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BBEJIEHUE

B rpymnme HeKOpoHapOreHHBIX 3a00JieBaHUM ceplilla 3HAUUTEIBHOE MECTO
3aHUMAIOT KapJAHUOMUOMNATUH, PACTIO3HABAHUE KOTOPBIX BBI3BIBACT TPYAHOCTH. OT-
CYTCTBUE CHEIU(PUUIECKIUX CHMIITOMOB, JUIUTEIHHOE OECCUMITOMHOE WU MaJo-
CUMIITOMHOE T€YEHUE, CUHAPOMBI CXOJHbIE M0 KIMHUYECKUM MPOSBICHUSIM C HU3-
BECTHBIMU OOJIE3HSIMHU - MIIEMHYECKOU OO0JIE3HBIO cep/la, MOPpOKaMU Cepila; u
KaK UCXOJ Pa3IMYHBIX MO 3TUOJIOTUH KapIUOMHONATHI NPU IIUTEIHHOM TCUEHUU
- cepJlieyHasi HEeOCTaTOYHOCTh, OOYCIOBIUBAIOT (HOPMANbHYIO WHTEPHIPETALIUIO
NPU3HAKOB U (POPMYIHPOBKY TUATHO30B, HE COOTBETCTBYIOIIMX UCTUHHOM MPUPO-
J1€ HapyLICHUM.

3a mocienHue rojpl, Ogarogaps pacHIMPEHUIO0 BO3MOXHOCTEH Ui T€HETH-
YEeCKOro M3yudeHus 3a00JIeBaHMid, N3MEHWIIOCHh TPEACTABICHNE O TAaTOreHe3e Kap-
JUOMUONIATUH U MOSIBUJIOCH OOOCHOBAHUE /7Sl pa3padOTKU HOBOM KilacCU(DUKALIUU.
Y cTaHOBNIEHO, YTO MPUYMHON MHOIMX KapJUOMHONATHH CIy>KaT MyTallud I€HOB,
KOAMPYIOMINUX PAa3IUYHbIe OCNIKH MHOKapia, U, B 3aBUCUMOCTH OT T€HETHYECKOTO
nedekTa, cieayer pa3nuyath GpeHoTunsl 3adoneBanus. Crnenuduueckue Mmopdoro-
rudeckue U (yHKIHMOHAJIbHBIE (DEHOTHUIIBI, B CBOIO OYEpEelb, OIPA3IEISAIOT Ha Ce-
MEHWHBIC U HEeCeMeHbIe (POPMBI, B CBS3U C YeM OCOOYI0 BOXXHOCTH MpHOOpETaeT
U3y4€HUE HACJIEICTBEHHOCTH NAIlEHTOB C KapIHOMHOIIATHEH.

[ToBpImeHnt0 MHPOPMATUBHOCTH JTUATHOCTHUECKUX METOJIOB UCCIICTOBAHUS
OpU KapAHUOMHUOINATHUAX, U, CIEAOBATEIbHO, YIYUIICHUIO JUArHOCTHKH, CIOCO0-
CTBOBAJIO COBEpPUICHCTBOBAHMWE M3BECTHBIX (IXOKapAHOrpadusi) U BHEAPEHUE B
KIMHUYECKYIO MPAKTUKY HOBBIX COBPEMEHHBIX METOJOB BU3YalIH3aIl[MH - MAarHHUT-
HO-PE30HAHCHOU ToMorpaduu. BeisiBIeHNe NPHU3HAKOB, XapaKTEPHbIX ISl ONpe/ie-
JICHHOW KapJAMOMHUOIIATHH, SBISIETCS OCHOBaHWEM sl AuQQepeHnnaIbHol aua-
THOCTUKH TOPKCHUI MUOKap/a, a MPU3HAKU OOIMMPHBIX 30H (prbpo3a B MUOKAp-
JIe CBUJIETEIBCTBYIOT O BBICOKOM PUCKE CMEPTH MallUEHTA.

B cOopHuke craTeil mpencTaBlieHbl HAyYHbIE COOOIIEHHS O COBPEMEHHBIX
METOJlaX JMAarHOCTHKHU, MPUHLHUIIAX MEIWKAMEHTO3HOTO M HEMEIWKaMEHTO3HOTO

JICUCHUA Kap,Z[I/IOMI/IOHaTI/II\/’I.



ONPEJEJIEHUE U KJIACCUDPUKAITUS KAPTUOMUOIATHIA

Tepmun «xkapauomuonatus» (KMII) B mepeBone ¢ rpeueckoro (Kardia —
cepaie, myos — meiiia, pathos — 6ose3Hp) 0603HavaeT "00JIE3Hb MBIIIIBI CEP/I-
na". Tepmun npemnoxken B 1957 r. W. Bridgen u ucnosb3oBayics i 0003Have-
HUs 3a00JIeBaHUN MUOKapAa HESICHOW STHOJIOTHM, XapaKTEPHU3YIOIIUXCS TMOsBIIC-
HUEM Kapauomeranuu, usmenenuit Ha OKI' u mporpeccupyronmm Te4eHUeM ¢ pas3-
BUTHEM CEPJICYHON HEJOCTATOUYHOCTU M HEOJIArOMPUATHBIM MPOTHO30M JJIS JKU3-
HU.

B 1973 r. J.F.Goodwin mpemnoxun cienyroriee onpeaencarne KMIT: «Kap-
JUOMHUOTIATHS - 3TO OCTPOE, MOJOCTPOE MU XPOHHUYECKOE MOPAKEHUE MBIIIIIBI
cepaia HEM3BECTHOM WJIM HEACHOM ATHOJIOTMM, YAaCTO C BOBJICUYCHHEM 3HJOKap]a
WIN TIEpUKap/ia, ¥ HE SBISIONIEECs CIEACTBHEM CTPYKTYPHOH AeopMalriiu cepi-
11a, TUIEPTEH3UN (CUCTEMHOMN WM JIETOYHOM) MM KOPOHAPHOTO arepoMarosa’.

B 1995 r. pabouas rpymnmna skcneproB BO3 npemnoxuna HassiBath KMIIT
«3a00eBaHUsI MHOKap/Aa, KOTOPHIE aCCOIMHUPYIOTCS C NUCHYHKIMEH cepama», a
JUIsl 0003HAYEHHUS TIOPAXKEHU MHOKap/ia U3BECTHOW ATHOJIOTUN WM SIBIISIOIINXCS
MPOSIBIICHUEM CHCTEMHBIX 3a00JI€BaHMI UCTIONB30BATh TEPMUH «CHEIIUPUIESCKHIE)
KMII.

Knaccudukanus AMepukaHCKON accoIualuy KapauojaoroB, pa3padoTaHHas
B 2006 r. mpemycMaTpuBaeT BBIJIEICHUE MIEPBUYHBIX (M30JIMPOBAHHOE MOPaKEHUE
Muokapaa) u Bropuunbix KMII (MuokapanaibHOE OpakeHUe SIBISIETCS MPOsIBIIC-
HUEM MYJIbTHOPTaHHbIX 3a0osieBannil). Cpeau nepBuuHbix KMII BoieneHs:

I'eneTnueckue:

- TKMII (runeprpoduueckas KMII),

- AJIIDXK (apuT™MoreHHast JuCIia3usi IPaBoro >Kelyaouka),

- HEKOMIIAKTHBIN MUOKapP/I JIEBOTO KEITYy0UKa,

- HapyIICHUSI ICTIOHUPOBAHUS TJIMKOTEHA,

- PRKAG?2 (protein kinase, AMP-activated, gamma 2 non
catalytic subunit),

- bone3nb Jlanona (Danon disease),



- neeKThl MPOBEICHUS,

- MUTOXOH/JIpUAJIbHbIE MUOIIATHH,

- HApYIICHUS] HOHHBIX KaHAJOB (CUHAPOM YJIJTMHEHHOTO MM YKOPOUYEHHO-
ro unrepBana Q-T; cunnpom bpyrana, cunapom Jlenerpe (Lenegre), xarexoma-
MUHIpTrUYecKkas moJuMopdHas >Kemyl0YKoBas TaxXUKapJus, CUHIPOM HEoOBsC-
HUMOW BHE3AITHOW HOYHOW CMEPTH.

CwmerniaHHbI€:

-JIKMII (munatanuonnas KMIT),

-PKMII (pectpuxtuBHas KMII).

[TpuoOpeTeHHbIE:

- BOCTIAJIUTEIbHAs (MUOKAP/IUT),

- cTpecc-unaynnpoBanHas (tako-tsubo),

- IepunapTaibHasi,

- TaXUKapAue-UHIYIIUPOBAaHHAs,

- y IeTeH, pOXKACHHBIX MATEPSIMU C MHCYJIMH3aBUCUMBIM CaxapHbIM auade-
TOM.

B 2008 r. EBpormeiickoe 00IIECTBO KapIHOJIOTOB MPEIOKUIO HOBOE OIpe-
nenenue u kinaccudukanuo KMII, umeronyro npakTudecKkoe 3HaYeHHe, U MPUHS-
TYIO0 BO MHOTHUX €BPOIEUCKUX CTpaHaX.

KMII - maromorusi Mmuokapaa, mpu KOTOPOU MPOUCXOAAT €r0 CTPYKTYPHBIE
Wi GyHKIIMOHAIBHBIC HAPYIICHUS, HE 00YCIIOBJICHHBIC UIIEMUYECKON OOJIE3HBIO
cep/ila, TuIepTeH3uel, KIarnaHHbIMU MOPOKAMH U BPOXKJICHHBIMU 3a00JICBAaHUSIMU
cepaua.

KMII rpynmnupyroTcsi B 3aBUCUMOCTH OT MOP(OJIOTHYECKOTro Wi HyHKIIHO-
HaJLHOTO (peHOTHTIA!

- T'KMII,

- JAKMII,

- AJIITK,

- PKMII,



- HeKJacCHU(pUIMPYEeMble KapIUOMHUOTIATHH: HEKOMITAKTHBIA MHOKapI,
cTpecc-uHayIMpoBaHHas kapauomuomnatus (Tako-tsubo).
Bce dhenotunsr KMIT nogpazaenstoTcst Ha cleayromnme:
-CeMEHHbIe/TeHeTUYECKIEe — HE WACHTU(DUIIMPOBAHHBIN TeHHBIN edeKT u apy-
T'He MMOATHUITEI 3a00JICBaHMS,;
-HECeMEWHbIC/HETEHETUIECKHE - WIANONATHICCKUE W JIPYTHe MOATHUIIBI 3a00ie-
BaHMSI.
B 2013 r. knaccudukanus KMII nonmonHeHa ciaeayrONUMUA MOHITHIMU CH-
cremsl MOGE(S):
M - Morpho-functional - MmopdodyHKIIMOHATBHEIC TPU3HAKK WM BHEIIHUE
KJIIMHUYECKUE MPOSIBIICHUS;
O - Organ/system involvement - kakue opraHbl 3aTPOHYTHI;
G - Genetic - 1015 HACJIEACTBEHHOW KOMIIOHEHTHI,
E - Etiological Annotation - 3THONOTHS WK SBHBIA FCHETUYCCKUN JCPEKT,
CTaBILIUNA MPUUUHON 3a00JI€BaHUS;
S - Stage - craausi cepJeyHON HEIOCTATOYHOCTH (HEOOsS3aTeNbHbIN mapa-
METD).
Takum o00pa3om, OuUarHo3 KapAMOMMOIATHU JOTOJHSETCS pPe3yJbTaTaMu
MOJIYYCHHBIX KIMHUYECKUX, TCHETHUYECKUX, MOP(OTOTHIECKUX U3MEHEHUI y KOH-

KpETHOT'O ITallCHTA.



MNOPA’KEHUE CEPJAIA ITPU CUCTEMHOM CKJIEPO3E
Amanacosuy B.I'., Xumuenko C.B., Ilomsuckas A.B., Enenckas C.I1.

YO «benopycckutl cocyoapcmeeHnusiii MeOUuyuHCcKull ynusepcumemy, Munck

Cucremnsbiii ckiiepo3 (CC) — 0HO U3 TsKENEHIINX 3a00JI€BaHUIA U3 TPYIIIIBI
cUCTEeMHBIX OoJe3Hert coequnutenbHor Tkauu (CBhCT), Ho3o00rHueckas MHANBU-
JyalIbHOCTh KOTOPOTO OINpPEEsieTCs] paclpoCTPAaHEHHBIMU HAPYIICHUSIMU MUKPO-
IUPKYJISAIIH, GrOPO30M KOXKHM M BHYTPEHHUX opraHoB [1,2].

Pacnpoctpanennocts CC BapbUpyeT B 3aBHUCUMOCTH OT TreorpaduyecKux
30H M ATHUYECKOHN MPUHAICKHOCTH HareHToB. [lepBuunas 3a001eBaeMOCTh J0-
cturaet 19,0 na 1 mia Hacenenus B roa. Kak u npu 6onsmmaCcTBe CBCT, CC Ha-
IIe BCTPEUaeTCs Y XKCHIIUH (B COOTHOIIEHUM 5-7:1) , HO, Kak mpaBuiio, B Oojee
3peniom Bospacte (30 — 60 jeT), yem Apyroi mpeacTaBUTENb 3TOH TPYIIBI - CH-
CTeMHas KpacHas BojuaHka [3,4].

Otuonorusi CC 10 KoHIAa HE BhIsicHeHa. Pa3zButue 3a00seBaHus, BO3MOXKHO,
00yCIIOBJIEHO TEHETUYECKOU MPEPaCIIONIOKEHHOCTHIO B COYETAHUHU C BO3JICHCTBU-
€M HeOJaronmpusaTHBIX 9K30- U SHJOTEHHBIX (hakTOpoB. HEOAHOKpATHO MBITATKCH
cBs3aTh BOo3HHMKHOBeHHE CC ¢ pasmuyHBIMH MPOBOIMPYIOMUMHU (DaKTOpaMH, Ta-
KUMH KaK MHQEKIHs, XUMUYECKUE areHThl, CTPECC, HEUPOIHIOKPUHHBIE CIIBUTH,
TpaBMa, BUOpaIus, OXJIKICHUE U JP.

B ocnoBe narorenes3a CC JIEKAT NOPAKEHUE COSTUHUTEIIBHON TKAHU C IIpe-
obnamanriem (uOpo3a M MATOJIOTHH COCYAOB MO THUITY OOJIUTEPUPYIOIIETO dHIAP-
TEepUHTA Ha (POHE BBIPAKECHHBIX IMMYHHBIX HapyieHui [2,6].

Pa3BepHyTass KnWHWYECKas KapTWHA 3a00JC€BaHUS XapakTEepPU3yeTCs, B
NEPBYIO OuYepelb, UHIYPATUBHBIMH MU3MEHEHUSIMH KOXH (MU Y3HBIMU WU JIH-
MUTHPOBAaHHBIMH C BOBJICUEHHUEM JIUCTAIBHBIX OTIEIOB KOHEUYHOCTEH W JIHIIA),
pacupoCTpaHEHHBIMH BA30CMACTUYECKUMH HAPYIICHUSIMU TI0 THITY CHHIpOMA
PeitHo, a Takke MopaxeHUEM BHYTPEHHUX OPTraHOB.

['maBHBIC OpraHBI-MHIIICHH - JICTKHUE, IOYKH, KEITYJOUHO-KUIIICYHBIA TPAKT U

cepane. CreneHb X BOBJICUCHUS COOTBCTCTBYCT XAPAKTCPY TCUCHUA 3a00JICBaHMS.



Cepneunas marosiorus siBisiercs: yacto (1o 90%) W mporHOCTHYECKH He-
ONaronmpusTHON MUILIEHBIO CKIIEpoJepMHUUYecKoro mporecca. [lo nureparypHbiM
JTAHHBIM, UMEHHO KapJiMajbHbIe MPOOJIEMBbI SBIISIOTCS IIaBHOW MPUYMHON BHE3aIll-
Hoit cMepTH 6onbHBIX CC.

XapakTepHblii MaTtoMop(OJOTHYECKUd TMPU3HAK CKIEPOJIEPMUYECKOTO TO-
paxeHust cepana — GuOpPo3 MUOKApAA KEITYTOUKOB — SIBISETCS MPUUUHON CUCTO-
JMYECKOH M JMACTONNYECKOW MUCHYHKIUU JIEBOTO KEIYyJI0YKa CO CHUKCHHEM
dbpakiuu BeIOpOCa.

®ubpo3 u HAPYIICHUS MUKPOIUPKYJISIUNA TPUBOIIT K HIIEMHUYCCKUM H3-
MEHEHUSM B MHUOKapje, IMPU 3TOM KOPOHAPHBIE apTEPHH OCTAIOTCS WHTAKTHBIMHU
(6).

Y HEKOTOpBIX MalMEHTOB C BBHICOKOW AaKTMBHOCTBIO MpoOIlecca TUATHOCTH-
PYIOT MHUOKapAMUT, KOTOPBIA YacTO BCTpEYAEeTCs B Cilydyae HAJIMYUS CUMITOMOB
MOJIUMHUO3UTA.

Kapanansnas nmarosorus npu CC MposBIAETCS LENIBIM PAIOM KIMHAYECKUX
cuMnToMoB. [larmeHToB OECHOKOST 4yBCTBO MUCKOM(OPTA, JIUTEIbHBIC TYIIbIC
0oy B obJsactu cepiua, cepaineOreHue, HapyluieHue puTMa, a TakyKe OJIbIIIKA C U
BHE CBsI3M ¢ (pu3myeckoil Harpy3koil. Cieayer OTMETUTh, YTO OOJU U HETPUATHBIE
OIYIIICHHUS 3a TPYAMHOM U B MPEJICEPIHON 00IaCTH MOTYT OBITH O0YCIIOBIICHBI ITO-
paKCHHEM THUIIEBO/IA U MBIIII TPYIHOW KICTKH.

W3MeHeHus: cepieyHO-COCYAUCTON CUCTEMbl 4acTO MPOTEKalT OeccUMI-
TOMHO ¥ MOTYT OBITh BBISBJICHBI NPU HCIOJIB30BAHUH WHCTPYMEHTAJIBHBIX METO-
noB - OKT', OxoKT', ciuaturpadumn muokapaa, MPT [5,7].

VY 30-90% O60abHBIX BCTPEUAIOTCS apUTMUU U HAPYIICHUS MPOBOAUMOCTH,
KOTOPBIC OTJIMYAIOTCS OOJBIIMM pasHooOpa3ueM. BhIpaXKeHHOCTh apUTMHIA COOT-
BETCTBYET TSKECTU MOpakKeHUs cepiua. Bo3aMokHO pa3BUTHE BHE3AITHOM CMEPTH.
HaunGosnee yacteie HapyIIeHUs pUTMa — CYNPABEHTPUKYJISIPHAS TaXUKapIAHs, IKC-
TPACHUCTONIUSA — TIOJUTOIHAS W TpymmoBas. HapyiieHus: mpoBOIUMOCTH TPOSBIIS-
I0TCS Y/UTMHeHHEM uHTepBaia P-Q, 3aTpyaHeHneM BHYTPHIKETYI0YKOBOM MPOBO-

JTMMOCTH, a Takke 0JIOKaJaMu TiepeHel BETBH JIEBOM HOXKKHU Imy4ka ['nca.
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Bo3MoxHO pa3BuTHE MOpakeHHs KIAmaHHOrO amnmaparta cepaua ¢ Gpopmu-
pPOBaHUEM CKJIEPOJEPMHUUYECKOr0 MOPOKa, yanie MurpainpbHoro. Kak mpasuio, ae-
(deKT Ki1araHa mpoTeKaeT OTHOCUTENIBHO J100POKAUYE€CTBEHHO C PEIKUM Pa3BUTHEM
JEKOMITEHCALINH.

[lopaxkeHue nepukapaa IO TUIY MEPUKAPAUTA, KaK MPABUIIO, aAT€3UBHOTO
(pexe — 3KCCYJIaTUBHOI0), OOBIYHO UMEET OECCUMITOMHOE HJIM MaJIOCUMIITOMHOE
TEYCHHUE U BBIABIIACTCS, B OCHOBHOM, 3XxoKapauorpadpudecku y 70-80% OonbHBIX.
B penkux cityyasix BO3MOKHA BbIPAKEHHAs SKCCY AU

Cepaeunast HeqocTaTOUHOCTh HexapakTtepHa st CC, HO B ciiyyae pa3BUTHS
OHA PE3UCTEHTHA K MPOBOJAMMON TE€paluu U ONpenessseT HeOIaronpusaTHbIA Mpo-
THO3.

[TopaxkeHust cepala MOTYT pa3BUBATHCS BTOPUYHO BCIEACTBUE JIETOYHOM
TUNEPTEeH3UN (M30JIMPOBAHHON WJIM MIPU UHTEPCTUIIMAIBHOM MOPAKEHUH JIETKHUX)
WJIY TIATOJIOTUHU TOYEK.
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npaktudeckas peemarosiorus, 2013;51 (3):275-278.
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7. Kobayashi Y, Kobayashi H, T Giles J, Yokoe I, Hirano M, Nakajima
Y, Takei M. Detection of left ventricular regional dysfunction and myocardial ab-
normalities using complementary cardiac magnetic resonance imaging in patients
with systemic sclerosis without cardiac symptoms: a pilot study. Intern Med
2016;55(3):237-43.

OIIEHKA Y®®EKTUBHOCTHU PECUHXPOHU3UPYIOIIEN
TEPAIIMU Y TAHIMEHTOB C YMEPEHHBIMU
KJIMHUYECKAMMU MPOSIBJEHUSAMU CEPJIEYHOM
HEJOCTATOYHOCTHU C U BE3 XUPYPITMYECKOM
KOPPEKIIUM ATPUOBEHTPUKYJISIPHOM
HEJOCTATOYHOCTH
Atpomenko E.C., Kouutaras O.B., Pomanosckuii J1.B., OctpoBckuii FO.I1.,
Cymxkaesa O.A., Cugopenko M.B., [llymosen B.B., Cunbuenko B.M.
I'Y «Pecnybnauxanckuti HayuHo-npakmudeckuil yenmp «Kapouonocusy,
Muncxk
AKTyaJbHOCTB. PemMoiennpoBanre MUOKap/ia, BOZHUKAIOIIEE y MallMeHTOB
C XPOHUYECKON cepJiedHOoN HeAocTaTouHOCThI0 (XCH), mpoXoIuT HECKOIBKO dTa-
MOB, HAYMHAS C TUMEPTPOPUU KapAMOMHOUMTOB U (prOpo3a TKaHM cep/lia, 4To
COMPOBOXK/IAETCS U3MEHEHUEM SKCTPALEIUTIOJISIPHOIO MAaTPUKCA, U 3aKAHUMBAETCS
HEKPO30M WJIH aroNTO30M KapAUOMHUOIUTOB. DTO B KOHEYHOM HUTOrE€ BENET K JIH-
naTtanuu aesoro xenynouka (JDK) u uamenenuro reomerpun kamep cepaia, KoTo-
poe mpuobpetaeT Oosnee chepuuHblii xapaktep. CHavaia M3MEHEHHS B MBIIILE
cep/ia HOCAT aJallTUBHBIN XapakTep C LENb0 MOAAECPKAHUS TOJHKHOTO YAAPHOTO
o0béMa. [Ipu ucToHYEeHUH CTEHOK KaMep cepala, ocooeHHo JIK, koHTpakTHiIbHAs
CHJIa KapJMOMHOIIUTOB YOBIBAET, BCIEJCTBUE M3MEHECHUSI TEOMETPUU KaMep cep-
JICYHON MBIl MOSIBISAETCS JUCKOOPAWHALIMS COKpAILEHUSI €€ OTAEIbHBIX Cer-
MEHTOB - JUCCUHXPOHUS Cep/la WM BPEMEHHas pacCoriaCOBaHHOCTh (DYHKIIMO-
HUPOBaHUS PA3JIUYHBIX YYAaCTKOB MUOKapja BCIEICTBUE HAPYIICHU MPOBEACHUS

QJICKTPHUYCCKOI'O UMITYJIbCA, YTO B CBOIO OYCPCAb MPHUBOAUT K HAPYIICHUIO CHUCTO-
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JMYECKON W/WIH TUACTOINYEeCKON (PYHKINN, MUTPATbHOU U TPUKYCIIHIATBHON pe-
T'YPTUTAINH, JIeXKaIIuX B ocHOBe marorene3a XCH (2,5,6,8).

Cepneunas pecunxponuszupytromas tepanus (CPT) okaspiBaeT MHOrorpaH-
HOE TI0JIE3HOE JIEMCTBHE Ha MBIy cepaua. busenTpukyisapHaa crumyssiuus (bC)
Cep/lla YMCHbBIIACT BhIPAKEHHOCTh aTPHO-BEHTPHUKYJIsipHOH (A/V) Oiokamsl, T.e.
npoospkuTeabHoCcTh komiuiekca QRS DKI', yto conpoBoxkaaercst 0osee KOOpu-
HUPOBAHHBIM COKpAILIEHHEM JIEBOTO U MPABOTO KEIYAOUYKOB, MEAOKEIYI0UYKOBON
neperopojiku u creHok JIOK 6e3 nmoBblilieHus: TOTPEOHOCTH MBIIIIBI CepAlla B KUC-
nopoje. PesynbraTom Takoro neiictBus bC sBisieTcs BOCCTAHOBICEHHE WHTEP- U
WHTPaBEHTPUKYJISIPHONM CUHXPOHUU, UTOTOM YEro SIBJIAECTCS MOBBIIIEHUE (PpAKIUU
BbIOpoca (PB) JIK, yMeHbllleHHE CTENIEHN BBIPAXKEHHOCTH MUTPAIILHOM PErypru-
taru (MP), a ontumuzamus A/V 3aiepKku yiydiiaeT JUACTOIHYECKYIO (yHK-
o JOK, Tem caMbiM criocoOCTBYsl yMEHbIIEHUIO BblpaxkeHHOCTH MP. bonee To-
ro, bC noreHnuanbHO ciocOOHA yiIydIllaTh BO3MOXHOCTHU 1o100pa (hapMakoIoru-
YECKOHM Tepalnuu U J03 JEKApPCTB IIyTEM MX TUTPALUU 10 MAKCUMAIBHO NEPEHOCH-
MbIX, MOCKOJIbKy CPT ymydiaer reMmoanHaMuKy (TIOBBIIIAET CEPACUHBIN BHIOPOC
(CB), ynapHblii 00beM U CHUYKAET JABJICHUE B JIETKHUX), CTAOMIU3UPYS TEM CaMbIM
aprepuaibHoe aasieHue (AJl) y nuil ¢ TMIOTEH3UeN U IMpeoTBpalaeT opaaukap-
JIAI0, CIOCOOCTBYsl oOpaTHOMY pemojenupoBanuio JIK, MOCKOIbKY yMeHbIIaeT
KOHEUHO-MACTOIMYECKUM U KoHeuHo-cuctonndeckuit oobembl (KJIO u KCO)
JDK, uto compoBoxaaercs ONaronpusTHBIMU U3MEHEHUSMU HEHpOryMOpaabHOU
aKTUBHOCTH, B YACTHOCTH, HAOJIO/Ia€TCd CHU)KEHUE YPOBHS MO3TOBOIO ypeTHhye-
ckoro nentuga (MVYII). 31to B utore orpaxkaercsi B yJIy4llIeHUHU CHUMIITOMOB MPO-
aiaennss XCH, ®K tsxectn, KK, ormameHHOro mporHos3a >KM3HHM, CHUKEHUU
HEOOXOJAMMOCTHA PEroClUTaIN3allid  BCJEJACTBUE HIHU30J0B JEKOMIIEHCAIIUU
(1,3,4,7).

Hean uccaenoBanus: n3ydntb 3H(HEKTUBHOCTh PECUHXPOHU3UPYIOMICH Te-
panuu y NalyMeHToOB ¢ YMEPEHHbIMU KIIMHUYECKUMU nposiBieHussiMu XCH uepes 6
Mec. IOCJIe ONepalyy B rpynmnax ¢/0e3 Xupyprudeckoil KOppeKIu aTpUOBEHTPH-

KYJIIPHON HEIOCTATOYHOCTH.
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Matepuanbl u MeToabl. B uccnenosanue BriatoueHo 50 nmanuentoB ¢ XCH
Il ®K Tsoxectrn (NYHA) 1 BeIpakeHHOH JIEBOXKEITYIOYKOBOW JUCHYHKIIHEH MHUO-
Kapaa c¢/0e3 MpoBeACHUSI XUPYPruUecKOil KOPPEKIMHU aTPUOBEHTPUKYIISIPHON He-
JIOCTAaTOYHOCTH W C HMMIUIAHTAIUCH OWMBEHTPHUKYJSIPHBIX SJEKTPOCTHMYJISITOPOB.
Kputepuu BKIIOUEHHS B UCCIENOBAHME: WIIEMUYECKas W/WUIW JUJIaTallMOHHAs
kapauomuornatusi, ®K tspkectu XCH mo NYHA 1I, ®B JIK menee 35%, mu-
TellbHOCTE KoMIniekca QRS 6onee 150 mMc ¢ HaamumeM MEXaHHMYECKOM IUCCHH-
XpOHUU MUOKapaa, noaTBepxkaeHHor DxoKI'. Kpurepusamu uckiatodeHUs U3 HC-
ClIeIOBaHus CIyKWiu: peBMmarnueckuil rene3 XCH, aopranbHas peryprutamus
BEIIIIC 2-W CTEIEHH, MpenoiaracMas Hu3Kasi MPUBEPKEHHOCTh IMAIMeHTa K yda-
CTHIO B IPOTOKOJIE UCCIIEAOBAHMS, ICUXUYECKUE PACCTPONCTBA, 3710yIOTpeOIeHEe
QJIKOTOJIEM W HapKOTHKaMmH. VHCTpyMEHTaJIbHAsI MUAarHOCTHKA BKIIIOYAsia B ceOs
sxokapauorpadpuro (OxoKI'), OKI', cnuposenospromerputo (criupoBIII), Tect 6
MUHYTHOM XOAbObl. KauecTBO >KM3HM OIIEHMBAJIOCHh C MCIOJIb30BaHMEM MUHHE-
COTCKOTO OIpOCHHKA «KM3Hb C CEpAECYHOM HEIOCTATOYHOCTHIO». B nuHamuke
HaOmoaeHus d(Q(eKT Tepanuu OIEHUBAJICS C MOMOIIBI0 KOHIIEBOTO HATPUI MO3-
rosoro nentuaa (NT-proBNP). Bee uccnenoBanust mpoBoaUInCh 10 U yepe3 3 u 6
MECSIIEB MOCTIE ONEPATUBHOTO BMEIIATEILCTRA.

Pe3yabTarsl. B rpynne nauueHTOB peCUHXPOHU3UPYIOLIEH TEpanuu ¢ KOp-
pPEKIIMEH aTPUOBEHTPUKYJISIPHOH HEAOCTATOYHOCTH JOCTOBEPHO YMEHBIIAINCH
MOKa3aTelld MEXaHWYECKOW TUCCUHXPOHUU MHUOKApJa: MPECUCTOIMYECKON aop-
TaJbHOW 3aJePKKU CITYCTS 6 MECAIIEB TOCJIe ONEPAaTUBHOTO BMEIIATEIIBCTBA CO
165,7£12,5 no 124,0+35,0 mcek (p < 0,05), mpecucTonrueckoi 3aIep>KK1 Ha Kia-
naHe Jierounoi aprepun co 107,0+7,5 mo 98,5+2,5 mcex (p < 0,05), mexokenymou-
KoBO#1 3amepxku ¢ 71,1£3,97 mcek mo 41,0+1,2 mcek. (p < 0,05), umenach Hemo-
CTOBEpHAsl TCHACHIIMS K CHIDKCHUIO TIOKa3aTesield BHYTPHKEIYIOUYKOBON 3a/1epK-
K. Y JaHHOW KaTEropuH MaIlMeHTOB HAOJI0aJI0Ch TIOCTOBEPHOE YIYUIIICHUE CU-
croimueckort pynkuuu JDK: ®B JIDK Beipocna na 15% (¢ 21,5£1,35 no
32,3+2,18%, p<0,05) , KCO JIXX causmics ¢ 270,8+22.47mn go 159,6+£34,8 mi

(p<0,05), DOCTOBEPHO YMEHBIIUIACh CTENEHb MUTPAJIBLHON U TPUKYCHUIATHLHOMN
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peryprutanuu. Y MalMeHTOB ObUIO BBISBICHO JOCTOBEPHOE YJIydIlIEHUE MOKa3a-
tens 6 TX: mucraHIus yBeIWYHIIach CIyCTs 6 mec. HaOmoaeHus ¢ 379,6+25,8 m
no 426,0+21,1 m (p < 0,05). bameheii mokaszareiab KK ymMeHbImIcsS K KOHITY 6
Mec. JieueHus ¢ 61,3+2,8 6amna o 45,7+3,06 (p < 0,05).

