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KapanomMuonaTuu. cOBpeMeHHOe COCTOsIHIE MP00JIeMbl

Kadenpa BoenHo-moN1eBOM Tepanuu
BOEHHO-MeIUIMHCKOr0 dakyibTeTa B YO «BI'MY»

Bcerpeuaromuecs B KIIMHMYECKOW MPAKTHKE MOPaKEHUS MHOKapJa HauOoJjee
4acTO OOYCJIOBJICHBI aTEPOCKICPO30M KOPOHAPHBIX apTEpHil, MOPaXKCHUEM Ceplia
apTepuaibHON TunepreH3ued. [lopakeHrne MHOKapJa MOXKET HAOMIOIaThCS W MpHU
JIPYTUX TMMATOJOTHYECKUX Tpoleccax. MH(PEKIUIX, MHTOKCUKAIMIX, CHCTEMHBIX 3a-
OOJIeBaHUSAX COCIUHUTEIBPHOW TKaHM, aJIKOTOJIBHON 00JIe3HH, 3a00JICBAaHUAX JKelle3
BHYTPEHHEH cekperuu u T.1. B psne ciaydaeB 3a0o0jieBaHHE MHOKAp/ia MOXKET Pa3BH-
BaThCsl U30JIMPOBAHHO, 0€3 BUIUMBIX IIpruuuH. [ToBpexaeHns: MuoKkap/ia, He3aBHCUMO
OT IPUYHUHBI, ITOAPA3ACISIOTCS HAa MeTaboaudeckue (aucTpoduueckre) U BOCIIAIH-
TeJIbHBIC, 3a9aCTYI0 TPYIHO PA3IuIUMBbIE B IIPAKTHYECKOM padoTe.

Kapauomuonatuu mo-npexHeMy OCTalOTCS OJHUMH M3 HaUMEHEE M3YYEHHBIX
KapJINOJIOTUUECKUX 3a00JIeBaHUM, SBISAICH 00OBEKTOM aKTHBHO pPa3BHUBAIOIICHCS 00-
JaCTH COBPEMEHHOM Kapauojoruu. [IoBBIICHHBII MHTEpPEC K MpOOJIeMe H3yUCHHS
3a00eBaHUN MHOKapAa OOBSCHACTCS HEOOXOIWMOCTHIO JATLHEUIIEr0 H3yYCHHS
ATHOJIOTHH W TATOTeHEe3a, MHOTOOOpa3ueM M HECTIeHMU(PUIHOCTHIO WX KIMHHUYECKUX
TIPOSIBIICHHUH, 3HAYNTEILHBIMHI TUATHOCTHUYCCKUMHU M TEPANICBTUUCCKUMH TPYIHOCTSI-
MU. [TOCTOSHHBIN POCT YaCTOTHI BCTPEYACMOCTH PA3IMYHBIX (HOPM KapIHOMHUOTIATHH
CBSI3aH, MO-BUIUMOMY, KaK ¢ UCTUHHBIM YBEIMUYCHHEM YHCIIA TOJOOHBIX OOIBHBIX,
TaK ¥ C MPOTPECCOM COBPEMEHHBIX JUArHOCTHYECKUX TexHojorui. Kpome toro, 3a
nocyenHee necatuiieTue (GpopMupyercs NPUHIMIIHAIBHO HOBAas KOHIEMIUS 1O BO-
IpocaM OIpe/eeHNs MOHATHS "KapIMOMHUOIIATHH W MX MECTa B CTPYKType 3aboJe-
BaHHI cepalla, 4YTO CBSA3aHO C JOCTHXKCHUSIMH METUITMHCKON IeHEeTUKH, MOP(hOJIOTHH,
MMMYHOJIOTHH M MOJICKYJIIPHOM 3HIOKpHHOJOTHH. OTpakeHHEM COBPEMEHHOM HBO-
JIONUU 3HAHUUW SBIISIETCS] TIOCTOSIHHBIN MEPECMOTp, OOHOBJICHHE M YTOYHEHHE COOT-
BETCTBYIOIIETO MOHATHUS U KIaCCU(HUKAIIUH.

Tepmun «kapmmomuonarun» (KMII) npemnoxen B 1957 romy W.Brigden c
BHEJIPEHUEM B MPAKTHUKY YIbTPAa3BYKOBBIX BU3yaIM3Upyromux metoauk. [Togq KMII
M0/Ipa3yMeBaAINCh HEKOPOHAPHBIC 3a00IeBaHUS MHOKap/1a HEM3BECTHON mpupoabl. C
1968 rona mog KMII moapazymeBanuch 3a00/1eBaHUsl XapaKTePU3YIOIIUECs Kapano-
MeTaJlMe M HEA0CTaTOYHOCThIO KpoBooOpamienus. KMII Obutm mompasaencHsl Ha
nepBUYHbIe (HEM3BECTHOM STHOJIOTMH) U BTOPHYHBIC — MPH Mopokax cepana, UBC,
OpaKCHUH CUCTEMHBIX cocynoB (BO3).

B 1995 r. rpynmnoii skcneptroB BO3 Obuta mpejsiokeHa kiaaccupuKaius Kap-
nuomuonatuii (Report of the 1995 WHO/ISFC Task Force on the Definition and
Classification of Cardiomyopathy 3), cyiiecTBeHHO paciIupuBIIas TPAKTOBKY MOHSI-
s "kKapauomuomnaTtuii’. CoriacHo 3TOM, AEHCTBOBABIIECH JO HACTOSIIETO BPEMEHU
KJ1accuUKaIid, KapJUOMHUOIIATUH OMPEICIIIOTCS KaK 3a00JieBaHUsS MHOKap/a, ac-



COIMMpOBaHHbIe ¢ ero auchyHkiued. OHU MOJpa3NeNAOTCd Ha JIUJIATallMOHHYIO
(AKMII), runeprpoduueckyo ('KMII), pecrpukrunyio (PKMII), apurmMoreHHyro
MIPaBOXKEIYyIOYKOBYI0O W HEKJIacCU(DUIIMPOBaHHYIO Kapauomuonartuio. [lpu sTom
KaXJasl U3 KapJAHUOMHOIIATUH XapaKTepu3yeT co00il HEe OTNEIbHYI0 HO30J0TUYECKYIO
dbopmy, a pencTaBiIsgeT coO00 YETKO OYEPUEHHBIN CHHIAPOM, BKIIOUYAIOIINUNA OTpee-
JeHHBIM MOP(POPYHKITMOHATBHBIA U KIUHUKO-UHCTPYMEHTAIBHBIN CHUMIITOMOKOM-
IJICKC, BEPOSITHEE BCETO, XapaKTEPHBIA JJII TETEPOreHHOW TPYMNIbI 3a00JIeBaHHIA
MHOKap/a.

Nuorpa tepmun KMII ucnionp30Baii B Ka4€CTBE ONMMCATEIBHOTO MPHU yCTa-
HOBJICHHOM TPUYMHE TMOPAXKEHUS MHOKapAa, TMOJYEpPKUBasi THUI CTPYKTYpPHO-
(GYHKITMOHATBHBIX U3MEHEHUH.

OnHako co BpEMEHEM CTall0 OYEBUIHBIM, UTO 3Ta KjiacCU(UKalMs HE B IMOJ-
HON Mepe COOTBETCTBYET MOJIOKEHHOMY B €€ OCHOBY MPHUHIIUITY JIeJIeHUsI 110 MOp(do-
JIOTUYECKOMY TpHU3HAKy. Tak, €cau 3TOT NMPUHIMI ObUI CIpaBeUIMB B OTHOIICHHUH
TUJIATAIIMOHHON U TUnepTpoPuueckort Gopm, TO ISl AUATHOCTUKH PECTPUKTHBHOM
KMII pemaromuyM sBiIsjach KOHCTATalMs HAPYLICHUS PEIAKCUPYIOLIMX CBOMCTB
MUOKapa, T.e. GYHKIIMOHAIBHBIX PACCTPOMCTB.

Kpome Toro, uzBectHo, uto npu aunaraimonHon KMII orcyTrcTByeT yTomnmie-
HHUE CTEHOK JieBoro skenyaouka (JIXK), B To jxe BpeMs Macca Takoro MHoOKapja yBe-
JMYEHA, B TOM YHUCJE, 32 CYET TUMEePTPOPUH MUOIIUTOB, a TTIOATOMY TEPMUH «TUIIEP-
Tpod s MHOKapAa» MOXKET ObITh IPUMEHHUM U Y 3TOM KaTEeropuu MaiueHTOB.

