enX Onepanusx.

Hpyrue >@Q@exTsl ATaHONOBOM abnaluy BKIIOYAKOT: HOPMAJU3alMI0 JABJICHUS B JIEBOM
JKeMyJOUKe, CHIDKEHHE cHucToimdeckor meperpy3ku. [lo mamapiM OxoKIT wabmromaetcs
perpecc runepTpoPUH CTEHKH JIEBOTO KETYI0UKa.

AcconupoBaHHas ¢ aJKOTOJBHOW aliianuel cMepTHOCTh cocTaBisieT oT 1 % mo 4 %.
WMMrmaHTanys MOCTOSSHHOIO BOAMTENS PUTMa B CBSI3W C Pa3BUTHEM aTPUOBEHTPUKYISIPHON
omokanel Tpedyercs B 5-30 % ciydaeB, HO 3TO OCJIOXHEHHE MOXKHO TIPEIOTBPATHTH
MCIIOJIb30BaHNEM MEHBIIIETO KOJIMYECTBA 3TaHONIa. B oTiHune OT centaabHOM MUIKTOMUU, TIPU
KOTOpPOW dYale MpPOUCXOAUT OloKana JeBOM HOXKKM IMydka l'Hca; OCHOBHOE HapyIICHHE
MPOBOAMMOCTH TIPU CENTaNbHON abnmamuu — Onokaza TpaBod HOXKH. Takke BO3MOXKHA
JUCCEKIUSI KOPOHAPHOI apTepuu; pa3BUTHE OOIMIMPHOTO MEpeIHENepPeropoI0IHOro HHpapKTa
BCJIEZICTBHE PETPOTPATHOTO 3aTEKAHUs CIIUPTA.



[ToxazanmeM JuIsi TPOBEIEHUS AJKOTOJBHON CENTAJbHOW aliaruu SBISIOTCS: OOJBHBIE C
TsoKenon cepaeunoit HemoctarouHocthio (I — 1V ¢pynkumonamsHoro kimacca mo NYHA),
pedpakTepHO K MEIUKaMEHTO3HOMY JICUCHHIO; C Cy0aOpTAIbHBIM TPAJAMCHTOM JIaBJICHUS
Oospiie WM paBHbIM 50 MM. pT. CT. omnpenenaeHHbIM 1o AaHHbIM DXO0KI' B mokoe wiu mocie
POBOKAIIMOHHBIX TPOO.

[TpeumymiectBa abiaanuu:

* HC IPOBOJUTCA B YCIOBHUAX HUCKYCCTBECHHOI'O KpOBOO6paIJ_IeHI/I$I — HCT COIIPAKCHHOI'O C 3TUM
pucKa;

* KOPOTKHM TOCIUTAIBHBIN IEPUO;
* KOPOTKUH Mepuoj peaduiInTaiuu;
* MEHbILIME YIKOHOMUYECKHUE 3aTPATHI,

* pacIIMpeHue MOKa3aHWMl [ onepanuu (3a CYET MOXKWIIBIX U OOJNBHBIX C COMYTCTBYHOILEH
MaTOJIOTHEN ).

IloTeHnmanbHble HETOCTATKH:
* PUCK IIOBPEK/ICHUS JIEBOM KOPOHAPHOMN apTepuu;

B pAAC ClIydacB TCXHHUYCCKU HCEBO3MOXHO HOOCTUKCHHUC WU I/II[CHTI/I(I)I/IKB.I_II/IH HGHGBOﬁ
CenTalbLHON BCTBU,

* HU3KHUH YPOBCHb YCIICXa Y JIMII C OOJIBIIION TOJIITUHOMN NEeperopoaku U1 aHoMaJIussMu CTBOPOK
MUTPAJIbHOTI'O KJIallaHa WA MalTWJUIIIPHBIX MBITIII.

