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KAPINMOMMUNOIIATUN: COBPEMEHHOE COCTOSIHME ITPOBJIEMDbI

Kagedpa eoenno-nonesou mepanuu eoenno-weduyuncxozo gaxyrvmema ¢ YO «bI'MY »

Bempeuaiowuecs 6 KAunuueckoll npaxmuxe nopaxenus Muokapod nauboee 4acmo o0ycai061eHv. AmepocKiepo3oMm
KOPOHAPHOLLY Apmeputl, Nopaxenuem cepoud u apmepudivhol zunepmensued. Tlopaxenue nuoxapoa moxem nHaoawo-
0amvcsi u npu Opyaux NAMOJI0ZUUECKUX NPOUECCAX: UHDEKUUAX, UHTNOKCUKAUUSX, CUCTREMHBIX 3A001e6AHUAX COeOUNHU-
MeALHOU MKAHU, AIKOZOALHOU 001e3HU, 3A00Ae6aAHUSIX Keae3 euympennel cexpeyuu u m.0. B pade cayuaes 3aboae-
BaAHUE MUOKAPOA MOKEM PAIGUBAINDCS US0IUPOSAHHO, Oe3 6udumblx npuyun. Ilospexdenus muoxapoda, He3asucumo om
npuuunoL, nodpasdersiomes na memadoauueckue (Qucmpoduueckue) u 60CnAIUMENLHBLE, 3AUACINYI0 MPYOHO PAIIU-

quMble 8 NPAKMuU4eckol pabome.

Hapnwowmonamw no-npexHemy OCTalTCAd OAHUMU U3
HauMeHee U3yYeHHbIX KapaAnonorniecknx 3abonesa-
HUN, ABNASICb 0OBEKTOM aKTMBHO pa3BuMBatoLlencs ob6aacTu
COBPEMEHHOW Kapanonoruu. NosBbllWEHHbIM MHTepPeC K nNpobie-
Me u3y4eHus 3aboneBaHuU MUMOKapaa 0ObSCHSAETCH HeObXo-
AMMOCTbIO Aa/ibHEeNLWero U3y4yeHus aTMonorum U natoreHesa,
MHOroo6pasvemM 1 HecneundUUYHOCTbIO MX KITMHUYECKUX Mpo-
ABNEHWN, 3HAYUTENIbHBIMU ANArHOCTUHECKMMU U TepaneBTu-
YECKMMU TPyAHOCTAMMU. [TOCTOSIHHBIM POCT 4YacToTbl BCTpevae-
MOCTU PasfiniHbix GOpPM KapaMoMuonatuu CBsi3aH, No-BUAK-
MOMY, KaK C UCTUHHbIM YBeJIn4eHneM 4vucna Nofo6HbIX 60sb-
HbIX, TaK ¥ C MPOrpeccoM COBPEMEHHbIX ANArHOCTUHECKUX TEX-
Honorunn. Kpome toro, 3a nocneaHee gecatunetne popmupyer-
Csl NPUHLMMNMaNbHO HOBAs KOHLIENLMUS NO BOMpocaMm onpeae-
JIEHUS NOHATUSA «KapAnOMUONaTUU» U UX MeCTa B CTPYKType
3aboneBaHU cepaua, YTo CBA3aHO C AOCTUMKEHUAMU Mean-
LIMHCKOW reHETUKU, MOPPOSIOrUU, UMMYHOOTUU U MONEKYNSP-
HOW 9HAOKPHUHONOrNKU. OTparKeEHNeM COBPEMEHHON 3BONOLMUK
3HaHWM IBNSETCHA MOCTOAHHbLIN NEPECMOTP, 0OHOBEHUE M YTOY-
HEeHWe COOTBETCTBYIOLLEro NMOHATUSA U KnacCudUKaLUu.
TepMuH «kapamomunonatumn» (KMIM) npeanoxeH B 1957 roay
W.Brigden ¢ BHegpeHWeM B MPaKTUKY YbTPa3BYKOBbIX BU3Y-
anuaunpyrowmx metoguk. NMog KMIM nogpasymeBanucb HEKOPO-
HapHble 3ab6o/ieBaHMA MHMOKapAa HeM3BeCTHOW npupoabl. C

1968 roaa nog KMI nogpasymeBanucb 3abosieBaH1sa xapaK-
TepuU3ylowmnecs Kapamomeranamen u HeloCTaTOYHOCTbIO KPOBO-
obpalueHus. KMI 6binv nogpasaeneHbl Ha NepPBUYHbIE (HEU3-
BECTHOW 3TMOMI0MMK) U BTOPUYHbIE — MPW NOpoKax cepaua, MbC,
NnopaxeHnn cuctemHbIx cocygos (BO3).

B 1995 r. rpynnon akcnepToB BO3 6bina npeanoxeHa Knac-
cnduKauma Kapamommonatun (Report of the 1995 WHO/ISFC
Task Force on the Definition and Classification of
Cardiomyopathy 3), cyw,ecTBEHHO pacliMpuBLIAs TPAKTOBKY
NOHATUSA «KapanomunonaTni». CornacHo aTom, AeNCTBOBaBLUEN
[0 HacTosLWero BpeMeHn KnaccubukaLmnmn, KapamoMmmonaTmum
onpeaensaioTcs Kak 3aboneBaHnss MMOKapAa, acCoLUMMpPOBaH-
Hble C ero gucdyHkumen. OHM nogpas3gensaTcs Ha aunataum-
OHHyto (AKMI), runeptpoduyeckyio (TKMI), peCTpUKTUBHYIO
(PKMT), apUTMOreHHyto NpaBoXenyao4KOBYO U HeKnaccudu-
LMpOBaHHylo Kapanomuonatuio. lMpu aToM Kaxkaas M3 Kapau-
OMWONaTUIN XapaKTepuayeT CO60M He OTAENbHYIO HO30/10rMYec-
Kyto dopmy, a npeacraBnsetr co60M YETKO OYEepPYEHHbIN CUHA-
poMm, BK/IOYaloLWMI onpefefieHHbIn MOPpGOPYHKLMOHANbHBIV U
KJIMHUKO-UHCTPYMEHTaIbHbIM CUMNTOMOKOMIJIEKC, BEPOATHEE
BCEro, XapaKTepHbIN AN reTeporeHHon rpynnbl 3a6oneBaHmni
MWOKapaa.

MHorga TepMuH KMIT ncnonb3oBanu B KavyecTBe onuca-
TENbHOrO NPW YCTAHOB/IEHHOM MPUYUHE MOPAXKEHUST MUOKaP-



Ja, nog4yepKuBasi TUM CTPYKTYPHO-QYHKLUNOHAIbHbIX U3MEHE-
HUA.

OfHaKo CO BpemMeHeM CTano O4eBWUAHbIM, YTO 3Ta Knaccu-
pUKaumns He B MONHON Mepe COOTBETCTBYET MONIOXEHHOMY B €€
OCHOBY MPUHLMMY AeNeHMs MO MOPDONOrMYECKOMY NMPU3HAKY.
TaK, ecnu 310T NPUHLMN Obl1 CNpaBeA/ivB B OTHOLWEHUW auna-
TaUMOHHOW W runepTpodudeckon Gopm, To AN ANarHOCTUKM
pectpukTneHon KMI pelwatowmm aBnsnacb KOHCTataums Ha-
pyWeHUs penakcupyloLLnx CBOMCTB MUOKapaa, T.e. GyHKLUMO-
HaNbHbIX PACCTPOMUCTB.

Kpome Toro, n3BecTHo, 4To Npu aunataunoHHon KMIT oT-
CYTCTBYET YTOJLLEHNE CTEHOK 1IEBOr0 Xenyaoyka (JTXK), B To e
BpeMs Macca Takoro MMoKapaa yBenundyeHa, B TOM 4ucrne, 3a
cyeT runepTpodun MMOLIMTOB, @ MOITOMY TEPMUH «TMNEPTPO-
$u1a MMOKapaa» MOXeT OblTb MPUMEHUM U Y 3TOW KaTeropum
nauueHToB.