HemanoBaxHbIM SBJISIETCA M TO, YTO HEKOTOPBIE 3a00JIE€BAHUS COMTPOBOKAAIOT-
Cs IMHAMUYECKUM PEeMOJIeIMpOBaHNEM MUOKap/a, 1 ogHa opma KMII co BpemeHem
MOKET TpaHchopMmupoBaThes B Apyryro. Hampumep, y 00nbHBIX ¢ runeprpoduye-
ckoit KMII wnn vHQHUIBTPaTHBHBIM MOpakKeHHEM MHOKapia (aMUJIOWI03, THIEp-
303uHO(GHMIBHBI CHHJIPOM) [3] B HCXOAE BEpOSATHO pa3BUTHE JHWJIATAIIMH KaMmep
cepAla ¢ CUCTOJIMYECKON TuCcPyHKIMEH, U (POpMaJIbHO 3TH MAIMEHTHI JOJKHBI OBITh
OTHECEHBI B JIPYTyI0 KaTeropuio. Takum 00pa3oM, 3TOT KiIacCHU(UKAIIMOHHBIN MOJ-
X0J1 Bce 00JIbIe U O0JIbIIE YTPAUUBACT CBOKO YHUBEPCATBHOCTb.

Haxkonern, B HacTosiliee BpeMs €CTh JOCTATOYHO OCHOBAHUM I0JIAraTh, 4YTO IO-
pakenue Muokapaa npu nepeuuHbix KMIT 00ycoineno MetabonuueckumMu (T.€. 1Mo
CYIIECTBY MUCTPOPHUSCKUMH) HAPYIICHUSIMH, CBA3aHHBIMH C Pa3IMYHBIMH (DaKTO-
paMu, B YaCTHOCTU C F'€HETUUYECKMMHU MYTallUsIMH, KOTOPBIE B KOHKPETHBIX CIydasx
SBJISIIOTCSL HEOOPATUMBIMU U OTIPENICIISIOT MPOTPECCUPYIOIIUM XapaKTep MOpakKeHuUs
Muokapaa. [lopaxkeHuss Muokapja MeTab0JIMUECKON MPUPOAbl U3YUYEHBI MOKa HEJO0-
CTAaTOYHO, YTO CBSI3aHO C TPYAHOCTSIMU MCCIIEIOBAHUS MPOILIECCOB KIETOYHOTO METa-
0onu3ma.

3a moclieHee NECATHIETHE JOCTUTHYT 3HAYUTENbHBIA TMporpecc B 00JacTH
MOJIEKYJISIPHON OMOJIOTHHU, KOTOPBINA MO3BOJIMII HE TOJBKO JIOMOJTHUTH T€HETUYECKUI
«ropTpeT» HeKOoTOphIX (hopm KMII, HO 1 BBECTH COBEPIIIEHHO HOBOE MOHSATHE KHOH-
HBIX KaHAJIOMATUI», 0O0BbEIUHAIONINX 3a00J€BaHUs, KOTOpHIE MpeIpacroiaraloT K
Pa3BUTHIO OMACHBIX IS JKU3HU Kely10ukoBbix Taxuaputmuii (OKT) BcieacTeue my-
Tallid T€HOB, OTBETCTBEHHBIX 32 (PYHKIIMOHUPOBAHHME KaJTUEBHIX, HATPUEBBIX, KaJlb-
IIUEBBIX U JAPYTHX TPAHCMEMOPAHHBIX KaHAJIOB. YTIyOJIeHHWE MPEICTABICHUNA O TPO-
UCXOXKJICHUU Pa3IMYHBIX 3a00J€BaHUN MHOKap/ia MPUBEIIO K HECOBMECTUMOCTH Ta-

2



kux noHAtuil, kak KMII 1 «nopakeHnss MuOKapia HEICHOTO T€HE3a» WM «Uauona-
TUYECKUE TIOPAKEHUS MUOKAPa», KOTOPBIC TTUTEIHHOE BPEMsI SIBIISITUCH UYTh JIU HE
OCHOBHOM coctaBiisronieir onpeaencHus KMII. Bece sto mpeponpenenuino HeoOXxo-
JTUMOCTh U3MEHEHUS KJIaCCU(PUKAIIMOHHBIX MOIX0/I0B, KOTOPHIE HAIILIN OTPAXKEHHUE B
ToKyMeHTe, noaroroBieHHoM B 2006 r. skcnmepTramMu AMEpPHKAaHCKON acCoIMaIiiu
cepama (AAC) [30].

Tabmuma 1.

Kaaccudpukanus nepBuynbix kapanomuonaruii (AAC, 2006)

I'enHeTnueckue

['uneprpoduueckas KMIIT
Aputmorenras KMII/qucriasust mpaBoro senya04dKka
HekoMIakTHBIN JIEBBIH JKeTymouek («ry0uaThiii» MUOKap/T)
Hapyienust mpoBosiiei cuctemsl cepatia (cuaapom Jlenerpe)
['muxorenossl (tunsl PRKAG2 u JlaHoh)
MuTtoxoHapHUalIbHbIE MUOTIATHI
Hapymenus QyHKITMM HOHHBIX KaHAJIOB!
- CHHIPOM yAJTuHEHHOro nHTepBana QT
- cuHApoM bpyrana
- KaTexoJIAMHHEpPrudecKas nmoauMopdHast )KeIyTI09K0Bast TaXUKap AU
- CHHJpPOM yKOpo4YeHHOTO mHTepBana QT
- H0KHO-a3UaTCKUU CUHJIPOM BHE3aIMHOW HEOOBICHUMOI CMEPTH BO CHE
CmemianHble (reHeTHYeCKUEe U HeTeHeTHYeCKHe)
Junnaranmonnas KMII
[lepBuunas pectpukTuBHas Heruneprpopudeckas KMII
IIpunoGperennbie
Muokapautsl (BocnanutensHas KMIT)
KMII, o6ycnoBiaeHHas BHE3AITHBIM AMOITMOHATIBLHBIM CTPECCOM
(KMIT tako-tsubo)
[Tepunapranpaas KMII
KMII, nnaynmpoBaHHas TaXUKapauen
KMII y geteit, matepu kotopbix crpagator CJl 1 -ro tuna

Ilpumeuanue. KMII — kapouomuonamus, C[{ — caxapHuiti ouabem.

ITatonornueckuii IpOLECC MOYKET OIPAHUYMBATHCS MOPAKEHHEM Cepala —
nepeuuHbie KMII (reHeTnueckue, CMEIIaHHbIe U TPUOOPETCHHBIC) WU SBJIATHCS Ya-
CTBIO TCHEPAIM30BaHHOTO CUCTEMHOTO 3a00JieBaHUsl (BTOPUYHBIC KapAHOMHOIIATHH),
4acTO NPUBOAUT K PA3BUTHIO CEPACYHOM HENOCTATOYHOCTH, €€ OCIIOKHEHUM U Jie-
TaJbHBIM UCXOJaM.

Coraacao HoBomy onpenesenuro, KMII npeacraBasitor co060il He0JHOPO-
HYI0 rpynmny 3a00/ieBaHMH MHOKApJAa, CBSA3AHHBIX C HAPYLICHHEM MeXaHu4e-
CKOil U/ MM dJIeKTpHYecKoii PyHKIUIA, KOTOpbIe 00LIYHO (XOTH M He 00s3aTeNIhb-
HO) CONPOBOKIAIOTCA MATOJOrMYeCKOl runeprpodueil WM qHIaTAIAEH JKexy-
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J0YKOB cepAla 1 00ycJIOBJIEHbI PA3THYHBIMH MPUYNHAMM, MHOTHE U3 KOTOPBIX
reHeTH4ecKue.