B rpynne manueHToB ¢ UMIUIaHTAlUEH OMBEHTPUKYJISIPHBIX CTUMYJIATOPOB
cep/ia 0e3 MpoBeeHHs KallaHHOW KOPPEKIIMKU B TeUeHHE 6 Mec HaOII0IeHUs TaK-
K€ JOCTOBEPHO YMEHBIIAINCH MOKA3aTelId MEXaHUYECKON NUCCUHXPOHUH MHO-
Kapja: MPEeCUCTOJIMYECKON aopTaibHOM 3aiepxkku co 175,246,48 no 137,2+8,3
Mcek (p<0,05), mpecucTonuyecKoi 3aJep>KKU Ha KJIalaHe JIETOYHOM apTepuH CO
109,6+5,54 no 104,0£5,2 mcek (p < 0,05), MexokemyT0uKOBOH 3aIepKKH C
67,7+4,28 mcek o 38,15+7,3 no mcexk (p < 0,05), Taxke HAOII0ATIOCH BHIPAKEH-
HOE JIOCTOBEpHOE yayumeHue cuctoinyeckor ¢pynkuun JDK: @B JIK Bbipocia ¢
24,17+0,85 mo 35,56+2,3 % (p<0,05), KCO JIXK ymenbmmics ¢ 241,41+12,9m1 1o
166,8+20,4m1 (p<0,05). BoipakeHHBIN MOTOKUTEIBHBIM FeMOJIUHAMUYECKUN OT-
BET OTPAXKAJICA HA KJIMHUYECKOM CTaTyCe MalMeHTOB. Y HHUX HAOJI0JaI0Ch JOCTO-
BEPHOEC YMEHBIIECHUE TMOKa3aTessl KayecTBa >KU3HHU, YBEIWYEHUE MPONUJIEHHOTO
pPacCTOSIHUS 1O JaHHBIM G-MHHYTHOTO TeCTa XOABOBI: MUCTAHIUS YBEIUYHIACH
cryctst 6 mec. HaOmoaenus ¢ 393,2+15,07 m mo 479,1£17,06 m (p< 0,05), mokaza-
tenb KK ymenbmuics k koHiy 6 mec. sedenus ot 59,9+1,67 no 37,1+2,5 Gamnna
(p<0,05). Hapsiny c yiydlieHHEeM KIMHMYECKOIO CTaTyca MalMeHTOB B 00EUX
rpynmnax ObUIO BBISIBIICHO JTIOCTOBEpHOE cHUKeHue ypoBHs NT-proBNP.

3akiouenue. Kak codyeTaHHbli croco0 3MUKapAUaIbHOW OWBEHTPUKYJISP-
HOM CTUMYJISIUMH CEpALA U KOPPEKIMHU aTPHUOBEHTPUKYISPHON HEJOCTATOUYHOCTH,
TaK W HJIOKApJuaibHas OMBEHTPUKYJISIPHAS CTUMYJISIUS Cep/Ilia Yepe3 KOpoHap-
HBI CHUHYC SIBISIOTCS 3(P(GEKTUBHBIMU METOJAMH JICUCHHUS MAIMEHTOB C YMEPCH-
HBIMU KJIMHUYEeCKUMU TposiBiaeHusaMu X CH.
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KJIMHUYECKUHA CJTYYAY CMEIIAHHOI'O ®EHOTHUIIA
KAPAUOMUOIIATUHN
Baiixanckas T.F.l, CuBnikas JI.H.Z, JlaHWJIEHKO H.F.Z, Kypyuiko T.B.l,
MpouexA.I'.!
'I'V Pecny6nuxanckuii nayuno-npakmuyeckuii yenmp «Kapouonozusy,
‘THY Hncmumym eenemuxu u yumono2uu Hayuonanvnou akaoemuu Hayx
benapycu, Munck

Mpb1 npencrtaBisieM KIMHUYECKUN Ciaydail cMEmIaHHOro ()eHOTHMa Kapauo-
muonatuu (KMII), acconmupoBanHoii ¢ HOBOW MyTaruei rera Jsamuaa A/C.

Kannuveckuii cayuaii. [lammentka K. 23 ner, 6e3 cemeitHOro anamHesa
KMII, nabmronanace y TepamneBTa IO MOBOAY BEreTO-COCYUCThIX U MHUACTCHHYE-
ckux xanod g0 20 net. IlepBrie xano0bl HA YYBCTBO CepIlcOMeHNs TOSBIINCH B
Bo3pacte 21 roxa. [lpu OKI" oOGcinenoBannu BBISBISHBI: HU3KHKM BobTax QRS Bo
BCEX OTBEICHMSIX, HU3KOAMIUIMTYAHBIA P 3yOen, cunycoBas Opaaukapaus, AB
osnokanga 1 ct, oguHouHas mpejacepaHas skctpacucronus. [Ipu DxoKI™ mopdo-
dbyHkunoHaasHOM natosorun He ooHapysxkeno: KJIJI JIK 48 mm, KC/I JIXK 29 mwm,
KJ0 JIXK 123 mn, KCO JDK 47 mu; KO IDK 63 M, KCO ITX 28 mn, ®B JIK
62%; ®B 10K 55%. [Tpu XM OKI' BbIsiBIEHBI IPU3HAKK OMHOAAIBHON TUCPYHK-
nuu: cunycoasi opagukapaus (cpenusst UYCC 53 yn. B muH, makcumanbHas YCC
89 ya. B wmumu, muaumansHas YCC 33 ya. B MuH); uHTepMHUTTHpYIOmas AB-
onokana 1-it u 2-i crenenu (MoOutial-2), cynpaBeHTPUKYJIIpHAs dKCTPACHCTO-
must (CBD) ¢ MOCTAKTONUYECKUM YrHETEHHEM (PYHKIUKA CUHYCOBOIO y3I1a; OJIOKH-
poBannas CBD B 33%; may3bl 10 2,8 cex; mapoKCHU3Mbl HEYCTONUNUBON (HHUOpUII-
asuuu/Tpenetanus npeacepauii. [IposiBieHus cunapomMa OMHOMANBHON cllaboCTh
ObLIM CYOKJIMHUYECKUMH (aCHUMIITOMHBIN BapHaHT), U MAlMEHTKAa OTKa3alach OT
UMITIAHTAITUH DJIEKTPOKAPTUOCTUMYJISTOPA.

UYepes nBa roga nauueHTky K. Heomnoxxno rocnurtammsuposanu B PHIILK ¢
KIMHUYECKUMH TIpU3HaKaMu cepaednoil Hepocrarounoctn (CH), cooTBeTcTBYIO-
mmu -1 ®K NYHA, ¢ xanobamu Ha IPUCTYIIBI YAYIIbS 0 HOYaM, OJBIIIKY

u oomopounble coctosiHus. Knunrnka CH pa3BuBanack ObICTpO, B TEUEHHE 3-X MeE-
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CSIIIEB C MOMEHTA MOSBIICHUS TEPBbIX CUMITOMOB. OOBEKTHBHO MPU OCMOTPE:
Y1 21 81 mun, PS=51, UCC=60 B 1 mun., AJ] 100\60 mm pr. cT., cepare - To-
Hbl apUTMUYHBIE, CUCTOJIMYECKUN IIyM HaJ MEUYEBHIHBIM OTPOCTKOM, MEJIKOIY-
3bIpYATHIC XPUIBI B HIJKHUX OTJIENIaX JIETKUX; YBEJIIMUCHHUE MPABOU 10U MEUCHH +
2,5 cM 0T Kpas peOepHOIl 1yru; JOKaNIbHO: epudepruieckue OTeKH CTOI U roJie-
HEel, MPU3HAKK TUMIEPTPOPUH HUKPOHOXKHBIX MBIIII], YMEPEHHO BBIPA)KEHHAs THII0-
Tpodust OeNPEHHBIX MBI (IPEUMYIIIECTBEHHO KBAAPHUIICTICHI) C HE3HAYUTEIIHPHBIM
CHIU)KEHUEM MBIIIIEYHON CHUJIBI U TMEepUOCTalbHOM HOpMoi peduiekcoB. Ha DKI™:
bubpmsius npeacepauii (PIT) ¢ UCC 51-60 B 1 muH, anbrepHUpyromue 0J0Ka-
JIbI TIEpEIHE-BEPXHEr0 U 3aHE-HUKHETO Pa3BETBIICHUS JIEBOM HOXKKH Iydka ['uca,
WHTEPMUTTHUPYIOIAsl ToJHasg OJiokana mpaBoi HOKkM mydka ['mca. [Ipu Dxo-KT'
MCCIICIOBAHUM BBISIBJICHBI TUJIATALMS U TI100alIbHAsi CUCTOJIMYECKass AUCHYHKIUS
o0oux >xenynoukoB u npeacepauii: OB JIXK 27%, npononshas nedopmarus JDK
(global longit.strain mean - GLSm) -8,6%; ®B ITXX 39%, npononbHas aedopma-
us TDK (GLSm) -9.8%; KJIJ JIDK 56 mm (ungexc 128 %), KC JIK 46 mwm,
KJIO JDK 171 min, KCO JDK 124 mu; KJIO IDK 122 mn, KCO ITXK 74 M, ko-
HEYHO-AMacToJIMueckuid pasmep BoixogHoro Tpakta [DK (KJIP BT ITK) no anusn-
Hori ocu 40 mm (mHzmekc 24 mm/M2); Hepoctarounoctb MK (MR I cr.) u TK
(TRI ct.); o6bem JIII coctaBun 78 mi, oobem ITIT - 200 mut; cp. AJIA 28 mm
pT.cT. OGHapy»KeHbI NpU3HaKu TpadeKysipHoro crpoeHust Bepxyuku JDK, 3aane-
ooxoBbix otaenoB JDK, Bepxymku DK, Mexokemy109K0BOM MEpEeropoiKiu co CTO-
ponbl 10K, BbIsIBIEH HEKOMIAKTHBIM MHOKap] cBoOoaHoM cTtenku [DK. Tommuna
muokapaa [DK cocraBmma 7 mm, muokapaa JDK — 10 mm.

ITo marapiM CrimpoB3Il MakcuManbHBIM 00BbEM MOTPEOJICHUS KHCIOPOaa
(mukVO2) coctaBun 15,5 mu/kr/mun. [Ipu XM OKI BeisiBiienst: @I 6pagucucto-
mnaeckoit popmel co cpenneirt YCC 45 ya. B 1MuH; yactas moaruMopdHas Kely-
noukoBasi dskctpacucronus (QKOC> 300/gac); 3aperucTpupoBaHbl AMU30/bl CHH-
npoma Openepuka (AB 610kana 3 ct. ¢ Mud. YCC 24 ya. B 1 mun) u 6onee 40 ma-
POKCH3MOB HEYCTONUMBOM kenygoukoBoil Taxukapauu (HXKT) aByx mpaBoxemny-

JIOYKOBBIX MOp(]ooruii.
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[lo mamHBIM aHaMHE3a, pe3yJbTaTaM OOBEKTUBHBIX H JIAOOPATOPHO-
MHCTPYMEHTAJIbHBIX METOJIOB HCCIIEIOBAHMS ObUIM MCKJIIOUEHBI SKCTpaKapaualib-
Hele puunHbl OII: MeTabonyeckue u IEKTPOJIUTHBIE HAPYIICHHUs], 3a00JIeBaHUS
JIETKUX, UHTOKCUKAIUS U TIATOJOTUS IIIUTOBUIHOM keje3bl (ypOBHU TOpMOHOB T3,
T4, TTT' u anTtutena k TTI' B Hopme). [Ipu OMOXMMHYECKOM HMCCIIEIOBAaHUN KPO-
BU BBISIBJICHO TIOBBIIICHHE ypoBHEH chiBopoTouHoi KDK mo 293 U\L u MHII no
789 mur\mmons. [Ipu Bupycosnorudeckom (ITIIP) wmcciemoBaHwm, TeHETHYECKHUE
mapkepsl (PHK, JIHK) kapauoTponHbix BUPYCOB (3HTEPOBUPYC, BUPYC DIIITEH-
Ha-bapp, BUpyc BeTpsiHOM ocmbl, napBoBupyc B19, aneHoBupyc, BUpyC nMpocToro
reprieca, BUPYC Teprieca 4ejioBeka 6 THIa M ITMTOMETAJIOBUPYC) B CHIBOPOTKE U
KJIETOUYHBIX JIEMEHTaX KPOBH HE OOHAPYXKEHBI, CEPOJOTUYECKUE TECThl (TUTPHI
aHTHUTEN K aHTUTEHAM KapIHOMHUOITUTOB ¥ 8 BUPYCOB) OB OTPUIIATCIHLHBIMHU.

[Ipu cenexTuBHON aHTHOTpadUU KOPOHAPHBIX aPTEPUl MATOJIOTUN BEHEUHO-
ro pyciia He BbIABIeHO. C MOMOIIBI0 METO/Ia MAarHUTHO-PE30HAHCHOM ToMorpapuu
(MPT) BbIsiBIICHBI 3HAUWTENIbHBIC KapJuajdbHble U3MeHeHus: nuddy3Has nunarta-
1Us BCeX Kamep cepaia (B OoJblel CTETEHU MPaBbIX OT/AENIOB); CHUYKEHUE TJI0-
OoanbHOUM cokpaTtumoctu Muokapaa JIK u IDK; nokanbHble Menkue aHEeBpU3MAaTH-
YyecKre BhIMsSUMBaHus cBOOOomHON creHku [1DK Ge3 mpusHakoB McTOHUEHUs U 6€3
KUPOBOH MHPHUIBTpAIMK MHOKapJa\aMUKap/aa; BbIpOKEHHAs TPaOCKyJIsSIPHOCTD
muokapaa IDK (oTHolieHre HEKOMITAKTHOM K KOMIAKTHOM 4YacTH MHOKapja Co-
craBuio 2\1). 3akmouenue crenuanucta: MPT-npusnaku JIKMII, Henb3s wc-
KJIIFOUUTh ApPUTMOTCHHYIO KapJAUOMHUONATUIO/IUCIIIIA3UI0  MPABOTO KEITY0YKa
(AITKK).

C cornacusi MalMeHTKH, TPOBEAEHO MOJIEKYJISIPHO-TEHETUYECKOE HUCCIEH0-
BaHue s noucka myTanui B reHe JamuHa A\C (LMNA). Eme no moareepxie-
HUsA uHbOpMaK O ASPEKTHOM JJAMUHOBOM T'€HOTHIIE, MAIIUEHTKE TMPOBEICHA
MPEBEHTUBHAS WMIUIAHTaIMsA KapauoBeptepa-nepudpumiaropa (KB). Ho He-
CMOTpPSI Ha TPOBEJCHUE ONTUMAJILHONW MEIMKAMEHTO3HOW Tepamnuu, O0TMEUYajoCh
nanpHeliiee nporpeccupoBanne CH ¢ pa3BuTueM aciuTa U THApPOIEpUKaApAA.

[Ipu xouTposbHOM OXOKI' wuccrnenoBanuu (yepes 3 Mec MOCiE HUMIUIAHTAIUU
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KBJ) BeisBneno: ysenmuuenne KO JIK mo 180 mu u KCO JDK mo 140 mi; cHu-
xenne @B JDK no 22% u GLS JIXK no -5.2%; ysenuuerne KCO 1K mo 93 mi u
KJIO IDK no 131 mi; ymensienne ®B ITK no 29% u GLS TDK no -4.9%; ne-
roynas runeprensus (cp. AJIA 46 MM pT.cT.) W TMalMeHTKe ObLa BBHINOJHEHA
ycrenHas optoronuyeckas TpaHcrutantanus cepaua (TC).

B rucronorudeckux oOpasiiax MUOKapja 3KCIIAHTUPOBAHHOTO CEp/lia BbI-
SBJICHBI Hecrenupuieckue m3MeHeHus, xapakrtepubie it KMIL: muddysnasie
U3MEHEHUS MHUOIIMTOB, MHTEPCTULMAIBHBIN (UOpPO3, >KupoBas WHOUIBTpAIIUS.
[Tpu mopdomerpun obpasioB u3 oraenoB [DK BeisaBieHo GpuOpo3HO-KHUpPOBOE 3a-
MeIICHUE.

MonekynspHo-renetndeckoe uccinenoBanue rena LMNA nmposegeHo mero-
mamu SSCP u mpsMoro ceKkBeHHWpOBaHUS. BBISBICHO Te€TEpPO3WTOTHOE HOCUTEIh-
ctBo mytamuu Argl90Pro B TtperbeM sk3one. CoriacHo 0Oa3e maHHbIXx ODOSNP
NCBI, mnpencraBnenHas 3ameHa cooTBeTcTByeT ¢.569G>C B KI[HKLMNA
(NM_170708, rs267607571). Ha ypoBHe Oeika 3Ta MyTaImus IPUBOIANT K 3aMeIlle-
HUI0O aMHUHOKHUCIIOTHOTO OCTaTKa apruHuHa Ha nposivH B mo3uimu 190. Cnenyer
OTMETHTbh, YTO AT TO3MUIUS CUUTACTCS «TOPSYEH TOUYKOW» B CTPYKTypE JaMHUHA
A/C. Cornacno 6a3am ganuabix (UMD-LMNA, dbSNP NCBI), 3amena ¢.569G>C
(p.Arg190Pro) panee He ommcaHa, a €€ HOCUTENb YHUKaJICH. JlaHHbIC Pe3y/IbTaTOB
CHCIMATU3UPOBAHHON MporpaMmbl Jpred3 i aHaiM3a BTOPUYHON W TPETHUHOM
CTPYKTYpPBI MOJIEKYJ Oelika, C y4€TOM CBOMCTB aMHUHOKHUCIIOTHI MPOJHH U OCOOEH-
HOCTEH JOMEHHOU opraHuzaiuu jamuHa A/C, MO3BOJWIM ONPEACIUTh BBICOKYIO
natoreHHocTh MyTaruu Argl90Pro c BepostHocThiO 95-98%); Ta MyTarus sBIs-
€TCSl KPUTHYHOM ISl TPETUYHOM CTPYKTYpPHI O€JiKa U HE MO3BOJISIET €My B TOJHOM
MepE BBITIOJTHATH CBOU (YHKIIHH.

Oo6cy:xxnenue. [IpencraBieHHbIN KIMHUYECKUN Claydail JEMOHCTPUPYET aK-
TyaJIBHOCTh MTPOOJIEMBbI «CMEIIAHHBIX» U «IepeKphIBatomuxcs» ¢penotunos KMIIT
W, CBSI3aHHBIC C ATUM CIIOKHOCTH B jauarHocTuke. Ilanmentka K. mo 20 ner sBis-
nack 6eccumnToMHbiM HocuteneM LMNA myrtanum, nanee 3aboneBanue ae00TH-

poBasio ¢ HapyueHuss AB npoBoaumocTy, a kK 21 roay KW3HU BBISIBICHBI MPU3HA-
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KM aCUMITOMHOW OWHOMATBbHON AUCHYHKIUU 0€3 CTPYKTYpHOMW MAaTOJOTHU CEPII-
na. B Bo3pacte 23 net npamaTtuuecku crpemutensHoe pazsutue KMII, 6uBenTpu-
KysipHas AuchyHkuus u nporpeccupoBaHue CH nuxToBanu HE0OXOJIMMOCTh
MIPOBEJICHUS TPAHCIUIAHTAIIUH CEPALIA.

[IpeacTaBieHHbIN Cily4ail TEMOHCTPUPYET BCE KIMHUYECKHUE MPHU3HAKH Jia-
muH-accoruupoBantoit JIKMIT: 1) kpurepun L.Mestroni [1]: ®B JIXK 27% (xpu-
Tepuii<45%); yxopouenue ppakuuu OV 20% (<25%); KA JDK 56 mm; unmekc
KJIJ1 JOK 128% (koppurupoBaHHBIN 110 BO3PACTy M TUIOMIAIN IMOBEPXHOCTH Tela
uaaekc KJJ1 >117%); 2) manudecraus 001e3HU B BUJE J1e()EKTOB MPOBOIUMO-
ctu - AB-6mokaner 1-2 cr. (1-2 Mo0OuTna) 1 XpOHOTPOITHOW TUCHYHKIIUU CUHYCO-
BOTO y3J1a, HPE/IIICCTBYIONUX AUIATallud Cepala; 3) CyOKIMHUYEeCKash TUIIOTPO-
(Gus MpIIL HUWOKHUX KOHeyHocTed u mosbllieHne KOK (Mblieunbie quctpoduu
YacTO COMYTCTBYIOT JIAMHUHOMNATHIM; 4) OpaguapuTMHH C TPOTPECCUPYIOIIMM
HapyiieHueM AB-mipoBeneHHs 10 TOJHOW MOINEPEYHON OJIOKAJIbI, a TaKXKe IMOSB-
nenne cuukone u JKT, - Bce BbIlE MEpPEUNCICHHBIE MPU3HAKH XapaKTePHBI IS
namuH-cBsizanHoN JIKMIT 1A u 16 Tunos [2].

Opnako, Ha OCHOBaHMHM MOJIU(MUIIMPOBAHHBIX EBPOMEHCKUX KPHUTEPUEB
Marcus FI, McKenna WJ (2010r) BeisiBieHBI 1 «OOJBIION» U 2 «MaJIbIey KPUTE-
pun, no3Bosistomue npeanoaoxuts auarao3d AIDKK [3]. Tlo manueim DxoKI,
NOATBEPKACHHBIM pe3yiibTaramu MPT, BoisiBieH «Oosbiioin» npuzHak ATTKK:
KJIP BT IIK (wmnnas ocs) 40 MM ¢ nnaexcom 24 mm/m> (kputepuii — IDK B koH-
Ile IMACTONBI >32 MM, HHAEKC > 19 MM/M®) 1 OKabHBIE METKHE aHeBPH3MATHIC-
ckue BoimsiunBaHusi cBo0oaHoM ctenku [DK. ITo nanueiM XM OKI' u pesynbraram
THCTOJIOTHYECKON MOpP(HOMETpUH OMpeACICHbI 2 «Majbley» MpHu3Haka: 1) yactas
nonumopdHas KIC>6 teic/cyT («mainbiity kputrepuit >500 nmpaBokeny10UKOBBIX
HKCTPACUCTOJI B CYT) W mapokcu3mbl HeycTounBon KT ¢ mopdonorueit mosHoun
OJI0KaIbI TIPABOM HOXKKH MydKa («Manblid» KpuTepuii — mapokcusmel KT ¢ mop-
domnorueii 010kajbI JICBON HOXKKHU Iydka ['uca); 2) Hamuune > 60 % ocraToyHOrO
KoJmuecTBa KapauoMuoiuToB ¢ 40% ¢GpuOpo3HO-)KUPOBHIM 3aMEIIEHUEM MHOKap-

na ceobonnoi crenku IDK. JloctoBepHOCTh AMaruo3a onpeaensieTcs Mpu Haluduu
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2 «OOoNpIINX» KPUTEPUEB, 1 «OONBIIOTO» U 2 «MaJbIX», UIH 4 «MaJbIX» KPpUTEpH-
eB AIDKK [4]. OpnHako B Hamiem ciiydae HET BaKHBIX «OOJIBIIHAX» 3JIEKTPOKap-
nuorpaduueckux kputepueB AIDKK B Buzie XapakTepHbIX U3MEHEHUHN pEnospu-
3aIlMd MUOKap/a B MPaBbIX TPYAHBIX OTBEICHUSX (IMCUIOH-BOJIHA WJIM UHBEPCUS
T B orBenmenusx Vi-V3), a narrepubsl KT He cOOTBETCTBYIOT MOPGOJIOTHU OJI0Ka-
JIbl JIEBOU HOKKH ITyuKa [ 'uca.

Opnno3nayHo cioxHo onpeaenuts peHorun KMII y namuentku K. 9to Ou-
BeHTpUKYJLsipHBIN noarun AIDKK co craaueit 6one3nu, umutupyromieid JJKMII,
wm JIKMII ¢ neBo- u npaBoXXemy0UYKOBOM AuIaTauei, TuchyHKIued u TH-
nepTpadekynsapHocThio? Kak BbiienuTs gomuHupytoumi ¢penotun KMII? Ilpu
JKMII yamie mopakaroTcst JEBbIM WU 00a KelyJouka ¢ pa3BUTHUEM AWJIaTallud
Bcex nosiocter cepana u kapauomeranuu. st AIDKK xapakrepno nopaxkenue
MPEUMYIIECTBEHHO MPABOr0 KEIYJ0YKa, IMPU 3TOM KapJAUOMETrajaus W JIErOYHas
TUIepTeH3us HaomoaarTcst peako [3,4]. OCHOBHBIMU KIMHHUYSCKUMHM TPOSIBIICHU-
amu AIDKK sBnsitoTcst HapylieHus puTMa cepiia (MpaBoXKeIyJ0uKoBas dKCTpa-
cuctonus, KT u3 BeixogHoro otaena DK, ¢pubpuinsius sxemy104koB), a MaHU-
dbectupyromue npuzHaku JaMuHoBo [IKMII — 310 gedexTsl npoBojsiei cucre-
Mbl (AB-6mokansr), 6panuaputmun (CCCY), mapokcusmel KT u CH. Heobxomu-
MO elle y4ecTb 0COOEHHOCTH HEKOMMIAaKTHOro ctpoeHus: muokapaa JDK (B Hamem
ciydae HaOJro1anack OMBEHTPUKYJISIpHAS THIEPTPAOEKYISIPHOCTh C TOMUHUPOBA-
HueM TpadekysipHoctu [1DK, kpuTepuii OTHOIIEHHS] HEKOMIAKTHONW M KOMIIAKT-
HOM vacTell Mmuokapaa 2\1, HoO He B KJlaccu4eckoi (opme, Korja JOMUHUPYET He-
KOMITaKTHOCTh cTpoeHus JIK ¢ HeznauntensusiM BoBieueHnueM [ DK, a Haobopor).
[ToaTOMy 3TOT (PEHOTUIT COMHUTENIEH, TaK KaK HE MOATBEP>KIAETCS U JTUATHOCTHU-
yeckumu kputepusmu R. Jenni: cootHomenue N/C Oonee 2, rioe N - HEKOMITAKT-
HBIM ciioit muokapaa JIK, C - komnakTHeIi cinoit Muokapaa JDK; orcyrcTBue apy-
IUX COMYTCTBYIOIIMX AaHOMAJIMM Cepla; HaTIWYME MHOTOUYHCIECHHBIX, YPEZMEPHO
BbICTYNaronmx B nouocts JIK Tpabekyin ¢ riry0oKuMu MeXTpaOeKyIIpHBIMU MTPO-

CTpaHCTBaMH; HaJIM4YUE COOOMmamuxcs ¢ noaocthio JIXK mexTpabexymsipHbIxX
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IPOCTPAHCTB,  BU3YyAIH3UPYEMBIX C  IOMOILBIO  IBETHOI'O Jonriep-
Kapauorpaduyeckoro meroaa [5].

Takum 006pa3oM, y MalMEHTKU BbISBICHBI TATOTHOMOHUYHbBIE KIIMHUYECKHUE
npusHaku JamuHoBOM JIKMII: ckeneTHO-MbIlIeYHAsI TUTIO/TUTIEPTPOUS C TTOBBI-
menueM ypoBHs KOK, cumnroMubie Opaarnaput™Muu ¢ aedeKTaMmu MpoBOJIUMOCTH
B Buge AB-Onokanel u CCCY, nossienue PII u XT. 'eHeTnueckoe ucciieqoBa-
Hue (BoisaBiieHne LMNA muccenc-mytanun Argl90Pro) mosBommiio Bepuduimpo-
BaTh KapJAHAJIbHYIO JJaMuHONaThio. Ho Tak nu Bce nmpocto u ogHo3HayHO? C yue-
tom uHTepnpetanuu gaHHeix MPT u OxoKI', pe3ympraroB mopdomerpuu skc-
IUIAaHTUPOBAHHOTO cepaua, BeposTHocTh JIKMII B kauecTBe €IMHCTBEHHOIO (he-
HOTHMA CHUXaeTcsi. TeM OoJiee, UTO HEKOTOpPbIE aBTOPHI MoJyaratot, uyto JIK cepi-
112 BOBJIEKAETCS B MATOJIOTMYECKHUI TTpoLiecc 00iee YeM B MOJOBUHE CIy4yaeB 3a00-
nesanuii AIDDKK [6], pexxe BcTpewaercs mpeumyiectBeHHoe mopaxkenue JDK,
CBsI3aHHOE C JIe)eKTOM T'eHa JecMoruiakuHa [7]. Ho u3BecTHO, YTO M KUPOBAsi MH-
bunerpanust 1K He cuumtaeTcss JOCTATOUYHBIM MOP(POJOTMUYECKUM MPUZHAKOM
AIDKK, tak xkak HeOOJIbIIIME OTIIOKEHHS JKHUpa B MUKAP/IC U MUOKapJIE MepeaHe-
O00k0BOM U anukanbHOM obsacteit IDK, yBenuuuBaronmecs ¢ BO3pacToM U 1o Mepe
BO3pACTaHUs MacChl Tesia, HabI0Iat0TCs Y 3I0POBBIX JKIl. B muteparype mocnen-
HUX JIET BCTPEYAIOTCS MHOXECTBEHHBIE COOOIIECHUS O KIMHHYECKUX (Hopmax
KMII co cMemaHHbIMU U NEPEKPHIBAIOIIUMHUCS (EeHOTUIaMHU. ABTOpbI COOOIA-
I0T O HAOJIOJIEHUAX C coYeTaromMMucss MophodyHKIMOHATBHBIMA (EHOTUIAMU
['KMII u AIDKK ¢ nekomnaktabsiM ctpoeHueM JIK, ¢ Tpanchopmarmeit runep-
Tpoduueckoro u HekoMmakTHoro ¢penorurnos B JIKMII, a Takke KIuHUYECKUE CH-
tyanuu ¢ quHamudeckumu Genotunamu AIDKK, aexommaktaoit KMIT u JIKMII,
BbI3BAaHHBIMM PA3IMYHBIMU (DOpMaMU MHUOKApAUTOB. MHOrMe HMccieqoBaTeNu Mo-
nararoT, yto AIDKK wacTo coyertaeTcss Kak ¢ IpyrMMH I'€HETHYECKUMHU KapJauo-
MUOTIATUSIMU, TaK U € WH(DEKIIMOHHO-UMMYHHBIM MuoKapautoM (10 50% 60i1b-
HBIX) [8,9].

MoJIeKyIIpHO-TEHETUYECKUE HUCCIEIOBAaHUS IOCIEIHEr0 JAECATUIIECTHS

MIPOU3BENIHM PEBOJIFOIIMOHHBIN MTepeBOpPOT B MoHUMaHuu naroduznoiorun KMII u B
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JIMarHOCTUYECKUX BO3MOMKHOCTSIX. YK€ U3BECTHO, UTO KJIMHUYECKAsi U T€HEeTHYe-
ckas crpykrypa JKMII kpaitHe cioxkHa U reTeporeHHa, CylmeCcTBYIOT 3HAUUTEIb-
HbIE MEPEKPECThl MEXAY (PEHOTHUIIAMU U TeHOTUINaMu. MyTaluu TeHOB, KOIUPY-
IOLIUX JIECMOCOMaJIbHbIE OETKU, CYUTAIOTCS OJHOM 13 ocHOBHBIX npuunH ATDKK.
Ho B 2012r mosiBunuch mepBeie coobmieHus G.Quarta o 1aMUHOBBIX MyTaIlUsX,
cBs3aHHbIX ¢ ¢penotunom AITKK, u B mocnegHue rojibl HEPEAKO PErUCTPUPYIOTCS
Cllydad JIaMUHOBBIX Mytanui (0e-novo), mpuBoasmmx k pazsutuio AIDKK u
KMII nekommnakTHOro mMuokapzaa [10], HO 1aMHUHOBBIC TeHHBIC AHOMAJIUU BCTpPE-
YarTCsA 3HAYUTENBbHO 4ame B ciaydasx JKMIIL. Bo3moxkHO, KIMHMYECKOE CXOA-
ctBo (penotunoB AITKK u JIKMII (moatun AITKK ¢ GUBEHTpUKYJISIpPHBIM MOpa-
xenueM umutupyet penorun JIKMIIL, a y nanmentoB ¢ JJKMII noBonbHO yacTo
BCTPEUAIOTCSl MPABOXKEIYI0UKOBasl AuiaTanus U JTUCPYHKUIUS C TUNEPTpadeKy-
asipHocThiO [1DK) MokeT ObITh 00YCIIOBIEHO MX 00IIel TeHETUYECKOM MaTOJOTUEH.
B 2013r nosumuch cooOuieHust o0 HoBbix LMNA myTarusx, acColMMpoOBaHHbBIX C
ouHoganbHOM AuchyHkuuerd u penorurnom JKMII, mo HEKOTOpPBIM KpUTEpHIM
cxonubM ¢ AIDKK [11]; B T.u. myTamus LMNA, phesszser, BBISIBICHHAS Y 5 4IeHOB
cembu C JIKMII, cxogHa no peHOTUNMHYECKUM MPU3HAKAM C KIMHUYECKUMU MpO-
sBJICHUSIMU 3a00sieBanus K.