HemanoBaxHbIM IBASETCA M TO, YTO HEKOTOPble 3aboneBa-
HWUA COMPOBOXAAOTCA AMHAMUYECKUM peMoeMpoBaHnemM
MUOKapaa, u ogHa dopma KMI co BpeMeHeM MOXKET TpaHc-
dopmupoBaTbes B Apyryto. Hanpumep, y 60/1bHbIX C TMNEPTPO-
duryeckon KMI nnun HOMNLTPaTUBHbLIM NOPaXKeHMEM MUOKap-
[Aa (@aMnnouaos, rmnepao3nHOGUIbHbIN CUHAPOM) [3] B Mcxoae
BEPOSATHO pa3BUTME JunaTtauum Kamep cepjua Cc cuctonyec-
KOW AncdyHKUMEN, U GopManbHO 3T NaLMeHTbl AO/MKHbI ObiTb
OTHECEHbI B Apyryto Kateropuio. Taknm o6pasom, 3TOT Kinaccu-
PUKaLMOHHbIV Noaxo[ Bce 60blie 1 60/blie YTpaynBaeT CBOLO
YHUBEPCanbHOCTb.

HaKoHel, B HacTosilee BpemMsa eCTb AOCTaTO4HO OCHOBa-
HWIM Nonaratb, YTO NOPaXKeHne MMoKapaa npu nepBryHbIX KMI
06yCcnoBNEHO METAabONMYECKMMU (T.€. MO CYLLECTBY AUCTPODU-
YECKMMMU) HapYLLEHUAMU, CBA3AHHbIMU C Pa3MYHbIMU GaKTO-
pamMu, B 4YaCTHOCTU C FEHETUYECKUMU MYTaLUSIMKU, KOTOpblE B
KOHKPETHbIX CNy4asx ABAAI0TCA Heo6paTUMbIMKU U ONpesenstoT
NPOrpeccupyloWMi xapaktep nopaxeHus Mmokapaa. Mopa-
YEHUS MUOKapaa MeTabonnMyeCcKon NpUpoabl U3yYeHbl NoKa
HeoCTaToO4YHO, YTO CBA3aHO C TPYAHOCTAMM UCCIeA0BaHUS Mpo-
LLeCCOB K/IeTOYHOro MeTabonnama.

3a nocnegHee gecatuneTMe JOCTUIHYT 3HAYUTENbHbIN NPO-
rpecc B 061acTv MOJIEKYNSApPHON 6MONOrUn, KOTO-
pbI MO3BONIT HE TOJIbKO JOMOJIHUTL reHeTuyec-

naTuu), 4acTo NPUBOAMT K Pa3BUTUIO CEPAEYHOM HEAOCTaToY-
HOCTU, €€ OCNOXHEHUIN U NeTanbHbIM UCXOLaM.

CornacHo HoBoMy onpeaeneHuio, KM npepcrasnsiot
co60/ HeoAHOPOAHYIO rpynny 3a6oseBaHui MUOKapAaa, CBS-
3aHHbIX C HapylWeHueM MexaHM4YecKon U/unmn aneKkTpuyec-
KON PYHKUWIA, KOTOpPble O6bLIYHO (XOTA U He 065i3aTeNbHO)
CONpoOBOXAAIOTCA NaToNOrMYeCcKon runeptpopuen Unu au-
naTtauuen xenyaouyKkoB cepaua v 06ycnoBsieHbl pasnnyHbIMU
npUYMHaMMn, MHOTUE U3 KOTOPbIX F’EHETUYECKHUE.

Y4uTbiBasi HEBO3MOXKHOCTb B GOJMbLUMHCTBE Clly4aeB Mnpo-
BEEHUSA reHeTUYeCcKon anarHocTukn npu KMII, B WMpoKon
npaKTUKe B HacTosiLee BPpeMS MOXKHO UCNOb30BaTb AENCTBY-
owme Kputepmun BO3 (1995 r.). BeaeHne 60MbHbIX C NEPBUY-
HbiMK KMI1 noKa elle B OCHOBHOM OMNpeaensieTcs xapakrepom
HapyLIEeHNs reomMeTpun 1 GyHKUMK MUOKapaa (aunatauus uim
runeptpodus JIXK, cuctonnyeckasa unn guactonnyeckas guc-
QYHKLNSA, HanM4mne Uam OTCYTCTBUE OMACHbIX ANS MU3HU apuT-
Mui). BnonHe o60cHOBaHO chopmynnpoBaHHoe B HaumnoHasnb-
HOM PYKOBO/CTBE MO Kapanonoruun noa peaakuunen HO.H. be-
nexHkosa u PI. OraHoBa NonoXeHWe, CornacHo KOTOPOMY «Knac-
cudburkauma 2006 r. CNYyKUT CKOpee Hay4yHbIM LiensimM, noMmoras
MOHATb MECTO Kaoro ciy4yas B pa3sHo06pa3HOM MHOXKECTBE
3TMONATOreHEeTUYECKNX BApMAHTOB, a@ HE NPUKNAAHbIM KIUHK-
YeCKMM 3aflayam, KOTOPbIM CKOpee COOTBETCTBYET Klaccudu-
Kauus BO3 1995 r.» [5].

[AvnaTauuoHHaa Kapguomuonarusa

Cpeau Bcex KapanomuonaTui aunatalmMoHHas Kapamomu-
onatus (AKMIM) BcTpevaetcs B 60%.

OKMI — 3a6oneBaHve MMOKapaa, B OCHOBE KOTOPOro fe-
WUT NEPBUYHbIA BHYTPEHHUIM AedEKT — NOBPEXKAEHNE Kapau-
OMMOLMTOB C MX COKpaTUTENbHOM CNaboCTblo, paclMpPeHUEM
nosiocTen cepaua U pasBUTUEM NPOrPECCUPYIOLLER XPOHUYEC-
KOW cepaeyHomn HegocTato4yHocTU. CpeaHUit NokasaTtenb 3a60-
nesaemoctn 5-8 cnyvyaeB Ha 100000 HaceneHus. CpegHui
Bo3pact oT 35 o 74 net. B benapycu — 1,16 Ha 100000 Hace-
nenus. Okono 30% Bcex cnyvyaeB AKMI1 oTHeCeHbl K ceEMENHbIM
C ayTOCOMHO-AOMWHAHTHbIM HacneA0BaHWEM.

OaHMMK 13 Beaylmx npobnem AKMI1 aBnaioTcs BONPOCHI

Ta6auua 1. Knaccudukauua nepsuyHbiXx Kapamomuonatuin (AAC, 2006)

Kni «nopTtpeT» HekoTopbix dopm KM, Ho 1 BBEC-
T COBEPLEHHO HOBOE MOHATUE «MOHHbIX KaHa-

I'eneTH4ecKHe

fionatui», 06beanHSALLMX 3a60neBaHNs, KOTO-
pble npegpacnonaraloT K pa3BUTUIO OMacHbIX ANns
XU3HU KenyLoyKoBbIX Taxmaputmumn (XKT) Bcnea-
CTBME MYTaLIMW FEHOB, OTBETCTBEHHbIX 3a QYHK-
LMOHMPOBAHWE KanueBbIX, HaTPUEBbIX, KalbLin-
€BbIX U ApYyrMx TpaHcMeMObpaHHbIX KaHanos. Yr-
nyéneHne npeactaBAeHUN O MPOUCXOKOAEHUHN
pasnuyHbiX 3aboneBaHU MMOKapaa NpUBENo K
HEeCOBMECTUMOCTMU TaKUX NOHATUKN, Kak KMI1 n
«MOpa¥eHMa MMoKapaa HESACHOro reHesa» uin
«anonaTuyecKkune nopaxeHus MmoKkapaa», KoTo-
pble AJIUTENIbHOE BPeMS ABASIUCH YYTb /U HE OC-
HOBHOM cocTaBasatowen onpeaeneHna KMI. Bce
37O Npefonpeaennio He06Xx0ANMOCTb U3MEHEHUS
KnaccuduUKaLMOHHbIX NOAX0A0B, KOTOPbIE HaLWIX
OTpaxeHue B JOKyMeHTe, noarotoBneHHoM B 2006
r. aKcneptamn AMepuKaHCKOW accouunalmm cep-
aua (AAC) [30].