Y4uuThiBas HEBO3MOXXHOCTh B OOJIBIIIMHCTBE CIIy4aeB IMPOBEACHUS T'C€HETHYE-
ckoit quarHoctuku npu KMII, B mmpokoi nmpakTUKE B HACTOSIIIEE BPEMSI MOXKHO HC-
noJp30Bath neictyromnue kputepun BO3 (1995 r.). Benenue OONBHBIX ¢ MEpBHY-
HbiMu KMII moka enie B OCHOBHOM OIPEEISETCS XapaKTEPOM HApyIICHUS T'€OMET-
pur 1 GpyHKIMKA MUOKapaa (auiaramus win runeptpodus JOK, cucronnueckas uiu
JacToIMYecKass TUCPYHKIIMS, HATMYUE UM OTCYTCTBUE OMACHBIX JJISl )KU3HU apUT-
muii). BrioyiHe o0ocHOBaHO copmyaupoBaHHOe B HalMoHaNIbHOM PYKOBOJCTBE IO
kapauosiorun noj penakuuer FO.H. benenkosa u P.I'. Oranosa nonoxeHue, coriac-
HO KoTopoMmy «kiaccudukaims 20006 r. CIyXUT CKOpee HAyYHBIM IEJISIM, TIOMOTast
MOHATh MECTO Ka)XJOTO cliydass B pasHOOOPa3HOM MHOXKECTBE ATHOIATOreHETHYe-
CKMX BapHaHTOB, a HE MPUKIAJHBIM KJIMHUYECKUM 3ajJadyaM, KOTOPBIM CKOpPEE COOT-
BeTcTBYeT Kiaccudukarms BO3 1995 r.» [9].

JnaaTanMoHHAs KAPAUOMUHONATHS

Cpenu Bcex KapaMOMHONATHH AujaTanMoHHas kapauomuomnartus (JJKMII)
BcTpedaetcs B 60%.

JKMII — 3abosieBaHMe MHUOKapja, B OCHOBE KOTOPOTO JISKUT MEPBUYHBIN
BHYTPEHHUI Ae(PEKT — MOBPEXKACHUE KapAUOMHOLUTOB C UX COKPATUTEIBHOM Ci1abo-
CThIO, PACIIMPEHUEM MOJIOCTEN CepAla U Pa3BUTUEM MPOTrPECCUPYIOLICH XpOHHUYE-
CKO#l cepaeuHoil HemocTatouHocTH. CpeHuid mokas3arens 3a0oiaeBaeMocTi 5-8 ciry-
gaeB Ha 100000 nacenenus. Cpeauuit Bo3pacT ot 35 10 74 ner. B bemapycu — 1,16
Ha 100000 nacenenus. Oxono 30% Bcex cinydaeB JIKMII oTHeceHbl K CeMEHBIM ¢
ayTOCOMHO-JJOMUHAHTHBIM HACJIEIOBAHUEM.

Omuauvu u3 Beaymux mpoonem JIKMIT sBisitoTest BOIPOCH! STHOJIOTHH U T1aTO-
reHe3a 3a00J1eBaHus, YTO OTPAKAETCS HA PAIIMOHATIBLHOM Tepariuu.

CylecTByeT cxemaThuyecKkas MocCieAoBaTeIbHOCTh 3TanoB pa3putus JIKMII
COIVIaCHO TaK HAa3bIBA€MOM BUPYCHO-MMMYHHOW THUIIOTE3€, 0 KOTOPOM COYETAHUE
aKTUBHOM BHUpPYCHOM UWH(MEKIMM U Mpeapacrojararomyx HWMMYHOIC€HETHUYECKUX
MPEANOCHUIOK MOXKET MPUBECTH K TOJIOMKE T-KJIETOYHOM TOJEPaHTHOCTH K COO-
CTBEHHBIM MUOKapIUAJIbHBIM aHTUT€HAM U XPOHHUYECKOMY MUOIIUTOIN3Y BCIICICTBUE
TYMOPAJIbHOTO WJIM KJIETOYHO-OITOCPEI0BAHHOTO OPTraHOCTICIIU(UUECKOTO OTBETA.

OrnpeneneHne CEMENHOro XapakTepa NpeACTaBISIET 3HAYUTEIBHBIA ITPOTPECC B
nounMannu 3trosorun JIKMII u obecrieunBaeT moHHMMaHHE MaToreHe3a 3a0o0JjieBa-
Husg. CaMOM TJIaBHOM TPYAHOCTBIO SABJISETCA OTCYTCTBHE YETKOM COINIACOBAHHOCTH
1o auarHoctuyeckuM kpurepusMm JIKMII, B 4aCTHOCTH IO OTHOLIECHUIO K HAJTUYHUIO
YMEPCHHBIX KapAHaJbHBIX OTKJIOHCHHH Yy WICHOB CeMbU (IPUCYTCTBHE Pa3IUUHOTO
XapakTepa HapylIICHUIH PUTMa M MTPOBOJIUMOCTH) WM CITy4aeB BHE3AITHOW CMEPTH.

T. Manolio u coagt. [4] npemioxunu cieayromme kputepuu JIKMII (¢ yue-
ToM naHHbIX L. Mestroni u coast. [34], pa3pabaThIBaONMX CEMEHHYIO KOHIICIIIHIO
3a00J1eBaHU:

1) ¢pakius BeIOpOCa JieBOro >Kenmymouka MeHee 45% w/wim ppakinoHHOE

ykopouenne menee 25%, (mo manusiM OXoKI', paInoHYKINIHOTO CKaHUPO-
BaHUs WK aHTHOTpadun);



2) JEBOXEITYI0OUYKOBBIH KOHCUHO-TUACTONIMYCCKU auamerp Oosiee 17% ot
MPEyCMOTPEHHOTO 3HAYECHUSI, OTKOPPUTHUPOBAHHOTO IS BO3pAcTa M IUIOIIA-
JT1 TIOBEPXHOCTH TeJa.

KpoMme Toro, y4uThIBatOTCS KPUTEPUN UCKIIOUEHUs: 1) CHCTeMHas apTepuaib-
Has runepten3us (6osee 160/100 MM pT. CT., JOKYMEHTHPOBAaHHAS U TOJATBEPKICH-
Hasi MOBTOPHBIMHM W3MEPECHUAMHU W/UIM HAIWYKEM 3a00JCBaHUN OpPraHOB-MHUIIICHEH);
2) UBC (obctpykums 6onee 50% auamerpa mMpocBeTa IIIaBHOW BETBH KOPOHAPHOM
aptepuu; 3) B aHAMHE3€ - XPOHHUYECKUE IKCIECCHI yIOoTpediaeHus ankoros (Oosee
40 r/cyt ms xennwH 1 6onee 80 r/cyT 3TaHOMA YIS MY>KYHH B TeUeHUE Ooliee yeM 5
aet, cornacHo kputepusMm BO3), ¢ pemuccueii JIKMII nociie 6 mec abctruHeHINH; 4)
KJIMHUYECKHE JTUTCIIbHBIC U TTApOKCU3MAaJIbHBIC CYITPABCHTPUKYIISIPHBIC apUTMUH; 5)
CUCTEeMHBIC 3a00JIeBaHus; 6) MepUKapAUThI; /) JIETOYHAs THIIEPTCH3US; 8) BPOXKICH-
HBIC TIOPOKH Cep/Iia.

Huarnos cemeitnoit JIKMII npennaraercst craBuTh npu Haimuuu 2 u Oosee
ITOPAYKCHHBIX WICHOB B OJHOM CeMbe WM IIpU Hanuuuu y nanuenta ¢ JJKMII poxn-
CTBEHHHUKA TIEPBOIl CTENEHU C JIOKYMEHTUPOBAHHOW HEOOBSICHUMOW BHE3AITHOU CMep-
ThIO B Bo3pacTe MeHee 35 jieT [4].

C yueroMm pasButus npu JKMII 3HauuTENbHOTO CHUKEHHUSI COKPATUTEIHLHOM
CIIOCOOHOCTH MHUOKapJa, npuBosiiero K Tsokenoi CH, B mocneanee Bpems oOpaiia-
eT Ha ce0si BHUMaHKE pa3paboTKa TEOPUHU arornTo3a KapAUOMHUOIUTOB, KOTOPKIM MO-
KET UTPATh 3HAYUTEIHHYIO POJIb B TATOT€HE3€ TTOBPEXKICHHSI MBIIIIIBI CEPIIIA.