Hosas cucrema knaccudpukanun MOGES [12] mo3BosisieT npeacTaBUTh Jana-
rHO3 B JIAHHOM KJIMHUYECKOM CJIydae HaubOoJiee TOYHBIM, JACTAIHHBIM U KPATKUM.
BykBeHHBIN MHIMBUIYAIBHBIN KOJ O00e3Hu narueHTku K. Oyner BBITIsSIeTh clie-
IYIOIIAM 00pa3oM: MD[CHB+sI0WAF+nsVT]+AOH+M[TSCPK] Gn EG-DN-LMNA[3exon:p,Ar9190Pro] Sp.
iv, T MOP(PODYHKIHMOHAIBHBIA QEHOTUI — Mp[cHB+slowAF+nsvT+A = TTPEICTABIIAET
cMmemaHHbli (mepekpoiBaronuiicsi) BapuanT KMIT (D - nunaranuonHbiii GpeHoTHm
+ A - apuTMOreHHasl TPaBOXKEIyJA04YKOBas kKapauomuornarusi), slow AF — Opa-
nucucroianueckas ¢uopwnsiius npencepauii ¢ CHB (complete heart block —
nosHas AB Onokana cepama); NSVT — neycroiunBbie mapokcusMbl XKT; O v
[1sCPK] - TIOP@KEHHBIE OPIaHbl: cepale - H 1 BOBIECYEHHBIE CKENETHBIE MBIIIIIBI —
M ¢ noBeiieHabiM ypoBHeM KDK- 1SCPK ; Gy - dhopma 3aboeBanust HeHace-

ctBeHHaAA - N; E gpN-LMNA[3 exon: p. Argigopro] - PTHOIOTHS reHeTHueckas (G), BbLsBIIe-
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Ha muccenc mytanus LMNA de novo (DN-de novo); Sp.jv cepaedHas HerocTaTou-
HOCTb cooTBeTcTBYeT D-)y 1 OK |y NYHA.

JIJist UCKITIOYEHHS IPYTUX TeHHbIX MyTanui y nauueHtku K. Obut nmpoBezeH
Ooree neTajabHBIA TEHOMHBIM aHAIMW3 C KCIOJIb30BAHWEM Kapauo-manenu 48 re-
HOB-KaHauaaToB, oTBeTcTBeHHBIX 32 KMII (ILLUMINA), T.K. cMelaHHble (eHO-
tunbl KMIT Hepenko MMEIOT HECKOIBKO T€HHBIX MYyTaIllil, XOTS 4aCTO U OJ{HA MY-
Taldsg TEeHa CBsI3aHAa C HECKOJbKUMH (peHOoTHIIaMH. B KadecTBe MOTEHIIMATbHBIX
IeHOB-KaHUIaTOB Mbl, €CTECTBEHHO, pACCMaTPUBAJIU BCE JECMOCOMAJIbHBIE TCHBI,
orBeTcTBeHHBIE 3a pazuTue AIDKK. Onnako, 3a MCKIIOYEHUEM HECKOJbKUX WH-
TpoHHBIX TosuMopdu3mMoB (SNPS) renoB ANKRD1 (amkupun), TMEM43 (ren
TpancmeMOpanHoro 6enka) u ABCC9, a takxke aByx necmocomanbHbix SNPS -
DSC2 (mecmoxommu 2): 1561731921, rs1893963 u DSG2 (aecmoriienH 2):
rs2278792, npyrux matoreHHbIX MyTaiui 4/ reHoB He BbIABWIM. HO mOIHOCTHIO
UCKIIIOUUTH BJIMSIHUE Ha (DEHOTUN UACHTU(GHUIIMPOBAHHBIX JECMOCOMAIIBHBIX TI0-
auMop(pu3MOB, BeTpedaronuxcs B oomel momysanuu ¢ gactotor 10-20%, sBis-
eTcsl KpailHe 3aTpyAHUTENIbHBIM. Heb3st UCKITI0UuTh, 4To, B npucyrctBud LMNA
MyTaIy, TpY momMopdu3Ma IByX AecMocoManbHbIX reHoB DSC2 u DSG2 moryT
MOTEHIIMPOBATh MATOTEHHYI0 aKTUBHOCTh MyTalMH. Takue MeXaHWU3Mbl B3aHMO-
JEeNUCTBUS TPEOYIOT aTbHENIIIEro N3y4eHusl.

B macrosmiee BpeMs auaraos 0ojie3HHM manueHTKH K. MBI mpeacTaBisieM B
BUJIE UHIUBUAYAIBHOTO MEXKAYHAPOAHOIO KOHA: MpcHB + slowAF + nsvT] +
AOuivr1scrk] Gn EG - DN - LMNA [3exon:p.Arg190pro]: HO CyIIECTBYET BEPOATHOCTH M3MEHE-
HUS HEKOTOPBIX OYKBEHHBIX CHMBOJIOB ITOCJIC PACIIMPEHUS CIIEKTPa TeHETHYECKO-
ro aHajgu3a C HCIOJIb30BAHUEM IOJTHOTEHOMHO-TIPOTEOMHBIX HCCIICIOBAaHUN U
HAKOIIJICHUSI HOBBIX 3HAHHM.
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HOPAKEHHUE CEPALA ITPU CITOHANJIOAPTPOITATHUAX
Baponsko U.A., I'puropuyk 1.11.

YO «benopycckuti cocyoapcmeeHnblil MeOuyuHckuil ynugsepcumem", Mumnck

Cnongunoaptponatuu (CITA) cocTaBistoT rpynny B3auMOCBS3aHHBIX, KIIU-
HUYECKU «IEPECEKAIOIIUXCA» XPOHUUYECKUX BOCIAIUTEIBHBIX PEBMATUYECKUX 3a-
OoJeBaHUM, KOTOpas BKJIIOYAECT MAMONATAYECKUA aHKUJIO3UPYIOMIMM CHOHIUIIUT
(AC), peaktuBHbIl apTpuThl (PeA), ncopuaTuyeckuil apTpuT, SHTEPONATUUECKUE
apTpuThl U HenudpepeHIpoBaHHbIe crioHauIoapTponaruu. KapauansHeie mopa-
YKEHHUSI, KaK MPABUIIO, HE SIBJISIFOLIMECS OCHOBHBIMU MATOJIOTMYECKUMU MPOSIBIICHH-
amu CIIA, onucansl npu Bcex 3a00JIEBaHUAX JAHHOM TPYIIbI, OJIHAKO, HauboJiee
xapaktepHbl 111 AC u PeA u BcTpedaroTcs B BUAE M30JUPOBAHHOW aOpTAIBHOU
pEryprutalii M aTpUOBEHTPUKYISIpHOM Ojokaabl. CooOIIaeTcs Takke O MUT-
pabHOW PErypruTalii, MUOKApAUATbHON (CHCTOMUYECKONH M JUACTOJIMYECKOM )
TUChYHKIIMK, HApYLIEHUSX pUTMa (CHHYCOBOM Opaaukapanu, (GUOpHUIAIAN
npeacepauil), nepukapIuTe.

AopranbHas peryprutainus (AP) Ha ¢one aoptura nuarHocTHpyeTcs MO
MHEHUIO pa3HbIX aBTOpPOB mpumepHo y 2-10 % GonpabIX AC, mpuuém, e€ yacToTta
3aBUCUT OT AjuTeabHOCTH Oose3Hu. [lokazaHo, 4To MOP(OIOrHYECKYIO OCHOBY
AOpTHUTA COCTABJISIIOT U3MEHEHHUS, IPOUCXOSIINE B CTEHKE KaK CaMOW aopThl, TaK
¥ Vvasa vasorum: mposivdepanusi UHTUMBbI, O4aroBasi JECTPYKIHUS 3JIACTUYECKON
TKaHU BOCHAJIHUTEIbHBIMU KJIETKaMu, (PuOpo3 U yTOJNIIEHUE aJBEHTHUINH, TIEPH-
BaCKyJIsipHAss MH(PWIHTPAIUS BOCHAIUTEIBHBIMUA KJICTKAMUA M OOIUTEPHUPYIONTUI
SHAAPTEPUUT Vasa vasorum. CrieacTBUEM 3TUX BOCHATUTENbHBIX MPOLIECCOB SIBJISA-
eTCsl AWISITallsl KOPHS aOpThl U PA3BUTHE AOPTAIILHOW HEOCTATOYHOCTH. Makpo-

CKOIIMYECKU CTEHKA AaOpTHI IPHU ITOM IIPEACTABISACTCS YTOJIEHHOU, YIJIOTHEH-
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HOM, (QuOpo3HO M3MeHEHHON. DUOPO3HbIE M3MEHEHHUs, KaK MpPaBUio, Hanboiee
BBIp2XEHBI B 00JaCTH KOPHS aOpThl, HWXKE OCHOBaHMs KianaHa. Muorna ¢ubpos-
Hasl TKaHb 00pa3yeT JIOKaJIbHOE YTOJIIIEHUE B 3aJHEH CTEHKE OCHOBAaHUS aOpThl B
Buzie rpedHs, BuepBbie onucannoe Bulkley and Roberts 8 1973 r. npu ayroricun y
naiueHToB ¢ AC, ¥ B JajibHeNIEM 0003HAYAIOLIEECs MPU dXOKapauorpapuu Kak
«subaortic bump».

K AP npuBomsaT m3MeHEHHs|, 3aTparMBarolIMe Kak CTEHKY aopThl, TaK U
CTBOPKH aOpTaJbHOIO KianaHa: (uOpo3 U YTOJIIEHUE CTBOPOK, HUCXOAIIAs pe-
TPaKIUsl CTBOPOK, Aeopmaliusi KpaeB CTBOPOK. DTU MpPHU3HAKU OBLIM OMUCAHBI Y
nanneHToB ¢ AC u npyrumu CIIA. XapakTepHO OTCYTCTBUE aOPTAIBHOTO CTEHO3a,
XOTSI MOKET BBICIIYIIUBATHCS TOCTATOYHO MHTEHCHUBHBINA CUCTOJIMYECKUN LIYM Ha
aopTe, 00YCIOBICHHBIN yBEINYECHHEM CHCTOJIMYECKOTO 00BhEMA JIEBOTO JKETyI0U-
Ka U YCKOPEHHBIM KPOBOTOKOM uepe3 aopraibHoe orBepctue. Yacrota AP mpu
CIIA TouyHO Heu3BecTHa. VIMerOTCsl OTAEIbHBIE PAOOTHI, MOCBALIEHHBIE MOPaXKe-
HUIO aopTaimbHOro kiamaHa npu PeA. Tak, A.E. Good et al. mpu obcnenoBanuu
164 narmuentoB ¢ PeA y verBepbix BoisiBiIU AP (2,8%). C apyroii cTOpoHbI, y
tpoux u3 100 uenoBek ¢ nzonmupoBanHoit AP nuarHoctupyercst PeA. Murpanbnas
perypruTaiusi BCTpeYaeTcsl 3HAYUTENIbHO PEKE U MOXKET ObITh O0YCIIOBJIEHA JTUJIS-
TalUel JIEBOTO JKeTy10UKa BCJIEACTBUE NMOPAKEHUS a0PTAJILHOTO KJIalaHa.

ATpuoBeHTpuKysipHas Onokana onuckiBaetcs npu AC u PeA ¢ 1940-x rr.
U cuuTaeTcs Haubosiee 4YacThIM KapAHaJbHBIM NPOSBICHHEM 3TOW marosnoruu. B
OJTHOM M3 TIEPBBIX McciaeaoBanuii mpu anamuse oobraaor JKI y 190 manueHToB ¢
AC arpuoBentpuxysipaas (AB) Onokana 1 crenmenu Oblia BeisiBIeHa y 29 yerno-
BEK U 3 cTeneHu — y 3 4yesoBeK. BrocneacTBum okas3anock, 4TO HapyLIEHHE MPO-
BOJMMOCTH MOXET HOCHUTH MPEXOISIINN XapaKkTep, YTO ObUIO MOKa3aHO HA CEpUu
OKT' y nnutensHO HabmogaBmuxcs narueHToB ¢ AC. PasHooOpa3Hbie HapyIICHMS
IPOBOAMMOCTH, BKiouass AB UM BHyTpHXKenyAO4YKOBBIE OJIOKaAbl, OOHAPYKHBA-
JUCh B pa3HOE BpEeMs MOUTH y TPeTH marueHToB. [Ipexoasmuit xapaktep OI0KaIbI,
BO3MOKHO, JIOKa3bIBAET, YTO B €€ OCHOBE JIC)KUT PEUUAUBUPYIOIINI BOCTIATUTEIb-

HBIN TIpoliecc, JJOKaJIU30BaHHbIA B 00acT AB y3na. B 1ienom, kak mokasaiu Hc-
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CJIEIOBAHUS Ha OOJIBIION TPYMIE MAIMEHTOB-MYKYWH, HAOIIOMAOMIMXCA Y Kap-
JTMOJIOTOB C MOCTOSIHHBIM BOJUTENIEM puTMa cepiua, ot 15 no 20 % takux namm-
€HTOB MOTYT UMETh KaKylo-1100 (popMy CHOHIUIOAPTPUTA B KaUu€CTBE MPUUUHBI
HapYIIEHUS MPOBOIUMOCTH.

[To maHHBIM HaAIUX COOCTBEHHBIX MCCIIEIOBAHUN KapAUOJIOTUYECKHE MPO-
ABJICHUS Yy marueHToB ¢ PeA BwisBieHbl B 2% ciydaeB (o0cnemoBano 180 mamm-
eHToB). B wactHocTH, y 1 manuenTta Owuia 3apeructpupoBana AB Giokama 1 cre-
MEHU U y OJHOTO - A0PTUT C (HOPMHUPOBAHHEM AOPTAIBHOW HEJOCTATOYHOCTU 2
cTerneHu. Paznmuuusi B 4acTOTE BBIABICHHS 3TOW KApIHAJIbHOW MATOJOTHM IPU
CpPaBHEHUU C JIUTEPATYPHBIMHU JAaHHBIMH, BO3MOXKHO, 0OCCIICYCHO BKIIOYECHHUEM B
MCCJICIOBAHUE MAIIMEHTOB C OCTPHIM TEUCHHEM 3a00JICBAHMUS.

CooOmennii 00 n3mMeHeHusx Muokapaa npu AC 10CTaTOYHO, XOTSI UHTEp-
IpeTamus dTUX JAHHBIX 3aTPyJHEHA U3-32 HECHEIM(PUIHOCTH KIMHUYECKUX TPO-
spiennid. Jlyia uccnenoBanusi coctostHus muokapnaa npu CIIA ucnonas30Bavch
aXoKapauorpaduuecKue, TUCTONIOTMYECKUE, aHTHorpadguieckue MeToauku. Orie-
HUBAJIMCh TOKa3aTeNlu (PYHKIUMHU JIEBOTO kenyaouka y nanueHToB ¢ AC u PeA, ne
UMEIOINX aOPTAJILHON PETyPTUTAIMH, CYIIECTBEHHBIX HAPYIICHUH MPOBOIUMO-
CTH, a TaKXKe JIPYrux 3a00JIeBaHUI, TAaKUX KaK apTepuaibHasi TUIIEPTEH3US WM
TabeT, KOTOpbhle MOTJIM Obl MPUBECTH K AUCHYHKIUU JIEBOTO Kemyaouka. [lpu
ATOM BBISBIISUTUCH JAWJIATAIAS U CHIDKCHHE COKPATUTEIHHOU (DYHKIIMH JICBOTO JKE-
JyJI0OYKa, HApyIIEHUE PAaHHErO TUACTOJIMYECKOrO HAIMOIHEHUS, MPU3HAKU CHUCTO-
JUYECKON AUCHYHKINUU. [ MCTOIOTHYECKUE UCCICTOBAHMS JEMOHCTPUPOBAIH yME-
penHoe nudgdy3Hoe pazpacTaHre UHTEPCTULIMATBHON COSTMHUTEIILHOW TKaHU MPHU
OTCYTCTBUU BOCIHAJIUTEIBHBIX W3MEHEHHH WJIM aMHJIOWAHBIX Jerno3uToB. Kakux-
00 KOPPENSIUI ¢ BO3PAcTOM IMAIIMEHTOB, JTUTEIHHOCTBIO 3a00JI€BaHus, IMOpa-
KEHUEM Tiepu(epruecKrX CyCTaBOB BBIABICHO HE ObU10. KimHUueckoe 3HadeHue
ATUX JAHHBIX, TTO-BUANMOMY, TPeOYET NabHEUINEro yTOUHEHHS.

B 3akmroueHue ciemyeT OTMETUTh, YTO MOPAKSHUS MHOKap/1a MOTYT 3a0J1-
TO MPEIIeCTBOBATh PA3BUTUIO CYCTaBHOM CHMITOMATHKHU WU ITPOTEKaTh Ha (hoHE

MaJIOCUMIOTOMHOM KapTHUHBI TIMOPAXCHHA OIIOPHO-ABHUIATCIBHOIO aIllrapara IIpHu
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CIIA. B oOcnenoBanuu Takux MAlMEHTOB NPUHMMAIOT Y4acTHE BPAayd MHOTUX
CHGHH&HBHOCTeﬁ — Oq)TaJ'IBMOJ'IOFI/I, KapanoJoru, AcpmMaTojioru, pCBMarToJIoru, 1
KOTOPLIX 3HAHUC CIIOHAUJIOAPTPUTOB U UX CHUCTCMHBIX HpOSIBJ'IeHI/Iﬁ IIOMOZKCET IIpa-
BHJIBHO 1 CBOCBPCMCHHO OLICHUTH UMCIOIINCCA KIIMHUYCCKUC JTaHHBIC.
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YHUKAJIBHBIA JOMNIIJIEPOTPAOUYECKHWN MATTEPH U DKI'
P AIIMKAJIBHOM TMITEPTPO®HUUYECKON KAPJIUOMUOIIATUN
C BHYTPUXKEJYJJOUKOBOM OBCTPYKIIUEN
Beprunckuii E.A., Yk C.A.} Kapuxnna M.IL.,” HoBukosa M.B.?
'I'VO «benopyccras MeOuyuncKas axademus nocieOuniomMHo20
obpazosanusny,’V3 «2-s 20podckas KnuHuuecKkas 60abHuyay, Munck

BBenenne. 'mneprpoduueckas kapauomuonatus (I'KMII) mpencrasmiser
co00 MEepBUYHOE MOPAKEHUE MHUOKapja, 0O0YyCIOBIEHHOE I'€HETUYECKOW HEmoJI-
HOILICHHOCTBIO COKPATUTENbHBIX OEJIKOB, U XapaKTepU3yeTcsl runepTpodueil geBo-
ro eIyJo4Ka IpU OTCYTCTBUHU CEPACYHON WM CUCTEMHOM npuuyuHbl. Hanbonee
4acTO BCTpPEUaeMblil BapuaHT 3a00JIeBaHUs MPEACTABIEH AaCUMMETPUYHON TUIEp-
Tpopuell Mex:KeIyJ0YKOBOM IMEPEropoJKU € OOCTPYKUMEH BBIHOCALIETO TPaKTa
JIEBOTO Kelly1ouka. Pexxe BcTpeuaroTest (popMbl ¢ BHYTPHIKETYIOUKOBOM 00CTPYK-
nueil Ha (oHe NMPeuMyIIECTBEHHONW THIEPTPO(UU CPETHUX CErMEHTOB MEXIKETY-
JIOYKOBOM MEPErOpPOJIKM M CBOOOJHON CTEHKHU JIEBOTO KEJIYJ0UYKa M HEPEIKO TH-
neprpodupoBanHoi mamwuIsipHOH Mbimiel [1,2]. [Ipu anukaneHBIX BapuaHTax
['KMII otmeuaeTcsi mpeuMylleCTBEHHAsl TUIIEPTPO(dUsI BEPXYUIEUHOIO PErnoHa ¢
HEPEIKUM BOBJICYCHHEM CPEIUHHBIX cermMeHToB [3]. [anHas ¢opma oTiimvaeTcs B
OOJBIIMHCTBE Cly4yaeB JOOpPOKaueCTBEHHBIM TeueHueM. OJHaKo y psja MalueH-
TOB C alMKaJIbHBIMU UJIM CPEAHE-KETYIOUKOBBIMU BapUaHTAMU MOXKET pPa3BUBATh-
Csl aHEBpU3Ma B 00JIaCTH BEPXYILKH JIEBOTO XKellyouka C (GOpMUPOBAHUEM TPOM-
0oB m mocaenyrompmu dmoonusmu [4]. KpoMe Toro, naHHoe OCIOXHEHHE acco-
LHUUPYETCS C MOBBIIIEHHBIM PUCKOM Pa3BUTHUS KEITYJOUYKOBBIX apUTMUH, cepaey-
HOW HEIOCTATOYHOCTH M BHe3amHou cmeptu [5]. B ocHoBe dopmupoBanus amu-
KQJIBHBIX aHEBPHU3M, KaK IOJIAraroT, JEKUT XPOHUUYECKasl UILEMHS ITOTO PETHOHA,
a TaK)K€ HAJIMYUE T'PAJUEHTA JAaBJICHUS MEXIY BEPXYIIKOW JIEBOTO KEIyAOUYKa U
ero 0Oa3ajbHBIMH OTAEIAMH B Clydae CpeaHe-)KeayI04KoBOH oOCTpykiuu [6].
TpancropakanbHas 3Xxokapauorpadus Jajleko HE BO BCEX CIIydasiX MO3BOJISET BbI-
SBJISATH BEPXYILIEYHbIE aHEBPU3MBbI, OCOOEHHO HEOOJBIINX Pa3MEPOB, a HUCHIOIb30-

BaHMC  TaKOro «30JIOTOr0 cTangapTa» I HMX JUArHOCTHUKHM, KaK MArHuTHO-
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pe3oHaHCHOM ToMorpaduu He Bceraa noctymHo [5]. B mocneanee Bpems onucan
psaa nonmuieporpauuecKux IpU3HAKOB, KOTOPBIE MTOKA3aId BBICOKYIO CIIeLM(pUY-
HOCTb B JMarHOCTHKE BEpPXYIIECYHBIX AHEBPHU3M IIPHM ANUKAJIBHBIX M CpPEIHE-
xemynoukoBeix Gopmax ['KMII [7-9]. BuyTpmkemymodkoBas OOCTPYKIHS WM
BHYTPMKETY0UKOBBIN TpanueHT (<30 MM PT.CT.) XOPOILIO M3BECTHBI ¥ OMUCAHBI Y
HalUeHTOB ¢ ykasaHHbIMH Bapuantamu ' KMII [2]. IIpu sTom B cucroiy peru-
CTPUPYETCSI CKOPOCTHOM IMOTOK C TUIMYHOU aKIEHTyallued MaKCUMaJIbHON CKOPO-
CTH BO BTOpOM ero nojoBuHe. OMHAKO Y NALUEHTOB C allMKAJIbHBIMU aHEBPU3MAMHU
IIPOUCXOJIUT IPEPHIBAHUE TAKOI'O0 ITOTOKA BO BTOPYIO IIOJIOBHHY CHCTOJIBI H3-3a
BBIPAKEHHON BHYTPHKEIYAOUYKOBOM OOCTpYKUMH Ha ()OHE HU3KOTO IpaJMEHTa
JABJICHUSI MEXIY allMKaJIbHbIM PErMOHOM M OCHOBHOMW IIOJIOCTBIO JIEBOTO JKEITY-
nouka [8]. Ilpu 3TOM yacTh 0ObeMa KpPOBH OCTACTCS B TOJOCTH AHEBPU3MBI H
HAa4YMHAET MOCTYyNaTh OTTY/A B IIEPBYIO MTOJIOBUHY JUACTOJIBI (IIOCIE UCUE3HOBEHUS
BHYTPHUKEITYT0UKOBONH OOCTPYKILINH), MPOSIBIIAACH TaK HAa3bIBAEMBIM IapaJiOKCallb-
HBIM (OT BEPXYILIKH K OCHOBAaHHUIO JIEBOTO JKEJIyI0YKa) JTUACTOIUYECKHUM KPOBOTO-

KoM (puc.l).

Pucynok 1 - IIpepbiBaHre BHYTPUKETYIOUKOBOTO IMOTOKA BO BTOPYIO TOJIO-
BUHY CHUCTOJIbI (MEXKIY CTpEJKaMHU) M3-3a BHIPAXKEHHOCTHU BHYTPHKEIYI0YKOBON
OOCTPYKLHHU C TOCIEAYIOMNUM (HOPMHUPOBAHHEM MapajoKCaIbHOIO JUACTOIMYe-
CKOT'O ITOTOKa B IEPBYIO MOJOBUHY IUACTOJbI (TIOCIIE 2-i CTPENIKH)

Taxum 00pa3oM, npepbIBaHUE CUCTOJIMYECKOTO CUTHAJIA U MapaioKCaIbHbIN

)II/IaCTOJ'H/FICCKI/II‘/II IMOTOK ABJIAIOTCA PA3JIMYHBIMU IIPOABJICHUAMU OJHOT'O U TOT'O KE
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naTo(pU3NOIOTHIECKOTO Tporiecca. [1o JaHHBIM HEMHOTOYHCICHHBIX JIUTEPATYP-
HBIX MCTOYHUKOB CHEIU(UIHOCTH ATOTO JOMILICPOrpaduyecKOro marrepHa s
anyKaIbHBIX aHeBpU3M JocTuraeT 99,6% u oH MpakTHYECKH HE BCTpEUaeTcs y Ia-
IIUEHTOB 0€3 anuKaJIbHBIX aHeBpu3M [8,9].

Jpyrum BaxkHeHmuM uHCTpyMeHTOM auarHoctuku ['KMII sBisercs OKI'.
Benymuii kputepuii anukaibHBIX (OPM TPEJACTABICH TUTAHTCKUMH HWHBEPTUPO-
BaHHbIMU 3yOuamu T B rpyaHbIX oTBeAeHusX (Oonee 10MM) ¢ aenpeccueit cerMeH-
ta ST [3]. XapakTepHbIM Takke OyJCT MPUCYTCTBUE BOJIBTAXKHBIX MPU3HAKOB I'H-
nepTpoduu MHOKapnaa JieBoro skemymouka. [Ipu ¢gopmupoBaHUM aHEBpU3MBI B
anukanbHoM pernoHe DKI' kapTuHa cymiectBeHHO MeHsierca. OOpamiaer Ha ceOst
BHUMAaHHE PA3IMYHON CTENEHU BBIPAKEHHOCTH djieBaius cermeHta ST B oTBelie-
HusX V3-V5 (> 1mMm otcryns 80 Mc oT TOUKH J) C yMEHBIICHUEM aMIUTATYIbI 3y0-
1oB R B atux orBemenusax [9,10]. CrnenuduvyHoCTs JAaHHOTO MpHU3HAKA MpU (Hop-
MUPOBaHUU BEPXYIICYHON aHEBPU3MBI COCTABIISIET MO HEKOTOPHIM JaHHBIM 98,7%
[9].

Knunnveckoe nadmwoaenue: Ilanuentka C. 5711, mocTtynuia B KapAauoJo-
TUYECKOE OT/AEJIEHUE B CBSI3U C BhIpaXXCHHBIMU M3MeHeHusiMu Ha DKI' B Buae ot-
punaTeNbHBIX 3y01oB T B TPYAHBIX U CTAHAAPTHBIX OTBEJCHUAX C HE3HAYUTEb-

HoOM aneBanuert cermenta ST B orBeneHusx V3-V6 (puc.2).

W Mol TH W VET L) ESILT

Pucynox 2 - U3menenus 3yomoB T u cermenta ST B CTaHAApTHBIX U TPY/I-

HBIX OTBCIACHMSIX
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[Ipu ynbTpa3ByKOBOM MCCIIEIOBAHUU CEPJLIAa JUATHOCTUPOBAHA AllMKAJIbHAS
runepTpopuueckas KapAUOMHOIIATHSA C BOBJIECYEHUEM CPEIUHHBIX CETMEHTOB JiE-
BOT'O JKEIYJOUKa (KOHEUHO-IUACTOIMYECKAsl TOJIIUHA BEPXYLIEUHbIX U CPEAHMX
cerMeHToB cocTaBisia 18-19 MM npu HOpManibHOM TonHE 0a3aabHBIX CETMEH-
ToB). OOpamiana Ha ceOs BHUMAHUE TUIIOKWHE3Ms allMKaJbHBIX cerMeHToB. Ilpu
JIOTIIIJIEPOBCKOM  MCCIIEJJOBAHUM BBISIBJICHBl BHYTPUKEIYAO0UYKOBas OOCTPYKLHUs
(ToycTas cTpenka) ¢ TpaJueHTOM JaBieHus 38 MM PT.CT. U MPEphIBaHUE KPOBOTO-
Ka BO BTOPYIO IOJIOBUHY CHCTOJBI, @ TaKKe€ NapaJOKCAJIbHbIN AMACTOINYECKUN

MOTOK C TPAJIMEHTOM JaBjieHust 16 MM pT.cT. (TOHKas cTpenka) (puc.3).

2-aTKb FR 30Hz 17.0cm MI 0.07 20-11-2014
OxoKT B3pocn. P2-4BA MpH. THUM 15 10:33:38

o

|

Pucynok 3 - BHyTpmxkenynoukoBas oOCTpyKius (TOJCTast CTpENIKa) U mapa-
JIOKCAJIbHBIM TUACTOIMYECKUIN rpaiueHT (TOHKask CTPENKA)

BeiBoasbl. 1.IIpepsiBaHNe CUCTOIMYECKOTO MOTOKA MPU BHYTPHKEIYI0UYKO-
BOM OOCTPYKLIMH U HaJU4He NMapajoKCAIbHOIO TUACTOIMYECKOr0 KpOBOTOKA y Ma-
uueHToB ¢ anukanbHo 'KMIT Hapsany ¢ xapaktepubiMu naMenenusimu OKI (uH-
Bepcust T ¢ aneBarueit cermenTa ST orBenenusx V3-V6) MoryT cBUAETEIHCTBO-
BaTh 0 (POPMUPOBAHUU BEPXYIICUHOM aHEBPU3MBI. 2.YKa3aHHbIE YIbTPa3BYKOBbHIE
U 3JIEKTpOKapArorpaduueckue IposBICHUS SBISIOTCS aOCOMIOTHBIMU MTOKA3aHUs-
MU K IPOBEICHUI0 MAarHUTHO-PE30HAHCHON TOMOrpauu ¢ y4eTOM BBICOKOW CTe-
MIEHU BEPOSITHOCTU AlUKAIbHBIX aHEBPU3M.
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HOPA’KEHUE MUOKAPJIA Y HAIIMEHTOB C CUCTEMHBIMUA
3ABOJIEBAHUSIMA COEJIMHUTEJBHOM TKAHU
I'puropuyk WM.I1., Baponsko 1. A.

YO «benopycckuti cocyoapcmeerHblli MeOUYUHCKUl yHugepcumemy, Munck

Cuctemusbie 3a00eBanus coenuauTenbHON TKaHu (C3CT) 00beauHAIOT HO-
30JI0TUH, XapaKTEPU3YIONIUECS pPa3BUTHEM ayTOMMMYHHOI'O BOCHAIUTEIHLHOTO
npoiiecca U M30bITOUHBIM (PrOpP03000pa30BaHNEM BO MHOTHX OpraHax M TKaHSX.
Orta rpynmna BKIIOYAaeT peBMaTouaHblid apTput (PA), cucreMHyl0 KpacHyio BOJI-
yaHky (CKB), cuctemusiii ckiepo3 (CC), uanonatuiyeckue BOCHaaIuTeIbHbIE MUO-
natuu, cuHapom lllerpeHa, cMelianHoe 3a00JIEBAaHUE COCIMHUTEIBHON TKaHU U
psn ApyTrux, 6oJiee peIKo BCTpeUaromuxcsi 0osie3Hei. B uuciie 4acThIX CHCTEMHBIX
MOpaXeHUM MPH 3TUX 3a00JIEBAHUSIX - TATOJIOTUS CEPACYHOCOCYUCTON CUCTEMBI.
CnexTp KapAHOBAaCKYJSIPHBIX NpOsiBIEHUM, accounrpoBaHHbiXx ¢ C3CT, mmpok u
OOyCJIOBJIEH BIIMSHMEM HUMMYHHOTO BOCHAJICHHUS HAa MHUOKApJ, KJiamaHbl Cep/la,
nepuKap/i, ITPOBOJSIIYI0O CUCTEMY U cocyaucToe pycio. CepleuHO-COCYIUCThIC
MOpaXKEHUs, aKe B cllydae OECCUMITOMHOTO TEYEHUS WM HE3HAYUTEIHHO BhIpa-
JKEHHOW KJIMHUYECKOW MaHudecTaln, MOTYT MOBBIINIATh 3a00J€BaeMOCTh U
cmeptHOocTh nipu C3CT u, cienoBaTeabHO, TPEOYIOT paHHEH TUATHOCTUKH U Jieue-
aus [1].