Takum o6pa3zom, crparerust jedeOHbIX Meponpusthii nmpu ['KMII nocratouHo cioxHa u
IpeaIoiaracT UHANBUIYAJIbHbIM aHAIW3 BCETO KOMIUIEKCA KIMHUYECKHUX, aHAMHECTHYECKHUX,
reMOIMHAMHUYECKUX MOKa3aTesiel, pe3ylibTaTOB IeHHOM AMAarHOCTUKU U CTPAaTU(UKAILIMH pUCKA
BC, ouenky ocobeHHocTell TeueHus 3abosieBaHUS U SPPEKTUBHOCTH HCIOJIb3YEMbIX
BapHaHTOB JieueHus. B 1enom paunnonanbHas papMakoTeparnus B COYETaHUN ¢ XUPYPIHUUECKUM
JICYEHUEM U BJIEKTPOKapAUOTepanyei Mo3BOJSET MOJYUYUTh XOPOIIUNH KIMHUYECKUH 3(PexT,
IpPEeAYNPEANTh BOZHUKHOBEHUE TSKENIBIX OCJIOKHEHMM M YIYy4YIIUTh IPOTHO3 y 3HAYUTEIIBHON
yacTtu 601bHBIX ' KMII.

[Iporuos

l'onoBast nmetanbHOCTH cocTaBisier 3-8% , mpuuem BHe3amHash cMepTh BO3HHKaeT B 50 %
nmofAo0HBIX ciy4daeB. llokunbpie OOJIBHBIE YMHPAIOT OT TMPOTPECCUPYIONIEH CepaeUHON
HEJ0CTaTOYHOCTH, a MOJIO/IbIE BHE3AITHO BCJICZICTBUE pa3BUTHS
MTaPOKCU3MOB JKEITyI0YKOBOM TaXUKapIAHUH, MOJTHOM aTPUOBEHTPUKYISPHON OJIOKaIbI c
acucToimeil, octporo wuHpapKTa MHOKapaa (KOTOPBIH MOXKET BO3HUKHYTH W TIpH
MaJIOM3MEHEHHBIX KOPOHApHBIX apTepusx). HapacraHue OOCTPYKIMH BBIXOJHOTO TpaKTa
JIEBOTO JKETyJ0YKa TUOO CHUKEHHE €T0 HAIMOJHEHHUs BO BpeMs (U3MYECKON HATrpPY3KH TaKxkKe
MO>KET OBITh MPUYNHON BHE3AIMHON CMEPTH.



Cnucok numepamypsbi:

1. FlpomHauykuti H.U. Pykosodcmeo rno eHympeHHum 6onesHsm. - M.: MeduyuHckoe
uHgopmauuoHHoe aezeHmecmeo, 2005. — 812 c.

2. A Report of the American Collage of Cardiology Foundation Task Force on Clinical Expert
Consensus Documents and the European Society of Cardiology Committee for Practice Guidelines. Eur
Heart J 2003; 24: 1965-91.

3. 'unepmpocbuyeckas kapOuomMuonamus:. CO8BPeMeHHOe cocmosiHue npobnemsi (Mo Mamepuanam
coobuweHuss MexdyHapodHozo komumema skcriepmos rno 'KMII). Consilium-medicum, 2004, Tom 6, Ne
5.

4. PazaHoe A.C. KnuHuko-zeHemu4yeckue acreKkmbl pa3sumusi aurnepmpoguu Muokapda 11eeozo
xernydoydka. Pocculickuli kapouonoaudeckuli xypHarsn, 2003, Ne2.

5. Cepdue u memabonuam, 2006, Ne 17.

- G . Lopashuk . [unepmpoguyeckassi kapOuomuonamus: pofib Mymayul 2eHO8 CapKOMEPHbIX
bernkos u benkoe aHepeemu4ecko2o memabornusma 8 namoeaeHese 3abosieeaHusl.

- C .S . Redwood . M3meHeHUs1 8 Knemke npu aunepmpoghudeckoli kapduomuonamudul.

- E . Tadamura . Busyanusayus memabonu3ma rnpu aunepmpoghuyeckol kapduomuonamuu.

- H . Seggewiss , A . Rigopoulos . Hosnbili Mmemod nedeHusi eunepmpoguyeckol kapduomuonamuu:
arnkoeaosibHasi cenmarbHasi abnayusi.