Iuneprpoduueckas kapauomuonatus (I'KMII)

['uneprpoduyeckas KapAUOMHOIATUS — OJIHA U3 OCHOBHBIX M HauboJiee pac-
mpocTpaHeHHbIX GopM nepBuuHbIX Kapaunomuonatuii. B 2003 r. cozman MexayHa-
poaubiii komuteT (ACC/ESC), 00beAMHUBIINN aMEPUKAHCKMX U EBPOIMCHCKHUX JKC-
neptoB mo ['KMII, onmy0GiamkoBaBIIUX OCHOBHBIC TMOJIOKEHUS, BKIIIOYAsl CTPATETHIO
neuyeHus [7]. CoracHO JaHHBIM TOCICIHUX MCCIICAOBAHUI pacIpOCTPAaHEHHOCTD 3a-
OoneBaHus B 00IIEH MOMYJISAIUU SBISETCS 00Jee BBICOKOM, YeM CUMTAIOCh paHee, U
cocraBisieT 0,2% [23, 27]. Exxeromnas cMmepTHOCTh 00ibHBIX ['KMIT kos1e0aeTCsS B
npeaenax oT 1 1o 6%: y B3pocibix 00ibHBIX cocTaBisier 1-3% [22, 33], a B neTckom
¥ TOIPOCTKOBOM BO3pacTe, y JIUII ¢ BhIcOKUM puckom BC - 4-6% [28, 31].

['KMII siBnsieTcs mperuMyIeCTBEHHO T€HETHUECKH 00YyCIOBIECHHBIM 3a001eBa-
HUEM MBIIIIBI CEPIla, XapaKTEPUIYIONTUMCS KOMIUIEKCOM crerududeckux Mopgo-
(GYHKIIMOHATBHBIX U3MEHEHUH W HEYKIIOHHO TPOTPECCHPYIONIUM TEUYCHHUEM C BBICO-
KO YIrpO30U pa3BUTHUSI TSKEJIBIX, KU3HEYIPOKAIOIINX APUTMUAN U BHE3AITHOM CMEP-
ta. [ KMII xapaktepusyercs maccuBhoi (Oosiee 1,5 cm) runeprpoducii Muokapaa
JIEBOTO M/WJIM B PEIKUX CIIydasx MPaBOro YKEJIyI0uKa, Yalle aCHMMETPUYECKOrO Xa-
paKTepa 3a CUeT YTOJIIEHHUS MEXoKeTynoukoBoi meperopoaku (MXKII) ¢ yacteim
pa3BUTHEM OOCTPYKIMHU (CHCTOJMYECKOTO TPaJueHTa JaBJICHUS) BBIXOAHOTO TpaKTa
nesoro sxenynouka (JIDK) mpu oTCyTCTBHM H3BECTHBIX MPHUWH (apTepHaiibHas TH-
NICPTOHUSA, IIOPOKHU U CrieIu(rUecKUue 3a00ICBaHUS CEP/IIA).

XapakTepHO THUIIEPKOHTPAKTUILHOE COCTOSHUE MHOKapaa NP HOPMAaJbHOMN
WU yMeHbllleHHoU nmojoctu JDK, BIJIOTE 10 €€ 00uTepaluy B CUCTOIY.



B 3aBUCHUMOCTH OT HaJIMYMS WA OTCYTCTBHUSA I'PaJIMCHTa CUCTOJINYECKOTO J1aB-
aenus B nojoctu JOK I'KMII paznensator Ha 0OCTPYKTUBHYIO U HEOOCTPYKTHBHYIO,
YTO UMEET Ba)XHOE MPAKTUYECKOE 3HAUYCHHE MPH BHIOOpE TAKTUKU JieueHus. [lpu
ATOM pa3IMYaloT TPU TeMOJuHaMU4YecKux BapuaHnta ooctpyktuBHou ['KMII: ¢ cy6-
aopTaJbHON OOCTpyKIMEH B MOKoe (Tak Ha3bIBaeMOW 0Oa3albHOM O0OCTpYKIUEH); ¢
7a0MIbHON OOCTPYKIIMEH, XapaKTepU3yIOIIeHCsl 3HAUUTEIbHBIMU CIIOHTAHHBIMH KO-
JeOaHUsIMU BHYTPHKEIIYOYKOBOTO TpaJHeHTa JaBJICHUS 0€3 BUIAMMON MPUUYUHBI; C
JATEHTHOM OOCTPYKIMEH, KOTOpasi BbI3BIBACTCS TOJILKO MPHU HArpy3Ke M MPOBOKAIIU-
OHHBIX (hapMaKOJIOrHYeCKUX MpoOax (B YaCTHOCTH, BJbIXaHUEM aMHJIHUTPHUTA IPU
IIpHEeMe HUTPATOB WJIM BHYTPUBEHHOM BBEJACHHH M30IIPOTEPEHOIIA).

Jnamna3oH KIMHUYECKUX MPOSBICHUN KpallHEe BEJTUK — OT OECCUMITTOMHBIX JI0
HEYKIIOHHO MPOTPECCUPYIOIINX U TPYIHO MOAMAIOIINXCA MEAUKAMEHTO3HOMY JIeye-
HUIO (OPM, COMPOBOXKIAIOIIUXCS THKEION cuMmnToMaTukou. [Ipu 3TOM mepBeIM U
CIMHCTBEHHBIM MPOsIBIIEHHEM 3a00JI€BaHUs MOXKET CTaTh BHE3amHast cMepTh. Cum-
TOMBI 00JI€3HN PA3HOOOPA3HBI U MANOCIICIU(PUUHBI, CBA3aHBI C TEMOIUHAMUYECKUMHU
HapymeHUsIMHA  (IracToudecKas AUCHYHKIUSA, TUHAMHYECKAss OOCTPYKIMS ITyTeH
OTTOKa, MUTpajbHas PETypruUTaIlKs), UIIEMUCH MHOKapja, MaToJOrHMel BereTaTHB-
HOM pPEryJsiiiii KpOBOOOpPAIICHHS W HAPYIIEHUEM 3JIEKTPO(DU3UOIOTUUECKHUX IPO-
reccoB B cepare [13, 20].

Hepenko 3a0oieBaHne pacro3HAETCs CIy4ailHO BO BpeMsl MEIUIIMHCKUX OCBH-
nerenbcTBoBaHUM. ['KMII MokeT nuarHocTupoBaThes B JI0OOM BO3pacTe OT MEPBBIX
JTHEW 10 TOCJIETHEN NEeKapl )KU3HA HE3aBHCUMO OT I10JIa U PACOBOM MPHUHAIJIEKHO-
CTH, OJIHAKO MPEUMYILECTBEHHO 3a00JIEBaHUE BBISBISACTCA Yy JIMI MOJIOJOTO TPYJO-
cniocoOHOTrO Bo3pacta [14, 21]. HeciennpuyHOCTh KIMHHUYECKUX MPOSBICHUM, TIpe-
oOsagaHue OGECCUMIITOMHOTO T€YEHHs 3a00J€BaHUs ONPEACNIAIOT OOJIbIIUE TPYIHO-
ctu nuartoctuxku ' KMII.

Hanbonee tunuuubiMu, XoTs ¥ Majocneruduaasivu IKI -npu3HakamMu sBiIs-
I0TCSl Tipu3Haku runeptpodun muokapaa JIK u/mam MIKII, BxiIrodass BOJIbTaXHbIC,
nenpeccus cerMeHTa ST U U3MEHEHUsI KOHEYHOM 4acTH KeJIyJ0YKOBOI0 KOMILIEKCa
(crmaskeHHBIN U OTpHUIATEabHBIN 3y0er T), maTonoruueckuit 3yoer; Q mmm 3yomsr QS
B TE€X WJIM UHBIX OTBEJCHUAX, YTO MOPOU SIBISETCS MPUUMHONU OIMTMOOYHOM JMarHO-
CTUKH MH(papkTa MUOKapaa. OKOHYATEIbHOE YCTAaHOBIEHUE AUArHo3a TpedyeT mpo-
BEJICHUSI KOMILUIEKCHOTO AXOKapAUOrpaduuecKkoro U APyruX COBPEMEHHBIX BU3yaslu-
3UPYIOIIMX MCCIEN0BAHUM, TEHETUYECKOr0 aHAJIN3a, YTO CTAHOBUTCS BO3MOYKHBIM B
YCJIOBUSX CIICHMAIM3UPOBAHHBIX KAPIUOJIOTUYECKUX YUPEKICHUM.