Muokapa npu C3CT MoxeT mopaxaTbCsl Kak HEMOCPEICTBEHHO, TaK U
BCJIEJICTBUE PA3BUTHS MATOJOTMYECKUX MPOLECCOB B KOPOHAPHBIX COCYJax — Bac-
KyJuTa U arepockieposa. VMcciaenoBaHusaMu MOCHeIHUX JIET YCTAHOBIICHO paHHEE
YCKOPEHHOE Pa3BUTHE aT€POCKIIEPO3a MPU CUCTEMHBIX ayTOMMMYHHBIX 3a00JieBa-
HUsSX. MeXaHu3Mbl 3TOr0 Ipoliecca A0 KOHIA HE SICHBl. ATEPOCKIIEpO3 ONpeaeis-
IOT CETOJ[HS KaK BOCHAJIMUTEBHBIN MpoliecC, MEPBUYHO MaHU(DECTUPYIONIUN B UH-
TUME apTepuil. XpOHHUUECKOE BOCIAJICHHE, Pa3BUBAIOIIEECS MTPU CUCTEMHBIX PEB-
MAaTUYECKUX 3a00JIEBAHMSIX, MOXKET MPUBOJAUTH K HAKOIUICHUIO B KPOBHU MOHO-
HYKJICAPHBIX KJIETOK, MOBBIMICHUIO COJCPKaHHSI MOJICKYJI aJre3uH, OCBOOOX]Ie-
HUIO MPOBOCHAIUTENIbHBIX ITUTOKMHOB, MPOAYKIHUHA 3H3UMOB, BBI3BIBAIOIIUX JIE-

rpaflaliii0 MaTpUKCa. DTU MPOLECCHI, HAPAAY C MMMYHHOM W 3HAOTEIWAIBHOU
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TUCPYHKIMEH, CIOCOOCTBYIOT BO3HUKHOBEHHUIO aTEPOCKICPOTUUYECKUX OJISIIEK B
COCy/lax W Pa3BUTHUIO y MAIMEHTOB BCEr0 CHEKTpa MAaTOJOTHM, 00YCIOBICHHBIX
Pa3BUTHEM aTEPOCKIIEPO3a — OT BHE3AMHOW CEpAECYHON CMEPTU 0 MIIEMHYECKOU
Kapauomuomnaruu [2,3].

[Tomumo moBpexIeHUM, 00YCIOBIEHHBIX PAHHUM YCKOPEHHBIM Pa3BUTHUEM
aTepockiieposa, y nauneHtoB ¢ C3CT BcTpeuarores apyras naTOJIOIHsI MUOKap/aa.

IHopaxenue muoxkapaa npu PA. IlopaxeHue cepaedHO-COCyIAMCTON CH-
cremsl Ipu PA nipencraBieHo nepukapauTamu, KapIHOMUONATUAMU, IOPAKECHUA-
MH KJIAIlaHOB CEPJIA, BACKYJUTAMH KOPOHAPHBIX APTEpU, HAPYLIEHUAMH PUTMA
Y MPOBOJVMMOCTH, 3aCTOMHON CEPAEYHON HEAOCTATOUYHOCTHIO, AaMUIIOUI030M CEPJ-
na. [lo cpaBHeHuto ¢ o0miel nomyssiuei nauueHTsl ¢ PA xapakrepusyroTcst mo-
BBIIICHHONW CMEPTHOCTHIO, BAKHEWIIEW MPUYMHOM YETO CYUTAIOT KapAHUOBACKY-
JsipHBIC cOOBITHSA [1].

IIpu PA 1noBBIIIEH PUCK Pa3BUTHS MUOKapAHAIBHON NATOJOTUH, KOTOpPasl B
TUIAYHBIX CIy4YasxX HE MaHU(PECTHUPYET KIMHUYECKU. [[pakTHUEeCKH OTCYTCTBYIOT
naHHble 00 snuaemuonoruun PA-accounnpoBaHHOM KapauoMuonaTtuu. Tak, B He-
Oonbiom uccienoBannu ¢ ydactuem 30 marueHToB ¢ PA sxokapaunorpadudeckue
MPU3HAKKU KapauomMuonatuu oOHapyskensl y 37% mamuenToB. [Ipu ayrorncuu npu-
3HAaKM Hecneuu(puuecKoro, HEKPOTU3UPYIOIIETO WM TPAHYJIEMAaTO3HOTO MHUOKap-
nuTa BeIBISUTHCH B 3-30% cirydaes.

JIOCTaToO4HO pEeAKUMM NMOPAKEHWEM MHOKApJa y NauueHToB ¢ PA cuurtaror
aMUJIONA03 cepaua. B MEOUUMHCKON JIUTepaType MMEETCS JIMIIb ONHMCAaHUE OT-
JeNbHBIX CIIy4aeB WJIM CEpUil HAOMIOAEHUH, KOTOpbIe HE MO3BOJIAIOT YTOUYHUTH
BCTPEYAEMOCTh M PACIPOCTPAHEHHOCTh 3TOM MATOJIOTMH. AMWIONWI03 cepAla sB-
JSETCSl ONHOW M3 NMPUYMH PA3BUTHS PECTPUKTUBHOM KapIMOMHOIIATHH y NALUEH-
TOB ¢ PA. YCTaHOBJIEHO, YTO 3Ta MATOJIOTHUSI Pa3BUBAETCS MPEUMYIIECTBEHHO Y
MYKUYUH C JITTUTEIILHBIM, HEKOHTPOJIMPpYEeMbIM TeueHuem PA [4].

[TanenTsl ¢ PA HMMEOT MOBBILIEHHBIA PUCK PAa3BUTHS MUOKAPIWAIBHOU
TUChYHKIIMH ¥ 3aCTOWHOM CepIeuyHON HEJOCTATOYHOCTH HE3aBUCUMO OT TPaHIIH-

OHHBIX (PAKTOPOB PHUCKA CEPAEUYHOCOCYAUCTHIX 3a00J7€BaHUM. DTHOJOTMYECKHUE
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(bakTophl, JIexKaliue B OCHOBE Pa3BUTHUSI CEPACYHON HEJOCTAaTOUHOCTH Y IMallieH-
TOB ¢ PA, HEyCTaHOBIIEHBI, TEM HE MEHEE, y 3TOM KaTEropuu MalMeHTOB OMUCAHO
pa3BUTHE KaK CUCTOJIMYECKOM, TaK U TUACTOJIINYECKON NUCPYHKIIUU JIEBOTO JKEIy-
nouka. Kpome Toro, y cepomno3UTUBHBIX [0 PEBMATOUIHOMY (DaKTOpY MAIMEHTOB
OTMEYEH MOBBIIIEHHBIN PUCK BO3HUKHOBEHHUS 3aCTOMHON CEPACYHON HEAOCTATOU-
HOCTH IIPU CPAaBHEHUH C JIMI[AMU C CEpPOHETaTUBHBIM PA.

[IprunHamu Bo3HUMKaromuX npu PA HapylleHMM pUTMa M IPOBOAMMOCTH
MOTYT OBITh MOSIBJIICHHE B TKAHSAX CEplla PEBMATOUIHBIX Y3€JIKOB, Pa3BUTHE aMU-
JIOUJ03a, MUOKApJUTA, a TAaKXKE IOBBIINICHUE CHUMIIATHYECKOW AKTUBHOCTH. llo-
CIIEJIHASI pacCMAaTPUBAETCS KAK MOTEHIUAIbHBIA (PAKTOP pHUCKA Pa3BUTHS KEIy-
JIOYKOBBIX TaXHUAPUTMUI.

HexoTopeble 1ekapCTBEHHBIE ITpEnapaThl, UCIOJIb3yeMbIe B JjeueHun PA, mo-
IyT NPUBOJWTh K BO3HUKHOBEHMIO JIEKAPCTBEHHBIX MOpaXeHUHM MHOKapaa. B
YaCTHOCTH, OTMEYEHa acCoLUanusl KapJAHNOMHUONATHU C MPUMEHEHHUEM TIIFOKOKOP-
TUKOCTEPOUTIHBIX TOPMOHOB ¥ AMUHOXUHOJIMHOBBIX MPOU3BOIHBIX [4].

Iopa:xxkenue muokapaa npu CKB. Muokapaut, siBIsSSICh OAHUM U3 OOBIY-
HBIX MPOSIBICHUI CUCTEMHBIX peBMaTHYECKUX 3a0oyieBanuii, y namueHToB ¢ CKB
BCTpEYAETCs IOCTATOYHO peaKo, mpumepHo B 10% ciyyaes, Kak MO JTaHHBIM MPHU-
YKU3HEHHOW OMOIICHM MHUOKap/a, Tak u 1o AaHHbIM aytoricuu. CKB acconuupyer-
csi ¢ AUCHYHKUMEH MHUOKap/Aa, ONpeAessieMod NpH MPOBEACHUM 3XOKapauorpa-
buu, u sBIsIeTCS MYJIbTU(DAKTOPHON M YacTO 00YyCIOBJICHA MILIEMUEH, apTeprab-
HOM TMNEPTEH3HUEMN, MOYEUYHONM HEIOCTATOYHOCTBIO, MTATOJIOTUEN KJIANlaHOB Cep/la
WJIM MIOBBILIEHUEM KECTKOCTH apTepUil.

VYTonumeHnue cTeHOK aptepuid npeapacnonaraet nanqueHtoB ¢ CKB k pa3Bu-
TUIO TUIIEPTPO(UH U MOBBIIIEHUIO (PpaKIMu BbIOpOCaA JIEBOTO JKENMy104Ka, BCIE-
CTBUE YEro MOBBIIAIOTCA KOHEYHO-AUACTOJUYECKANA M KOHEYHO-CUCTOJIMYECKUIMA
o0bembl. J[MarHo3 KapJMOMHOINATHU MOXET ObITh YCTaHOBJEH NpPU MPOBEICHUU
AHJOMUOKAPIUATLHON OWOIICHU, KOTOpas BBISIBISCT MHOKapAUaIbHBIN (Huldpos,
WHOUWIBTPAIIMI0O MOHOHYKJI€apaMH W HMMMYHOKOMIIJIEKCHBIE JIETIO3UTHI B TKaHU

muokapaa. [lanuentam ¢ CKB 4yacTo Ha3HayaeTcsi TUAPOKCUXJIOPOXUH KaK YaCTh
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0a3ucHON Tepanuu 3a00JIeBaHMsI, KOTOPbII MOKET MOBBIIIATh PUCK PA3BUTHS Jie-
KApCTBEHHO-UHAYLIUPOBAHHON KapAHMOMHUOIIATHH.

HauGounee yacToii anexrpodusnonornyeckoit natongorueii npu CKB sBsier-
Csl CHHYCOBasl Taxukapaus, (puOprmiuisiuus npeacepanii u skcrpacucronusd. Cympa-
BEHTPUKYJISIPHbIE apUTMUU 4acTo accouupytorcs ¢ oboctpenusimu CKB u Bo3-
HUKAIOT Ha ¢oHEe MUOKapauTa. JIeueHne ruApOKCUXIOPOXUHOM ACCOIUUPYETCS C
ynnuHennem unrepBaia QT na OKI u pazButuem cunycoBoii Opagukapauu. [la-
IUEHTHI C HATMYUEM aHTHUTEI K MaJIbIM IIUTOIIa3MaTUHYECKUM PUOOHYKIICONPOTE-
MHAM TaKKe UMEIOT MOBBIIICHHBIN pUCK yasnuHeHus: QT 1 BOBHUKHOBEHUS CUHY-
coBoii Opaaukapauu. CUHYCcOBasi TAXUKapIUsl, HEPEIKO SIBISIIOLIASCA MAPKEPOM
Tspkenoro redeHnsa CKB, MokeT KynupoBaThCsl HA3HAYEHUEM IIFOKOKOPTUKOCTE-
pouHOM Teparuu [5].

Ilopa:xxkenue mmokapaa npu CC. MuokapauanbHbii GuOpo3 sBISETCS
IJIABHBIM IPOSIBJICHUEM KapAHOBACKYJISIpHOU matosoruu y nauueHtoB ¢ CC. Ouod-
PO3 MOXET BBI3bIBATh KaK KOPOHAPHBIA Ba30CIa3M, TPUITEPaMH ISl KOTOPOTO SIB-
JSIFOTCSL BO3ACMCTBHE X0Ji0/1a U (pU3MYecKass Harpys3ka, Tak U CHUCTOJMYECKYIO U
JTMACTOJINYECKYIO TUC(YHKIMIO JIEBOTO KelyAouka. BoBieueHue B mpoliecc cH-
CTEMbl OPT'aHOB JbIXaHUsI MPU 3TOM 3a00JIEBAaHUU MOKET MPUBOAMUTH K PAa3BUTHIO
JIETOYHOW THIIEPTEH3UH M COOTBETCTBYIOIMM M3MEHEHUsAM B Muokapze. Ilartoo-
I'Usl TIOYEK SIBIISIETCS OCHOBOM PAa3BUTHS apTEPHAIBHON TMIEPTEH3UU U TUIIEPTPO-
¢buu MHOKapaa JeBOro xeiayaouka. [laTomorus Muokapaa, BKIIOUYAKOIAsi CerMEH-
TapHYIO TUCKUHE3UIO CTEHOK JIEBOTO KENYI0UKA U CHUKEHUE pe3epBa KOPOHAPHO-
ro KpOBOTOKA, BO3HUKAET MPU OTCYTCTBHM IMATOJIOTMU KOPOHAPHBIX apTepuil. Y
nanueHToB ¢ CC mouTH NoJIOBUHA AYTOICHUM BBISBIIIET HEKPO3 COKPATUTEIBHBIX
AJIEMEHTOB MBIIIEYHOTO BOJIOKHA, penepdy3uoHHbIEe U3MeHeHus, Gpuopo3 MUOKap-
Ja 000uX KENyA0YKOB MPU HOPMAJIbHOM COCTOSIHUM KOPOHAapHBIX apTepuii. Xa-
paktepHoil yeptoit CC sBIsSETCS MUKPOBACKYJISIPHASI TATOJIOTHS], BCIEACTBUE YETO
OTMEYAETCS MOPaXKEHNE KaK MPAaBOTO, TaK M JIEBOTO *)enynouka. [laTtomorus mpa-
BOTO JKeJTy/I0uKa MpPOSBISETCS BBIPAXKEHHBIM CHIDKEHHEM (ppakiuu BbIOpOca Mpu

OTCYTCTBHUH IOBBIIICHUS JaBJICHHS B CUCTEMeE JISTOYHOM apTepui [1,6].
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Muokapauanbhbiii Gpubpo3 npenpacnonaraeT naueHToB ¢ CC K pa3BUTHIO
aNeKTpudeckoi martojoruu cepana. bonee yem y 30% manueHTOB pa3BHBAIOTCS
CYNPaBEHTPUKYJISIPHBbIE apUTMHH, BKItOYas (GUOPHIIISAILUIO U TpEneTaHue IMpe-
cepauil, MapOKCU3MaIbHYIO CYITPaBEHTPUKYISIPHYIO TaXxHKapauio. JKemy10uKkoBbIe
HapyIIEeHUs: puTMa BcTpedaroTes: Oosiee uem y 67% namuenton ¢ CC. IlpexneBpe-
MEHHBIE COKPAIICHUS KEITYJ0UKOB accoluupyrorcs ¢ 50% cMepTHOCTHIO MO CpaB-
HeHuto ¢ 8% y mamuentoB 6e3 sktonuu. CC crnocoOCTBYET MOBBIIMICHUIO PUCKA
Pa3BUTHUS DJIEKTPUUYECKOW MATOJIOTMM BclieAcTBUE (uOpo3a CHHYCOBOIO y3ia U
HOkek myuka ['mca. Ilpu mpoBenenun 31eKTpO(U3HOIOTHUECKOTO UCCIEIOBAHUS
y nanuenToB ¢ CC obHapyx)uBaetcs qudPpy3Hoe mopakeHue MpoBOJIAIICH CUCTE-
MBI Cep/Ilia U TIOBBIIICHUE prcKa TaxuaputMuii [1,6].

IMopaxenne Muokapaa Npu UIMONATHYECKUX BOCHAJIUTEIbHBIX MHONA-
Tusax (UBM). OcHoBHbIMU 3200J1€BaHUAMH, OTHOCSIIMMUCS K rpyrne UBM, sB-
asitotest nonuMuo3ut (IIM) u nepmaromuoszut (JIM). BoBiedenue B mpoiiecc Muo-
kapaa npu [IM/JIM sBisierca (akTopoM HEOIAronpUsTHOIO MPOTHO3a U IPHUYHU-
Hoit cmeptH y 10-20% nanuenToB. [1o 1aHHBIM AMIHIEMHOJIOTHUYECKUX MCCIIEI0Ba-
HUll KapauoBacKysipHbie npossienus [IM/IIM Bcrpedarores B 35-70% cnyuaes,
npudem ¢ Oonbieit yactoroit (60-70%) BBISBIAIOTCS CYOKIMHHUYECKHAE BAPHAHTBI
natosioruu [7].

Haubonee yacTsiMy IPOSBICHUSIMH TIOPAKEHUST MUOKap/1a SBIISIFOTCST CUMII-
TOMBI CEpACYHON HEJOCTATOYHOCTH, OCHOBOW Pa3BUTHS KOTOPBIX SIBJISFOTCS MUO-
KapJIUT WIA KapIHOMHUOIIATHSI.

VY nanuenToB ¢ [IM//IM ¢ BbICOKON 9aCTOTOM BBISBIISIIOTCS THACTOIHMYCCKAs
TUCHYHKIIMS JIEBOTO JKEIY/0YKa, HAPYIIEHUS MPOBOJUMOCTH, THIEPKUHETHYE-
CKUW BapuaHT ITUCOYHKIIMM JIEBOTO Kelyno4yka. B ocHOBe 3TOl marojoruu Jiexar
oOHapy>KWBaeMbI€ TIPU THCTOJIOTUIECKOM HCCIEAOBAaHUN MUOKapia W3MEHEHUS —
mumporuTapHas UHQWIBTpAIKs, HEKPO3 W/HWIM JIeTeHepalusi MHOLUTOB, Gudpo3
npoBosIIIeH cucTemsl cepana. C TeueHneM BpeMEHH Y MAIUEHTOB CUCTOINYECKas

(bYHKHHH JICBOT'O KCJIIYJOYKa CHHUIKACTCA BCJICACTBUC IICPCUCTUPOBAHUA TUIICPKH-
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HETHUYCCKOI'0O COCTOAHUA CepI[e‘{HOCOC}/I[I/ICTOﬁ CHUCTCMbI 1 HCKPO3a KapAMOMHUOLIU-
TOB.

HawunbompIas yacte kKapAMOBACKYJISIPHBIX MOBpexaeHui mpu [IM/JIM xa-
PAKTCPU3YCTCA Cy6KJ’II/IHI/I‘-IeCKI/IMI/I HN3MCHCHUAMU, U TPAAUIIUOHHBIC NHCTPYMCH-
tanbHble TexHukH (DK, axokapauorpadusi, cyrounoe monutopuponanue IKI)
HC BCCra IMPCIOCTABIIAIOT H606XOILI/IMYIO I/IH(bOpMaHI/IIO JJIA paHHeﬁ AJUArHOCTUKH
CEPACUYHOCOCYAUCTBIX MOPAXKEHNUN. B CBSI3M € 3TUM PEKOMEHYETCS IPUMEHEHUE
TaKUX METOJOB Bu3yanu3anuu, kak MPT u cuuaturpadus cepaua [8].

3axmouenue. [Ipu C3CT nabmrogaeTcsi MIMPOKUNA CIIEKTP MOPAKEHUN cep-
J€YHOCOCYTUCTON CHCTEMBI, B YUCJIE KOTOPBIX BAXKHYIO POJIb UTPAET MATOJIOTHS
MHUOKapIaa. MI/IOKap,ZIHaJIBHaH I[I/IC(byHKHI/IH HCPCIKO IIPOTCKACT 0eCCHUMIITOMHO
HJIN ¢ MUHUMAJIbHBIMHU KIIMHUYCCKUMU ITPOSBICHUSAMMU. Tem ue MCHECC, HMMCHHO
MMOBPCIKACHHUC MHUOKap/J1a MOKET CTATh HpH‘lHHOﬁ CMCPTH IMALIUCHTOB HUJIX IIPUBC-
CTHU K Pa3BUTHIO TAXKCIIBIX ocinoxxHeHui. Bee aTo Tpe6yeT CBOGBpGMGHHOﬁ u TOY-
HOU ANArHOCTUKHN MHOKapHHaHBHOﬁ IIaTOJIOTUH, a TAKKC IIPUMCHCHUS B pAJAC CIIy-
qacB an6CCHBHOﬁ TAKTHKHA JICYCHHWA UL YIYUIICHNA UCXOO0B U JOJITOBPCMCHHO-
ro nporxo3a y nauueHtos ¢ C3CT.

Jlureparypa

1. Prasad M., Herman J., Gabriel S.E. et al. Cardiorheumatology: cardiac
involvement in systemic rheumatic disease. Nat.Rev Cardiol 2015;12:168-176.

2. Sarzi-Puttini P., Arzee F., Gerli R. et al. Cardiac involvement in sys-
temic rheumatic diseases: An update. Autoimmunity Reviews 2010;9:849-852.

3. Stojan G., Petri H. Atherosclerosis in systemic lupus erythematosus. J
Cardiovasc Pharmacol 2013; 3:255-262.

4.  Voskuyl A.E. The heart and cardiovascular manifestations in rheuma-
toid arthritis. Rheumatology 2006;45: iv4-iv7.

5. Khnight J.S., Kaplan M.J. Cardiovascular disease in lupus: insight and
updates. Curr Opin Rheumatol 2013;5:597-605.

6. Cannarile F., Valentini V., Mirabelli G. et al. Cardiovascular disease in
systemic sclerosis. Ann Transl Med 2015;1:8-19.

41



7.  LuZ., Guo-chun W., Li M. et al. Cardiac involvement in adult poly-
myositis or dermatomyositis: a systematic review. Clin Cardiol 2013;35:686-691.

8.  Lundberg I.E. The heart in dermatomyositis and polymyositis. Rheu-
matology 2006;45:iv18-iv21.

YPOBEHb BUTAMUWHA J1 Y HAHUEHTOB C
JINJTATAITMOHHOM KAPIUOMUOIIATUEN
B 3SUMHMUI TIEPHO/]
Kyiiko E.H.', Pycckux M.I.", Vnsiokosa M.1.%, Bysnrak A.I'.!
'y3 Pecnyonukanckuu nayuno-npakmuyeckuti yeump «Kapouonoeusy,
2y3 Pecnybnuxanckuii nayuno-npaxmuueckuti yenmp «l ueuena», Munck

AKTyaJIbHOCTb. lcclieoBaHMS TOCIECIHUX JECATWICTHUN MOKA3aJIh, 4YTO
CHIDKCHHBIN YpOBeHb BUTaMHUHA [| ABIsieTCs pacnpocTpaneHHO# mpobiemoii [1,2].
Hedunut ButamuHa J[ cOmpoBOXKIAETCS BHICOKUM PUCKOM Pa3BUTHUS Pa3IMYHBIX
XpoHHYeCKHX 3a0oseBanuii [1-3]. B Oemopycckoii momysiuu ypoBeHb BUTAMHHA
J1 cpeny manueHToB ¢ AuiatannoHHou kapauomuonatueit (JJKMIT) ne uzyuasncs.

Heap ucciaenoBanusi, 3yunts ypoBeHb BUTaMuHA /] y MalMeHTOB ¢ IHWIIA-
TAIMOHHOM KapJIMOMHUOIIATHEN B 3UMHHUH MTEPUO/IL.

Martepuajbl 1 MeToabl. B nccnenoBanne BkirodeHo 20 mamueHTOB (MYX-
YUHBI) ¢ yCTaHOBJIEHHbIM quarHo3oM JIKMII ¢ knunnyeckumu npuznakamu XCH
Ila-116 craguu no Bacunenko-Crpaxecko (NYHA 1I-111 knacc), mpoxuBaronux Ha
tepputopun Pecnybnmuku benapych. I'pynmy KOHTpOJsi COCTaBWIIM 370POBbBIC
MYKYUHBI 0€3 CepJIeYHO-COCYJUCTHIX U ayTOMMMYHHBIX 3a00JI€BaHMM, COMOCTa-
Bumoro Bo3pacra (N=20). OnpezaeneHue yporHs 25-OH merabonura BuTamuna D B
CBIBOPOTKE KPOBU MPOBOJUIOCH HA UMMYHOXEMHIJIFOMUHECIIEHTHOM aHaJIu3aTope
ARCHITECT SR 2000i (Abbott laboratories, USA), ¢ momoripio peareHToB (hup-
mbl Abbott.

CraTucTUYECKUI aHAJU3 BBIMIOJHEH C MPUMEHEHUEM METOJO0B MaTeMaThye-

CKOW CTaTHCTHKH C HMCHOJb30oBaHHeM mporpamm Microsoft Excel 7.0, AtteStat

12.5.
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PesyabTarbl. B 3uMHMM nepuo, NEpHO HAMMEHbBIIEH WHCOJIALIMU, OTME-
4aJioch C€30HHOE CHIKeHUE ypoBHs 25-OH Buramuna D B o6enx rpynmax. OaHa-
ko y nmarentoB ¢ JIKMIT (n=20) »ToT nokasaresib JOCTOBEPHO HUKE B CPABHCHHE
¢ koHTposbHOU rpymmon (N=20): 12,57+1,59 ur/mn u 17,58+1,58 Hr/mi, cooTBeT-
ctBeHHo, p=0,021. B 3umuuii nepuoya yposenb 25-OH Buramuna D B ChIBOpOTKE
KpoBH Ha ypoBHe BbImIe 20 Hr/mMi oTmevancs y 23,3% 310poBeix Uy 13% manu-
eHToB. Haubosnee HeGnaronpusTHas KapTHHA 110 YPOBHIO MeTabonuTa BuTamMuHa D
orMedanach y nanueHToB ¢ JIKMII: yposenb menee 10 ur/mi BoisBieH y 40 % na-

1ueHToB (puc.1).

>30 <39 Hr/mn
> 20 <30 Hr/mn
<20 > 15 Hr/mn

<15 > 10 Hr/mn

<10 Hr/mn 40,

00 50 100 15,0 200 250 300 350 400 45,0

B 300poBLie OKMIM

Pucynox 1 - Pactipenenenue mo yposaio 25-OH Butamuna /I B 3uMHUIL T1e-
puon
[TpoBenennsiii ROC- ananu3 mokasain, yTo HU3KUN ypoBeHb 25-OH Butamu-

Ha [ B 3UMHUI TIEpHOJI ABIIACTCS qUarHocTruecku 3HaunMbiMu (P=0,038) mis ma-

rmentoB ¢ JIKMII (puc. 2).

43



- [lowaab nosy KpUBOM
25-OH ButamuHa [ Naowazs
CraHjapTHas omK6Ka
——o—o—9
100, /._t—‘ p=0,038
OnTUMabHOE NOPOroBoe
3”Hayenue 11,2
75, YvecrrutenbHocTh 90.48 %
X
< 50,
n
25,
o,
0, 25, 50, 75, 100,
1-Sp, %

Pucynox 2 - ROC-ananu3 25-OH Butamuna /[ y naruentos ¢ JIKMII B
3UMHUU NIEPHO/T

BoiBoabl. [ unoButamuno3 /| B 3umHuuii nepuoA Ay nanueHTos ¢ JJKMII
SBISICTCS AUarHocTruecku 3HaunMbiMu (P=0,038) i pa3sBUTHS WK TIPOTPECCH-
poBaHus AaHHOTO 3a0o0neBanusl. [loayyeHHble pe3yabTaThl MOATBEPKAAIOT HEOO-
XOAUMOCTb KOppeKIMu ctaTtyca ButamuHa J| kak mua nanuenTtoB ¢ JIKMII, tak u
JUTSI 3JIOPOBBIX JIUI], OCOOCHHO B 3UMHUM TIEPHUO/T TOJIA.
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JTAATHOCTHUKA AJKOTOJbHOM KAPIUOMUOIATHAUN
3b16anoBa T.C., CaBuenko M.A., bopuc A.M.
YO «benopycckuti cocyoapcmeeHtblil MeOUYUHCKU yrugepcumemy, Murnck
3noynorpediieHne alKOroJeM CTAaHOBUTCS Bce 0oliee OoCTpoil mpodiieMoi
JUTSL Bpadei 1 A o0IIecTBa B 11eJIOM. DKOHOMHUYECKHN yiiepO, CBA3aHHBIN C aj-
KOTOJIEM, 3HAYUTEIBHO MPEBBIIIACT yiiepO, CBsi3aHHbIA ¢ HapkoTHKamu [1]. Cun-
TAIOT, YTO AJKOTOJIb SIBISIETCS MIPUUMHON 0KOJI0 60 pasnuyHbIX COMAaTHUECKUX 3a-

OoneBanuii [2]. AcconmupoBaHHbBIE ¢ aaKOTojeM 0OJIE3HH HE BCEraa COMPOBOXK-
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JAIOTCSl pPa3BUTHEM aJKOTOJILHOM 3aBUCHMOCTH. CBSI3b COMAaTUYECKUX 3aboseBa-
HUH ¢ MOTPEOJEHUEM ATIKOT0JII YaCTO OCTAETCSI HEPACIIO3HAHHOM, UTO OTPAXKAETCs
Ha JMArHOCTUKE U JICUCHUH.

HecMoTpst Ha TO, 4TO alNKOTOJIBHOE OPAXKEHUE CEepALla JOCTATOYHO PACIPO-
CTPaHEHO, UCTUHHAs PaCIPOCTPAHEHHOCTh 3a00J€BaHUsI HEU3BECTHA. DTO O0OBsC-
HSIETCSA TEM, UTO MHOTHE JIUIIA, 3JI0YyTOTPEOIISIONINE aJIKOTOJIEM, TIIATEILHO CKPBI-
BafoT 3TOT (hakT. B EBpomne ankoronpHas kapauomuomnatus cocrasiser 6osee 30%
OT BCEX JWJIATAlMOHHBIX Kapauomuonatuil [3]. OTueTiuBbIe MPU3HAKU MOPaXKe-
HUS Cep/ia BRIABIAIOTCS TUIIb Y 50% U1l 3710yHOTPEOISIONINX aTKOTOJIEM.

AJKoTONBHOE MopaXkeHue cepana B 35% ciayyaeB sIBISETCS TPUUMHON BHE-
3amHOM cepaeuHoi cMepTH [4]. B3anMocBs3b OTPEOICHHUST aTKOTOMSl U CMEPTHO-
CTH SIBJIIETCS BaXXHBIM BOIIPOCOM JJIsl TPaKTUYECKUX Bpayel. B snuaemuonorunye-
CKUX UCCIIEJJOBAHUSIX YOEIUTENbHO OKa3aHO, 4To cMepTHOCTH oT MIBC u konuue-
CTBO MOTpPEOIIsieMOro ankoroiisi Haxonustcest B U-oOpasHoit 3aBucumoctu [5]. Dto
3HAUUT, 4T0 cMepTHOCTH OT MBC Hambosee BhICOKA y JUIL, HE YMOTPEOJSIOMIMX
aJIKOTOJIb U Y 3J10yHOTPEOSIONIUX aJIKOroJIeM. Y JIUL, YMEPEHHO YIOTPEOISIOMNX
ankoroJib, cMepTHOCTh 0T UBC HaxoauTces Ha HU3KOM ypoBHE. C Ipyroi CTOPOHBI,
MOJIYYEHBI TAHHBIE, YTO AJKOIOJIb SIBJISIETCSI OJTHOWM U3 OCHOBHBIX IMPUYHUH CMEPTHU
BO MHOTMX CTpaHax, U MEXIy MOTPeOJICHUEM aJKOTOoJisi U CMEPTHOCTBIO CYIlle-
CTBYET IPAKTHUCCKH MpsiMast JInHeHHas cBs3b (J-oOpa3Has kpuBas) [6].

Bce marueHTsl moapasensioTces Ha Mallo WM YMEPEHHO MhIomuX (yro-
TPEOJISIONIUX MEHEE TPeX MOPILUI B JE€Hb) U MHOIO MbIOMIUX (YIOTPEOISIONINX B
JIeHb TPU WIK 0OJIbIIE MOPLMMA AJIKOTOJIbHBIX HAMUTKOB). YTOOBI onpenenurs Ko-
JUYECTBO TOPIUH, HY’)KHO 00BEM aJIKOTOJIHHOTO HAMUTKA (MJI) YMHOXXHUTH Ha CO-
JepyKaHUe aJIkoroJis B JaHHOM HanuTke (B %) u mogenuts Ha 1000.