[MaTonorMyeckm NPoLLeCC MOXKET OrpaHn4m-
BaTbCS MOpaXkeHueMm cepaua — nepBuyHbie KM
(reHeTu4yecKkue, cMellaHHble U MPUOBPETEHHbIE)

Tuneprpodpuyeckas KMIT

AputrmorenHas KMIT/nucmnasus npaBoro xenyaouka

HexoMnaxTHBIi JIeBBIi xKenyaoueK («ry6yarslii» MHOKapH)

Hapymenus nposoaseli cuctems! cepana (cunapom Jlenerpe)

IMmuxorenossr (tunet PRKAG?2 u JlaHoH)

MI/ITOXOH}IPI/I&J'[BHBIC MHUOIIAaTHH

Hapymrenus ¢yHKITNN HOHHBIX KaHAIOB:

- CHHAPOM yAnuHeHHOro uHTeppana QT

- cunapoM bpyrana

- KaTexoJaMUHEeprayecKkas MoauMopgHas eIy JoUKOBas TaXUKapAusL
- CHHZPOM YKOpoueHHOro uurepsaia QT

- I0’KHO-a3UaTCKUI CHHJIPOM BHE3aMHOH HEOOBACHUMON CMEPTH BO CHE

CMmelanHblie (reHeTuquKne )i HereHeaneCKne)

Hunataunonnas KMIT
[epBuuHas pecTpuKTHBHAs Heruneprpoduyeckas KMIT

IIpuoGperennnie

MuoxapauTsl (BocnianurenbHas KMIT)

KMII, o6ycnoBineHHAas BHE3ATHEIM SMOMHOHATEHBIM CTPECCOM
(KMIT tako-tsubo)

[epunapranenas KMIT

KMII, naaynupoBaHHas Taxukapaueil

KMII y nereit, MaTepu koTopsIx ctpagaotr CJI 1 -ro Tuna

WNn ABNATLCA YacCTblo reHepasn3oBaHHOIo CUC-
TeMHOro 3aboneBaHust (BTOPUYHbIE KapaMOMMO-

lMpumeyvaHne. KMIN — kapanomuonatus, CL — caxapHbii gnaber.



3TMONOMMKU U NaToreHesa 3abo/ieBaHKsA, YTO OTparkaeTcs Ha
paLunoHanbHOW Tepanuu.

CyllecTByeT cxemaTuyecKas nocnefoBaTe/lbHOCTb 3TanoB
pa3Butua AKMI1 cornacHo Tak Ha3biBaeMoW BUPYCHO-UMMYH-
HOWM rMnoTese, N0 KOTOPOW covYeTaHWe aKTMBHOW BMPYCHOWM
MHOEKLMM U Npeapacnonaratowmx MMMyHOreHETUYECKMX Npea-
NOCbIIOK MOXET NPUBECTM K NOIOMKE T-KIETOYHOW ToNnepaHT-
HOCTM K COGCTBEHHbIM MUOKapAnaibHbIM aHTUreHaM 1 XPOHH-
4eCKOMY MUOLMTONN3Y BCEACTBUE NYMOPabHOIO UK KIETOY-
HO-0MOCPEeAOBaHHOIO opraHocneLmMdmUYecKoro oTeeTa.

OnpepeneHne ceMeMHOro xapaKkrepa npeacrtaBiseT 3Ha-
YUTENbHbIKM NpPOrpecc B NOHMMaHun atnonornn AKMI n obec-
ne4ymMBaeT NOHMMaHWe natoreHesa 3abonesaHus. Camon rnas-
HOWM TPYAHOCTbIO ABNSAETCS OTCYTCTBME YETKOM COornacoBaHHOC-
TW NO AMArHocTMYecKnm Kputepuam AKMI1, B yacTHOCTM no
OTHOLLUEHMIO K HANIMYMIO YMEPEHHbIX KapAnabHbIX OTKNOHEHWI
Y YJIEHOB CeMbM (MPUCYTCTBME PA3IMYHOIO XapaKrepa Hapy-
LEHWIW pUTMa M NPOBOAMMOCTH) UK CllyHaeB BHE3aNHOM CMep-
.

T. Manolio 1 coaBT. [4] NpeanoKunun cnegylolmne Kputepmm
OKMTI (c yseTom aaHHbIx L. Mestroni u coaBT. [34], pa3pabaTbl-
BaloLWMX CEMENHYIO KOHLIEMLMIO 3a60/1eBaHNS:

1) ppaKuus BbiGpoca NeBOro xenyaouka meHee 45% v/mnm
dpaKLUMOHHOE YKOpoyeHne MeHee 25%, (No faHHbIM IxoKT,
PaAMOHYKIMAHONO CKaHMPOBaHUA UKW aHrnorpadumn);

2) NeBOXeNya04YKOBbIN KOHEYHO-ANACTONMYECKUIA AMAMETP
6onee 17% oT NpeayCcMOTPEHHOI0 3Ha4YEeHUS, OTKOPPUTMPOBaH-
HOro 415 BO3pacTa v niolwagn noBepxHoCTH Tena.

Kpome Toro, y4uTbiBalOTCH KPUTEPUKN UCKIIOYEHUS: 1) cuc-
TEMHaa apTepuanbHasa runepteH3uns (6onee 160/100 mm pT.
CT., IOKYMEHTMPOBAHHAA U NOATBEPKAEHHAsA MOBTOPHbIMU U3-
MEPEHUAMU U/UNKN Hanndmem 3aboneBaHuin opraHoB-MUlLe-
Hewn); 2) MBC (06¢TpyKumMs 6onee 50% anameTpa NpocBeTa rnaB-
HOM BETBM KOPOHApHOW apTepuu; 3) B aHaMHe3e-XxpoHuyec-
KWe aKcLecchl ynotpebnenusa ankoronsa (6onee 40 r/cyT ans
eHWMH n 6onee 80 r/cyT aTaHoNa ANA MYX4YUH B TeYeHHue
6onee 4yem 5 net, cornacHo kKputepuam BO3), ¢ pemuccuen
OKMI nocne 6 mec abCTUHEHUMW; 4) KNTUHUYECKUE ANUTENb-
Hble ¥ NapOKCKM3MalsibHblE CYNPaBEHTPUKYNSPHbIE apUTMUK; 5)
CUCTEMHble 3aboneBaHus; 6) NepuKapauTbl; 7) nerovyHas rv-
nepTeH3ns; 8) BPOXAeHHbIE MOPOKK cepaLa.

OunarHo3 cemenHon AKMI npeanaraetcs cTaBuTb Nnpu
Hannynu 2 1 6onee NOpParKEHHbIX Y1EHOB B OJIHOM CEMbE MK
npv Hanu4mm y naumerta ¢ AKMI1 poacTBeEHHWKa NepBow cTe-
NEeHU C JOKYMEHTUPOBAHHOM HEOOBSACHMMOW BHE3AMHOW CMEp-
TblO B BO3pacTe meHee 35 nert [4].

C yyetom passutung npu AKMI 3Ha4YUTENbHOMO CHUXKEHUS
COKpaTWUTENIbHOM CMNOCOBGHOCTM MMOKapaa, NPUBOAALLErO K TH-
»enow CH, B nocnegHee Bpems obpallaeTt Ha cebs BHUMaHWe
pa3paboTKa Teopun anonTo3a KapaAnMoOMUOLIMTOB, KOTOPbLIN
MOXET UrpaTb 3HAYMTENbHYIO POJSib B NaTOreHe3e NnoBpexae-
HUS MbllWLbI cepaLa.