OO1enpu3HaHHOW SBJISETCA KOHIENIUS O MPEUMYIIECTBEHHO HACJEICTBEH-
Hoit ipupoae I'KMII [19], mmpokoe pacrnpocTpaHeHHE TOJYYHT TEPMHH ' CeMeHHast
runeprpoduyeckas kKapauomuonatus . OCHOBHON THUIT HACJIEIOBAHMS AyTOCOMHO-
nomuHaHTHBINA. bonee 50% Bcex cimydyaeB 3a00JieBaHUS SIBISIOTCS HACIECTBEHHBIMHU.
OcraBmiasics 4acTh — cropaauyeckas ¢opma; B 3TOM clydae y marueHTa HeT poj-
ctBeHHUKOB, Ooseromux ['KMII unn umeronux runeprpoduto muokapaa. Cuuraer-
cs1, 4TO OOJBITUHCTBO ciydaeB criopagudeckoit ['KMII Takke UMEIOT reHeTUYECKYIO
IPUPOY, T.€. BBI3BaHBI CIyYaliHBIMU WJIM HEYCTAHOBJICHHBIMU MyTarusiMu [37].

JAHK-auarnocTtuka, HampaBjieHHash Ha MOUCK T'€HETHYECKUX Ae(EKTOB, C HC-
TOJIb30BaHUEM TomMepasHoi 1ernHoi peakiuu ([11P), siBisercs "30510ThIM cTaH-
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naptom’ guarHoctuku ['KMII u BkitoueHa €BpOINEUCKUMH U aMEPUKAHCKUMHU JIKC-
HepTaMH B aJITOPUTM BEJCHHS MAI[MCHTOB [25].

K naunbonee yacTeiM mpuunHaM 3a00J€BaHUs B CTpaHax 3aragHoil EBporibl u
CILIA oTHOCATCA MyTallMM B T€HaX TsDKEJIOW Lenu B-MHO3MHA U MUO3UWHCBS3BIBAIO-
miero Oenka C, Mpu 3TOM B KaXXJI0M MOIMYJIALIUN BKJIAJ pa3IMYHBIX T€HOB B 3a00JeBa-
€MOCTbh HEOJIMHAKOB. TsHKECTh KIMHUYECKUX MTPOSIBICHUIN 3aBUCUT OT IPUCYTCTBUS U
cTerneHu runeprpodun. MyTaiuu, KOTOpble aCCOLMUPYIOTCS C BHICOKOW IEHETPaHT-
HOCTBIO M IUIOXUM IMPOTHO30M, MpOSBIstOTCS Oosblel runeprpodueit JOK u ton-
nmHoM MOKII, yeM Te, KOTOpbIE XapaKTEpU3yKOTCS HU3KOM MEHETPAHTHOCTHIO U XO-
poIIMM MPOTHO30M. Tak, ObUTO MOKa3aHO, YTO JIMIIb OTAEIbHbIE MYTallUH ACCOLUU-
POBaHBI C IIOXUM IIPOTHO30M M BBICOKOM yacToToit BC.

Takum oOpazom, I'KMII xapakrepu3syercst KpailHeil T€TepOr€HHOCThIO BbI3bI-
BAIOIIMX €€ M'eHETUYECKUX MPUYHH, MOP(OIOTUUECKUX, TEMOJUHAMUYECKUX U KIIH-
HUYECKHUX NPOSBICHUM, pa3HOOOpa3ueM BapHaHTOB TEUEHHUS M MPOTHO3a, YTO CyIIe-
CTBEHHO 3aTPYJHSET BHIOOP a/leKBaTHBIX M Hanbosee d3HPEeKTUBHBIX JTeYEOHBIX MOJ-
XOJIOB IO KOHTPOJIO M KOPPEKIMH, UMEIOIINXCS HAPYIICHHM.

[Ipy 3TOM OTUYETIMBO BBLAEISAETCS NATH OCHOBHBIX BApUAHTOB TEUYEHHMS U HC-
X0710B [7]:

+ cTabmiIbHOE, TOOPOKAYECTBEHHOE TCUCHUE;

+ BHE3aIHasi CMEPTh;

 IPOrPECCUPYIOLIEE TEUEHUE: YCUIICHHE OJIBIIIKHU, CI1a00CTH, YTOMIISIEMOCTH,
OosieBoro cuHApoMa (aTHMUYHBIE OOJIM, CTEHOKApAWS), TMOSBICHUE MPECUHKOIAIb-
HBIX W CHHKOIIAJBHBIX COCTOSIHUH, HapylIeHn# cucronudeckoit Gpynkumn JIK);

» "KOHEeYHasl cTaaus . NajJbHEHIIee MPOrpecCUpOBAHUE SBICHHUI 3aCTONHOM
CEepICYHOU HEIOCTATOYHOCTH, CBA3aHHOM C PEMOJECIUPOBAHUEM U CHUCTOJIMYECKOU
muchynkmuent JIK;

+ pa3zBuTHE GUOPWILISAIUU TPEACEPIUNA U CBA3AHHBIX C HEM OCJIOXHEHUH, B
YaCTHOCTH TPOMOOIMOOTNIECKHX.

Bce 6oapabie 'KMII, BKIIFOYas HOCUTEICH MATOJOTHYECKUX MyTaruii 6e3 de-
HOTUIMYECKUX MPOSBICHUNA 001€3HU U OOJIbHBIX ¢ O€CCUMIITOMHBIM TEYEHHEM 3a00-
JIeBaHUsA, HY>KJAIOTCSI B TUHAMUYECKOM HAOJIOICHUH, B X0JIe€ KOTOPOTO OLIEHUBAIOT-
Csl XapaKTep U BBIPAXKEHHOCTh MOP(HOIOTMUECKUX U TEMOAMHAMUYECKUX HAPYIICHUH.
Oco0oe 3HaueHHE MUMEET BBISIBIEHUE (DPAKTOPOB, OMPENEIAIOMNUX HEOIaronpusITHbINA
NPOTHO3 U NOBBIIEHHBIH pucKk BC (B 4aCTHOCTH, CKPBITHIX MPOTHOCTHYECKU 3HAYU-
MbIX aputMuii) [11, 35].

J1o HaACTOALIEr0 BPEMEHU OKOHYATENIbHO HE PEUIeH BOIPOC O HEOOXOIMMOCTH
MPOBENICHUS] AKTUBHOM MEIMKAMEHTO3HOW Tepanmuu HaumboJee MHOTOYHCIECHHOM
rpytie 00JIbHBIX ¢ 6eCCUMOTOMHON MM MasiocuMnToMHoM opmamu 'KMII u Husz-
ko BepossiTHOCThIO BC. IIpoTHMBHUKM aKTHMBHON TaKTUKM OOpanialoT BHUMaHHE Ha
TO, YTO MpHU OJArONPHUITHOM TEUEHUM 3a00JI€BaHMS MPOJOJIKUTEIBHOCTh KU3HU U
MoKa3aTeal CMEPTHOCTH HE OTJIMYAIOTCS OT TaKOBBIX B oOIIei momyssuuu [9, 24].
Hekoropsle e aBTOpbI yKa3bIBalOT, YTO KCIIOIB30BAHHUE B 3TOW IPYIIIE MMALIMEHTOB
B-anpeHOOIOKATOPOB M AHTAarOHUCTOB KaiblUs (BEparaMuil) MOXETe CIOoCOOCTBO-
BaTh CIECPNKUBAHUIO TEMOJMHAMUYECKUX HAPYIICHUH U KIIMHUYECKON CHUMIITOMATUKH

[26, 36].



[Ipym >TOM HHKTO HE OCIMapWBaeT TOT ()aKT, UYTO BbDKHATENbHAs TaKTHKA B
ciaydasx OECCHUMIITOMHOTO Wi MajgocumnTomMuoro TeueHus I'KMII Bo3morkHa IuIb
IPU OTCYTCTBUM NMPHU3HAKOB BHYTPIIKEIYI0YKOBOM 0OCTPYKIIUH, OOMOPOKOB H CEPbh-
€3HBIX HAPYIICHUA CePACYHOTO PUTMA, OTATOIICHHONW HACTEJACTBEHHOCTH U CITy4acB
BC y 6amu3kux pojCcTBEHHUKOB. BapnaOenbHOCTh MPOTrHO3a OMpenessieT He0O0X0u-
MOCTh JI€TaIbHOU cTpaTu(uKaius pucka (HaTtaabHbIX OCIOKHEHHM 3a00JIeBaHus, T10-
UCK JOCTYIHBIX MPOTHOCTUYECKUX MPETUKTOPOB U KPUTEPUEB OIIEHKU MPOBOJIUMOTO
JICUCHMS.