Opnna moprust cootBercTByeT 180 ™M1 muBa, 75 mur cyxoro BuHa, 30 M
KPENKUX COUPTHBIX HAMUTKOB. Y CTAHOBJIEHO, UTO YNOTPEOICHNUE alKOrojs He 00-
Jee 2 mopuuil B JeHb NMpeaynpexaacT pa3Butue atepockiepos3a, UbBC, uncymnspra.
B snuieMuonornyeckux MCCIEIOBaHUSIX BBISBICHO, YTO NMPHU YHOTPEOJECHUH OJI-

HOU YCJIOBHOW MOPILIMM aJIKOTOJIsl B CYTKH, cMepTHOCTh 0T CC3 cHusmnach Ha 30-
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40% [7]. OmHako, 10 CUX TIOP HET €IUHOTO0 MHEHHSI OTHOCUTEIIEHO MUHUMATbHON
CYTOYHOM J03bl, & TAK)K€ MUHMMAJIbHON NMPOJOJLKUTEIBHOCTh IPUEMa «ONACHOM
JI03bI» AJIKOTOJIsl, KOTOPasi ClIOCOOHA MPU €KEAHEBHOM JUIUTEIBHOM MPUMEHEHUN
BBI3BaTh PAa3BUTUE AJTKOTOJIBHOIO MOPAXKEHUS MUOKapAa.

MexaHu3Mbl pa3BUTHUS AJIKOTOJBHOW KapIuOMHONATUH MHOIOOOpa3HbI, Of-
HAKO B OCHOBE BCEX NMATOI€HETHUYECKUX (PAKTOPOB JICXKUT BIMSIHME HA MUOKap[ HE
CTOJIBKO aJIKOTOJIs, CKOJIBKO €ro TOKCHYHOr0 MeTaboiauTa aueranpiaeruaa. Tokcu-
4yecKoe JeHCTBHE MposBIAeTCs B (OpMe BIMSHHUS HAa TPAHCIOPT U CBS3bIBAHUE
KaJIbIUsl, B TIOBPEXK/IAIONIEM IEHCTBUM HA MEMOpaHbl KapJAHMOMHUOILIUTOB, B CHIDKE-
HUU KOJIMYECTBA U AKTUBHOCTU MHUTOXOHPHUAIBHBIX OKUCIUTEIBHBIX (DEPMEHTOB,
BJIMSIHUM Ha METa0O0IM3M JIMIHUI0B, CUHTE3 OelKa KapAUOMUOLIMTAMHU, aKTUBHOCTh
MuopuopmisipHoii AT®-a3bl. AJKOTOib BBI3BIBAET MOTEPI0 BHYTPHUKIETOYHOTO
KaJiusl, YMEHbBILIEHUE TOTJIOIIEHUSI CBOOOIHBIX KMPHBIX KUCIIOT U YCUJICHUS JKC-
TPaKIUHU TPUTIIULEPUIOB. AJIKOTOJIb U €r0 METa0O0JIUThI MOTYT OCJIa0JIATh COKpa-
TUMOCTh MHOKap/ia | U3MEHATh IMPOBEACHHE BO30YXKACHHUS B MPEACEPAUIX
1 KEITy10UYKaX.

Ponb IMMYHOJIOTMYECKUX HApYLIEHUH B MATOT€HE3€ aJKOrOJbHON Kapauo-
MHUONIATUU HE U3BECTHA, HO IMPEIIOJIAracTcsl y4acTue HMMYHHBIX pPacCTPOWCTB B
Pa3BUTHH MMOPAXKEHHUSI MUOKAP/A MPU AJIKOTOJIBbHOW MHTOKCUKAMKU. CUUTAIOT, YTO
aHTUTENa K MUOKapAHAIbHBIM OelKaM, MOJU(PUIMPOBAHHBIX aLETAIbICTHIIOM,
yCYIyOJISIOT MOBPEXKJAIOLIEEe BIMSHUE aJIKOTOJs M CaMOro aneTalbJeruja Ha
MUOKapA.

B pa3BuTumM HapyuieHuid co CTOPOHBI CEpJIlia MPHU 3JI0YyNOTPEOIEHUN AJIKO-
roJIEM HE HCKJIIOYEHA POJIb BUPYCOB. Y MALMEHTOB C MOPAKEHUEM MHUOKApAa J0-
CTaTOYHO YaCTO HAXOMISIT MapKepbl MHPEKINH, BbI3BaHHOW Bupycamu Kokcaku [8].

AJIKOTOJIbHAS KapJIMOMHOIATUSI HauboJjee YacTo pPa3BUBACTCS y MYXKYHH B
Bo3pacte 30-55 ner, 3noynorpedsitonux cnupTabiMu 6osee 10 mer. ¥V sxeHmuH
OTMEUYEHa 0OJIbIIasi YyBCTBUTEIBHOCTh K KapJUOTOTOKCUUYECKUM d(PekTam aiako-

TOJIs, ¥, BUAMMO, MO3TOMY CPOK 3JI0YINOTPEOICHHS aIKOTOJIEM, HEOOXOIUMBIH JIJIst
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IPOSIBIICHUS €r0 KapAUOTOKCHUECKOTo 3¢ dekra u pa3Butus 3a001eBaHusl, OOBIYHO
MEHBIIHHA 10 CPABHEHUIO C MYXYMHAMHU.

AJKOronbHasg KapJIUOMMOINATHS CYLIECTBYET B IBYX (opmax: TOKIMHHYE-
CKOil (6eccuMNTOMHON) U MaHU(ECTUPOBAHHOU. BONbIIyI0 poiib B pa3BUTUU U
IPOrPECCUPOBAHUU AJKOTOJIBHOM KapJAMOMHUOINATUN UIPAET apTepUasibHas Tumnep-
TEH3Us, BO3HUKAIOIIAs MPU 3JI0yNOTpeOIeHUH ajkoroseM. Jloka3aHO CyIlecTBO-
BaHUE MPSIMON CBSI3U MEXKY KOJMYECTBOM €KEAHEBHO YHOTPEOIIEMOTO aIKOTOIIs
U YPOBHEM apTepHalbHOro aAaBiieHus. IloHoe mpekpalieHue npuema ajkoross
MOJKET MPUBECTU K HOPMaJIN3aIlluU apTEPUATHLHOTO JIABICHHSL.

Knunndeckue mposiBICHHS aIKOTOIFHOW KapAMOMHOIIATUU HECTICITU(PUIHEI.
[TarueHTsl KamyroTCsl Ha OBICTPYIO YTOMIISIEMOCTh, MOBBIIIEHHYIO MOTJIMBOCTS,
OJIBIIKY, cepAalieOneHne mpu GuU3NIecKor Harpyske, 00Jid B 00JIaCTH cep/ilia pas-
JMYHOM CTENEHU BBIPAKEHHOCTH M JIOKAJIM3alMM, KaK MPaBUiIO, NOCTOSHHOTO Xa-
pakrepa. OOBIYHO YyKa3aHHBIE >KaJlOObl OOJIbHBIE NPEIBSABISAIOT HA CIETYIOIINN
JIeHb T0cJie ynoTpeOsieHHusl OONbIINX KOJIMYECTB AJIKOroJid. 3aTeM MpU BO3JEpKa-
HUM OT IPUEMa aJIKOTOJIsl BbIILIEHA3BAHHbBIE CyOBEKTUBHBIE IPOSBICHUS aJIKOT0JIb-
HOW KapJAMOMHUOINATUN 3HAYUTEIHLHO YMEHbIIatoTcs. OgHAKO MpH UIUTEIHHOM
37I0yNOTPEeOJIEHUH aJIKOrOJIeM HE MCYe3aloT MOJHOCThIO. B nanbpHeiieM mo mepe
porpeccupoBaHus 3a00JIeBaHUs CepALICOMEHUsI U OJBIIIKA CTAHOBATCS MOCTOSH-
HBIMU.

[Tpu ocMoTpe 0OHapyKMBAIOTCSl XapaKTepHbIE BHEIIHUE MPU3HAKHU, yKa3bl-
BAIOIIME HA JUIUTEIBHOE 3JI0YNOTPEOJICHNUE AJIKOTOJEM: OAYTI0BATOCTb, CUHIOIII-
HOCTb JIMIIa; OarpoBO-IMaHOTUYHAsL OKpacka B 00JIacTH HOca (3a CUET BhIPA’KEHHO-
IO pacHIMpeHUs KanWULIpOB); MOTIUBOCTb, TPEMOpP pYK; KOHTpakTypa
JomonTpena; ruHEeKOMacTus; M30bITouHas Macca Tena (0OycCloBlIeHa BBICOKOW
KaJIOPUIHOCTBIO aJIKOTOJIs1) 1100, HAITPOTUB, 3HAYNTENbHBIN 1e(UIIUT MacChl Tela;
UHBEKIUS COCY/IOB CKIIEP U CyOUKTEPUUHOCTh CKJIEp; MOXO0JI0JaHNE KOHEYHOCTEH.
XapakTepHbl MHOTOCJIOBHE W CYETJIIMBOCTh OOJBHOTO, OOJIbIIOE KOJIMYECTBO

IIPEABABISIEMBIX Kajl00.
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[Ipu ayckymnbTanuu, Kak MPaBUIIO, BBICTYIITUBAIOTCS MPUTITYIICHHBIC WU
TJIyXHe TOHBI CEepJIla, TaXUKapAus, 4acTO HApYIICHHS cepAcdHoro putma. llpm
3HAYMTEIFHOM YBEJIMUCHUM IIOJOCTEH cepjila BBICIYIIMBACTCS CUCTOJIMYECKUN
IIIyM B 00JIaCTH BEPXYIIKU cep/iia (MpOosSBICHNE MUTPATIBHON PEerypruTaIiu) Wiu
B 00JIaCTU MEYEBUIHOTO OTPOCTKA (BCIEJICTBHE OTHOCUTEIBHON TPUKYCITHIATb-
HOM HeJIOCTaTOYHOCTH). [Ipu KapauoMeraauy U BIPAKEHHOM cepeYHON HeI0CTa-
TOYHOCTH ayCKYJbTaTUBHO MOKHO BBICITYIIATh MPOTOAMACTOIMYCCKUIN IIIyM C Ta-
tonornueckuM |1l ToHOM wiM npecuctomuyeckuil mym ¢ nossieHueM |V Tona —
putM ranomna. OObIYHO HAOIIOMAETCS yYMEpPEHHasi CTENCHb apTepUaIbHOU THUIIEp-
TEH3UH C MPEUMYIIECTBEHHBIM YBEIMUYCHHEM AuacToindeckoro AJl u yBeaudaeHu-
€M ITyJIbCOBOTO JIaBJICHHMS.

XapakTepHOl OCOOEHHOCTBIO AJKOTOJIbHOW KapJAMOMHOMATHH SIBIISETCS
BOJJTHOOOpA3HBIM XapaKTep €€ TCUCHHS. YXYAIICHUE COCTOSHHS IMAllUeHTOB U Te-
YeHHUs 3a00JICBaHUsI TIPU MPOJAOJDKAIOIIEMCS YIIOTPEOJICHUU aJIKOTOMIS U YJIydlle-
HUE — MMPY YMCHBIIICHUH WJIN TTPEKPAIICHUH TIPUEeMa aJTKOTOJIS.

[Ipu nmaGopaTopHON AMArHOCTHKE YacTO OOHApYKHMBaeTCs Merajao0JiacTHas
aHEMUS. THUIIEPXPOMHBIN XapakTep aHEeMUH, MaKPOIIMTO3 dPUTPOITUTOB, PETHKYJIO-
IIUTOINICHUS, HEUTPOIIEHUSI, TUIIEPCErMEHTUPOBAHHBIC HEUTPO(UIILI, CBSI3aHHAS C
YMEHBIIICHUEM TIOCTYIICHHUsSI (POJIMEBOM KHUCIOTHI ¢ MUIIEH M ¢ aHTU(OIUEBBHIM
nevicreuem ankorons (40% mnaruentoB). Bo3aMorkHa kene30eUIUTHAS aHEMUS:
TUIIOXPOMUSI SPUTPOLIMUTOB, CHIYKEHHE IIBETHOTO MMOKA3aTelIsl, MUKPOIIUTO3, aHNU30-
IIUTO3, TTOMKUJIOIUTO3 SPUTPOIIUTOB, KOTOpass 0OYCIOBJICHA HEIOCTATOYHBIM CO-
Jep’)KaHUEM JKejle3a B CKyTHOM PaloHe OOJBLHOTO WM XPOHUYECKOW KPOBOIOTE-
peli BCISACTBUE DPO3UBHOTO MJIU SI3BEHHOTO MOPAKEHUS TaCTPOyOACHAIBLHOM 30-
HBI WM TUIIEeBoaa. [Ipu OMOXUMHUYECKOM HCCIIeIOBAHUN KPOBH BO3MOYKHO HEPE3-
KO BBIPKCHHOE TTOBBIIIICHNE COJIEpyKaHMs B KpOBH KpeaTHH(POCHOKIMHA3HI U aclia-
parMHOBOW aMHHOTpaHc(epasbl, B Psjie CIy4acB — IOBBIIICHUE COJCPKAHUS B
KPOBU XOJICCTEPHHA W TPUTIUIEPUAOB. [Ipy comyTCTBYIOMEM aIKOTOJIBLHOM II0-
paKEHUH TIEYEHU ONPENEeNsIeTCs BBICOKHI YPOBEHb B KPOBH aJTaHUHOBOW aMUHO-

TpaHcdepasbl, JTIaKTaTAETHAPOreHas3bl, raMMa-TII0TaMUITPAHCIICIITH 1a3bI.
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B nocnenHee Bpems MIMPOKO M3Y4YAETCs METOJ ONPEAENICHHs YTIIEBOIO/IE-
¢uruTHOTO TpaHcheppuHa sl UASHTUPUKAIUN YPE3MEPHOTO YIOTPeOICHH all-
koroJist [9]. MeToa IeMOHCTPUPYET BBICOKYIO crielu(puuHOCTD - 0koj0 90%. Yys-
CTBUTEJILHOCTh METO/Ia, COTJIACHO Pa3HbIM HCCIeN0oBaHUsAM, BappupyeT oT 20 1o
100% [10].

[ToBpexkaeHHE MUOKApJa MOKET MPOSIBIATHCS M3MEHEHHSIMU 3JIEKTPOKap-
quorpamMMmel, npudyem usmeHeHus Ha OKI' oOHapyxuBarOT y NAlMEHTOB MpPH OT-
CYTCTBHM KJIMHUYECKUX MPOsiBIICHUH 3a0oneBanusi. Haubomnee yacto peructpupy-
10T U3MEHEHHSI KOHEYHOW YaCTH KEITyT0YKOBOIO KOMIUIEKCA: IEPECCUs] UHTEPBA-
ja ST (MHOTIa TOPU3OHTANIBHBIN THUIT CMEIICHHS, YTO TpeOyeT nuddepeHIansHoMl
muarHoctuku ¢ UBC), cHmkenne aMminTy el 3yoma T, ero criaxeHHOCTh WM UH-
Bepcuio. [lenpeccust cermenta ST u oTpUIatensHbIA 3yoen T MOTYT COXpaHATHCS
B TEYCHUE HECKOJIbKMX HEJEIb, a NHOIIa HOCAT CTOMKMHU xapakrep. Cienyer or-
METHUTh, YTO U3MeHeHus unrepBana ST u 3yoma T npu ankoroapsHON KapAMOMHO-
natun cxojHbl ¢ n3mMeHeHussMu JDKI' ipu UBC. MHorna npu KIMHUYECKU BBIpa-
JKEHHON  aJIKOTOJIbBHOM  KapJMOMHOINATUU  OOHApYKUBAIOT  IMATOJOTHYECKUN
3yoer; Q B HekoTtopeix DKI-oTBeneHmsix, ¢ menbto auddepeHnaaIbsHoi Tuardo-
ctuku ¢ MUBbC crnenyer yuuThiBaTh KIMHUYECKYIO KapTUHY OOJE3HU U AUHAMUKY
n3menennit KT,

JInst aJIkoroyIbHOM KapJIMOMHUONATHH XAPAKTEPHbI HapyLIEHUS! CEPACUHOIO
putMma. CepliedHbie apuUTMHUKM HaOMoAar0Test Y 65% OO0NbHBIX, CTPaJAIONINX XPO-
HUYECKUM AJIKOTOJIM3MOM, MMPUYEM 3TO MOKET OBITh JIF000€ HAPYILIEHUE CEPIACYHO-
ro putma. [Ipu ankoroapHO# KapauoMuonaTuu HauboJiee YaCTbIMU BUJAMU apUT-
MU cepJilia SBJSIOTCS CUHYCOBasl TaXUKapAMs, KEITyJTOYKOBAsI 3KCTPACUCTOIUSA,
bubpwsuUsA-TpeneTanue npeacepanii. Bo3MoxHbl HapyllIeHUsI aTPUOBEHTPHUKY-
JISTPHOM TPOBOJAMMOCTH PA3JIMYHON CTETEeHH, OJI0OKaga MPaBOW WU JIEBOW HOXKKU
nydka ['mca. ¥ MHOTMX ManMeHTOB OTMEYaeTcsl yaimHeHue uHtepBana QT, dro
COIIPOBOXIAETCS MTAPOKCU3ZMAIIBHOM JKEITYJOUYKOBOM TAXUKAPIUEH.

OCHOBHBIMH 9XOKapauOTpahpuuecKuMu HM3MEHEHUSIMH TIPH aJTKOTOJLHOM

KapJAUOMHUOIIATUU SIBJISIIOTCA: JWJIATalldsl BCEX YEThIPEX MOJIOCTEH cepiaua; rio-
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OalbHOE CHUXEHUE CUCTOJIMYECKOW (DYHKITMHM KEITyAOYKOB; MUTpalbHAS U TPH-
KyCIUJaabHasl perypruTaius; JeroYHasi THIIEPTCH3MUS; JUacToIndYecKas JTUChHyHK-
1Y, HAIMYKME BHYTPUCEPACUHBIX TPOMOOB; TUIIEpTpOodus JIeBOTo xenynouka. Ha
PaHHEHN CTaJUU AIKOTOJIbHOM KapAUOMHONATUN IIPU OTCYTCTBUH CEPIACUYHON HEO-
CTaTOYHOCTH, KaK MPABUJIO, BBIABIISECTCS TUIEPTPOPUS MUOKAp/Ia MMPU HEU3MEHEH-
HOM Tr00aJbHOM COKpPATUTEIHHOM CMOCOOHOCTH MHOKApJa. KIMHUYECKH BbIpa-
YKEHHAsl aJIKOTOJIbHAs KapJAUOMHOIATHUS MPOSBISETCA BBIPAKEHHONW CUMIITOMATH-
KOM CEepICYHOM HENOCTATOYHOCTH, BBIPAKEHHOMW IUJIaTAllUEH TIOJIOCTEM CEpAla
P 3XOKaApANOTPAPUIECKOM HCCIICIOBAHNN, TIPUYEM TUJIATaIUs YETKO Mmpeodiia-
JAeT HaJ TUnepTpopueil MUOKapJa, 1 OTMEYAETCsl PE3KOE CHIXKEHHE BCEX MOKa3a-
TeJe COKpaTUTENbHOW (PYHKIIMHM MHUOKApJa. Y MHOTHMX MAIlMEHTOB aJIKOTOJIHHOU
KapJMOMHOIIATUEN MPU 3XOKapAHOrpaguu oOHapyKUBAIOT TPOMOBI B JIF0O0H U3 4-
X KaMmep cepAla, HO Yallle B JIEBOM MPEACEPIUH HIIH JIEBOM JKEIIyOUKE.

Takum oOpa3zoM, B HACTOsIIIEE BpeMsl TUArHOCTUUECKUMH KPUTEPHUSMU all-
KOTOJIbHOM KapJIMOMUONIATUU MOKHO CUUTATh CIETYIOLINE:

- HUIMYKE KJIMHUYECKUX MPU3HAKOB KApJIMOMUOIIATHH (PaCIIUPEHNUE TPAHULL
ceplilla MpU MEPKYCCUH, MOSBIECHUE IO MEpPEe MPOrpecCHUpOBaHUs 3a00JIEBAHMS
CUMIITOMOB HEIOCTATOYHOCTH KPOBOOOpAIIEHUS, HAPYIICHUI CEPACYHOTO PUTMA,
MPOBOJANMOCTH, KapIUaJITHH);

- HaJIM4Me WHCTPYMEHTAJbHBIX MPU3HAKOB KapAuOMHONATHUU (AuiaTaius
BCEX MOJIOCTEH cepaia, TUnepTpodus MUOKapa JEBOro KeIyJouKa, IXOKapIaro-
rpaduueckue Npu3HaKu CUCTOJMYECKOW W/UIM AUACTOINYECKON NUCHYHKIUU Jie-
BOT'0 JKEJIYJ0UKa);

-ycTaHOBJIeHUE (aKkTa 3JI0YMOTPEeOSCHUsT alIKOTOJIEM, CBSI3b OOOCTPEHMS
KIIMHUYECKOW CUMITOMATUKH C YCYT'yOJIEHHEM TTprueMa ajiKoroJis;

- BHELIHUE MPOSIBIICHUS] XPOHUYECKOUN aAJIKOTOJIbHON MHTOKCUKALINY;

- HAUIMYKE IPYTUX BUCHEPATbHBIX MPOSBICHUI XPOHUYECKOTO aTKOT0JIN3Ma;

- UCKJIIOUEHHE JIPYTrux 3a00JI€BaHUM, KOTOPHIE MOTYT COMPOBOXKIATHCS pPa3-
BUTHEM JUIATAIMOHHON KapIMOMHOIATHH WJIH KapAuOMETaInHu;

- TIOBBIIICHHUE COJIEPIKAHUSI B KPOBU 0€3yTJIEBOJIUCTOrO TpaHCheppHrHa.
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CPEJTHEXXEJYJIOUYKOBASI ®OPMA T'MINEPTPOPHNYECKOM
KAPAUOMHUOINIATUN: TUATHOCTUKA, KIMHUKA N
CTPATEI'USA JIEYEHUSA
Komuccaposa C.M., 3axaposa E.1O., Cespyk T.B., Ycrunosa N.b. ,
MenbnukoBa O.I1., JIlunopa O.M., Mneuna T.B., Ogunnos B.O., IlIker A.IL
'Y Pecnybauxkanckuii HAQyYHO-NpaKmu4ecKuil YyeHmp
«Kapouonozusny, Munck

['uneprpoduueckas kapauomuonatus (I'KMII) — renernuecku neTepMUHHU-
poBaHHOE 3a00JieBaHUE, KOTOPOE XapaKTEpHU3yeTCs aCHMMETPHUUYHOM TUIEepPTPO-
¢ueit nesoro xenynouka (JDK) 6e3 npusHakoB Apyroi KapauaabHOM MaTOJIOTHH
WIN CUCTEMHBIX 3a00JIeBaHUH, OTBETCTBEHHBIX 3a pa3Butue runeprpodun JIK [1].
['KMII siBnisieTcst 0JIHOM M3 HaM0oJiee YacThIX HEKOPOHAPOTCHHBIX KapJIMOMHMOIIA-
TUCH U BcTpevaercs: ¢ yactotoi 0,2% (1:500) B oOreii momynsuuu [2]. Ocoben-
HocThio ['KMII sBisieTcst ee reHernyeckas U (PEHOTUIIMYECKAs] T€TEPOTCHHOCTb.
N3BectHb Oostee 20 TeHOB, KOAUPYIOMIMX TPH (PYHKIIMOHAIBHOTO Kiacca OEIKOB,
MyTaIMi B KOTOPBIX MOTYT MPUBECTH K 3a00JIEBaHUIO: OEIKHM MUO(DUIAMEHTOB, Z-
JIMCKOB M O€JIKM, BOBJICUCHHBIC B CUTHAJIBHBIM MyTh peryisiuuu kaibius. DeHo-
TUTIAYECKHUE TIPOSBIICHUS 3a00JIEBAaHUSI MOTYT CYIIECTBEHHO Pa3iuvaThCs Jaxke B
paMKax OJHOW ceMmbu. Peub uzer, npexiae Bcero, 0 BHYTPUCEPACYHOM aHATOMHUHU
(Jiokanu3zanusi TUNEPTPOPUU MENKKETYT0YKOBOM TMEPEropoaKu, MaTOJOTUS MUT-
paJbHOTO KJIallaHa M TOJAKJIANaHHOTO arrapaTta, pacpocTpaHeHUue runepTpoduu
Ha CBOOOJHYIO CTEHKY M BEPXYIIKY JIEBOTO JKEJyI04YKa, BOBJICUCHHUE MTPABOro JKe-
Jyl0YKa) U HaAPYIICHUSX BHYTPUCEPJICUHON reMOJUHAMUKHU (OOCTPYKIIUSI B BBI-
xoaHoM Tpakre JUK niu B cpenHexeny104koBOM IpocTpancTse nosioctu JDK, me-
peaHe-CUCTOINYECKOE CMEILIEHHE CTBOPOK MUTPAJIBLHOIO KiarnaHa, BIPaKeHHOCTh
MUTPAJIbHOW HEAOCTATOYHOCTH, XapaKTep U BBIPAKEHHOCTh JUACTOIMYECKON
muchynknnn JIK).

HecMoTpst Ha MHTEHCHMBHOE OOCYXAEHHE 3TOW MpoOJeMbl U pa3paboOTKy
Mexaynapoanbsix pekomenpanuii (ACC/ ESC, 2003; ACCF/ AHA, 2011; ESC

2014) mo muarnoctuke u jedernto ['KMII, oTCyTCTBYIOT yOeIUTEIIbHBIC KIACCH-
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¢duKkanuu ¢ onucaHueM pa3InyHbIX (HopM 3a00I€BaHUS U IPOTOKOJIBI UX JICUCHUS .
B T0 Bpems kak kinumHuueckue nposisiieHuss I'KMII ¢ nanbosee BbIpaKeHHOW T'h-
neptpodueit B 6azansHoM otaene MIKII u oOcTpykiuelt BBIXOJIHOTO TPaKTa JIEBO-
ro xkenygouka (BTJIK) xopomio u3BeCTHbI, KIMHUYECKUE MPOSBICHUS U TEUCHUE
3a00sieBaHusl ¢ OOCTPYKIIMEN CPETHEkKETYJOUKOBOM 00JIaCTU 10 KOHIIA HE SCHBI,
TaK KaK UX OMUCAHUS MOJIYYCHbI U3 €IMHUYHBIX CIIy4aeB WM HEOOIbIIONH KOTOPTHI
nauerToB [3]. He menee 90% manmentoB ¢ 'KMII umeroT npu3HaKM TUIIEPTPO-
buu cenTalbHOTO OTIENa MEXOKEIyI0YKOBOM neperopoaku. OOCTpyKIus cpe-
Heit yactu onoct JDK paszBuBaercs npumepHo y 10% namuentos ¢ 'KMII [4]. B
25% cnydaeB y ManueHTOB ¢ 0OCTpyKIuen cpemneit yactu nojoctu JIK BeIsBis-
10T alMKAJIBHYIO aHEBpPU3MY, KOTOpas B HEKOTOPBIX HCCIEHOBAHUAX aCCOLUUPO-
BaHa ¢ 0oJiee BBICOKOH CepeUHO-COCYIUCTON CMEPTHOCTHRIO [5].

MBeI npoaHaIM3upPOBAIIA PACIPOCTPAHEHHOCTD, KIIMHUYECKUE MPOSIBIICHUS U
CTpaTEruy JeUEHUs NallMeHTOB CO CPEeIHEKENy10UK0oBON (hopMO 3a00eBaHus B
koropte narueHToB ¢ 'KMII, kotopsie jymurensno Hadmonarores B PHITLL «Kap-
JTUOJIOTHSI.

Matepuan u meroasl, Mccrienyemas koropta coctosmna u3 349 manueHToB
Bo3pacta ot 17 et g0 70 net (216 myxxunn u 133 sxeHIuH, Meuana Bo3pacra 46
JIET), KOTOpbIe 00cneaoBauch U HaOmogauch ¢ oktsiops 2007 mo gexadps 2015
r. B PHIIL[ «Kapauonorus».

CTpyKTypHBIE U TEMOJMHAMUYECKHE NapaMeTpbl cepAua UCCIEAOBAIA Me-
tonoMm DxoKI na ammapare |E-33 ¢upmer PHILIPS n Ha ynbTpa3BykoBoii cucte-
Mme skcrieptHoro kiacca Vivid 7 Dimension (General Electric, CILIA). Onpenens-
JU TOJIIMHY MHOKapaa MmexokemynoukoBor neperopomku (TMXKII) u 3anuei
creHku JieBoro skenynouka (T3CJDK), koHEeUHbI CUCTONMYECKUI U JUacToJInye-
ckuii pasmep (KCP u KJIP) JIK, pasmep nesoro npeacepaust (JIII), namuume o6-
ctpykuuu BeiHOCsAMEero tpakra JOK (BTJIDK), Benuuuny ¢paximm BEIOpOca JIEBOTO
wenynouka (OB JDK). Cocrosnue nuacronnueckor Gpynkiuu JOK onpenensum ¢
MOMOILBIO UMITYJIBCHOTO JOMIIJIEPOBCKOTO UCCIAEAOBAHUS TPAHCMUTPAIBHOIO KPO-

BOTOKAa M TKAaHCBOI'O AOIIIJICPOBCKOI'O0 HMCCICAOBAHUA AMACTOJINYCCKOIO ImoabeMa
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ocnoBanus JOK. Omnpenensiian MakcuMalibHbIE CKOPOCTH PAaHHETO TUACTOINYECKO-
ro HanoJiHeHud (E) v HanmosiHeHus B cUCTOy npeacepauil (A) U MX COOTHOILIEHHE
(E/A), MmakcumanbHyI0 CKOPOCTb JMACTOJIMYECKOro mojabema ocHoBanus JIK B
PaHHIOK JIMACTOJy B JIATEPaJIbHOM OT/AETIaX MHUTpaibHOro Koubia (Emlat), a Tak-
e u cootHomenne E/Emlat.

J1J1s1 OLIEHKH JIOKAJIM3AIMK U BhIpaKeHHOCTH runepTpoduu Mmuokapaa JIK
IPUMEHSITN PACIIMPEHHBIN MPOTOKOJI UCCIETOBAHMS C UCIIOJIb30BAHUEM JHArHO-
CTHUYECKOH METOAMKH, pa3padboranHoit B.l. Maron [6], ocHoBaHHOI Ha H3MEpEeHUN
CErMEHTOB MHOKap/a Ha ypoBHE 0a3abHOTO OT/ENA, CPEAHETO CErMEHTa U Bep-
xymku JDK. B paMkax cTaHIapTHOTO ITPOTOKOJIA HCCIIETOBAHUE TIPOBOIUIIOCH U3
napacTepHaIBLHOTO JOCTyNa MO KOPOTKOM OCH C U3MEPEHUEM TOJIIHUHBI TIepeTHe-
T'O ¥ 33JJHETO CETMEHTOB IEepeIHENEPETOPOIOTHOM 00IacTH, a TaKKe TepeaHe00-
KOBOM M 3anHel crenku JDK.

Uccnenosanuss MPT cep/iia mpoBOMINCH HA MATHUTHO-PE30HAHCHOM TO-
morpade Magnetom Aera 1,5 T (Siemens, ['epmanust) ¢ HCIOIb30BaHUEM KaTyIIEK
Body 18 u anekrpokapanorpadguueckoil CHHXPOHU3AIUCH.

Pe3yabTatbel U o0cyxaenne, CpennexenymaoukoBas ooctpykius (CXKO)
obuta auarHoctupoBana y 33 u3 349 marmentoB ¢ 'KMIT (9,5%). Cpenu 33 narum-
earoB ¢ CXO y 16 maruentoB (48,5%) ObLIO BBISBICHO COYETAaHHE OOCTPYKIIUU
BTJIK c¢ o6crpykimeit cpenneii wactu nojoctu JOK, y 3 (9%) - pacnpoctpane-
Hue runeptpoduu Ha Bepxymiky JIXK ¢ pazButueM anmkanbHoi aneBpu3Mbl. Kin-
HUYECKas XapaKTEPHUCTHKA MAIMEHTOB, pa3/ICICHHBIX Ha 3 TPYMIIBI B 3aBUCHUMOCTH
OT XapakTepa OOCTPYKIMH, MpecTaBieHa B Tabn.1: | rpynna - 6e3 oOCTpyKIuu
BTJDK (I'KMII, n=189); Il rpynmna - ¢ ooctpykuuert BTJIDK (OI'KMII, =123 ) u
Il rpynma — ¢ o0ctpykiueit cpenueit yactu nosjoctu JOK ( CXKO, n= 33).