MnepTtpoduyeckas kapguomuonatua (FTKMIM)

MnepTpoduryecKkasa KapaMommonaTtua — ofHa M3 OCHOB-
HbIX U Hanbonee pacnpocTpaHeHHbIX GOPM NEPBUYHbLIX Kap-
avomuonatuin. B 2003 r. co3aaH MexayHapoaHblM KOMUTET
(ACC/ESC), 06beanHUBLLMIA aMeEPUKAHCKUX U €BPOMENCKUX
akcneptos no N'KMI1, ony6nKoBaBLIMX OCHOBHbIE MONOXEHWS,
BK/OYaa cTpaternio nevyerus [7]. CornacHo faHHbIM nocne-
AHUX MCCnefoBaHWM pacnpoCcTpaHEHHOCTb 3aboneBaHus B
obuen nonynaumm asnaseTcs 6osee BbICOKOW, YEM CUYMTaNoChb
paHee, n coctaBnset 0,2% [23, 27]. ExxerogHasi cMepPTHOCTb
6onbHbIX TKMIT Konebnetcs B npegenax ot 1 4o 6%: y B3pocC/bix
60nbHbIX cocTaBnsieT 1-3% [22, 33], a B IETCKOM M NOAPOCTKO-
BOM BO3pacTe, Y /1L, C BbICOKMM puckom BC-4-6% [28, 31].

KM aBnsieTcs NnpemMmyLLeCTBEHHO reHeTUYeCKn 06yCcnoB-
JIeHHbIM 3a60N1eBaHWEM MbILWLbl CEPALA, XapaKTePU3YIOLWUM-
Csl KOMMJIEKCOM crneundryecknx MopPodyHKLMOHANbHbIX 13-
MEHEHUM U HEYKIIOHHO MPOrpeccupyloLiMm Te4eHeM C BblCOo-
KOW Yrpo30W pasBUTUS TAXENbIX, MUSHEYTPOXKAIOLLMX apUTMUN
1 BHe3anHou cMepTu. FTKMI1 xapakTepusyeTtcs MacCUBHOM (60-
nee 1,5 cm) runeptpoduen MMoKapaa n1eBoro u/mnun B peaxkux
CNy4asx NpaBoro Xenyaoyka, Halle acMMeTPUYECKOr 0 XxapaK-
Tepa 3a CYET YTOJNIWEHUA MEXIKENYA0YKOBOW NEeperopoiKu
(MXKIM) c yacTbiM pa3BUTHEM OOCTPYKL MU (CUCTOSTIMYECKOTO Ipa-
[WeHTa AaBneHus) BbIXOAHOIO TpaKTa eBoro enyao4dka (J1XK)
NpU OTCYTCTBUM U3BECTHbIX NMPUYUH (@apTepuanbHas runepTo-
HUS, MOPOKK U cneunduvecKkne 3aboneBaHus cepaua).

XapaKTepHO rMNEepPKOHTPaKTUNbHOE COCTOSHUE MUOKapaa
NpWU HOPManbHOM UM YMEHbLIEHHOW nonocTtu JIXK, BnaoTb Ao
ee o6nuTepaLmm B CUCTONY.

B 3aBMCMMOCTM OT HaNMyMa UAWM OTCYTCTBUSA FpajMeHTa
cuctonuyeckoro aasnexHuns B nonoctu JIXK FT'KMI1 pazgensitor
Ha OGCTPYKTUBHYIO U HEOOCTPYKTUBHYIO, HTO UMEET BaXKHOe
NpaKTMYeCcKoe 3HaYeHne npu Bblbope TaKTUKKU neveHus. Mpu
3TOM pasfnyaloT TPU reMoanHaMUYeCKnx BapuaHta 06CTPyK-
TMBHOM TKMI: ¢ cy6aopTanbHOM OOGCTPYKLMEN B NMOKOE (Tak
Ha3blBaeMon 6a3asibHOM 06CTPYKLUMEN); C NabU/IbHOM 0O6CTPYK-
UMen, xapaKTepmnaytolenca 3Ha4uTeNbHbIMWU CMOHTAHHbIMMU
KonebaHUsMW BHYTPUMKENYA0YKOBOIO rpaiMeHTa aaBfieHuns 6e3
BMAMMOW NMPUYUHbI; C TATEHTHOW OBCTPYKLMEN, KOTOpas Bbl-
3bIBAETCA TOIbKO MPU Harpy3Ke 1 NpOBOKaLMOHHbIX dapmaKo-
JIOrMYyecKunx npobax (B YaCTHOCTH, BAbIXaHUEM aMWUITHUTPUTA
npu NpMemMe HUTPaToB UAN BHYTPUBEHHOM BBEAEHUN U30MPO-
TepeHona).

[JnanasoH KIMHUYECKUX NPOSIBIEHUI KpanHe BENUK — OT
6eCCMMNTOMHbIX 4O HEYKNOHHO MPOrpeccupylowmnx u TpyaHo
nojaaloLmxcs MeauKaMeHTO3HOMY fie4eHnto GopM, CONMPOBOXK-
[aI0LLMXCA TAKENON CUMITOMATUKOW. [1py 3TOM NepPBbIM U €41H-
CTBEHHbIM MposiBleHnemM 3aboneBaHUA MOXET CTaTb BHe3ar-
Has cmepTb. CuMNTOMbI 601€e3HKM pa3Hoo6pasHbl U Manocne-
UMPUYHBI, CBA3aHbI C reMoAMHaMUYEeCKUMU HapyLeHUaMu (au-
actonnyeckas gucOYHKLMA, AMHaMUYecKas 06CTPYKLUS nyTen
OTTOKa, MUTpanbHas peryprutaums), MeMnen Mmokapaa, na-
TONIOrMeN BereTaTMBHOW perynaLmMmM KpoBooobpalleHusa u Hapy-
LeHMeM 3NeKTPOPM3N0IOrMYecKMx NpoLeccoB B cepaue [13,
20].

Hepepko 3a6oneBaHne pacno3HaeTcs clly4anHo BO BpPeMS
MeauUMHCKMX ocBuaeTenbctBoBaHni. FTKMIT MoXeT gMarHoc-
TUPOBAaTLCS B IIOGOM BO3pacTe OT NepPBbIX JHEN [0 NOocneaHen
[JeKalbl }XW3HW HE3aBMWCUMO OT NoSia U PacoBOW NPUHALIEXK-
HOCTHW, OJHaKO NpPenmyLLeCTBEHHO 3a60/1eBaHWe BbIABIAETCA Y
ML, MONIOAO0ro TpyAocnoco6Horo Bo3pacTta [14, 21]. Hecneuyu-
GUYHOCTb KIIMHUYECKUX NPOSBIEHMI, NpeobnagaHne 6eccum-
NTOMHOr0 Te4yeHus 3abonieBaHna onpeaenstoT 6onblume Tpya-
HOCTU AmarHocTuku FKMIT.

Hanbonee TUNUYHBLIMK, XOTS M ManocneunduriHbimm K-
NPU3HaKaMu SBNAIOTCA NPU3HaKK runepTpodumm Mnokapaa JIK
n/vnn MM, BKIOYas BoNbTaXKHble, Aenpeccus cermeHta ST
N MBMEHEHWSA KOHEYHOW YacCTW XKenyao4KoBOro KoMnieKca (crna-
EHHbIN 1 oTpuuaTenbHbIn 3ybel, T), natonorMyeckmi 3ybel, Q
nnn 3y6Lbl QS B TEX UK MHbIX OTBEAEHMSIX, HTO MOPOM ABNSETCA
MPUYNHON OLWMOGOYHON AMArHOCTUKM MHPAPKTa MUOKapaa.
OKoHYaTenbHoe ycTaHOBNEHWE AnarHo3a TpebyeT NpoBeeHMs
KOMTMJ/IEKCHOrO 3XoKapanorpadu4eckoro u Apyrux CoBpeMeH-
HbIX BU3ya/IU3UPYIOLLUX UCCIef0BaHUM, rEHETUYECKOro aHa-
N13a, 4YTO CTAaHOBUTCS BO3MOXHbIM B YCII0BUSAX cneunannau-
POBaHHbIX KapAWONOrMYECKUX YHPEXAEHNUN.