Crparudukanus pucka BHe3anHoi cmeptu y 00jbHbIX ['KMII

[To MHeHUIO OOJIBIIMHCTBA aBTOPOB, HEOCHOPUMBIMU (PAKTOPAMU BBICOKOTO
pucka BC npu 'KMII sBnsrorcs Mosomoi Bo3pact (Monoke 14 JieT); Hanuuue y
OOJILHBIX OOMOPOKOB M TSDKEIBIX JKEIYJOYKOBBIX HApYIICHHH puTMa (CIIOHTaHHAS
YCTOWYHBAS JKEITYTOYKOBAsT TaAXUKAPAUs, GUOPHILIAIMS )KETYyT0UYKOB), SITU30/I0B HE-
YCTOMYMBOM KEITYJOYKOBOM TaxukKapIuu IO pe3ynbTataM cyTodHoro OKI'-
MOHUTOPUPOBAHUS; HEAJAECKBATHOCTh IPHUPOCTA APTEPUAIBHOIO HABIEHUS B XOJE
HArpy304HOT0 TecTa; BhIpakeHHas (Oonee 3 cm) rumeprpodus muokapaa JDK, a
takxke ykazanue Ha ['KMII w/unm BHE3amHyr0 cMepTh B CEMEHHOM aHamHese [12,
16]. Kpome Toro, o MHEHHIO HEKOTOPBIX HCCIeIOBaTeNeH, BeposSTHOCTh BC moBBI-
IIACTCS MPH HAJTUYUU Y OONBHOTO (GUOPHUIAIMU Tpeacepauit (mapoKCcu3MaibHOM,
MIOCTOSIHHOM Taxu(OpMbI MepIIaTEIbHON apUTMHN), BRIPAKCHHOMN MIIEMHHA MUOKapa
U o0cTpykuuu BeixoaHoro Tpakra JOK [8, 10].

Bonbiioe 3HaueHne OTBOAUTCS OOHAPYKEHUIO Y OOJBHBIX C CEMENHBIM Xapak-
TEpOM 3a00JI€BaHUS MyTaliii, aCCOLIMMPOBAHHBIX C TSHKEJBIM MPOTHO30M. Y CTaHOB-
JeHue BbICOKOro pucka BC ompenenser HEOOXO0IUMOCTh 0CO00H, Oojiee aKTUBHOM
BpayeOHON TAaKTHKH B OTHOLICHUHU 3TOM KATETOPHU IMAICHTOB (YTOYHEHHE JIeKap-
CTBEHHOW Tepanuu, UCIOIb30BaHUE MEeNCMEKEPOB, AePUOPUILIATOPOB - KapAHOBEP-
TEpPOB, MPOBEJICHHE XUPYPTUUYECCKUX BMeNaTenbeTB). [Ipu 3ToM Hambosee ajnekBart-
HbIM JIEYEOHBIM MEPOINPUSATHEM SBISETCS HUMIUIaHTauus JAepuoOpmsTopa-
KapJuOBEpTEpa C LEJIbI0 MEPBUYHON WM BTOPUYHOU MPO(PHUIAKTUKUA KUZHEYTpOXKa-
IOIIMX APUTMHN ¥, B KOHEUHOM CYeTe, YIIydllleHus mporno3a [7, 11, 29].

ApPHTMOreHHAas TUCILIA3HSA MPABOro JKeJIyA0UKa
(kapamoMuoONATHS)

AputMoreHHas auciiasus npasoro xenymouka (AJIIDK) — mepsudunoe mopa-
KEHUE MHMOKapJa, HMEIOIIEE YacTO CEMEWHBIM XapakTep, XapaKTepU3YIOILIeecs
CTPYKTYPHBIMH U (DYHKUIMOHAJIBHBIMH aHOMAJIMSIMU IPABOIO KENy104Ka, CBSI3aHHOE
C MPOTPECCUPOBAHHBIM 3aMEILIEHUEM MHOKapAa KUPOBOH 1K GuOpPO3HOM TKaHbIO.

HcTruHHasg pacnpoCTpaHEHHOCTh CUHAPOMa HeusBecTHaA. [Ipeanonaraercs, 4yto
BCcTpeuaeMocTh B momyisinuu coctaBisier 1:5000 uenoBek. Mmerorcss naHHbIe O
OOJIBIICH TIPEIPACTIONOKEHHOCTH K 3a00JICBAHUIO MY>KYHH, YeM >KeHIIHH [1, 6].

[Ipenmoiaraercs HECKOJIbKO MexaHu3MoB npuobperenus AJIDK (merenepa-
TUBHAs, BOCIAJIUTEIbHAS, MOJCKYISPHO-TCHETUYECKAs), OJHAKO JOKYMEHTAJIBHO
NOATBEpPKJEHA JIMIIb HacleACTBeHHass Teopus. [lpeamonaraercss BapualOenbHOE



HacnenoBanre AJITIDK: ayTocoMHO-TOMHHAHTHBIN THT (IPEUMYIIECTBEHHO) U ayTO-
COMHO-PELIECCUBHBIM.

[Tpu Gonesnn Naxos (MyTaius B reHe IUIaKOrTI00MHA) KJIMHUYECKH HAOJ0a-
eTCsl OKTOIepMalibHast AUCIUTa3us (MaabMOIUIAHTAPHBINA KepaTo3, H3MEHEHHS BOJIOC U
HOTTEH).

Ha ¢one HacnenoBanus JI0Kyca MOPaKeHHONW XPOMOCOMBI HAPYIIIAETCSl CUHTE3
COKpaTUTEJILHOTO OejKa a-akThuHa. BrocmencTBuu 3amycKkaeTcst 1elb TeHETHYECKUX
HapyILIEHUH, YTO MPUBOAUT K CUHTE3Y Je(EKTHOro Oejika capKoMepa U IMOSBICHUIO
JIET€HEPaTUBHBIX KOMIIJIEKCOB B MUOLIUTAX. B pe3ynbrare HuTOoIM3a KIETOK MUOKap-
Ja HOpMallbHasg MHOKapJuaibHas TKaHb 3aMENIACTCS KUPOBBIMU U (HUOPO3HBIMU
KJIeTKkaMu. 110 TaHHBIM MHOTHX aBTOPOB, OCHOBHOM MPUYMHOU THOCIH KJIETOK SIBJIS-
€TCS aroITo3.

[laToreneTnuecknii MeXaHHU3M BOCHAIUTEIBHON TEOPUU MPUOOPETECHUS
AJITDK 3akmoyaercs, 10 MHEHHIO HEKOTOPBIX aBTopoB (Thiene u coasT.), B TOM, 4TO
npu Bo3zekcTBuu BupycoB (Kokcaku B3) HaOm01a10Cch pa3BUTHE W30JIMPOBAHHOTO
MIPaBOXKETYI0YKOBOIO MUOKApAHUTA C JECTPYKIMEH MHOLUTOB, OCTPOM MH(OUIbTpa-
1€ MOHOHYKJICAPHBIMU KJIETKaMH, 4TO B MOCJICIYIOIIEM MPUBOIUIIO K MOSIBJICHUIO
aHeBpU3M MPaBOTO kenyaouka. [Ipu pudbponunomaroznoit popme AJIIDK B 6GuonTa-
Tax HaOJIOJANNCh BOCHAIUTEIbHbIE HH(GUIBTPATHI, HEKPOTU3UPOBAHHBIE MUOLIUTHI,
¢bubpo3 1 aHEeBpU3MBI — BO3MOKHOE TEUEHUE XPOHUUYECKOTO MUOKAPAUTA, MTyCKOBBIM
MEXaHU3MOM KOTOPOTO MOTJIM OBITh KaK MH(PEKIIMOHHBIC, TAK 1 UMMYHOJIOTHYECKHE
daktopsl. CylmecTBYIOT U JIpyrue MHEHUS, NIPU KOTOPHIX CUUTAETCS, YTO BOCHAIIH-
TeJIbHbIE MHQWIBTPATHI SIBJISIOTCA PEaKIUed Ha TMEepPBOHAYAIBLHO TOBPEKICHHBIM
MUOKapj. BocnanurensHyo TEOpHIO MOATBEPKIAET WHMOpMAIHS, TTOIyICHHAS TIPH
aHanu3e OMOINTAaTOB, B KOTOPHIX OOHAPY>KUBAIUCH MOHOHYKJICApHbIE JTUMQOIUTHI
(anayoroBbIe P MHOKAPANTE, BEI3BaHHOM BUpycoM Kokcakw).