Tabnuna 1 - McxonHple KIMHUYECKHE TTOKa3aTenn y narueHToB ¢ ['KMII

XapakTepucTuka 'KMII, n=189 | OI'KMII, n=123 CXO, n-33 p

Bospact 44,7+12,7 45,8+12,0 43,6+14,9 0,650
[IOCTAHOBKH
JIMarfo3a, JieT

Tom, My’ 112 (59%) 87 (71%) 17 (51%) 0,08
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TMIKII >30mm 3 (15%) 1 (1%) 1 (3%) 0,23
BCC B cemeiinom |21 (11%) 12 (10%) 3 (9%) I-11 0,06
a”HaMHe3se I-111 0,05
11-111 0,84
Hainnune 24 (13%) 32 (26%) 15 (45%) I-11 0,05
CUHKOITAJILHBIX I-111 0,002
COCTOSIHUM 11-111 0,08
Hanuuwue snuzonos | 22 (11,6%) 26 (21,1%) 15 (45%) I-11 0,04
HXXT I-111 0,04
1-111 0,35
OK NYHA 88 (50%) 7 (6%) 2 (6%) I-11 0,0001
I 68(38%) 54 (45%) 14 (46%) I-111 0,0001
I 18 (10%) 59 (49%) 15 (48%) 1-111 0,43
Il 3 (2%) 1 (1%) 1 (3%)
Hainuue OIT 24 (13%) 14 (12%) 3 (9%) 0,68
Hamuumne
anMKaIbHOM - - 3 (9%) <0,0001
AQHEBPU3MBI

[Tanuents! ¢ ooctpykiueit BTJDK u CXXO no cpaBHEHHIO C TAallMEHTaMU C
HeoOcTpykTuBHOU (hopmoit 'KMII nemoncTpupoBaiin 6oJiee BbIpaXKEHHBIE CHUMII-
Tombl 3a0oneBanus: y 49% mamuentoB ¢ OTKMII u y 48% namuenTto ¢ CXKO
BesiBIsTN |11 @K CH, Torma kak y 50% mnarnuenToB 0e3 0OCTpYKIIMHU YaIie ompe-

nensin | @K CH (p<0,0001). Toswsko y manumertoB ¢ CXKO (9,1%) nuarHoctu-

poBaHa anukanbHas aneBpusMma. Cpeau ¢akropoB pucka BCC Gomnbias gyactora

cuHkonanbHbIX coctostauid (P<0,002) u snmmzonoB HIXKT (p<0,04) BeisiBicHa y ma-

ureHtoB ¢ CXXO no cpaBHEHUIO ¢ APYTrUMH

Ox0oKI" xapakrepuctuka mannentos ¢ [ KMII npeacrasnena B Tabmuiie 2.

Tabnuna 2 - Ucxoanas axokapanorpaduieckas XapakTepruCTHKa MaIUeHTOB

rpynmnamMd nanueHTtoB. McxomHas

¢ 'KMII
[Tokazarenn ['KMIT (n=189) OI'KMIT CX (n=33) p
(n=123)
KJIP, MM 48,946,27 4924621 47,746,71 0,45
KCP,mMm 29,9+5,83 29,6+9,17 29,2+9,01 0,21
®B JIK,% 63,2+8,84 64,5+8,19 65,9+9,71 0,17
JIIT, MM 42,4591 44,245,778 43,5+6,17 I-11 0,007
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I-111 0,31
I1-111 0,54

TMIKIL,Mm 19,9+3,84 20,8+3,34 21,7+4,55 I-11 0,04
I-111 0,0001
I-110,214

I'’I BTJDK, mmpt.ct | 11,2+8,10 59,8+23,1 45,03+14,4 I-11 0,0001
I-111 0,0001
11-111 0,01

E/A 1,34+0,57 1,38+0,74 1,26+0,51 0,57

E/Em 10,0+£2,36 12,2+2.,96 13,4+3,87 I -110,001
I-111 0,0001
11-111 0,06

[To nanusiM ucxonHoro OxoKI'- uccnenoBanus y HalUMeHTOB C OOCTPYK-
tuBHOU (hopmoit ['KMII nanmune oOctpykuum BTJIDK mnpuBoawiio x 6osee BbI-
pakeHHOMY pacimpenuto pasmepa JIIT (p<0,007) u 3HauMMOMY yBEJTHUYECHHEM
cootHomenust E/Em, otpaxaromiero nasnenue Hanoiuenus JDK, y manueHToB c
ooctpyknuert BTJIK u CXKO ( p<0,0001).

B kauectBe npumepa npesncrapisieM qanubie nanuenta C., 48 nert. [lepBoie
CUMITOMBI 3a0oyieBaHusA TOsIBIUIMCH B 18 neTHem Bo3pacte (cepaueOueHus,
olylieHue nepedoeB B cep/iiia, CHHKOMaIbHbIE COCTOsIHUS ). B cembe 3aboneBanue
JIMAarHOCTUPOBAHO Y OTIIA, KOTOPBIA ymMep BHe3arHo B Bo3pacte 45 ner. Ilpu wuc-
xoaHoM DXx0KI'- obcnenoBanun (puc.l) y mpobanma Oblia BhIsSBIEHA OOCTPYKTHUB-
Has ¢opma 3aboneBaHusi ¢ BHyTprkenyaoukoBoi oOctpykiueit (I'[ BXK 64 mm
pT.cT), acummerpuyHas runeprpopuss MIXKII ¢ makcumanbHOW TONIMHON B 00-
JacTH CpeAHHUX OTaes0B JieBoro xenyaouka (30 mm). IIpu MPT-ucciaenoBanuu B
TpEeXKaMEpHOW MO3UIMU cepia (puc. 2) OTMEYalld aCCUMETPUYHYIO THUIIEPTPO-
dburo MXKII ¢ makcumanbHOM ToNMmMHOW 36 MM B cpenneit otnene JIK, u o0-
cTpykuueit B cpeaneit yactu JOK. OmnpeneneHno pacnpocTpaHeHue TurnepTpoduu
Ha 3aJHIOI0 U CBOOOJHYIO CTEHKHM MpPaBOro >KeAyJouka. DBbisBieHa aHeBpH3Ma

Bepxymku JDK.
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Pucynok 1 - [lapactepHanbHasi HO3ULIKs CEP/Lia IO KOPOTKOW OCH Ha YPOBHE
cpennux cermeHToB. HenpeprisHo-BotHOBAs {11 DX OKI'. Bennunna nukoBoro
BHYTPHKEITYT0YKOBOTO IrpagueHTa 60 MM pT.CT.

3a nmepuoj HaOroACHHS U3 Bcel KoropThl marueHToB ¢ 'KMII y 23 (6,6%)
MAIMEHTOB OBLIIN 3aperucTpupoBanbl HeOmaronpusTHeie ucxoapi: BCC pa3Bunach
y 8 maniuentoB, BCC ¢ ycnemHo peanumarueii u umiianTanueit KJ1 — y 4 manu-
€HTOB; JIETaJbHbIC UCXO/Ibl BCeACTBUE TTporpeccupoBanusa XCH 10 «xoHEUHO»
ctaauu 3aboneBanus —y 7 nanuentoB; OHMK - y 8 manueHToB, B TOM YHCIIE C
JeTaIbHBIM UCXO0JIOM - y 4 manuenToB. B rpynmne nauuentos ¢ C)KO ¢pubpusis-
LM KETYIOUKOB C YCIIEITHOM peannmanner nu umiuanranuen MK/ pazsunuce y
2 (6%) manueHTOoB; JeTaNbHbIM UcXoa oT porpeccupoBanust XCH o «koHEYHOMH

craguu y 2 (6%) manueHToB.

Pucynok 2 - MPT cepaua. Kuno-mMpt, Tpexkamepnas npoekuust JOK - runeptpo-
¢bus muokapna JIK ¢ makcumansnoit Tomuaot MXXII no 36 MM, runeptpodus
muokapaa IDK. Ilpusnaku cucronmyeckoro cyxenus nosioctu JDK B cpennem

cermeHTe. AHeBpusma Bepxyku JOK (ykazaHa cTpenkoil)
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B teuenue mepuona wabmonenus manueHtbl ¢ CXKO momywanu B - aape-
HOOJIOKATOPHI (CpeaHsis q03a oucomnponona 7,5+1,02 Mr/cyTku), aHTaroHUCTHI pe-
nentopoB anrunotreHsuHa Il (cpemnss mosza nozaprana 75,5+12,2 mr/cytku), 54%
MAIMEHTOB MPUMEHSUIM CHUPOHOJIAKTOH (cpemuss moza 50,5+8,5 mr/cyTkn) u
20% manuenToB amuogapoH (cpeasss mosza 100,0£19,8 mr/cytkm). Ilanuenrtawm,
pedpakTepHbIM K MEAMKAMEHTO3HOMY JieueHHI0 (6 4eroBek), Oblila BBIMOJIHEHA
oreparys paciiipPeHHON MHOCEHTIKTOMUU [7] MOCTyIoM depe3 KOpPeHb aoOpThI C
pe3ekiuei mpokcuMaabHoro U cpeanero otaena MXKII ¢ nanpHeimei moounmsa-
[MEH U UCCEUCHHEM MaNWUISPHBIX MBI TPU HAIMYUKA UX TUOEPTpodUN U aHa-
TOMUYECKUX aHOMaMil. YKa3aHHas TEXHUKa MO3BOJSIET HUBEJIMPOBATH CPE/IHE-
KEITYJTIOUKOBYIO OOCTPYKITUIO, KOTOpasi MPOBOIUPYETCS, B TOM UYHUCIIE, HAPYIICHU-
€M aHAaTOMUYECKOTO PACHOJIOKEHUS TUMIEPTPOGUPOBAHHBIX MAMUIIISIPHBIX MBIIIILI.
VY 3 manueHToB pacHIMpeHHAs MUOCENTIKTOMUS ObljIa OTOJHEHA MPOTE3UPOBa-
HueM MmutpaibHoro kianaHa (MK) Hu3konmpouiIbHBIM MEXaHUYECKUM MPOTE30M
JIOCTYTIOM 4Yepe3 JIEBOE MPEACEP/IUE B CBS3M C HAIMYUEM BBIPAKEHHONW MUTpPAIIb-
HOM HemoctaroyHocTh Ha (oue anomanmmii MK u mojknmananHoro ammapara
(ynmuaenune ctBopok MK, mucnnazus MK, mukcomarto3nas aerenepanust MK).
['ocniutanbHOM NeTanbHOCTH He ObuTo. OTHaneHHbIe Pe3ybTaThl, MPOCIIEKEHHbBIE
JI0 5 JIeT 1MocJje OnepaTUBHOTO BMEIIATEIHCTBA, CBUIETEILCTBYIOT O MEPEMEIICHUN
nanueHToB u3 -1V Bo Il ®K NYHA. IlpennoxenHas pemoaenupyroias omne-
paiusi yCTpaHseT BHYTPUIKEITYTOUKOBYIO OOCTPYKIIUIO M YBEJIIMUMUBAET JTUACTONH-
YeCKHii 00beM JIeBOTO kenyouka. COorjlacHO OIBITY BEeAyIIUX IIeHTpoB [8] marwu-
entaMm ¢ HannurueM COKO u anmkaibHOM aHEBPU3MBI PEKOMEHIYETCS BBIITOJIHEHUE
pPEMOIETTUPYIOIIEH ONepalyd 4Yepe3 TpaHCauKaIbHbIN nocTyn. HeoOxonumer no-
MOJTHUTEIBHBIE UCCIICIOBAHUS JJI onpeiesieHus YPPEeKTUBHOCTU Pa3IuYHBIX TeX-
HUK XUPYPTUYECKOTO BMEMIATEILCTBA B TAHHOW TPYIINE MAIMEHTOB U pa3padoTKe
TEpareBTUYECKUX MPOTOKOJIOB JICUCHHUS.
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AxTyajabHOcTh. Dubpummsitus npencepauit (OII) sBasercs oaHuM U3
HanboJIee YaCcTO BCTPEUAIOUIUXCS BUIOB TAXUAPUTMUH.

CoxpaHeHre CUHYCOBOI'O pUTMa CHUKAET CMEPTHOCTb, KOJIMYECTBO UHCYIIb-
TOB M TOCIUATAIM3AMN B CBSI3U C JICKOMIICHCALIMEN XPOHUYKCKOM CEpICUYHON He-
nocratrounoctu (XCH) [1]. HenaBHo 3akonumBineecs uccienoBanune ATHENA
MOATBEPJIUIO MHEHUE O TOM, YTO YCIEIIHOE YAEep)KaHUE CHHYCOBOTO PUTMa MO-
KET OKa3bIBaTh BIMSHUEC HA KapAHOBACKYJISIPHBIC OCIIOKHEHHS [2].

OpHako MeAMKaMEHTO3HbIE METO/IbI YaCTO HE JAIOT XkenaeMoro ¢ dexra, a
HAJIMYUE PEUUANBOB HUBEIUPYET BCE MPEUMYIIECTBA CTPATETUU KOHTPOJISI pUTMa
HaJ CTpaTeTueil KOHTPOJIS YaCTOTHI.

B cBs3u ¢ 3TUM Bce Oouibliee pacpoOCTpaHEHUE OMYYaloT XUPYPruuecKue
meTo el nedeHus Ol ¢ ncnonp30BaHneM YHAOBACKYISIPHBIX TEXHOIOTHA, HAIIPaB-
JICHHBIC HAa YCTPAHEHHE CYyOCTpaTa apuTMUU U TIOJIJIEP’)KaHUE CUHYCOBOTO PUTMA.

CoBpeMeHHbIE PHJI0BACKYJISIPHBIE TEXHOJIOTUU TMO3BOJISIIOT YCTPAHUTH KaTe-
TEPHBIM METOJOM panuovactoTHol abnauumu (PYA) mapoxcusmanbsHyio Gopmy
@I y 80-90%, a xponnueckyro DII - y 40-85% Gonpubix. OnHAKO CleayeT OTMe-
TUTh, YTO TAKHE BBICOKHE PE3yNbTaThl HAOIIOAAIOTCS MOCJE MOBTOPHBIX CECCHIA
npouenypsl PYA. DddekTuBHOCTh MEPBUYHOM MPOIEAYPHl COCTABISIET OKOJIO
50%. Henb3s octaButh 6€3 BHMUMaHHS TOT (pakT, 4to mocie PUA 3HauMTENHHO
YBEJIMYUBACTCSI KOJIMUYECTBO OECCMMITOMHBIX mapokcu3MoB OII, a orcyrcrBue
CyOBEKTUBHBIX OINMYIICHUH apUTMUM HE UCKIIOYAET PUCK TPOMOOIMOOTUUECKUX
(T3) ocnoxueHuit.

Onepatyy, HanmpaBjiIeHHbIE Ha nojaJepkanue cuHycooro purma (CP), mo-
T'YT TOTEHIIMAIBHO CHIXKATh PUCK TJ. B cBsi3u ¢ 3TUM OBLITM MHUIIMUPOBAHBI HC-
cnenoBanus (CABANA, EAST), no usydenuto 3¢pdexkruBHocTH panHeir PUA, B
TOM 4YHCie mpeaynpexaaromue passutue T [4]. DddextuBrocts PUA B moa-
nepxxannu CP u cHmwkenun pucka TO MOXKET YMEHBIIUTh YHCIIO TMAIUEHTOB, TPE-
OyIOIIMX UIMTEIHHOTO MpHeMa aHTUKOAryJstHTOB. [Ipw 5ToM BO3pacTaeT akTy-
aJTbHOCTh MCCJIEJOBAHWM, HAMPABJICHHBIX Ha ompenesieHne pucka penuauba DI

nocie PYA. Kpome TOro, OTHOCUTEIBHO NAIMEHTOB € KOJUYECTBOM OajlIOB IO
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mkane CHA2DS2-VASc 0-1, He cymiecTByeT YEeTKUX PEKOMEHAALUN O JJTUTENb-
HOCTHU aHTUKOATYJISTHTHOTO COIPOBOXEHUS MOCIIE a0Ialuu.

PexomennoBannas murenbHocTh AAT mociae PUA, cocraBiser ot 1 1o 3
mecsteB [3; 5]. Omnako B uccinemoBanuu EAST Obuto ycraHomieHo, uto 90-
nHeBHOE Ha3zHaueHue npenaparoB | u Il kiaccoB nocne PYA ymeHnbiaeT koauye-
CTBO NApOKCHU3MOB TOJIBKO B TEKYLIEM INEPUOJE, OAHAKO HE BIUSAET HA HaJIU4YUE
oTHalneHHbIX peuuanBoB [4]. TlosTomy pemeHwe o mampHewmem mpueme AAT
JIOJKHO OBITh MPUHATO HA OCHOBAHMM OILICHKH PUCKA PELUJIMBA B OTJAAJICHHOM Iie-
puone. OmnpeneneHrue KpUTEpUEB MOBBIIEHHON BeposTHOCTH Bo3Bpata DIl B oT-
JIaJICHHBIE CPOKH MO3BOJIUT BBISIBUTH MAIIUEHTOB C MOBBIIIEHHBIM PUCKOM PELIHIH-
Ba, KOTOPHIM HEOOXOJIMMO Ha3HAYEHHE OoJiee JUTUTEIIbHON aHTUAPUTMUYECKON Te-
panuu. 9TO 0OCOOEHHO Ba)KHO B CBSI3M C YBEJIIMYEHUEM [10JIM OECCUMITOMHBIX IMa-
pokcuszmoB DI mociae PYA nerounsix BeH (JIB), koTopsie 3aTpyaHsOT CyOBeK-
TUBHYIO OIIEHKY ManreHToM 3¢ dekTa onepaiuu.

B cBsi3U ¢ 3TUM aKTyaJIbHBIM SIBIISIETCSI BBISIBJICHUE KAaTErOPUHU MAIIMEHTOB C
nporuo3upyembiM puckoM peruauba OII mocne PYA c nenbio HazHaueHust UM 60-
Jiee JUTUTENbHON aHTUKOATYJISTHTHON Tepanuy U aHTHAPUTMUYECKON MOIEPIKKH.

Leabio uccie0BaHus SBISUIOCh YCTAHOBJIECHUE HAJIWYUs B3aUMOCBSI3H pe-
uuauBoB @II B TeUeHHE «CIIETIOr0 MEPUOIA» ¢ TOYKU 3PEHUS BO3MOMKHOCTH IPO-
rHo3upoBanus Bo3Bpara OII B oTaaieHHOM MoOCI€0NepaliMOHHOM TTEPUO/IE.

Marepuaa u meroabl. B uccnegoBanue Obuio BritoueHo 40 denmoBek ¢
bubpmwsamenn npencepauii. Y 36 Oblla JMAarHOCTUPOBAHA IMapOKCHU3MalIbHAS
dbopma, y 4 — nepcuctupymomas. B 3aBUCHMOCTH OT HaIW4us peruanBa depes3 6
MECSAIIEB TMOCJIE ONepaluu MalueHThl pa3/eieHsl Ha 2 Tpynnel: 1-1 ¢ Hamuyuem
peunauBa, 2-s — 6e3 peuuaupa. ['pynmy ¢ penuauBoM cocTaBuin 17 MalUueHTOB,
rpymiy 6e3 peuuanBa — 23 4eJoBeKa.

o Beimonaenus nponeaypsl PUA JIB mamueHTs! 06cne0BaMch COTJIaCHO
cneayroniemy npotokony: IKI-12, OxoKI', Bkitouast TKaHEBON JIOMILIEP, CYyTOU-

Hoe MonuTopupoBanue DKI' (CM DKI'), Onoxumudeckuit anamu3 KpoBu (Ompeie-
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nenwue ymrmuaHoro cnekrpa, CPB, romonucrenna, natepieiiknna-6, pro-BNP), Be-
JieHue THEBHUKOB-XpoHOKapT ([IXK).

JIns BBIABIEHUSI pEUUIMBA B BBINIEYKA3aHHBIE CPOKU Mbl HCIIOJb30BAIH
ananu3 JIXK, OKI' u CM DOKIT'.

OneHka JOCTOBEPHOCTH pa3/IMuMil MOKa3aTesel B rpyImmnax npou3BOANIACH
C WCIOJIBL30BaHMEM KpuTepusi MaHHa-YUTHU. BeposSTHOCTh pa3BUTHA PELUINBA
yepe3 6 MecsIeB B 3aBUCHMOCTH OT €r0 HAIM4Yus Ha cpokax 1 m 3 mecsia paccuu-
ThIBaJIaCh TPH TOMOIIM COCTaBJICHUS TaOJIUIl COMNPSHKEHHOCTH W YCTAaHOBJICHUS
otHoreHus mancos (OLL).

Pe3yabrartsl. [Ipu aHanuze KIMHUYECKO-aHAMHECTUYECKUX JaHHBIX (IO,
BO3PacCT, JJIMTEIBHOCTh APUTMHUYECKOTO aHAMHE3a, KOJIMYECTBO MApOKCHU3MOB U
Harpyska @II 3a mecsiy 1o PUA, Hanmuure cCOmyTCTBYIONIEH MaTOJIOTHH) JOCTOBEP-
HBIX pa3IMuUi MEXIy TPYIaMu ¢ U 0e3 peluarBa He BBIABWIM. /[aHHBIC TIpUBe-
JeHbl B Ta0uie 1.

Tabmuua 1 - KnuHuko-aHaMHECTHYECKas XapaKTepUCTHUKAa O00CIeqyeMbIX

JINIY
[lepBas rpymma, peuu- | Bropas rpynmna, 6e3 pe-
XapakTepHuCcTUKa MalUEHTOB B (N = 16), Me muausa (n = 20), p*
[LQ/UQ] Me [LQ/UQ]
Cpenuuii Bo3pact 49[39;53 ] 54 [46;59] 0,11
MYX. 14 16 0,27
ITon
JKEH. 3 7 0,52
Anamues ®IT no oneparuu (mec.) | 36[23;108] 41[24,84] 0,91
KonnyecTBo mapokcu3MoOB B Te- 8[5:20] 6[4:13] 0.29
YeHUe MecsIia nepej1 onepamuein ' ' ’
Harpyska ®II 3a mecsiy o PHA 34[18:54] 26[6:100] 0,58
(gac)
ATl 1-2 41,2% 78,2% 0,76
ConyrcTBytoniee
3a0oJieBaHue JII/ICJ'II/IHI/I)IC- 76.5% 82 6% 0.12
MI/IH H H 1

*OIIeHKa COMOCTABUMOCTH TPYIII MPOU3BOAMIACH U UCTIOIB30BAHUEM KPUTEPHS Y2

u Kputepus MaHHa-YuTHH
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['pynmbl 0Ka3anuch COMOCTABUMBI 1O IXOKApAUOTpadUUECKUM MapaMeTpam
Y TIOKa3aTeisiM JUIUMAHOTrOo criekTpa uyepe3 1 mecsn nocie PUA JIB.

[Tpu ananuze nokazareneit CM OKI gepes 1 mecsn nocine PYA Ob110 ycra-
HOBJICHO, 4TO 00mIas anurenbHocTh @I B rpynmne peuunBa JTOCTOBEPHO BBIIIE,
4yeM B IpyIMIe nanueHToB, cBo0oHbIX oT DIT (p=0,0047).

[Tpu nzyyenuu nokazareneir CM DKI" yepe3 3 mecsinia rnocie onepanuu Bbl-
SBJICHBI JIOCTOBEPHBIC PA3JIMUMsl B IPYINax MO TaKUM MOKa3aTessiM Kak MaKCH-
maibHas cyrounas YCC (p=0,027) u obmias purensHocts OIT (p=0,0036), koTO-
pBI€ B TPYIINE PEIUANBA ObLITN 00JIee BHICOKHMU.

[Tpu o6padoTke nanubix XK Hamu ObuIH BBISIBIEHBI JOCTOBEPHBIE Pa3JIv-
Yusi B rpynnax no TaKuM MOKa3aTessiM Kak KOJUYECTBO MapOKCU3MOB U Harpy3ka
@I B 06eux Toukax HaOMOACHUA. B CBA3U ¢ 3TUM ObLIT MPOBEJICH JIOMIOTHUTEb-
HBIM aHAJIU3 C UCTIOJIB30BAHUEM TAOJIUI] CONPSHKEHHOCTH U BBISIBICHUEM OTHOIIIE-
HUs aHCcOoB pa3BuTHs peruausa OII B oTnaieHHOM NEpHOJIe B 3aBUCUMOCTH OT

ero Hainuuus B cpokax 3 u 6 mecsites nocie PYA @I1. (puc. 1)

pey.Bu peyBm

Mecrs Wects
Erer Wrer

Konuyectao
Konu4ecteo

pey.im peu.3m

Pucynox 1 - Cs3p Hanmmuus penuauBa @I Ha cpokax 1 m 3 mecsana mocie PUA
JIB ¢ nanimunem Bo3Bparta DI uepes 6 mecsuer nociie PUHA

CornacHO HaIIMM JaHHBIM, IIaHC peruanBa uepe3 6 mecsies B 45 [4,9;
419,2] pa3 BbIIIe Y MAallMEHTOB, UMEBIIIMX PEIUANB Ha cpoke 1 Mecsir mocie PUA,
u B 168[14; 2020] pa3 Bblllle y MalMEeHTOB, UMEBIIUX PEIUIUAB CO 2 MO 3 MECSII

IMMOCJIC MAHUITYJIATINH.
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OOcyxneHue pe3yJbTaToB. Bompoc o dakTopax, mMO3BOJISIONIUX MPOTHO-
3upoBath 3P¢exkTuBHOCTh npoBeneHuss PUA u puck pemmmuBa PII, ocraercs
MPEAMETOM JUCKYCcCHM. B 4acTHOCTH, aKTUBHO OOCYK/1al0TCSI BO3MO>KHBIE KIIMHU-
KO-aHaMHecTh4eckne npeaukTopsl perpnusa OI1. Tak, mampumep, J.Kornej et al.
YCTaHOBWJI, 4TO Hamuue nepcuctupyromen OII sapnsercs npeInKTopoM OTAAICH-
HeIx peuuauBoB @I mocie PYA JIB [6]. Ognako mo HaIMM JaHHBIM HAJIHYUC Y
nanueHToB nepcucrupyromen @II 10 omepanuu He yBEJIWYMBAIO JTOCTOBEPHO
PHUCK ee BO3BpaTa, 0 CPaBHEHUIO C MAIMEHTaMH y KOTOPBIX HaOJI0AaIach MapoK-
cuzMaibHas ¢opma. [lo HammM pesyabTaTaMm clieayer, 4YTo He HabmogaeTcs A0-
CTOBEPHBIX PA3JIUYUNA MO AHAMHECTHUYECKHM JAHHBIM, JJIMTEILHOCTH U HArpy3Ke
@I, KOTUYECTBY U JUIUTEIBHOCTH NAPOKCU3MOB aPUTMHUH.

B 10 e BpeMs, B HallleM UCCIEIOBAHUN MbI MOJATBEPANIN CYIIECTBYIOIIEE
mHenue Y.Ito et al. o ToM, 4TO paHHUE PEIUINUBBI SBJISIOTCS MPOTHOCTHYCCKH 3HA-
YUMBIM KPUTCPUEM PEIMIUBA B OT/IAJICHHOM ITOCICONEPAIMOHHOM Tepuoe [7].

BoiBoabl. 1.06mas gurensHocTh @I o ganueiM CM OKI B cpok 1 me-
csau nociie PYA B rpynne peuuinBa JOCTOBEPHO BbIIIE, YEM B IPYIINE MAIIMEHTOB,
cBoOoaHBIX 0T DII (p=0,0047). 2. Hamuume permausa OII B cpokax 1 u 3 mecsa
nociie PUA yBennuuBaroT pucK oTnaieHHOro penuauba B 45 u 168 pa3 coorBet-
CTBEHHO M TpeOyroT 0oJiee JUIUTEIbHON aHTHAPUTMUUYECKOW U aHTUKOATYJISTHTHOM
MOJJEPKKHU B IAHHOM T'PYIIE MAIUEHTOB.
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KAPJAUAJIBHBIE JAMHUHOIIATHUN: DOTUOJIOT U, KIMHUKA,
JAUNATHOCTHUKA, JEYEHUE
Kypymiko T.B., Baiixanckas T.I'., I'eBopksn T.T., Mpouek A.I'
I'Y Pecnybnuxanckuii Hayuyno-npaxmudeckuil yenmp «Kapouonozusny,
Mumnck
3a mocnenHee ACCATHIETUE CIEKTP 3a00JI€BaHUM, BbI3BIBAEMbIX MYTAIMSIMU
B T'€HE JJaMUHA U JIAMUH-aCCOI[TMUPOBAHHBIX I'€HAX, 3HAYUTEILHO pacuiupeH. 3a0o-
JeBaHUs, BbI3bIBacMble MmyTarusimu B reHe jamuHa A/C (LMNA), momyuwnn
Ha3BaHHUE «JIAMHHOMATUW». B mpakTuke KapAuoJiora JIaAMUHONATUU BCTPEUAOTCSA
Hepeako. B aToil rpynmne 3a0oieBaHui TUAUPYIOT AWJIATAlMOHHAS KapAHUOMMOIIA-
tusa (JAKMII) ¢ medexramu mpoBOAMMOCTH M OOJE3HU, OTHOCSIIHMECS K TPYIIE

MBIIIIEYHBIX JTUCTpOdU, TakWe Kak MbllieuHas guctpodus Dmepu-peiidyca
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(MID/[1) v xOHEYHOCTHO-TIOSICHAs MblmedHas auctpodus tuma 1B (KIIMJI1B),
COTPOBOXKIAIOIINECS KapAUAIbHBIM TUIATAIHOHHBIM ()EHOTHUIIOM C HAPYIICHUEM
aTpUOBEHTPUKYIsipHOU (AB) mpoBomuMocTu.

I'en LMNA, xoaupyromuii siaepHble JaMHUHOBBIE OEJIKH, PAcHoOJIOKEH B
xpomocome 1021.2-921.3 u coctout u3 12 sk30H0B. K TekyiieMmy MOMEHTY B I'eHe
LMNA  Haiineno 458  pasamunbix  myrtamui  (2.206  HOcHTeNel:
www.umd.be/LMNA). Hanbosee qacTbIMHi U3 BCEX U3BECTHBIX MYTAIlUi SIBIISIFOT-
csi muccenc mytaruu (72% Bcex uzydennbix LMNA Mytanuii), BCTaBKH/AeICIUH
B pamke cuuthiBaHusA (9%) u BHe pamku cuuthiBaHus (9%), MyTaluu B TOYKax
crutaricuara (7%) 1 HOHCEHC MyTalluu.

OpHako TOYHBIE MEXaHU3Mbl Pa3BUTHS JaMUH-aCCOLIMUPOBAHHBIX 3a0o0Jie-
BAHUU /10 CHX MOp JAECTaIbHO HE U3y4YEeHBl. B HacTosliee Bpems CYIIECTBYIOT He-
CKOJIBKO TEOpHii: Teopus abeppaluil SAepHON CTPYKTYPbI, TEOPUS] MEXaHUYECKOTO
CTpecca, TEOpHUsl HapYIICHUs JTaMUH-OIIOCPEI0BAHHON SKCIPECCUM TE€HOB U CUTHA-
JMHTa, Teopusi HapyuieHus AUGPEpEeHITUPOBKHM U CAMOOOHOBIEHHUSI CTBOJOBBIX
KJIETOK. B TeueHrne KOpoTKOro BpeMEHHU, MHTEPIIPETAIUS POJIM JTaMUHOB ObLIa U3-
MEHEHa 0T (YHKIIMOHATBLHOW POJIM CTPYKTYPHOTO SEPHOTO AJIEMEHTa JI0 BaXKHON
pPOJIM JTaMHUHOB, KaK KJIFOUEBBIX MEXAHU3MOB perumkanuu u tpanckpununu JIHK,
OpraHu3aTopa XpoMaTHHa, KJIETOYHOW peruukaiuu u nuddepenunpoku. Cero-
JTHST HAYYHBIA TIOMCK YYCHBIX HaIlpaBJICH HA M3yYCHUE MATOTEHHBIX MEXaHU3MOB U
naTO(U3UOIOTUIECKUX MPOIIECCOB, MO3BOJSIONIUX MOHATh, KAKUM 00pa3oM MyTa-
IIUW OJHOTO T€HA TPUBOJIAT K PA3BUTHIO TAKOW MHOTOCHCTEMHOM MATOJIOTHUHU C TIO-
paXCHUEM DPa3IMYHBIX TKaHeW W cucTeM. JlaMHHOTATHH OTIWYArOTCS (PYHKITHO-
HAJIbHBIM U TOMUYECKUM MHOT0OOpaszueM paccTpoircTB. OTCYTCTBUE CTPOTOM ce-
JICKTUBHOCTH B ITOBPEXKJICHUH OIPEACICHHBIX TKAHEH U CUCTEM CBS3aHO C TEM, UTO
JaMUHBI A-THUTIA SIBISIOTCS TPOMEKYTOUYHBIMU KOMIIOHEHTAMH OCJIKOBOU sIIEPHON
CTPYKTYpPBI MOYTH BceX MU(PGHEPEHIIUPOBAHHBIX COMATHUYECKUX KJIETOK, a TaKXKe
CTPYKTYPHO ¥ (PYHKITMOHAIBHO CBSI3aHBI C IPYTUMH OCIKaMU SIACPHON 00O0JIOUKH,

(GYHKIIMHA KOTOPBIX €IIIe ETaTbHO HE U3YUYEHBI.
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Hannume siapa sBsieTcs: OTIIMYUTENHHOW OCOOCHHOCTHIO KIIETOK-DYKapHOT,
KOTOpBIE CO/IEpKAT sIepHBINA TeHOM. OH OT/JENIeH OT KJICTOYHON LUTOIIA3MBbl JIBY-
CIIOMHON 000J0YKOM, KOTOpasi COCTOMT M3 KOHIEHTPUUYECKH PACIOJI0KEHHbBIX
BHYTPCHHEH M BHEITHEH SIECPHBIX MEMOpaH, MEXIy KOTOPBIMUA HAaXOIUTCS TICPHU-
HYKJI€apHOE MPOCTPAaHCTBO. BHyTpeHHsIs simepHas MeMmOpaHa Ipe/cTaBlieHa pas-
JUYHBIMU BHYTPHUSJICPHBIMU MEMOpaHHBIMU TpoTerHamu, B ToM uucie LAP1L
(lamin associated polypeptide - namuH-cBsI3aHHBIN TOJUATICNTH ). SIepHAs TaMUHA
npeactanisier coboit Tonkoe (30-100HM) M IUIOTHO MeperieTeHHOS (GHOPHILIAp-
HOE BOJIOKHO TNPOMEXKYTOUYHBIX MHUKPO(PUIAMEHTOB, PACHOJIOKEHHOE MOJl BHYT-
peHHell MeMOpaHoi szipa kieTok. OHa COCTOUT U3 JaMUHOBBIX OenkoB A, B1, B2
u C, a TakKe JJaAMUH-CBSI3aHHBIX O€NKOB. Sl/iepHast 1aMuHa, Kak CTPYKTYPHBIH 3Jie-
MEHT S/Ipa, IPOTUBOCTOUT CHJIaM JeopMaIlii U 3alUIaeT XPOMaTHH OT (U3H-
YECKOTO MOBPEXKICHUs, 0OecreunBasi MPOYHOCTh SJIEPHON 00O0JIOUKU U OpraHu3a-
MO SIJIEPHBIX MTOPOBBIX KOMIUIEKCOB. SIJIepHOM JJaMUHE OTBOJUTCS TJIaBHAS POJIb B
AIEPHOM CTpyKType, TpaHckpunuuu u permkannd PHK n JIHK, oprannzanum re-
TEPOXPOMATHHA U PETYIISIUU TEHOB.