O6uWwenpurM3HaHHON ABASETCS KOHLUEMUMA O Npeumylle-
CTBEHHO HacnefctBeHHon npupoae NKMI [19], wupoKoe pac-



npocTpaHeHne Nony4un TEPMUH «CceMenHas runepTpodpuryec-
Kas kKapgmomuonaTtus». OCHOBHOM TUMN Hacne[0BaHKs ayTOCOM-
HO-AOMWHaHTHbIW. Bonee 50% Bcex cnyyaes 3a6o/ieBaHUs SB-
NA0TCA HacneacTBeHHbIMU. OcTaBlwasca YyacTb — Crnopajgu-
yecKas Gopma; B 3TOM c/ly4ae y NauueHTa HET POACTBEHHU-
KoB, 6onewowmx F'KMI nanm nMmerowmnx runeptTpoPpuro MMOKap-
fa. Cyutaetcs, 4to GONLLWMHCTBO Clly4yaeB cropagnu4yecKomn
TKMI TaKkKe nMetoT FreHETUYECKYIO NPUPOAY, T.€. Bbl3BaHbl CNly-
YalNHbIMW WX HEYCTaHOBEHHbIMU MyTauuamu [37].

OHK-anarHoctMka, HanpaBneHHas Ha MOUCK reHeTnyec-
Knx aedeKToB, C UCMOSIb30BaHWEM NOIMMEPA3HON LENMHON pe-
axkuuu (MLP), aBnaeTcsa «30/10TbIM CTaHA4apPTOM» AUarHOCTUKK
TKMI1 1 BKAOYEeHa €BPONENCKUMU U aMEPUKAHCKUMM IKCNEpP-
TaMu B anNropuTtMm BeAeHus nauneHTos [25].

K Hanbonee 4acTtbiM NpU4MHam 3aboneBaHMs B CTpaHax
3anagHon EBponbl 1 CLLUA OTHOCATCA MyTaluMu B reHax Taxe-
NoW Lenun B-M1o3nHa M MMO3MHCBA3bIBatowWwero 6enka C, npu
3TOM B KaXKAoW Nonynsunn BKNag pasinyHblx reHoB B 3abone-
BaEMOCTb HEOAMHAKOB. TAXeCTb KIMHUYECKUX NPOABIEHUN
3aBWCUT OT MPUCYTCTBUA U CTeNeHn runeptpodbun. Mytaumu,
KOTOPbIE€ aCCOLMMUPYIOTCSA C BbICOKOM MEHETPaHTHOCTbIO U MJ10-
XMM MPOrHO30M, NposABAAOTCH 6onbluen runeptpoduen JIK v
ToNWwmMHOM MMKII, yeM Te, KOTOpble XapaKTepPM3yTCH HU3KOM
NEeHETPaAHTHOCTbLIO M XOPOLWKUM NPOrHo3oM. Tak, 6bi10 NoKasa-
HO, YTO NULWb OTAE/bHblE MyTaLMK acCOLMMPOBAHbI C NJIOXMM
NPOrHo30Mm 1 BbICOKOWM YacToTon BC.

Takum o6pas3om, FTKMIT xapaKkTepnayeTca KpanHen retepo-
rEHHOCTbBIO BbI3blBAOLWMX €€ rEHETUYECKUX NPUYKH, MOPdOSIO-
rTMYECKUX, FEMOANHAMMUYECKNX U KITMHUYECKUX NPOSBNEHUN,
pa3Hoob6pa3vem BapuaHTOB TeYEeHWUst U NMPOrHo3a, YTo cylle-
CTBEHHO 3aTpyAHAET BbIOOP afeKBaTHbIX U Hanbonee addek-
TUBHbIX 1Ie4eOHbIX NOAXOA0B MO KOHTPOJIIO U KOPPEKL MU, UMEID-
LMXCA HapyLlEeHWN.

[Mpn 3TOM OTHETIMBO BbIAENSAETCHA NATb OCHOBHbIX BapuaH-
TOB TEYEHUS U UCXOA0B [7]:

e cTabunbHOe, AOOPOKAYECTBEHHOE TEHEHHE;

e BHe3anHas cMepTb;

® [porpeccupyloLiee Te4eHue: yCueHme ofblllKu, cnaboc-
T, YTOMNSIEMOCTH, 601EBOro CMHAPOMA (aTUNUYHbIEe 60K, CTe-
HOKapAaus§), nosaBneHne NpecuHKonanbHblX U CUHKOMaNbHbIX
COCTOSIHWM, HapYLIEHWA CUCTONNYECKON PyHKUMK JIXK);

® «KOHeYyHas cTagus»: falbHewnwee nporpeccupoBaHune
ABJIEHWW 3aCTOMHOW CepAevyHOoM HeJoCTaTO4HOCTH, CBA3aHHON
C PEMOAENMPOBAHMEM U CUCTONMYECKON AnChYHKUMeN JIHK;

® pa3BuTHE GUBPUANALMK NPeaceEPONI U CBA3AHHbIX C HER
OC/IOXKHEHWIN, B HACTHOCTM TPOMBOIMOBOTUYECKHMX.

Bce 60nbHble TKMI, BKAOYasa HocUTenem NaTonorMyeckmx
MyTaLun 6e3 GeHOTUNMUYECKMUX NPOSBNEHUI 6OE3HU U 60Sb-
HbIX C 6€CCMMNTOMHbLIM Te4YeHUEM 3ab0oNieBaHus, HYXXAatoTcs B
OMHaMU4YeCKOM HabNoAeHUN, B Xo4e KOTOPOro oueHUBatoTCs
XapaKTep U BbipaXeHHOCTb MOPHONOrMYECKUX U FEMOANHAMMU-
YecKux HapyweHun. Ocoboe 3Ha4YeHUe MMeeT BbisiBieHUe daK-
TOPOB, onpeaensoWwmnx He61aroNnPUATHbLIN MPOrHO3 U NOBbILLIEH-
HbIM puck BC (B 4aCTHOCTM, CKPbITbIX MPOrHOCTUYECKU 3HAYU-
MbIX apuTmMui) [11, 35].

[0 HacTosWero BpeMeHN OKOHYaTeNbHO HEe peLleH BONPOC
0 HEOOX0AMMOCTH NPOBEAEHUA aKTUBHON MeAUKaMEHTO3HOM
Tepanuu Hanbonee MHOTOYUCNEHHOM rpynne 60JbHbIX C 6ec-
CUMMNTOMHOM MK ManocumntomHon dopmamu TKMI n HU3-
KoW BeposiTHOCTbio BC. MPOTUBHMKM aKTUBHOW TaKTUKKU 06pa-
LWaloT BHUMaAHWE Ha TO, YTO Npu 6NaronpusaTHOM TeYeHUKn 3a-
60neBaH1sA NPOLO/MKUTENBHOCTb KU3HU U NMOKasaTenn cMep-
THOCTW He OT/IMYatoTCS OT TaKOBbIX B 06LWen nonynaumm [9, 24].
HeKoTopble e aBTopbl yKa3blBatoT, YTO MCNOb30BaHWE B 3TON
rpynne nauueHToB -afpeH0610KaTOPOB M aHTaroHMCTOB Kaslb-

uMs (Bepanamui) MOXeTe Cnocob6CTBOBATb CAEPKMBAHUIO re-
MOAMHAMUYECKUX HAPYLWEHUN U KIMHUYECKON CUMMTOMATUKK
[26, 36].

[Mpn 3TOM HUKTO He ocnapuBaeT TOT aKT, 4YTO BbiXKKaa-
TenbHas TakTMKa B cly4asx 6€CCMMNTOMHOIO MK MaloCUMI-
TOMHoOro TedyeHns F'KMI1 Bo3MOKHa NuLlb NPKU OTCYTCTBUM NpPU-
3HAKOB BHYTPUXKENYLOYKOBOM O6CTPYKLIMKU, OGMOPOKOB U ce-
PbEe3HbIX HAPYLIEHWI CEPAEYHOrO PUTMA, OTArOLLLEHHOW Hacnes-
CTBEHHOCTU U cnydaeB BC y 611M3KNX poAcTBEHHUKOB. Bapua-
6e/IbHOCTb NPOrHo3a onpefenser Heo6Xo0ANMMOCTb AeTanbHON
cTpaTudurKaLnga pucka GaTanbHbIX OCTOXKHEHNIM 3a60NEBaHKS,
NMOWUCK AOCTYMHbIX MPOrHOCTUYECKUX MPEAUKTOPOB U KPUTEPU-
€B OLIEHKM MPOBOANMOrO JIeHYEHUS.