Henp3s uckimounth codeTaHHbld BapuaHT npuoOperenus AJITK, xoTopsrit
MpeanojaraeT HaIMYMe TeHETUYECKU OOYCIIOBIEHHON YYBCTBUTEIBHOCTH K arpec-
CUBHBIM arcHTaMm (BUPYCHOM M OaKTepHaabHOW MPHUPOJIbI) W/WIH U3MEHCHHUIO UMMY-
HoJoruueckoi peaktuBHoctr (H. A. Masyp).

[TaniieHTHI MOTYT NMPEIBABIITE KaJIOOBI Ha cep/ledruenue, nepedou B padbore
cep/ra, ToJIoBoKpykeHue, oomopoku [6, 18]. Ha ¢one mporpeccupoBanus 3adoJie-
BaHMs Pa3BUBACTCA KIMHHUKA MPABOXKETYJIOYKOBOM, a B MOCIEICTBUU U JIEBOXKEIY-
JIOYKOBOM HEAOCTATOYHOCTHU. 3a4acTyIO MEPBBIM KIMHUYECKUM MPU3HAKOM SIBJISICTCS
BHE3amHasi cMepTh. POPMUPOBAHUE JICBOXKETYTOYKOBOM HEIOCTATOYHOCTH 00YCIIOB-
JIEHO, BEPOSATHO, OMOCPEAOBAHHBIM BO3/IEUCTBUEM MapOKCHU3MOB JKEIIyJOYKOBOM Ta-
XUKaApIUU. CBS3aHHBIC C HUMH MEPUOJIbI apTePUATHHON TUIIOTEH3UH BBI3BIBAIOT CYO-
SHIO0KAPAUATIBHYIO UIIIEMUIO U BTOPUYHBIE U3MEHEHHS CTEHKH JIEBOTO KEITY104KA.

ITo mMepe ycyryOsenus mporiecca quciuiazuu (OT mepeaneit yactu uHPYHIHOY-
JSIPHOTO OT/EJIa MPAaBOIo JKEIyA0YKa K €ro BepXyIlIKe M HWKHEH cTeHKe) (hopMupy-
I0TCS 30HBI THIIO-, IUC- U AaKUHE3UH, aHEBpU3MaTHYECKUE eopMaIiuy v JuiaTaius
IIOJIOCTH MPaBOTO Xkemyaouka [15, 17].

XapakTepHbIMU HAPYIICHUSIMHU PUTMA SBIISIIOTCS 3Bl KETYI0YKOBOM Taxu-
KapJIuu, 0OYCJIOBICHHBIC MEXaHU3MOM re-entry (perucrpanus mo3IHUX KeEIyTI09KO-
BBIX TOTEHIUAJIOB, (PEHOMEH «BXOXIEHUS», UICHTU(UKAIMA 30HBI «MEJICHHOTO»
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poBeJcHUS BO30YKIeHus). Takke XapakTep OTBETa Ha aJpeHEPruyYecKoe BO3JCH-
ctBHe (cTpecc, pu3ndeckre Harpy3KH, BBEJCHHE JIEKapCTBCHHBIX npemnapatos) [1, 2].

Paznuuator 4 neproja pa3Butus 3a0071€BaHUS:

1. CKpBITBIN TIEpHOJ — MUHUMAJIbHBIE CTPYKTYPHBIC U3MEHEHUS MPABOTO Ke-
JyJI0YKa TPU OTCYTCTBUU WM HATWMYAA MHUHHMAJIBHBIX JKEITYTOYKOBBIX HAPYIICHHMA
puT™Ma. BHe3amHas cMepTh IpH ATOM MOXKET OBITh TIEPBBIM U CAMHCTBEHHBIM MPOSIB-
JICHUEM.

2. SIBHBIC 3JEKTPUYCCKHAE HAPYIICHUS — CHMITOMHBIE MPABOXKETYIOUYKOBBIC
apUTMHH, BO3MOXHaA (GUOPWILUIALUS SKEIIyJA0YKOB Ha (hOHE OYEBUIAHOU (PYHKIIHO-
HaJIbBHOM U CTPYKTYPHOW aHOMAJIUU IIPABOIO KETYI0UKa.

3. HenoctaroyHOCTh MPaBOTO KENyJA04YKa — MPOTPECCHPOBAHUE MATOJIOTHYE-
CKOTO Tpoiiecca B MHOKapje, ¢hopMmupoBaHue oOmeld AUCHYHKIUUA MPABOTO KEIy-
JIOYKa MTPU OTHOCUTEIBHO COXPAHEHHOM JIEBOM KEITYIOUKE.

4. BUBEHTPUKYJSIpHAS HEIOCTATOYHOCTh — BOBJICUCHHE B MATOJOTUYECKUIMA
MIPOIIECC JIEBOTO kKemyaouka. OTMedaroTcsl KIMHUKA 3aCTOMHON ceplieuHOl HelocTa-
TOYHOCTH, pa3BUTUE (PUOPWIUISIUUU MpPEACepaAnii, TPOMOOIMOOINYECKUX OCIOKHE-
Huit (M. Horimoto u coasr.).

Bo3HMKHOBEHNE B KIMHUYECKOM TEUCHUHU CYIPaBEHTUKYJISPHBIX HAPYIICHHMA
pUTMa CBUJICTEIIBCTBYET O IPOTPECCUPOBaHUM 3a00ieBanus [2, 6].

Huarnoctuueckue kpurtepun AJIIDK npemnosxkensl rpynmnoit EBponeiickoro u
MesKTyHapOTHOTO KapInOJIOTHYECKUX o0mmecTs [32].

boabmme kpurepuu:

1) BBISBIICHUE )KUPOBOW MHOUIBTPAIIMA MUOKAP/IA MIPH SHIOMHOKAPIHATBHON
OHOIICHUH,

2) OonbInas JUIATAIAS U CHIDKCHHE (PpaKIuy BHIOpOCa MPABOTO KEITyJ0uKa ¢
HOPMAaJIbHOM WM YMEPEHHO U3MEHEHHOU (yHKIMEH JIEBOT0 KeTy04Ka,

3) nokanpHas TPaBOXKEIyJI0YKOBas aHEBpHU3Ma (BBIABICHHEC aKMHETHYCCKOM
WM TUCKUHETUYECKON 00J1aCTH);

4) BeIpa’keHHAs CETMEHTapHas IPABOXKEITYA0YKOBAs JHIIATAIIHS,

5) BeIsiBICHHE 3MICHIOH-BOIHBI (SW) mnn ymmaenue uatepBaia QRS (Oonee
0,11' y B3pOCIIbIX) B MPaBbIX MPEKOPAHATbHBIX 0TBeAeHUX (V2.3);

6) BeIsBIICHUE JOcTOBepHBIX ciiydaeB AJIIIDK B cembe, ToKa3aHHBIX OMOTICHEH
WIH TIPU XUPYPTUYECKOM BMEIIATEIbCTRE.

MaJible KpUTEepPHH:

1) ymepeHHast o0IIast TUIaTaIis IPaBoOro XKeayI04uKa WUk CHIKCHHE Qpak-
IIMU BBIOpOCA MpU HOPMATBHOU (DYHKITHH JIEBOTO KEITYI0UKa,

2) yMepeHHas CerMEHTapHasl JUIaTalus PaBoro JKeIyI049Ka;

3) pervoHayibHas MPABOXKEITYIOUKOBAS THITOKHHE3HS;

4) uBepTUpOBaHHBIN 3y0el] T B MpaBbIX MPEKOPAHATBHBIX OTBeACHUAX (V23) ¥
B3pOCTBIX M JeTel cTapiie 12 JeT mpu OTCYTCTBHH OJIOKAIbI IMPAaBOM HOKKH ITydYKa
['uca;

5) BBISABIICHHE MTO3HUX JKEITYTOUYKOBBIX TOTCHIIMAJIOB;
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6) KelyovYKoBas TaXUKapAus ¢ OJIOKaJO0W JCBOW HOXKHU Iydka ['mca, BbISB-
JICHHas MPH JI000M (YHKIIMOHAIBHO-AMAarHocTHUeckoM uccienoBanuu (DK, xom-
TEPOBCKOE MOHUTOPHPOBAHHUE, CTpecc-TecThl), yacTas (6osee 1000 B cyTku) keiy-
JIOYKOBAst SKCTPACUCTOIMS IIPU XOJITEPOBCKOM MOHUTOPUPOBAHUH;

7) ceMmeliHbIe CIy4ad BHE3aITHOW CMEPTH B MOJOAOM Bo3pacte (Monoxe 35
JIeT) MPU HAJTMYUH ITPABOXKEITYTOUKOBOW JUCIIIIA3HUH;

8) BwisBneHue ciayudaeB AJIIIDK B cembe, JOKa3aHHBIX Ha OCHOBE MPEICTAB-
JICHHBIX KPUTEPHUEB.