Mytanuu B rene LMNA sBnsitoTcs nmpuyuuHoi 0oJiee gecsaTka 3a001eBaHUi
U KIMHAYECKUX CHHIPOMOB, KOTOPbIE MOKHO KJIACCU(PHUITUPOBATH MO MPEUMYIIIE-
CTBEHHOMY TOPAXCHHUIO CHCHM(DUUCCKUX TKaHeW opraHu3ma: 1) morepeyHo-
TI0JIOCAThIE MBIIIIBI, 2) )KUPOBasi TKaHb, 3) nepudepudecKkue HepBbl U 4) MHOXKe-
CTBEHHBIE TKaHU B pe3yibTaTe mporepouiHbix ¢penotunon. Myramunu rera LMNA
spisitores npuanHon JIKMII, mpumepno, B 10% Bcex cimyuyaeB 3a0oneBaHus U B
30% cnyuaeB HapymieHus: AB-TTpoBOIMMOCTH.

JunatanonHas kapauomuonatus ¢ aedekrtamu mpoBoaumoct (JIKMIIT
IA). IKMII ¢ nedextamu MpOBOJAUMOCTH - 3TO BEChMa I'€TEPOrCHHOE 3a00JICBaHKE
reHeTH4ecku u (QeHorunuuecku. K HacTosmeMy BpeMeHH BbIsBIEHO 16 reHOB,
MyTaluu KoTopbix siBisitoTcs npuunHoit JJKMIT |A. Kapauomuonatusi, BeI3BaHHAs
mytanuert LMNA, sBnsiercs kpaline HeOiaronpusTHOM MaTojioTHel cepjia, Ko-
TOpasi OTJIMYAETCS JOBOJILHO OBICTPHIM PA3BUTHEM JWJIATAIIMM KaMep Cep/Iia co

CHU)KEHUEM €r0 COKPATUTEIBbHON CIIOCOOHOCTH, )KM3HEYTPOKAIOIIMMHI HAPYLIEHHU-
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MM CEpJEYHOr0 PUTMA M MPOBOAMMOCTH, & TAK)KE YaCTO OCIIOKHSETCS Mporpec-
CUPYIOILEH CepAEeYHON HETOCTaTOUHOCTBIO M BHE3aHOU cMepThio. [Ipu aToM uite-
HbI OJIHOM CEMbU MOTYT UMETh Pa3HYIO CTENEHb BBIPAKEHHOCTH (B T.4. U HE CBS-
3aHHYI0 C TOPAKEHHEM Cep/illa) CKEJIETHYI MHUoNaTuio. JIaMUHOBBIM TE€HOTHII
JKMII sBnsieTcsi MpOTHOCTUYECKH HamOoJiee HEeOJAronpUsTHBIM Cpeld APYTHX
KapJualibHBIX T€HHBIX MyTaluil. Tak, B IEpUOJl TPEXJIETHETO HAOIIOEHUS, CPEIU
HOCUTEJICH JIaMUHOBBIX MYyTalluil BbIsBICHO 46% ciydaeB BHE3aIHOM CMEpPTH B
rpynie nanueHToB ¢ OpaguapuTMHUsIMU, HECMOTPS Ha HAJIMYKE MEHCMEKEPOB.

Mpimeunas nuctpodus Dmepu-Lperidyca Bnepssie onucana B 1955 rony.
OTO MIMPOKO PACIPOCTPAHEHHAs] JIAMUHOIATHUS, BCTpEYArOUasics € YacTOTOM
1:100.000 u nHacnmemyemas (barie) 1Mo ayTOCOMHO-AOMHHAHTHOMY Tumy. MJID/I
XapakTepu3yercs: MaHu@ecTaueil 3a001eBaHus B MOAPOCTKOBOM BO3pacTe, Mej-
JISHHOM TIporpeccupyroiiei arpodueil MbIIII JICYEBOTO MOsCa U JUCTAIBHBIX OT-
JIeJIOB HWKHUX KoHeuHocTel. [locrenennas atpodusi MycKyJIaTypbl TPUBOJIUT K
MBIIIIEYHON CIa00CTH B IIJICYEBOM MOsiCE M 00JIACTH MaJlbIX OEpIIOBBIX KOCTEH,
paHHEN KOHTPAKType MPOKCUMAIbHBIX MBIIII T'OJIEHEW, BEPXHUX KOHEYHOCTEM,
JIOKTEBBIX CYCTABOB, aXUJJIOBOTO CyXO0Xuius. O pa3pylIeHHMH MBIIICYHBIX KJIETOK
CBUJIETEJIbCTBYET IOBBIIICHHBIN (IBYX- U TPEXKPATHO) YPOBEHb CHIBOPOTOYHOM
kpeatuHdochokunazpl (KOK). [Ipu ayTocOMHO-TOMUHAHTHOM THUIIE HACJEI0Ba-
HUs nopaxaercs u cepaue. [IpobiemMbl BO3HUKAIOT B MEPUO MOJIOBOTO CO3PEBA-
HUS B BHUJIC HAPYIICHHS CEPACUYHOIO PUTMA M TTPOBOJUMOCTH, Pa3BUTHsI (DEHOTHUTIA
JAKMII ¢ AB-0650kanoii, KOTopass MPUBOAMT K >KU3HEONACHOM KEITyJOUKOBOU
apUTMUU U CMEPTH.

KoneunocTtHo-mosicHasi MblieuHast auctpodus tuna 1B - 310 MemieHHo
porpeccupylouiee, HacjaeayeMoe Mo ayTOCOMHO-IOMUHAHTHOMY THITY 3a00JeBa-
Hue, Bei3BaHHoe MyTarueit rena LMNA. 3aboneBanne neGrotupyet B Bo3pacte 20
JIET U OTJIMYACTCS MBIIIEYHOW aTpodueil KOHEUHOCTHO-TIOSICHUYHOM JIOKAIN3aluu
U MBIIIEYHOM C1ab0CThIO B MPOKCUMAJBHBIX OTJIeJIaX BEPXHUX U HUIKHHUX KOHEU-
Hocteil. Kak u mpu MJID /1, ypoenb ceiBopoTounoii KOK MokeT ObITh TOBBIIIEH.

Ot MJID /] otnuyaeTcst 6ojiee Mo3AHUM BO3HUKHOBEHHEM OOJIE3HU U OTCYTCTBHEM
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KOHTPAKTYpP MBIIIIL CIIHHBI, JOKTEBBIX CYCTaBOB U aXWJUIOBOTO CyXOXKHIIUs, OoJiee
PEOKMM TNOPAKEHUEM MBIIIL] AUCTAIBHBIX OTAEIOB KOHEYHOCTEH. Tak ke Kak U
npu MJID/] wacto BcTpewaercs nopaxkenue cepaua B Bae JKMII u Hapymenuii
IIPOBOJAUMOCTH.

bonee penkumu, HO HE MEHEE KIMHUYECKA MHTEPECHBIMH JIAMUHONATUSIMM,
ABIIAIOTCA Ipyrue 3a0oJieBaHus: CUHIpOM Manyda, CHHIpOM «cepaue-pyKu» clio-
BEHCKOT'O THIIA, CEMEWHbIC TUNOIUCTPOdUU, MaHIUOYIOaKpaIbHasl TUCIUIA3Hs U
porepus.

Cunnpom Mainyga KIMHUYECKU MPOSIBISIETCS Y MY>KYUH IEPBUYHON TECTH-
KYJSIPHOM HENOCTATOYHOCTBIO, & y KEHIIMH - MPEXKIECBPEMEHHON OBAPHUAIBHOU
HenocTatoyHoCThio U JIKMII. MukporHatus u mokartsle IJIEYd MOTYT UMHUTHPO-
BaTh aTUIIUYHBIN mporepouanslii penotun. OgHaKo y MAalMEHTOB C CHHIAPOMOM
Manyda He ObIBaeT TSHKEION 3aICPIKKU POCTA, AIUTONICIIUU U\JIM aTepPOCKIIepO3a.

CuHIpOM «cepaue-pyKn» CIOBEHCKOIO THIIA - 3TO I€T€pOreHHas Trpymnna
T€HETUYECKUX 3a00JIEBAHUM, OTIIMYAIOIINXCS HAJTMYUEM BPOXKACHHBIX CEPJIEUHBIX
3abosieBaHui U JehopMalui KOHEYHOCTEH. XapaKTepHbl U3MEHEHUSl B KUCTAX U
CTYIHSIX C KOPOTKMMH JUCTAIBbHBIMU U MPOKCUMAIIbHBIMU (pajlaHTaMH MaJbLEB, a
TAaKXKe «IEPENOHYATOCTbY) WIM CPAIlCHUE IAaJbLEB PYK MM HOI. Takke MOKeT
conyrctBoBath JJIKMII ¢ mporpeccupyrommm paccTpoicTBOM MPOBOJAUMOCTH U CO
CKOPOTIIOCTHKHOM CMEPTHIO BCIIEACTBUE KEIYA0UYKOBON TaXUAPUTMUMU.

Cemelinas yactuyHas Junoauctpodus JJanHuHra BTOpOro Tuna - 3To ayTo-
COMHO-JIOMUHAHTHAs JIMMIOAUCTPO(US, BbI3bIBAEMAs] T€TEPOr€HHBIMU MYTaLUSIMU
B rene LMNA. 3a0osieBanue mposiBIsieTCs] XapaKTEPHOU MOTEPEil MOAKOKHON K-
pPOBOI TKaHU B ONPEIEICHHBIX 00JIACTAX, NEOIOTUPYET B JIETCTBE WM B MEPUOJIE
IIOJIOBOT'O CO3PEBAHUS U PAHHEHN 3pENOCTH. [IallMeHThI MOCTENEHHO TEPSIOT KUPO-
BBIE OTJIOKEHMS C BEPXHUX M HM)KHUX KOHEYHOCTEH, SIroaul U TyJ1oBUIIA. OqHAKO
BHYTPUMBILLIEYHBIN XUP U JKAP KOCTHOTO MO3ra coxpaHsarorcsa. KupoBas TKaHb
nepepacrnpezensieTcsi B 00J1acThb JIMIA, €W, CIUHBI U BHYTPUOPIOIIMHHO € TOCIIe-
JOYIOIIMM  Pa3BUTUEM HHCYJIMHOPE3UCTEHTHOCTH. (OOMEHHO-MeTaboINuecKue

HapymeHusA MOTI'YT IPOSABIATHCA B BHUIAC CAXapHOTO zmaGeTa, AUCIUIIMACMHUN U
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YKUPOBOTO T'€MAaT03a, MOKET TAKKE€ MPUCOCIUHATLCA TUnepTeH3us. JlonoiHuTenb-
HbIE KJIIMHUYECKUE MPU3HAKY - HAPYIICHUS MEHCTPYAJIbHOTO IIUKJIA U TUPCYTU3M.

Manubynoakpanbnas nucrnazus (MAJ) - 3T0 ayTocOMHO-pelecCuBHOE
3a00JieBaHUE C YPE3BbIYAHO TE€TEPOTCHHBIMU KIMHUYECKUMHU OCOOECHHOCTSMHU.
3aboneBanue BcTpevaercss B Bujge A tuna (MAJIA), BbI3bIBaeTCS MyTalUsIMU B
reie LMNA u B tuna (MAJIB) xapaktepusl myTaiuu B rene ZMPSTEZ24. [lanu-
enTel ¢ MAJIA otnuyarorcs nmoteper nepuepudeckoil JKUpOBOM TKaHU U HOP-
MaJbHBIM (MJIM MOBBIIICHHBIM) HAKOTUICHUEM Upa B 00JIACTH JIUIIA, IIEU U TYJIO-
BUIIa, B TO Bpems kak cuHapom MADB xapakrepusyercss ObICTpO mporpeccupy-
I011Ie¥ HeporaomMepysonaTue U reHepaTu3uPOBAHHON JTUNOAUCTpOdre KOHEeY-
HOCTEH U nuia. 3amMeJIeHne TEMITOB POCTa, OCTEONIU3 (palaHT MabIEB, TUTMEHT-
HbIE U3MEHEHUs, PETPOTHATHS HUKHEH YEIOCTH U CKEJIETHhIE aHOMAJIUM BCTpE-
qyaroTcs B 00OMX BapuaHTax. Y TMalMEHTOB MOTYT MPUCYTCTBOBATH HEKOTOPHIE
CUMIITOMBI MPOTEPUU U META0OJUYECKHE HAPYIICHUS, TAKUE KaK MHCYJIUHOPE3U-
CTEHTHOCTb U CaxapHbIi JUa0eT.

[Tporepus (cungpom) XarumHcoHa-I undopaa - 370 0YEHb PEIKOE TCHETH-
YECKOE PacCTPOMCTBO, MPOSBIAIONIEeCs PEHOTUIIOM MPEKIEBPEMEHHOMN CTAPOCTH.
[TaneHThI poKaat0TCsl HOPMAJIBLHBIMU, OJHAKO B BO3pacTte /10 1 roga y HUX MOSB-
JsieTCsl 3aJepKKa B PAa3BUTHU U CKJIEPOJECPMAIIbHbIE KOXKHBIE IMOKPOBBI C OTCYT-
CTBHUEM IOJIKOXKHOTO kupa. PaHHUE CUMIITOMBI porepuu (B BUJI€ HU3KOPOCIOCTH
¥ MaJIOTO Beca, KepaTo3a BEpXHEW MOJOBUHBI TYJIOBHUIIA) IPOSBISIIOTCS B 1-2 jiet-
HeM Bospacte. OOsbiceHHe (ajuionenus), CKICPOAEpPMUs U TOTEPS MOIKOKHOTO
Kupa HaOJI0JAI0TCS Ha paHHUX CTaausAX OoJie3HU. Y MalKMeHTOB 4acTo HaOiroaa-
0T MUKPOTHATHIO, BBIMYKJbIE IJIa3a U MAJICHbKHI KIIOBOBUAHBIM HOC. CMepTh
BO3HHMKAET B PAaHHEM MOJPOCTKOBOM BO3PACTE BCIEJCTBUE CEPACYHO-COCYTUCTHIX
OCJIOKHEHHUM.

JlnarnocTuka kapauanbHbIX JaMHHONATUKW. Hannune CkeneTHO-MBIIIEYHBIX
aHoManui (MbIIeYHast ClI1a00CTh/MUOMNIATHS, CYXOXXWIbHBIE KOHTPAKTYpPhI, MMOBbBI-
MICHHBIA YPOBEHb KpeaTHH(POCPOKHUHA3HI) B COUETAHUU C KapAHAIbHBIMU MPOSB-

neHusiMu B Buze Hu3KoBosbTHOU OKI', nedexroB AB-nmpoBogumocTH, nuchyHK-
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UM CUHYCOBOTO Y3JIa KEIYyA0YKOBBIX TaAXUAPUTMHI 1 OpaMCUCTOINYECKON Pud-
PUWUIALIMKA TIPEACEPAUN TPH BBIIBICHUH KapIAOMHUOIATHH JIOJDKHBI TOCTYKUTh
MOBOJIOM JIsl TeHeThuueckoro ckpununra rena LMNA  merogom SSCP u moce-
TYIOIINM CEKBEHHUPOBAHUEM 12 3K30HOB.

JleyeHuie JaMUHONATHI B HACTOSIIIEE BPEMS SIBJISICTCS, B OOJIBIIEH CTENEHH,
CUMIITOMATHYECKUM C KOHTPOJIEM BTOPUYHBIX KIMHUYECKUX MPOSBICHUN Oo0Jie3-
HU. JledeHre OCHOBaHO Ha MPUMEHEHWW CTAHIAPTHOW 0A30BOWM Tepamuu cepiaed-
HOM HEJ0CTATOYHOCTH, UMIUIAHTALUUA KapAUOCTUMYIISITOPA WM paHHEH MMILIaH-
Tallid KapauoBepTepa-neuOpmuIsTopa MpU TUATHOCTHKE JIAMUH-CBS3aHHOU
JAKMII ¢ uenpio npoduiakTuku BHE3amHOW cepaeuHoit cmeptu. I[lpu Headdek-
TUBHOCTHU MIPOBOJIMMOM TEpANUU MAIMEHTaM MOKa3aHa TPaHCIUIAHTAIIMSI CepIIa.

PanukanbHOE JedeHHe JTaMUHOTIATHH HAXOJIUTCS Ha CTaaud KIMHUYICCKUX
uccienoBanuii (in Vivo, in Vvitro). Peamu3aius ero BO3MOKHa TOJIBKO MPH UCIOJb-
30BaHUM TE€XHOJOTUW T€HHOW TEepaIiu C MPUMEHEHUEM METOJIOB DKCIIPECCUU 3/10-
POBOr0 HEMYTUPOBAHHOTO AJLJIEIS.

B kauecTBe MOTEHIMAIBLHOTO JIEKapCTBAa ObUT ampoOOMpPOBAH pAMAMUIIUH -
UMMYHOCYIIPECAHTHBIM aHTUOMOTHK, JIedeHne panaMuIImHOM MPOTEPOUTHBIX KITe-
TOYHBIX KYJBTYP MPUBOJUIIO K YMEHBIICHUIO (DeHOMEHA SITIEPHOTO «ITY3bIPEHUS U
JIOCTOBEPHOMY CHIDKEHUIO YPOBHSI MpOTrepuUHa W TpenaMuHa A. B KIMHUYECKHX
UCIIBITAHUAX, TTPOBEACHHBIX HA MBIIIAX, JCUCHHE PAaMHUIIMHOM TPOJAEMOHCTPH-
POBAJIO YIYUIICHHE CEPJICUHON M CKEJICTHOM MBIIICYHBIX (DYHKIUH, a TaKKe yBe-
JUYCHHNE BhDKHBaeMOCTH. Ho ¢ Ipyro#t CTOpOHBI, BRISIBJICHO, YTO JUTHTEIBLHOE JIe-
YEHUE paITaMHUIIMHOM 00JIaaeT BRICOKOW TOKCHYHOCTHIO M PUBOAUT K PA3BUTHIO
WHCYJIMHOBOW PE3UCTEHTHOCTH, KATAPAKThI U TECTUKYIISIPHOU TUCTPODUH.

B monensix Ha KUBOTHBIX (MBIIIN) ObliIa o1ieHeHa Y(PEKTUBHOCTD U IPYTUX
WHTHOUTOPOB MUTOTEH-akTUBUpYeMmon mpoTenHkuHasbl (MAII). Tak, ;KMBOTHBIE,
nosryqaBiirie MAII-uHruOUTOp, HE OTINYAIUCH OT 3I0POBBIX MBIIICH, B TO BpeMs
KaK y KOHTpoJibHOU Tpynimbl 6e3 MAII-tepanuu Hadmonanock pazsurre JJKMIT u

CHWKEeHHE (pakiuy BEIOpOCa.
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3akirouenue. JlamuHoBblii reHorun JIKMII sBisieTcss MpOrHOCTUYECKU
HanOoJiee HEOIAroMPHUATHRIM CPEIN MHOXKECTBA KapIuaIbHOW MaToJIOTHH. B MHO-
TOLIGHTPOBOM HCCJENOBaHUM (Tepuoj 3-X JIETHEro HaOJIOJEHUs) Yy MallUeHTOB-
HOCHUTEJICH JJAMUHOBBIX MYTalluid K BO3PACTy, B CpeaHeM, 46 JIeT 3aperucTpupo-
BaHo 46% caydaeB BHe3amHOH cmeptu. B wmccnemoBanumm M.Passoti mepuon
HaOJII0/ICHHS TIAIIMEHTOB ¢ JJaMUuH-acconuupoBanHoit [IKMIT cocrabun 36-107 me-
csmeB (Meauana 57): B 55.1% cirydaeB BBISBICHBI JKETYJI0YKOBBIC TaXHAPUTMHUHU,
24.5% HocuTEIsIM MyTallMii UMITJIAHTUPOBAHBI KapAHOBEPTEP-1ePUOPHILIATOPHI, B
32.7% cnyuasx noxymentupoBana BCC, a B 30.6% ciydaeB mpoBeneHa TpaHc-
TUTAHTAIUS CEPIIIA.

OCHOBHBIE TIOJIO)KEHHSI €BPOMEHCKUX W aMEPUKAHCKUX PEKOMEHIAIN 0
JMArHOCTHKE U JICUYCHHUIO KapIMOMHUOTIATHI COBIAAAIOT 1O KOHIICTIIINHA BBIICTICHUS
gamMuHOBBIX  (eHotunoB JKMII s o0s3aTesnbHOrO  MOJIEKYJISIPHOTO-
TeHEeTHYECKOT0 CKPUHHUHTA U, B ciaydae uieHTHUukanuu mytanuii reHa LMNA,
paHHE! UMIUIaHTalMU KapAroBepTepa-neguopusuisitopa aisa npopunaktuku BCC.

B pesynbrare uccnenoBanuii, nposeneHubix B 2012 r yuensiMu |.A.Van
Rijsingen u E.Arbustini, y nartuentos-nocureneit LMNA myrtanuii BbISIBICHBI He-
3aBUCUMBIC (DAKTOPBI PUCKA PA3BUTHUS KU3HEYTPOKAIOIINX JKETYTOYKOBBIX Taxua-
putMuil (GUOPWILIAIUS/TpENeTaHUE KEITYJOUKOB, YCTOMUMBAS KEIyJ0UYKOBas Ta-
xukapaus): 1) ®B JIK menee 45% npu nepBoM KIIMHUYECKOM OCMOTpE; 2) MapoK-
CH3Mbl HCYCTOWYHMBOHM JKEIYJA0YKOBON TaxHKapauu;, 3) MYKCKOH moi; 4) HOH-
muccenc Mexanusm myrtauuun LMNA ¢ oOpsiBom cuHTe3a nenu Oenka (CTOI-
KOJIOH). ABTOpBI HCCJICAOBAHHMS PEKOMEHIYIOT WMIUIAHTHPOBATh KapIuOBEpPTEp-
neuopuIATOp ¢ MPOPUIAKTHYECKONM IIEIbI0 MPH BBHISBICHHH Y TAIlUCHTA C
JKMII 2-x u 6osiee nepevnciieHHbIX (HaKTOpoB pucka. [103TOMy TakiMM Ba)KHBIM B
KIIMHAYECKON MPAKTUKE KapJUO0JIoTa SIBIISIETCS MPOBEJCHUE TEHETUYECKOTO CKpH-
HuHra u BbisiBieHue LMNA myTtanuii ¢ 11e1b10 CBOEBPEMEHHOTO OINpPEAeIeHuUs 0-
Ka3aHUM 171 MpoQUIaKTHYECKOW UMIUTAaHTAIlUU KapAuoBepTep-a1ePpudpuisaTopa.

Hayunple uccrienoBaHusi JTaMUH-aCCOIMUPOBAHHBIX 3a00J€BaHUN aKTUBHO

IPOAOJDKAIOTCS U B Hactosiiee Bpems. [losiBieHHE BO3MOXKHOCTEN I100aJIbHOTO
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aHajin3a rcioma, SIHUIcHOMa W IPOTCOMaAa YCJIOBCKA ITO3BOJUT HCCIICAOBATCIINAM
OCYILIECTBUTH OECIpEleICHTHBIA «IIEPEeBOPOT» B HAYYHOM MOHUMAHHH MOJIEKY-
JEIPHO-TCHCTUYCCKHUX MCXAHU3MOB IMIATOI'CHC3a PA3JIMYHBIX OoJie3Heil U B je4eo-
HO-TIPAKTUYECKON METOJIOJIOTUH.
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BJIUAET JIN MUTPAJIBHOE NTPOTE3SUPOBAHUE HA
OTJAJEHHYIO BBIJKUBAEMOCTH MAIIMEHTOB C
OBCTPYKTUBHOM 'MINEPTPO®UYECKOM
KAPJIJUOMUOIATHEN?
Onunnos B.O., llIket A.I1., Komuccaposa C.M., Cniupunonos C.B.,
Annpymyk B.B., lymosen B.B., Octposckunii FO.I1.
'Y Pecnybaukanckuii HayuHo-npaxmuydeckuti yenmp « Kapouonozusy,
Mumnck
BBenenune. Ha coBpeMeHHOM JTare TpaHCAOpTAIbHAs MHUOCENTIKTOMUS
(MCD) cuuraercs Haubosee pacIpoCTPaHEHHBIM CIIOCOOOM JISUSHHUS TAIUCHTOB C

oOcTpykTUBHOM rumneptpoduueckoin kapauomuonaruein (I'KMII), umeronux Bbl-
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pa’keHHbIE CUMOTOMBI 3a00JIeBaHUA U pePPAKTEPHBIX K MPOBOIUMON MEAUKAMEH-
To3HOU Teparmmu [1,2]. TexHuka pacmmpeHHON (0 CPABHEHUIO C KIIACCHYECKOM
cyOaopTaibHOil, npemioxennon A.Morrow) MCD, Oblia pa3paboTaHa ¥ BHEIPEHA
B KIMHWYECKYIO nipaktuky B. Messmer B 1994 r. [3]. MuTtpanbHOe pOTE3UpOBa-
HUe, MpeJIoKeHHoe B KadecTBe anbrepHaTuBbl MCD B 70-e¢ roasl XX-To Beka
D.Cooley [4], Taxxe moxeT ycTpansath rpaauent B BTJIK u ycToiunBo CHUXAThH
cUMITOMBI 3a0oneBanus. OHAKO aKTUBHBIE CIOPBI BOKPYT II€IECOOOpPa3HOCTH
npuMeHeHus: npotesupoBanuss MK B mogoOHBIX cily4asix BEIyTCs U Ha COBPEMEH-
HOM dtarne [5], T.k. 1M000ii MpoTe3 SBISETCS IS OPTaHU3Ma WHOPOIHBIM TEIIOM.
HckyccTBeHHBIM KiamaHam HPHUCYLIM TpoOiemMbl TpoMO00Opa3oBaHUs, WH(ULIN-
POBaHMSI U MEXAaHMUYECKOIo M3HOca. YacToTa TaKoro OCIOKHEHHUSI KaK TPOMOOdIM-
00nMs Jake B UJICATbHBIX CUTYyalUsAX (CUHYCOBBIM pUTM, aJ€KBATHAsI aHTHKOAry-
JITHTHAsI Teparnusi, HOpMaJlbHbIE pa3Mephl cepla), cocrasisger 3-5 % B rox. [Ipo-
Te3 B ()YHKIMOHAJIHLHOM OTHOIICHUH YCTYNAeT MHTAKTHOMY HAaTUBHOMY KiamaHy,
HEN30€KHO CO3/1aBasi Mepenajibl aBJICHUs, CONPOBOXKAAEMbIE TOTEPEN SHEPTUU U
JUIIHEW paboTOoN MPHU KaXKJIOM CepJeYHOM IIMKIIE, YTO SIBJISETCS KpalHe Hexena-
TEJIbHOM JIOMOJIHUTEILHOW HArpy3KOM Ha COKpaTHTEIbHBIA MHOKapa [6]. B coBpe-
MEHHOHN Kapauoxupypruu mnporesupoBanne MK ocraércs pesepBHBIM criocoOom
JICUCHHMS], U IPUMEHSETCS y TIAIIMEHTOB ¢ opranudeckoit nmaronorueit MK, o06br4H0
He accouuupoBaHHoU ¢ oOcTpykTuBHOM ['KMII: npu xoHKypHpyromein peBMaTh-
yeckoi 0oJie3Hn cepaua, MHPEKIMOHHOM 3HJIOKapANUTE, BBIPAXKEHHOM MpoJIarce
CTBOPOK, OTPBIBE XOPJ, TSHKENBIX JEr€HEPAaTUBHBIX JTMOO MUKCOMATO3HBIX HU3Me-
HEHHSX, HE TTOIAroIuXcs miactuke [7]. Takke OTHOCUTETLHBIMU TIOKa3aHUSIMU K
MUTPAJIBHOMY MPOTE3UPOBAHUIO MOTYT CIY>KUTh HAIMYUE CPABHUTEIHHO HEOOIb-
moro yronmenuss MXII (<18 mm) ¢ npusnakamu obctpykuuu BTIDK (mpenmy-
niecTBeHHO 3a cuét anomanbHoro [ICJ[ MK), xorma teopetudecku puck Gpopmu-
pPOBaHUS ATPOTCHHOTO JAe(eKTa MEeXKelyI0YKOBOW MEePEeropoJKu MpH BbIIOJIHE-

Huu MCD BBIIIIE.
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Heab uccaenoBanusi. CpaBHUTH 3PPEKTUBHOCTH MUOCETITIKTOMUHN U MUT-
paJIbHOTO MPOTE3UpPOBaHUs B ycTpaneHun ooctpykunu BTJDK u 3HaunMon comyt-
ctBytonieid HegoctarouHoctd MK y maruentoB ¢ ['KMIL.

Matepuanasbl u Mmetoasbl. B nepuon ¢ gexabps 2007 r. mo okta6ps 2015 1. B
PHIIL] «Kapauonorus» mociaemnoBaTenbHo onepupoBanbl 83 maruenta (55,4%
MY>KUWH, cpeaHuil Bo3pacT 49,8+14,5 ner). YV 70% nauuentoB BeisiBieH I u IV
¢dbynxmonansabil kKiace (PK) cepneunoit negocratounoctu (CH) no kmaccudu-
Kaluu HBIO-PIOpKCKOfI accormarnuu kapauosnoroB (NYHA). Cpennsisi BeauunHa
nukoBoro cucronnueckoro rpaauenta (IICIY) 8 BTJIXK) coctaBuna 80,7+£22,3 mwm.
pT. cT. BelpaxkeHHass MuTpanbHas peryprutanus (3+ u 4+ crerneHu) BBIABICHA Y
75,9% nanuentoB. ®enomen SAM mutpansHoro kinanana (MK) peructpupoBascs
B 86,7% ciyuaes.

Jlnst cpaBHEeHMs ONMMOKaMIIMX ¥ OTJAIEHHBIX Pe3yJIbTaTOB JICUEHUs TallieH-
ThI OBLTM pa3iesieHbl Ha ABe rpymmbl. B rpynny 1 Bonuin 47 manueHToB, KOTOPHIM
BhINOIHsUTach MCD +/- tutactuka MK. I'pyriy 2 coctaBuim 36 mamueHToB, KOTO-
PBIM BBITIOJIHAIOCH TpoTe3upoBanue MK +/- MCD. O0e rpyIiiibl ObLIM OJHOPO/I-
HBbl ¥ COIOCTABUMBI TT0 UCXOIHBIM KJIMHUKO-IEMOTPAPUICCKUM U IXOKapIHOTrpa-
dbuyeckuM XapakTepucTukam. B kadyecTBe omepaTuBHOTO MOCOOUS BBIMOIHSIIUCH:
u3onupoBanHas pacimpernas MCD (n=23), MCD B couetanuu C mactukoir MK
WIH TTMKAIUei ero nepeanel ctBopku (N=24), MCD B couyeTaHHH C TIPOTE3UPO-
Bannem MK (n=28), uzonupoBannoe npote3upoanne MK 6e3 MCD (n=8).