CtpatudmuKaumus pucKa BHe3anHOW CMEPTU Y GONbHbIX
FKMN

[10 MHEHWUIO BONbLIMHCTBA aBTOPOB, HEOCNOPUMbIMKU daK-
Topamu Bbicokoro pucka BC npu T’KMI aBngtotcs monoaow
BO3pacT (Monoxe 14 net); Hannyme y 601bHbIX 06GMOPOKOB U
TAMENbIX XeNyao4KOBbIX HapYLWEeHU pUTMa (CNoHTaHHas yc-
TOMYMBaAs KeNyLo4KoBas Taxnkapams, Gubpunnaumns Kenyaoy-
KOB), aNMM3040B HEYCTOMYNBOM XKENYAOYKOBOM TaxMKapamMu no
pesynbratam cyto4yHoro SKIM-moHMTOPUpPOBaHKS; HeadeKBar-
HOCTb MpPMPOCTa apTepuanbHOro AaB/eHUS B XOA€E Harpy3ou-
HOro TecTa; BblparkeHHas (6onee 3 cM) runeptTpoduns M1UoOKap-
na JIK, a Takke ykasaHue Ha TKMI1 n/vunun BHe3anHyto cMepTb
B ceMerHOM aHamHe3e [12, 16]. Kpome Toro, No MHEHWIO HEKO-
TOpbIX uccnegoBaTtenen, BeposaTHoCcTb BC noBbiwaeTcsa npwm
HanMyum y 60nbHOro GubpunnsaumMmn npeacepamn (napoKkcmsa-
ManbHOW, MOCTOSAHHOM TaxMbOPMbl MepLaTENbHON apUTMKN),
BbIPaXXEHHOM MLWEMUN MUOKapAa M 06CTPYKLMM BbIXOLHOMO
TpakTta JUK [8, 10].

Bonblioe 3Ha4YeHne OTBOANTCSH OBHAPYKEHMIO Y BONTbHbIX C
CeMeWHbIM XapaKTepoM 3abofieBaHUs MyTaLuMi, accoLmMmpo-
BaHHbIX C TSXENbIM NPOrHO30M. YCTaHOBNEHWE BbICOKOIO pUc-
Ka BC onpegenseTr Heo6x0aMMOCTb 0co60M, 60/1e€e aKTUBHON
BpayebHOM TaKTUKK B OTHOLUEHUW 3TOW KaTeropuu naLMeHToB
(yToO4YHEHWe NeKapCTBEHHOM Tepanuu, UCNoJib30BaHKE Menc-
MeKepoB, A4edUbpPUNNATOPOB-KapaAMOBEPTEPOB, NPOBELEHNE
XMPYpPruveckmx BmellaTensbcTB). [pu aTom Hanbosnee ageKksar-
HbIM Ie4e6HbIM MEPONPUATUEM ABASETCA UMMNaHTaLmMs aedno-
punnaTopa-KkapanosepTepa C Lefibio NePBUYHON UM BTOPUY-
HOM MPOPUNAKTUKN HUIHEYTPOXKAOWMX apUTMUIN U, B KOHEY-
HOM cYeTe, yny4lleHmsa nporHo3sa [7, 11, 29].

ApuTMOreHHas gucnnasua NnpaBoro Xenyaovka

(Kapanommnonarus)

ApuTMOreHHasa aucnnasusa npasoro xenygodka (AAM¥K) —
nepBUYHOE NOpaXKeH1e MMoKapaa, UMetoLLLee 4acTo CEMENHbIN
XapaKTep, xapaKTepusyoweecs CTPYKTYPHbIMU U QYHKLMO-
Ha/lbHbIMW @aHOManuMaAMKW NPaBOro XKeNyaoyka, CBA3aHHOE C
NpPOrpeccupoBaHHbIM 3aMeLLEHMEM MUOKapaa KMPOBOW UK
GMOPO3HON TKaHbLO.

MCcTMHHaA pacnpocTpaHeHHOCTb CUHAPOMa HEN3BECTHA.
Mpennonaraetcs, 4TO BCTPe4YaeMoCTb B MONyASLMUN COCTaBNS-
eT 1:5000 yenosek. MmetoTca aaHHble 0 60bLLEN Npeapacno-
JIOXEHHOCTU K 3a60/1€BaHMI0 MYXX4YUH, YEM XKEHLLMH [1, 6].

MpegnonaraeTcs HECKONbKO MEXaHW3MOB NPUOBGPETEHMS
ALM¥K (pereHepaTnBHas, BocnaauTenbHas, MONEKYNSPHO-re-
HeTU4yecKas), 0AHaKO JOKYMeHTaNbHO NOATBEPXKAEHa NNLb
HacneacTBeHHasa Teopud. lMpeanonaraetca BapuabenbHoe
HacnefoBaHue ALIMMK: ayToOCOMHO-AOMUHAHTHbIM TUN (MPenMy-
LLeCTBEHHO) U ayTOCOMHO-PELLECCUBHbIN.

Mpn 60ne3Hn Naxos (MyTaums B reHe niakornoobuHa) Kim-
HUYEeCKM HabnaeTcs aKToAepMasnbHas gucnnasus (nasabmorn-
NaHTapHbIN KepaTo3, UBMEHEHWS BOOC U HOITEN).

Ha doHe HacnegoBaHUs IOKyca NOpaKeEHHOM XPOMOCOMbI



HapyllaeTcs CUHTE3 COKpaTUTENbHOro 6enKka a-aktuHa. Bnoc-
NIeICTBMN 3anycKaeTcs Lenb reHeTUYEeCKUX HapyLleHUH, 4To
NPUBOAMT K CUHTE3Y AedeKTHOro 6enKka capkoMepa v nosieie-
HUWIO iereHepaTMBHbIX KOMMIEKCOB B MUouuTax. B pesynbrate
LMTONM3a KIETOK MUMOKapa HopMaibHas MUOKapananbHas
TKaHb 3aMelLaeTcs }XMPOBbIMU U GUOPO3HbIMUK KneTKkamu. o
JaHHbIM MHOIMX aBTOPOB, OCHOBHOM NPUYMHOM TMOENN KINETOK
ABNSEeTCA anonToas.

[aToreHeTMyecKnUn MexaHn3m BocnanuTe/lbHON Teopuu
npuobpeteHna AMMK 3akno4aeTcs, N0 MHEHUIO HEKOTOPbIX
aBTopos (Thiene 1 coaBT.), B TOM, 4TO MNpu BO3OAENCTBUM BUPY-
coB (Kokcaku B3) Habnoganocb pa3sutMe M301MPOBaHHOIO
NnpaBOXeNyao4KoBOro MMOKapAnuTa ¢ AECTPYKLMEN MUOLIUTOB,
OCTPON UHOUNBLTPaALMEN MOHOHYKNEaPHbIMK KNEeTKaMu, YTO B
nocneayloLwemM nNpUMBOAMUNI0 K NOSBIEHUIO aHEBPU3M NPaBoro
}enygoudka. MNMpu ¢mnbponmnomatosHon dopme AAMK B 6U1O-
nrTatax Ha6naanuMcb BocnanuTenbHble MHOUNLTPATbI, HEKPO-
TU3UPOBaHHbIE MUOLUUTBLI, GUOPO3 M aHEBPU3Mbl — BO3MOXK-
HOe TeYeHUe XPOHMYECKOro MMOKapauTa, NyCKOBbLIM MeXaHn3-
MOM KOTOPOTr0 MOTN BbITb KaK MHPEKLMOHHbIE, TaK U UMMYHO-
norndeckue daxTopbl. CyWeCcTBYIOT U ApYrMe MHEeHUS, Npu Ko-
TOPbIX CYUTAETCH, 4TO BOCNanUTebHble MHOUALTPATLI ABASIOT-
CHl peaKuuMen Ha nepBoHa4yabHO NMOBPEXKAEHHbIM MUOKapPA.
BocnanutenbHylo Teopuio NOATBEPKAAET UHDOPMALUS, NONy-
YeHHasi Npu aHanmM3e 6MoNTaToB, B KOTOPbIX O6HAPYKMBaIUCh
MOHOHYKJIeapHble TMMdOoLMTbI (aHanorosble Npu MUOKapauTe,
BbI3BaHHOM BUPYCOM KOKcaKMu).