JIJIs TIOCTAHOBKM JIMArHO3a apUTMOTCHHOM AMCILIa3uu (KapHOMHOIIATHH)
IIPABOIO JKEYA04YKa JOCTATOYHO BBIABICHUSA 2 Oonbiiux (i 1 Oonbmioro u 2 ma-
JIBIX) WK 4 MaJIbIX KPUTEPHEB.

D. O' Donnéll mpennoxui JOMOIHUTh KPUTESPUHA JUATHOCTHKH JTAHHBIMH, T10-
Jy4aeMbIMU TIPU DJIEKTPOPU3UOIOTHUECKOM HCCIICIOBAaHUU Ceplla C TOMOIIbIO
ANEKTPOCTUMYJISIIAUA TTPABOTO JKEITYJ0UKA JIJI1 TPOBOKALIMK KETYI0YKOBBIX HapylIe-
HHUM pUTMA.

DileKTpoKapAuorpaguyecKue nNposiBJICHUA:

1) unBepcus (BO3MOXKHBI U303JIEKTPUIHOCTH, n30audasus) 3yomoB T B oTBe-
neHusix V 1.3,

2) OTKIJIOHEHUE AJIEKTPUYECKOM OCH cep/Ilia BIIPaRBo;

3) HemosHas/moHAas 0JI0KaIa TPaBO HOXKKHM my4dka ['mca (IMTeNbHOCTD MH-
tepBana QRS mpessimraer 0,11") (G/Fintaine);

4) Hajauuue 3MCHIOH-BONHBI (SW — 3aMelieHue JKeayI0UKOBOM JIeoJIIpr3a-
1uK) Ha HUcXoasmeM Konene QRS B Hauane cermenra ST;

5) mpaBokenynoukoBas Taxukapaus u/vim dacras (6omee 1000 B cyTkm) 3Kc-
TPACHUCTOJINA C MUPOKUM KomIuiekcoM QRS

6) orHomenue mautenbHocTH QRS B orBenenuu V, x maurtensHoctn QRS B
orBegenuu V4, > 1,1;

7) OTHOIIEHHWE CyMMBI JuUTenbHOCTeH mupuHbl QRS B otBenenusx Vi u V3 k
naTebHOCTAM mupuHbBl QRS B otBeneHmsIx V4 u Vg > 1,1

Jnst ynyumenust Bepudukanuu DK -nu3meHeHui pekoMeH10BaHa pErucTpalys
crangaptHor 12-kananpHoi DKI' Ha ckopoctr 50 MM/C ¢ yaABOGHHEM aMILIATYIbI
3yonoB (1 MB = 20 MmMm). PekoMenayetcs Takke criennpuieckas yCTaHOBKa dJIEKTPO-
JIOB: 3JIEKTPOJ C MPaBOil pyKH CTAaBUTCS Ha OCHOBAaHUE IPYIUHBI, C JIEBOW — HaJ Me-
YEBUAHBIM OTPOCTKOM, 3JIEKTPO/I C JIEBOM HOI'M — Ha MO3UILIMIO OTBEACHUS V 4.5.

Jljis yCcTaHOBIIEHUSI TUArHO3a apUTMOTEHHOW TUCIUIA3UM IPaBOro KEIyAo4yKa
HEOO0XO0MMO MPOBOAUTH KOMILJIEKCHOE 00CIIeI0BaHNE, KOTOPOE BKIIIOYACT:

— THIATEeNbHBIA COOp CEMEMHOro aHaMHe3a OTHOCHUTEIBHO PErHCTPUpPYyEMOi
BHe3amHo# cMepTH. [Ipu mepBUyHOM (U3UKAIEHOM OCMOTPE ayCKyJIbTaTHBHO BBISIB-
JSIETCSL CUCTOJIMUYECKUI IIyM CIpaBa OT TPYAHMHBI B YETBEPTOM MexpeOdepbe (Hemo-
CTaTOYHOCTh TPUKYCIHIAIBHOTO Kiamana). [Ipu mporpeccupoBaHMM 3a00JICBAHUS
pacimpeHne TpaHullbl cep/lla BIPaBo;

— crangaptHyo OKI' B mokoe, cyrounoe mouutopupoBanne JKI' BbIABIIsIET
crerupuIecKre U3MEHEHHS, TTPABOKETYA0YKOBYIO SKCTPACUCTOINIO BBICOKHX Tpa-
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AU, KeTyJOYKOBYIO TaxXUKAPIUIO, CYIpa-BEHTPUKYJISAPHbIE HAPYIICHHUS pUTMa
IIpU IPOrPECCUPOBAHNH 3a00JIEBaHUS;

— TpaHCTOpaKaJbHYIO U upecnuineBo gy OXoKI' (aHeBpH3MaTHUECKHE Jie-
dopMaruu, yBeIMueHHe KOHEUHOTO AMACTOJIMYECKOTO 00beMa MPaBoro »Kely0uKa,
HapyILIEHUsl JIOKAJIbHOW COKPAaTUMOCTH IPABOTO JKEIyI0YKa, PACIIUPEHUE BBIHOCS-
IIEr0 TPaKTa MPABOTO JKEIYI0YKa, CTBOJIA JICTOYHON apTepUn);

— PEHTT€HOKOHTPACTHYIO BEHTPHUKYJIOTpaduio;

— MarHMTHO-PE30HAHCHYIO KOMIBIOTEpHYIO ToMorpaduk (mo manaeiM H. A.
Ma3sypa u coaBT. u A. Fuber u coaBT.), KOTOpasi MO3BOJISIET OLECHHUTH pPa3Mepbl U
(GYHKUHIO Cep/la, )KUPOBYIO MHBOIIOLHUIO B CTEHKE MPABOTO JKENyI04YKa, YTOUHUTH
HapyILIEHUsI PErMOHAPHON COKPaTUMOCTH MHOKap/ia, BBISIBUTh HAJIMYME aHEBPU3M,
MCTOHYEHHUE CTEHKH MPABOro kemygouka. OJIHaKO JaHHbIE U3MEHEHUS HE SIBIISIOTCS
NaTOrHOMOHUYHBIMH TONbKO st AJIIDK (HeoOxoaumo mpoBoauTh muddepeHim-
POBKY C MUOKapJIuTaMH, HHPAPKTOM MPABOTro Kelly10uka, HANONaTHUeCKOH JuaTa-
IIUOHHOW KapJMOMHUOIIATHEH, MBIIICYHON AMCTPOdUEH y MOXKHIBIX), MO3TOMY pe-
3yJbTaThl, MOJIYYEHHBIE TaHHBIM METOJOM, JOJDKHBI KOPPEIUPOBATh C APYTMMHU WH-
CTPYMEHTAJIbHBIMH METOIaMH 00CIICI0BaHUS;

— 3HJOMHOKAPANAIBHYIO OMOICHIO — MaTOTHOMOHUYHBIA METOJI JUATHOCTH-
KH.

a) npucyrctue Oosiee 20% KUpOBOM TKaHHU B 2 00pa3iiax OMONTATOB — BBICO-
Kasi BEpOSATHOCTH 3a0oseBanus; 0) 3% xupoBoit Tkanu, 40% ¢GuOpo3HOIT — AUarHo-
CTUYECKUN KpUTEPUH, NOATBEPKAAONINI Hanure Manoi popmer AJITTK.

N3noxeHHble MOAXOAbl K JUArHOCTUKE KAapJUOMHOINATHI IMO3BOJAT Bpadyam
Jy4lie NOHUMAaTh BOMPOCHI 3TUONATOTE€HE3a U KIIMHUKU JAHHOW MMaTOJIOTUH.
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