Henb3s UCKAYNTb COYETAHHbIM BapuaHT NpuobpeTeHuns
AL, KoTOopbIK NpeanonaraeT Haan4ymMe reHeTu4ecKu obyc-
JIOB/IEHHOW YYBCTBUTE/IbHOCTU K arpecCUBHbIM areHtam (Bu-
PYCHOM 1 6aKTepuanbHOW NPUPOAbI) U/UNU UBMEHEHUIO UMMY-
HOJIOTMYECKOW peaKTUBHOCTH (H. A. Masyp).

MauneHTbl MOryT NpeabABAATb Xanobbl Ha cepauebueHmne,
nepe6ov B paboTe cepaLa, rofloBOKpYXKeHue, 06MOPOKH [6, 18].
Ha ¢oHe nporpeccupoBaHums 3aboneBaHnsa pa3BUBaAETCA Kin-
HWKa NpaBOXenyLo4KOBOW, @ B MOCNEACTBUN U JIEBOXKENYA0Y-
KOBOW HEfOCTaTOYHOCTU. 3a4vacTylo NepBbIM KINHUYECKUM
NpPU3HaKoOM ABNSETCS BHe3anHas cMepTb. PopMUpoBaHue ne-
BOXENYJ04KOBOM HEeJOCTaTO4HOCTU 06YC/IOB/IEHO, BEPOSTHO,
onocpefoBaHHbIM BO3AENCTBUEM NapPOKCU3MOB XKeNyA0HKOBOK
TaxvKapauu: CBsi3aHHble C HUMU NepUoabl apTepuanbHOW rm-
NOTEH3MW BbI3bIBAIOT CYG3IHAOKapANAbHYIO UWEMUIO U BTO-
PUYHbIE UBMEHEHWS CTEHKM JIEBOIO YKENyLo4Ka.

Mo mepe ycyrybnexHusa npouecca agucnnasum (0T nepegHen
YacTn MHOYHAMBYNSPHOrO OTAeNla NPaBoro Xenygovka K ero
BEPXYLUKE U HUXHEN CTEHKE) GOPMUPYIOTCH 30HbI TUMO-, AUC-U
aKuHe3nn, aHeBpu3maTuyeckue gedopmaumn U gunataums
NoJsIOCTU NPaBoro *enygoyka [15, 17].

XapaKTepHbIMU HapylEeHUAMU pUTMa ABAAIOTCA 3anbl
enyLo4YKOBOM Taxukapann, 06ycnoBieHHble MEXaHW3MOM re-
entry (perucrtpaumns NO34HUX XKeNyao4YKOBbIX NOTEHLMAN0B,
GEeHOMEH «BXOXAEHUSA», UAEHTUPUKAUUSA 30HbI «MeNeHHOro»
npoBeaeHnsa BO36yKaeHUS). TakKe XxapaKTep OTBETa Ha ajpe-
Hepruyeckoe BO3JeNCTBUE (CTpecc, GU3NYECKME Harpy3Ku,
BBeJeHWe NeKapCcTBEHHbIX npenapatos) [1, 2].

PasnnyatoT 4 nepunoga pa3Butua 3aboneBaHus:

1. CKpbITbIi Nepuos — MUHUMabHbIE CTPYKTYPHbIE U3Me-
HEHWS NPaBoro XenyLo4vka npu oTCYTCTBUM MU HANUYUU MU-
HUMaNbHbIX XEeNyAO4YKOBbIX HapyweHun putma. BHe3sanHas
CMepTb NPU 3TOM MOXKET OblTb NEPBbLIM U €AUHCTBEHHbLIM NPO-
ABMIEHUEM.

2. fIBHble 2NEeKTPUYECKME HAPYLIEHUS — CUMMTOMHbIE Npa-
BOXEJYJO4KOBbIE apUTMUU, BO3MOXKHA GUOPUNINALUS Kenyaoy-
KOB Ha poHe 04eBUAHON QYHKLMOHAbHOM U CTPYKTYPHOM aHO-
Manuu NpaBoro XenyaoyKka.

3. HepgocTtaTto4HOCTb NPaBoOro »enyaoyka — nporpeccupo-
BaHMWe MaTo/NornMyeckoro npotecca B MMoKkapae, dopmupoBa-
HUWe obLen AMCHYHKLMKU NPaBOro Xenyao4Ka npu OTHOCUTENb-
HO COXpaHEHHOM NIEBOM XeNyaouKe.

4. BUBEHTPUKYNApPHasa HeAOCTaTOYHOCTb — BOB/EYEHME B
naToNorMyecKmi NpoLecc N1eBoro xenyaoyka. OtMevatoTcs Ku-
HWKa 3aCTOMHOMW CcepAeyYHON HefOCTaTO4YHOCTHU, pa3BuTuhe
Gubpunnauum npeacepann, TPoM603MO0INYECKUX OCSTOKHE-
Huh (M. Horimoto u coaBT.).

Bo3HWKHOBEHWE B KIIMHWMYECKOM TEYEHUWN CyNpPaBEHTUKY-
NIAPHbIX HapylWeHW pUTMa CBUAETENLCTBYET O MPOrpeccmpo-
BaHWW 3aboneBaHus [2, 6].

[unarHoctuyeckue kputepum AAMMK npegnoxeHbl rpynnom
EBponenckoro u MexayHapo4HOro Kapanonorn4yeckunx o6-
wects [32].

Bonblune Kputepuu:

1) BbISBJIEHWE XUPOBON UHOUNBTPALMK MUOKapaa npwu
3HAOMMWOKapanManbHOW 6Moncuu;

2) 6onbluas avnaTaums U cHUXKeHue dpaKuum Bbibpoca
NpaBoro )enyao4yka ¢ HOPManabHOW MW YMEPEHHO M3MEHEH-
HOM GYHKLUMEN NTEBOTO XKenyaoykKa;

3) noKkanbHas npaBoOXenyao4yKoBas aHeBpu3ma (BblsBie-
HUE aKWMHETUYECKON MU AUCKUHETUYECKOW 06/1acTw);

4) BblpaXKeHHas cermeHTapHas npaBoOXenyLo4yKoBas Au-
natauus;

5) BbIiB/IeHWE 3NCUNOH-BONHbI (SW) MNK yanNMHEeHWe UHTep-
Bana QRS (6onee 0,11' y B3pOC/bIX) B NpaBbix NpeKoparab-
HbIX OTBEAEHUAX (V2,3);

6) BbiiBNEHWE AOCTOBEPHbIX criydaeB ALMXK B ceMbe, AOKa-
3aHHbIX GUONCUEN UK NPU XUPYPTUYECKOM BMELIATENbCTBE.

Manbie KpuTepuu:

1) ymepeHHas obwas agunatauns npaBoro xenyaoyka un/
WU CHUXKEHWe dpaKumm BbiBpoca Npu HopManbHOM GYHKLINK
NIEBOr0 XenyLo4Ka;

2) yMepeHHas cerMeHTapHasa aunataumsa npaBoro xeny-
[l04Ka;

3) pernoHanbHasi NpaBOXXenyAo4YKOBas rMNoOKUHE3NUS;

4) nBepTUpoOBaHHbIN 3ybel, T B NpaBbIX NpeKopananbHbIX
oTBeaeHusx (V, ) y B3pOCbIX U ieTer cTaplue 12 net npu oTeyT-
CTBMKU G10Kadbl NpaBoOM HOXKK ny4vka l1ca;

5) BbiiBNIEHWE NO3AHUX XKENYA0HKOBbIX MOTEHLMANOB;

6) KenyaoykoBas TaxvKkapaus ¢ 6710Kagon NeBON HOMXKKM
nyyka lnca, BbigBNEHHAA Npu N060M GYHKLMOHANbHO-Anar-
HOCTMYECKOM mccneaoBaHmm (K, XonTepoOBCKOE MOHUTOPU-
poBaHue, cTpecc-TecTbl), YacTasa (6onee 1000 B CyTKM) xeny-
[LOYKOBas 3KCTPaACUCTONNSA NPU XONTEPOBCKOM MOHUTOPUPOBA-
HUW;

7) ceMewHble cnyvyau BHe3anHon cMepTi B MOO4OM BO3-
pacTte (Monoxe 35 f1eT) Npu Hann4Mm NPaBOXEeNyA04KOBOM AM1C-
ninasuu;

8) BbiiBNeHne cnydaeB ALK B ceMbe, JOKa3aHHbIX Ha
OCHOBE NpeaAcTaBNeHHbIX KpUTEPUEB.

[ng nocTaHOBKW AMarHo3a apuMTMOreHHOM Aucnnasuu
(KapanomuonaTnn) NPaBoro Xefyaoyka AOCTaTO4YHO BbisiBe-
HUS 2 60MbLUKX (MK 1 60bLWOro U 2 Manblx) Uan 4 Manblx Kpu-
TepueB.

D. O’ Donnell npeanoxun AoNofHUTL KPUTEPUUN ANATHOCTU-
KW OaHHbIMU, NOAy4aeMbIMU NPU INEKTPOPU3NONOTMHECKOM
nccnefoBaHuK cepua ¢ NOMOLWbO 3NIEKTPOCTUMYNSALMK Mpa-
BOIO Xenyao4Ka A1 NPOBOKaLMK KeNYAOHKOBbIX HapyLIEHUH
puT™ma.

AneKTpoKapauorpaduyecKme NposBIEeHUN:

1) uHBepcus (BO3MOXKHbI U303/IEKTPUYHOCTb, M304MDa3ns)
3y6uoB T B oTBegeHusx V  ;

2) OTKJIOHEHWE 3NEKTPUYECKON OCU cepfLia BNpaBo;



3) HenonHas/nonHas 610Kada npPaBor HOXKK My4yka ca
(AnntenbHoCcTh MHTepBana QRS npessbiwaet 0,11") (G/
Fintaine);

4) Hann4yne arncuoH-BosHbl (SW — 3amesneHne Keny[o4-
KOBOW genonsipusalmnmn) Ha Huexogsiuem KoneHe QRS B Havane
cermeHTa ST;

5) npaBoXenyao4KoBas TaxmMKapansa u/wnu 4actasa (6onee
1000 B CYTKM) 3KCTPACUCTONUS C LUMPOKMM Komriekcom QRS;

6) oTHOwWeHne annTenbHocTM QRS B oTBEAeHMMU V, K anm-
Te/bHocTH QRS B oTBegeHnn V, > 1,1;

7) OTHOLLIEHME CYyMMbI AnTenbHocTen WnpuHbl QRS B oTBe-
NEeHUsxX V1 " V3 K AIMTENbHOCTAM WKpKHbl QRS B 0TBEAEHUSAX V4
nvy,>11.

Ansa ynyqwenua sBepndukaumm IKM-nameHeHnn peKomeH-
[oBaHa perucrpaumna ctaHgapTHon 12-kaHanbHon QKT Ha
ckopocTn 50 MM/ ¢ yaBoeHMeM amnauTyabl 3y6LoB (1 MB = 20
MM). PekomeHayeTcs TakKe cneumduyeckas yctaHOBKa 3/1EKT-
POJOB: 3NEKTPOL C MPaBON PYKM CTaBUTCSH Ha OCHOBaHWE rpy-
[VHbI, C N€EBON — Ha MeYeBUAHBIM OTPOCTKOM, 3/1EKTPOJ C fie-
BOW HOTM — Ha NO3WULMI0 OTBEAEHNA V, .

[ns ycTaHOBNEHUA AMarHo3a apuTMOreHHOW Aucnnasuu
NpaBoro Xenyaoyka Heo6xoAMMO NPOBOANUTL KOMMIEKCHOE 06-
cnegoBaHue, KOTopoe BKJIOYaeT:

— TWaTeNbHbIM C60P CEMENHOIO aHaMHe3a OTHOCUTENbHO
pernctpupyeMon BHe3arnHon cmepTu. Npu nepBuYHOM GU3U-
Ka/lbHOM OCMOTPE ayCKY/NbTaTUBHO BbIBNSIETCA CUCTOSIMYEC-
KWW WyMm cripaBa OT rpyAuHbl B YHETBEPTOM MeXKpebepbe (Heao-
CTaTO4YHOCTb TPUKYCMMAANbHOro KnanaHa). Mpu nporpeccupo-
BaHWW 3aboneBaHna pacliMpeHne rpaHnLbl cepaua Bnpaso;

— cTaHaapTHyto OKIN B Nokoe, CyToO4HOE MOHWTOPUPOBA-
Hue JKI BbIIBNAET cneundruyecKne U3MEeHEeHUs, NpaBoXeny-
[IOYKOBYIO 3KCTPACUCTONMIO BbICOKMX rpafalLiMin, XKenyao4KoByto
TaxMKapauto, cynpa-BeHTPUKYNSPHbIE HapyLWEeHUs puTMa npu
nporpeccMpoBaHnm 3aboneBaHus;

— TpaHcTopaKanbHylo ¥ YpecnuweBoaHyto IxoKl (aHeB-
puamaTtnyeckne gedopmaLnn, yBeMYEHUE KOHEYHOrO aMac-
TONMYECKOro o6bema NpaBoro Xenyaoyka, HapyLweHUs NoKanb-
HOM COKPaTUMOCTM MPaBOro XeNnyaoyka, pacliMpeHne BbliHO-
CslLero TpakTa NpaBoro »Kenyaoyka, CTBONa NeroyHom apre-
pun);

— PEHTIFEHOKOHTPACTHYIO BEHTPUKYIOrpaduio;

— MarHWTHO-PE30HaHCHY0 KOMMbIOTEPHYIO TOMOrpaduK
(no paHHbIM H. A. Magypa v coaBT. u A. Fuber v coaBT.), KoTO-
pas N03BONSET OLEHUTb pasmepbl U GYHKLUMIO cepaua, Xupo-
BYIO MHBOJIOLIMIO B CTEHKE MPaBOro *enyAouKa, YTOYHUTb Ha-
PYLWEHUS PErMOHAPHOM COKPaTUMOCTU MUOKapAa, BbISBUTb
HannM4ymMe aHeBPU3M, UCTOHYEHME CTEHKM NPaBOro XKenyao4yKa.
OfHaKo AaHHble U3MEHEHUS HE SBNSAOTCH NaTOrHOMOHMYHbI-
Mu TonbKo ans AAIMK (Heo6xoanMo NpoBoAnTb AnddepeHLm-
POBKY C MMOKapauTamMu, MHGapKTOM MPaBoro XenyaoyKka, uau-
onaTtMyecKon AuvnaTauMOHHON KapanoMMUonaTUen, MbllleYHOM
OUCTPpOPUEN Y NOXKUbIX), MOITOMY pe3ynbTaTtbl, NONyYEHHbIE
[aHHbIM METOAOM, JOSIKHbI KOPPENMPOBATL C APYrMMU MHCTPY-
MeHTaNlbHbIMWU METOAaMM 06CNefoBaHMS;

— 3HAOMWOKapaManbHyt0 GMOMNCUI0 — NAaTOFHOMOHWUYHbIN
MeToA AMarHOCTUKM:

a) npucytctBue 6onee 20% XMPOBOMN TKaHU B 2 06pa3Lax
61onTaTtoB — BbICOKasi BEPOATHOCTb 3aboneBaHus; 6) 3% *u-
poBoi TKaHu, 40% GMOPO3HON — ANArHOCTUHECKUI KPUTEPUN,
noATBePXAaoLWMM Hannume manon dopmbl ALAMK.

MN3n0xKeHHble NOAX0Abl K AMarHOCTUKE KapAuoMuonaTui
Nno3BONAT BpayaMm Jy4ylle NOHMMaTb BOMPOCHI 3TMoNaTtoreHesa
U KIMHWUKW AaHHOW NaToNoruu.
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