Craructuyeckas oOpaboTka gaHHbIX. CTaTUCTUYECKYI0 00pabOTKYy MPOBO-
JWIIA C UCTIONIb30BaHUEM mporpamMMmHoro obecrneuenuss SPSS (Bepcus 19.0, IBM
SPSS Statistics). CpaBHeHHE KOJIMYECTBEHHBIX IPHU3HAKOB, YIOBJICTBOPSIONINX
YCIOBUSIM HOPMAJILHOTO Pacpe/IeICHUs] U PAaBEHCTBY AMCIIEPCH, TPOBOAMIACH C
nomoibo t-kputepus CThIOJIEHTa, HE YOBJICTBOPSIONIMX YCIOBUSIM HOPMATbHO-
TO pachpeiesieHrs WM PaBEHCTBY JUCIIEPCUI — C TTIOMOIIBIO KpuTepusi Buiikokco-
Ha-MaHHa-YuTHU. CpaBHUTENBHBIM aHAIM3 KAaYECTBEHHBIX IEPEMEHHBIX IPOBO-

JUJICSL C TIOMOIIBK KpuTepusi XHU-KBaApaT U TOYHOIO ABYCTOPOHHETO KPUTEPHUS
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®dumepa. Paznuuns B mokasaressix cuutamuch noctoBepHsiMu nipu P < 0,05. Boi-
YKMBA€MOCTb IAILMEHTOB pacCcunThIBaIM 1o Metony Kannana-Mariepa.

PesyabTaTnl. B 47% cinydaeB (N=39) ocHOBHOI 3Tall ONEPAaTHBHOIO BME-
11aTeJIbCTBA BBIIOIHSIICS XUPYPIOM B BHUJIE€ M30JIMPOBAHHOM pacmmpeHHoil MCD,
T.e. TpaHcaoptaibHoro ucceueHuss MXXII BTJIDK 6e3 kakux-aubo JOMOJHUTEIb-
HBIX OJIHOMOMEHTHBIX BMematenabcTB Ha MK, ¢ mocienyronmm o0s3aTelbHbIM
MHTPAOTIEPAIMOHHBIM KOHTPOJIEM YPECHUINEBOAHON dXOKapauorpaduu (Ha mpej-
MET JOCTATOYHOI'O CHUKEHUSI MUKOBOIO cUCToJinueckoro rpaauenta B BTJDK,
HUBeMpoBaHus cuHapoma anomainbHoro [ICJ] MK (SAM), ymeHblIeHHs 3HAYH-
MON MUTpPAJILHOM pPEryprutauvu), ¥ BO3MOXHOCTBbIO B JalbHEHIIEM, MpPU HE
BIIOJIHE Y/OBJIETBOPUTENIBHBIX [10OKA3aTENAX, TIOBTOPHO MEPEkKATh A0OPTY JUISl BbI-
NOJIHEHHUS IacTuku/mporesupoBanusd MK n/unu nod6asounoit MCO.

[TepBuuno wn3onupoBaHHas pacimupeHHas MCD sBunach 3pPexkTUBHON Y
59% manuentoB (N=23). Kpurepusmu 3pPeKTUBHOCTH OBLIO aJeKBATHOS CHUXKE-
Hue [ICT" B BTJIDK <30 MM pT.cT. ¢ 00s13aTeIbHBIM OJHOBPEMEHHBIM YMEHBIIICHH-
€M 3HaYMMON MUTPAJIbHOM pEeryprutanuu 10 YMEPEHHbIX (CPaBHUMBIX C TIOTEHIU-
aJbHOM MPOTE3HOM peryprurtaiueii) 1 MEHbIIUX 3HaueHul (<2+ CT.), HUBEJIUPOBa-
auem anomanbHoro ICJI MK (SAM). V 41% nanuentoB (N=16) motpeboBaiach
TIOBTOPHAsI OCTAaHOBKa cep/iia: Juisi BbinmosHeHus wiactukun MK (n=9), npote3upo-
Bannsgs MK (n=6), a taxxe g nobaBounoii MCD ¢ 0JHOMOMEHTHOM IJIACTHKOM
MK (n=1). CaenyeT OTMETHTD, YTO B JaHHOH KOrOpPTE MAlMEHTOB HE HAOIOIa-
JOCh KaKHMX-JIMOO MOCIIEONEPAlMOHHBIX OCI0KHEHHWM, CBSI3aHHBIX C MOBTOPHOU
UIIeMUe MHUOKapJa U MNPOJIEHHBIM BPEMEHEM HCKYCCTBEHHOIO KpOBOOOpallie-
HUSL.

JlocToBepHO MeHbInas Macca ucceuénnoro muokapaa (p=0,003) perucrpu-
poBaJjiach y MalMEHTOB TpyNIbl 2 (MCKIoUas ciydau npotesupoBanus MK 0e3
MCD) ¢ meauanoii (M) paBro# jums 1,3 rpamma, B cpaBHEHHH ¢ rpymmon 1
(M¢=5,5 rp.). Henocrarouno pamukaibaas MCD MOKET IPUBOAUTEH K HETOJIHOMY

ycTpaneHnio KoMrnoHeHToB oOctpykiuu BTJIDK u motpeGoBaTh AOMOTHUTENHHO
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npotezupoBanus MK, KOTOporo 3ayactyio MOXKHO HM30€XKaThb MPH JOCTATOYHOM
00BEME PE3eKITHH.

AHaJIM3 ciydaeB MUTPAIBHOTO MpoTe3upoBanus (N=36) y maiueHToB ¢ 00-
crpyktuBHoi 'KMII mokasan, uro HenonHoe ycrpanenue ooctpykiuu BTJDK mo-
ciie TMepBUYHO H3oJupoBaHHOM MCD SBUIOCH MPUYMHON 3aMEHBbI KiamaHa B
16,6% (n=6) HaGmrofeHUI, a caMOi YacTOW MPUYMHOM CTAjI0 HAIWYUE CTPYKTYp-
HBIX aHOMAJWK HAaTHBHOTO KiamaHa (22,2%), NMHarHOCTUPOBAaHHBIC BO BpeMs
Ox0oKI" u nocnenyromeit pesusun (puc.l). [lnactuka MUTpanbHOTO KiamaHa B TOM
VI UHOM BHJIE BBINTOJIHsIACh 24 maruentam. B 41,7% ciaygae (n=10) miacTtuka
ObUTa BBITIONHEHA BO BpEMsl MOBTOPHOTO IMEpeXaTus aopThl (BTOPOTO IMEpHOJa
UIIEMHUH) TIOCJIE€ MPEABAPUTEIBLHO NPOBEACHHON H3o0aupoBaHHOM MCD Bcenen-
CTBUE KaK HENoJIHOTO ycTpaHeHus: ooctpykuun BTJDK, Tak u 3HauumMoil octaTou-
HOW MUTPAJBHOM peryprutaiui. AHHYJIOIUIACTHKA Ha OmopHOM Kouibie (N=13) B

31% cnyuaeB (N=4) Coueranach C YaCTHYHON pe3eKIMel CTBOPOK (CTBOPKH).

2,8% B CTpYKTYPHBIE BHOMANHUH

‘ 2,8% -

2,8%

MK & cBAzm © TonwmHo# MK <18 mm

PYKUMM nocne
MC3

pemansHan pTpodHA MIKIT 1 nog)
annapara

B HecocToATensHocTs naactukn MK

] cTpyKTYpHO
nIMeHEHHOrO HaTHBHOTO MK

= NpedepeHyus xupypra

¥ B coueTaHWM C OTpaHUUEHHOH MCD npu TonwwmHe MK <
18 mm

M CONyTCTBYIOLLHIA BTOPHUHBIH M3

COMyTCTRYHOLLHH BTOP! M+ "
o M30/IMpOBaHHOE NpoTesuposanune MK
16,6%

= HaAWuME HMNNAHTHPOBAHHOTO paHee npote3a Aok

Pucynok 1 - [lpuuunsl BbionHeHUs mnpoTre3rpoBanud MK nanueHtam c
['KMII

KonTtponbsHbie sx0Kapauorpadguieckue ucciaeoBaHus MOKa3aald YMEHbIIIe-
nue [ICI" 8 BTJIXK B nmokoe y 100% manueHToB B CpaBHEHUHU C 100TIEPAIlMOHHBIMU
nokaszarensamu: cpeansis Bennunna [ICI coctaBuia 14,9+9,6 MM pt. cT. B rpymie 1
u 11,3+£9,5 mm pr. c1. B rpymre 2 (p=NS). Cuamwxkenune I1ICI" 010 10CTOBEPHBIM
(p=0,001) 6e3 paznuunii MeXIy rpylIaMH MAIMCHTOB, KaK B paHHEM IOCIIEOIe-
pPallMOHHOM TEpUOJie, TaK U B OTJAJEHHBIE CPOKH, C HECKOJIbKO 00Jjiee HU3KUMHU
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3HAYEHUAMHM (CTATUCTUYECKH HE3HAYMMBIMM) ocTaTouHoro rpaauenta B BTJDK B
TPYIIe MalUEeHTOB, KOTOPBHIM BBIMOJIHUIOCH MHTPAILHOE TPOTE3MPOBAHKE.
YMeHblleHrne A00NepallMOHHON MUTpalbHOM peryprutaruu (cpennss 3,1+0,8) no
HE3HAYNUTETHLHON 00 yMepeHHOU (< 2+ CT.) Takke ObUIO JOCTOBEPHO 3HAYNMBIM
(p=0,001) 6e3 pasnuuunii MeKIy rPyIIaMH MMAMEHTOB KaK B paHHEM I0CIIeonepa-
IIMOHHOM TIepHojie, TaK U B OTHAJIEHHBIE CPOKHU. B mocieonepaimioHHOM niepro/ie
HHU y OJIHOTO W3 MAIlMEHTOB HE PErHCTpUpoBajiock 3Hauumoro (> 1 cr.) IIC MK
(SAM). I1epuoa HabmOEHUS COCTaBHI B cpeaHeM 41,6+25,8 MecsieB (MUHUMYM
4, makcumym 98). IlomHora HaOmoaeHWsS B rocmuTaibHOM mepuonae — 100%
(n=83). B oTmaneHHOM meprojie KIIMHUYECKOe 00cIeIoBaHke Iponuty 46 manueH-
toB (97,9%) u3 nepsoit u 36 (100%) manmeHTOB M3 BTOpOU Ipymibl. Ha MOMeEHT
KOHTpOJIS M3BecTHaA cyap0a 82 maruenToB (98,8%), BKIIIOUEHHBIX B UCCIICIOBAHHE.
7-MeTHSST KyMYJISTHBHas BbDKHBAEeMOCTh ObUta goctoBepHo Hmxke (p=0,009) B

rpynmne 2: 77% nporus 100% B rpynmne 1 (puc.2).

1.0- [ e - - —~
Nynna 1

Log Rank p=0,005

L

KYMWIHTHBHBH BblX{WBaEMOCTb

MNpynna 2
0,74
BreimmBae- MNeynna 1 MNeynna 2
MOCTb
0,6
S5-neTHARA 100 % 77 %
F-neTHAR 100 %% 77 %
0,57
L] L L L) L] L) 1 L] L)
[a] 365 730 1095 1460 1825 2190 2555 2920

Mepuog HaGNOOEeHWA, oHW

Pucynok 2 - I'pynmnoBast KyMyJISITHBHASI BBKUBAEMOCTb OTIEPUPOBAHHBIX
MAIMEHTOB

Bce neranbhblie ucxo sl (N=7, U3 KOTOPBIX 2 B TOCITUTAILHOM U 5 B 0T/1a-
JEHHOM TIEPUO/IE) CIYUYUITUCH BO 2-i TpymIie. Y ABYX MAIlMEHTOB MPUYUHA CMEPTH

HOCHJIA MTPOTE303aBUCUMBIN XapakTep, 12 cnyyaeB HeaTalbHBIX POTE303aBUCH-
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MBIX OCJIOKHEHUH 3apETUCTPUPOBAHO B OTJAIEHHOM (MJIM TOCITHTATILHOM, N=2)

nepuoje y 11 manueHToB 310 rpymimsl (Tadi. 1).

Ta6nm1a 1- BI/II[I:I, IMPUYINHBI 1 UCXOObI He(baTaJ'IbHI)IX IMPOTC303aBUCUMBIX

OCIOKHEHUM
Ne Bo3- [IIo | Cpox Bun ocnoxue- IIpuunna Hcxon OTtnanéHHsli nepu-
pact |ix rmocie HUS o,
ore- ®K CH
parmu
1 47 x |3 THA CrioHTaHHOE PexonBanecueHIus
Mecsa CcoOBITHE
2 21 THA CrioHTaHHOE PexonBanecuieHIus 22 mecsua,
MeECHIII CcoOBITHE NYHA I
3 60 X |5 TUA [lepe-no3upoBka | PekonBanmecueHms 93 Mmecsa,
et BapdapuHa NYHA I
4 45 XK 5 THA Heperymspusiii | PexonBanecueHIus 80 mecsues, NYHA
JIeT KoHTpoJs MHO |
5 58 XK |2 MaccuBHoe HO- | [Tpuém aHTHKOA- | PexoHBanecueHIHs 35 mecsies,
roaa COBOE KpOBOTE- | T'YJISTHTOB NYHA I
yeHue
6 75 x |9 [Mapa- I'pyOsIit Kanb- Orpannyenne QyHk- | 41 mecs,
MecsIIeB | mpoTe3Hast pu- IIUHO3 KOJIbLIA I[IUOHAJILHON aKTHUB- NYHA 111
CTyna MK c mepexo- HOCTH, OJIBIIIKA TIPH
JIOM Ha 3HIO- xonp0e Ha 300 - 500 m
kapa JIK
7 71 x |2 [Mapa- I'pyOsIii Kanb- OTtcyTcTBUE KIIMHUYE- | 7 MECSIIEB,
Helenu | mpote3Hast pu- IIUHO3 KOJIbIIA CKUX TIPOSIBIICHUH NYHA |
cTyJa MK ¢ nepexo- reMOoJIMHaMU4€eCKON
JIOM Ha 3HJIO- 3HAaYUMOCTH
kapxa JIK
8 55 M |1 [Mapa- He ycranoBnena | OtcyrcrBue ximHAYe- | 36 MecsIeB,
Henmensl | mpoTe3Hast pu- CKUX TIPOSIBIICHUH NYHA |
CTyna reMOJIMHAMHYECKOM
3HAaYUMOCTH
9 39 M |3 Wncynbt Ombomnus Yactuunas pekonBa- | 70 mecsiues, NYHA
romaa JIECIIEHIINS T1OCIIE 1
JICBOCTOPOHHETO Te-
MHUmnapesa ¢ Ju3apT-
puei
10 30 M |2 WHCybT DOmbonus, co- PexoHBaIeCIIEHIIHS 26 mecsames, NYHA
rojaa 3HATEJIbHOE TIpe- | mocie eBocroponue- | I;
KpallleHHe MpH- | To remumapesa CMEpTh B CPOK 32
éma BapdapuHa MecsIa OT FUIIOKOa-
TYJISIIIA-OHHOTO
KPOBOU3JIHSHUS
nocite 3UMT
11 71 M |16 Tpom603 nipore- | Co3HaresbHOE PexonBanecueHuus 23 mecsina,
MecsIEB | 3a MpeKpaleHue (ycnemrHo npoBeneH- | NYHAI;
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mpuéma Bapda- | HbIH TpOMOOITH3HC) CMepTh B CpoK 25
puHa MECSILEB OT
3JI0Ka4E€CTBEHHOM
HeorepadeTbHOH
OITyXOJIN TIOJIKETy-
JIOUHOMH Kene3bl

12 57 M |5 Tpom603 Husknii nokasza- | PexonBanecueHuus 76 Mecs1EB,
JeT mpoTe3a tens MHO (ycnemHo nposenen- | NYHA |
HBIA TPOMOOJIH3HC)

B rpymnme 1 B otmanénnom nepuoje y 2-X ManueHTOB Pa3BUIIMCH MPU3HAKU
Bo3Bpara ooctpykiuu BTJIK (y ogHoro yepe3 3 roga, y apyroro — yepe3 3 Mecs-
112 MOCJe MEPBUYHOTO BMeIIaTenbcTBa). [IepBhlil U3 3TUX MallMEeHTOB, MEPEHOCUB-
muit MCD ¢ ropusontanbHoit miukanuent [IC MK, Obu1 peonepupoBan yepes 4,5
roJia B CBSI3U C BHIPAKEHHBIMU KIIMHUYECKUMU TIposBiIeHus MU o0cTpykimu BTJIDK
(BeimosTHEHO TpoTe3upoBanue MK, T.K. mpoBeneHue TpaHcaopTaibHOU peMCD
OKa3aJ0Ch TEXHUYECKH HEBO3MOXKHBIM H3-32 UHJUBUIYAIbHBIX aHATOMHYECKUX
0COOEHHOCTEH MpU MOBTOPHOM BMENIATENILCTBE). Y OAHOW MalueHTKu yepe3 1 rox
nocie pacmmpeHnord MCD pa3Buiiach reMOJIMHAMAYECKH 3HAYMMask HEAOCTATOY-
HOCTb AOpmMAlbHO20 KIlallaHa, Tpelyromias MpoBeAcHHs peornepauuu. Bo Bpems
MOCJIEHETO JOCTYIHOIO OOCJIEIOBaHMs B OTJAJIEHHOM IOCJICONEPALMOHHOM IIe-
puojie, adCOIIOTHOE OOJIBIIMHCTBO MALMEHTOB OTMEYAIH 3HAYUTEIbHOE CHUKEHUE
100 TOJIHOE MCUE3HOBEHUE CUMITOMOB, OTPAaHUYMBAIONINX HOPMAIBHYIO KU3HE-
NeSATEeIbHOCTh, U YBEeTWYeHUE (PYHKIIMOHATILHONW aKTUBHOCTH (Ha OJIMH JIUOO JBa
(GyHKUHOHAIBHBIX Kiacca oT ucxonHoro ypoBHs). Kmacc CH mo NYHA pocro-
BepHo cHusmics (p<0,001), 90,1 % naruentoB Haxoasatcs B I-11 K.

3akimouenue. Kak pagukaibHbIi METOJ XHUPYPrUYECKOTO JIEUEHHsS 00-
crpyktuBHO ['KMII, nmpore3supoBanne MK cTaBUTCS 110JI COMHEHUE 3HAYUTEIb-
HBIM YHCJIOM OCJIOKHEHHUU, PEeaU3YyIOIMXCA TJIABHBIM 00pa3oM B OTIAJIEHHBIE
CPOKH, MOATOMY TOKa3aHUsI K HEMY JOJDKHBI ObITh CTPOTMMH, a TEXHHKA BBIMOJI-
HeHus nepBruuHod MCD — npeun3noHHONH. MuTpanbHOE MPOTE3UPOBAHKE MOKA-
3aHO PALY MALUEHTOB C COMyTCTBYOLE MP nereHepatuBHOro xapakrepa, Koraa
MJJaCTHKa HE MOMET OBITh MPOBEJICHA BCIEJICTBUE BBIPAKEHHBIX Mopdosoruye-
CKUX M3MEHEHUH KJIalaHa, TM00 B CIy4asx, KOrja NMEepBOOYEPEIHbIE XUpypruye-
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CKHE TpOLEeAypbl HEe MPUBOIAT K pazpemeHuto ooctpykiuuu BTJIK. Coxpanenue
HatuBHOro MK mo3BoJisieT n30exarh NpOTE303aBUCUMBIX OCJIOKHEHUM U yJIydllia-
€T OTHAIEHHYIO BEKMBAaeMOCTh. M3onupoBanHas pacmmpenHas MCO accouumnpo-
BaHa C OTJIUYHOH OTHaHéHHOﬁ BBDDKMBACMOCTBIO 1 OTCYTCTBUEM HGO6XOI[I/IMOCTI/I B
MOXU3HEHHOM aHTHKanYHHHTHOfI TCpaInu.
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KAPJIAONIPOTEKTOPHBIE D®®PEKTHI KATETETEPHOM
ABJIAIIMUA CUMITATUYECKHUX HEPBOB INIOYEYHbIX
APTEPUI IPU TEYEHUU PE@PAKTEPHOM
APTEPUAJIBHON T'MIEPTEH3UH
[Inamwmuckas JI.LU., 'onuapuk J1.b., Mpouek A.T.

'Y Pecnybnukanckuii HayuHo-npakmudeckuti yenmp «Kapouonoausy,

Mumnck

BBenenue. TsoxkecTh KIMHUYECKUX MPOSIBICHUN M MPOTHO3 OOJIBHBIX C ap-
TepuanbHOi runepronueit (Al') ompenensercss HE TOJBKO CTETIEHBIO MOBBIIICHUS
apTepuasibHOrO naBieHus (AJl), HO U B 3HAUUTEILHOU Mepe MOPAKEHUEM Opra-
HOB—MMUIIICHEH, B TOM YKCJI€ HATMYUEM TUIEPTPOGUN MUOKAP/Ia JIEBOTO KETY0U-
ka (I'MJIXK). B Hacrosmee Bpemst [ MJIDK paccmaTpuBaroT kak HE3aBUCUMBIN Mpe-
JUKTOP paHHEH! CepIedyHO — COCYAUCTON 3a00JIeBAEMOCTH U CMEPTHOCTH. Y Taliu-
eHToB ¢ AI' m 'MJDK puck pa3BUTHS CEPACYHO — COCYAMCTBIX COOBITHH JOCTO-
BEPHO BBIIIE MO cpaBHEHMIO ¢ 00abHBIMU Al 6e3 'MJIK.

s nquarsoctukn ['MJDK MoryT HCronb30BaThbCsi pa3iMUHbIE METOJbI:
pentrenorpadus, anekrpokapauorpadusa (IKI'), sxokapauorpadus (3xoKT'), pa-
JTMOW30TOIHAsT BEHTPUKYyJNorpadus, KOMIbIOTEpHAs ToMorpadusi, MarHUTHO—
pe3oHaHCHas ToMorpadusi.

DddekTrBHAsS aHTUTUIIEPTreH3UBHAS TEpausl MOXET MPUBOAUTH K 00pat-
Homy pazBututo ['JDK, 4uto mpuBOauT HE TONBKO K yiyurieHuto ¢ynkiun JIK
(mpuyeM Kak IMacTOJMYECKOM, TaK U CUCTOJIMYECKO ), HO U 3HAYUTEIIbHOMY CHU-
KCHHUI0O pHUCKA Pa3BUTHs CepAeYHO-cocymucThix ocnoxHenuii (J.Belle, 2000;
C.Laviades, 2001; P.Okin, 2006).

PenanbHast nenepsarust (PJIH) xak mHBa3uBHBINM MeTO[ JieueHUs pedpak-
TepHO# aptepuanbHoi runepreH3un (PAI') nucnonp3yercss B KOMIUIEKCE ¢ MEAUKA-
MEHTO3HOW TEpANUEN B JICYEHUHU JAHHOW KaTerOpUHU MAlMEeHTOB.

M.Brandt ¢ uccnenoBarensimu onucaian 3pdexr PJIH Ha nuactomuveckyro
dbyHKIIMIO JIeBOTO Xemyaouka y nanueHToB ¢ PAT. Kpome camkenuss CAJl u JA]]

Ha 1-M u 6-mecsunom Busute, PJIH 3nHauuTensHo cHuzuna I'MJDK, ynydmmna
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JUACTOJIMYECKYI0 (PYHKIIUIO U BpPEMs H30BOJIIOMETPUUECKOTO PACCIA0NICHHS TaK
e KaKk M CHUCTOJWYECKyro (yHKIMIO0 jeBoro sxemymouka [1]. OcoOGeHHOCTBIO
SIBIJIOCH TO, YTO y 5 HE-pECIOHICPOB B OTHOIICHUU CHMXKEHUS A/Jl, MHIEKC MacChl
MHUOKapbl JIEBOTO JKETyI0YKa CYIIECTBEHHO CHHU3WICS, y 4 HE-pecrnoHIepOB
3HAYUTENILHO YIIYYIIWIACh AuacTonmueckas (yHKIus. Bc€ BrIenepedncieHHOS
yka3eiBaeT Ha AJl - HezaBucumsbie 3¢ dexter PJIH na ['JIDK u aumacronmdeckyro
mucynkmuo.  Tawke F.  Mahfoud ¢ rpymmoit  umccnemoBareneii
IPOJACMOHCTPUPOBAIIM CHIDKEHHE MHJIEKCa MAacChl MHOKapja JIEBOTO JKEIyA04Ka,
OIICHEHHOTO C ITOMOIIBI0 METOJa MAarHUTHO-PE30HAHCHOW Tomorpaduu, Kak y
PECIIOHCPOB, TaK M Y He-pecnionepoB, noaseprimuxcs P/AH [2]. [TonoxurensHbie
s¢dexror P/IH Ha maccy JIXK HesaBucumo ot AJ] Obutu moaTeepskaens A. Doltra
C ucchefoBaTesiMH y 23 TAMEHTOB, KOTOPHIM Oblia BeIModHeHa PJIH, wu,
KOTOpBIE B CBOIO OYepe/ib MPOJEeMOHCTpUpoBaiu cHuxeHue Maccol JDK He Tompko
BBUJIy CHIKEHUS TUTNIEPTPO(dUU, HO TAKXKE B pe3yJbTaTe YMEHBUICHUS ILJIOMIATIU
UHTCPCTUITMAIIBHOTO MHOKapauaipHoro ¢uopo3a [3]. Cuumraercs, dro 3TH
noJIokKUTENbHbIE 3P deKThl cBsa3aHbl ¢ BiusgHuemM PJIH Ha cumnatudeckyro
HEPBHYIO CUCTEM M Ha PEHWH-aHTHOTCH3WH-AIbJI0CTEPOHOBYIO IIETIOUKY.

Martepuajbl u Metoabl. 3a 2013-2015 rr. B PHIIL] «Kapauomnorus» Ob110
BeimosiHeHo 90 peHanbHBIX JeHepBaiuii ayektpogoM Simplicity maruentam ¢
ACCEHIMAIBHON apTEpUAIbHON TUNIEPTEH3UEH.

Tabmuna 1 — Jlemorpadguueckue XapaKTEpPUCTUKU MAIMEHTOB, KOTOPHIM

MIPOU3BEICHA peHaIbHAs JICHEpBaIUs

XapaKTepHCTHKH CpenHee + cTaH]. OTKJIOHEHHE
OO11ee KOIMYeCTBO MAIUEHTOB 90

[Ton (My>X4HHBI) 32 (35,6%)

Bo3spacr 499+97

JnurensHocth Al (J1€T) 16,1+7,9

UMT (xr/kxB.M) 34,6£5,6

CK® (MDRD) mn/mus/1,73xB.M 71,8 £18,7

OI1 15 (16,7%)
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Cca 19 (21,2%)
HTT 19 (21,2%)
NbC 30 (33,3%)
OO6mmit XonecTepruH, MMOJIB/JT 54+1,3

[Ipumeuanue: UMT - unnexc maccel tena, CK® — ckopocts kiryboukoBoit ¢unbTparuu, HTT —
HapyIlIeHHe TOJIEPaHTHOCTH K yraeBogam, PI1 — pubpmuisiuus npencepauii, CJ] — caxapHslii 1ua-
oer, UbC — nmemMuyeckasi 60J1€3Hb cepia.

P/IH  BomonHstack  4depe3  (EeMOpaNbHBI  JOCTYH  OMBITHBIM
ANEKTPOGU3UOIOTOM CIeIUAIM3UPOBAHHBIM AIIEKTPOJAOM Symplicity.
AONAlMOHHBIA JJICKTPOJ HMEET OJHWH JUCTAJIbHBIA IIOJIOC JJIS BBITTOJTHEHUS
abmaruu CHITA (o mpuHIMIY «TOYKa-3a-TOYKOI»). B 3aBUCUMOCTH OT IJIMHBI
ITA Hanocwiioch 4-12 Todek abnaluu MO CHUPAIM OT AUCTAIBHBIX OTIEIOB K
MPOKCUMAJIBHBIM JJIsl PABHOMEPHOTO pacipeieieHus paauo4acTOTHON YHEPTUU 1O
Bcemy nepumetpy [TA. BpeMs anmiukanuu B KaXI01W TOYKE — 2 MUH.

[TanmenTHI HAOMIOMATUCH Yepe3 3, 6 1 12 MecsIieB nocie npoieaypsl. Bcem
NalyMeHTaM MPOU3BOAMIOCH u3MepeHnue oducHoro AJl. BemonHsnu cienyromnime
HHCTpYMEHTAJIbHBIC 00OciienoBaHue: cyrounoe MoHutopupoanue AJl (CMAJ),
yJIBTPa3BYKOBOE UCCIAEIOBAHUE MMOUYCUHBIX apTepuid, 3XoKapauorpadus cepaia.

Pe3yabTarsl u 00cy:xkaenne. Kak cneyer u3 npuBeeHHON HUXKE TAOIHIIBI
2 otMeueHo noctoBepHoe cHmkeHue opucHoro CAJl m JIAJl mo OTHOIIEHHUIO K
ucxogaomy AJl no BeimosiHenust P/IH.

Tabmuma 2 — Oducnoe CA/AAJ] no abnanuwm, gepe3 3, 6, 12 mecsies

rocJiie BeinonHenus admamuun CHITA

c ; Odmcnoe CAJT, | Oducroe JIAJL, KonnuecTBo npuHUMaemMbIx
POKH HaOJIIOACHUS MM DT.CT MM DT.CT AQHTUTUIIEPTEH3UBHBIX
pT-CT. pT-CT. [IperapaToB, HAUMEHOBAHUS
[lepen onepanueit 185,2+ 27,5 109,7+ 17,8 4,95+1,2
3 Mmec. 159,4+ 24,4 97,5+ 14,8 4,9+1,25
6 mec. 158,6+ 28,6 96,3+ 18,3 4,7+1,3
12 mec. 158,3+27,3 94,2+12,9 4,4+1,4
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Cpennue 3nauenus AJl yepe3 12 mec. mocine AeHEpBAIMK CHUZWINCH JOCTOBEPHO
st CAJl va 27 mm pr.ct. (p <0,001) mnsa JTAJ] Ha 15.5 mm pr.ct. (p <0,001).

VY nanuentoB ¢ PAI BcieacTBue HekoHTpoaupyeMbix mudp AJl oTmevanach
BEIpakeHHass rTuneptpodus JIDK, uto cCBA3aHO C MHOTOJETHHUM CTaXXeM
apTepUaIbHON TUNEpTeH3nU. Hamu mpou3BeneHa OLEHKA BIUSHHS MPOLELYPHI
P/IH na noxkaszarenu pemoaenupoBanus JDK, B T.4. Ha runeprpoduto JDK
(Tabn.3).

Tabmuua 3 — Ilokazatenu »xokapauorpaduu, XapakKTepU3YIOIIUe

ymensbItenue runeprpodun muokapaa JOK nocne admanun [TA

Cpoxu HabtoeHu MKII Macca HNunexc macchbl SCILK
2 | Aumacrodna,
JMacT, MM | MHOKapaa, T | MHOKap/a, /M .
Hcxomno (no abmamuu 11A) 13,95+2,15 | 289,3+114,6 | 138,5+49,5 12,6+2,8
Uepes 12 mec. nocne abmamuu [TA | 13,1+3,03 | 258,5+93,8 123,9+36,9 11,5+1,87

[Tpumeuanue - * p < 0,05

[Ipumeuanue: MXII — TonmuuHa MexokenmynoukoBod mneperopoaku, 3CJDK — 3agHss creHka
JIEBOTO KETyI04Ka

[Tocne roma wHaGmomenuss mnamueHtoB ¢ PAIT um Bemonnennoi PJIH
HaOJII0/1aeTCsl  JOCTOBEPHOE  CHIDKEHHME — TOKa3aTesield,  XapaKTepHU3YIOIIHUX
runepTpoduio Mruokapa JEBOTO Keay104uKa.

BoiBoabl. 1.B mpaBunbHO momoOpaHHOW TpymIre MallMeHTOB C HCTUHHO
PE3UCTEHTHON apTepUaIbHOM THIEPTEH3UEH BBIMIOJIHEHHE MNPOUEAYphbl adiiauuu
IIOYEYHBIX apTepUuil ¢ MaAKCUMAJIbHO IIOJHOW JICHEpBALlMEd NPUBOIUT K
JIOCTOBEPHOMY M CTOHMKOMY CHHUYKEHHUIO CHCTOJIMYECKOTO W JUACTOJIUYECKOTO
apTepUAILHOTO JIaBjieHUs. 2.3a BECh MEPUO] HAOIIOACHUS AIlMEHTOB ¢ UCTUHHOMN
pedpakTepHO apTepHalbHOW THUIIEPTEH3UEH ITOCJIC PCHAIBHOM JICHEpBAaIlMd Ha
NPOTSHKEHWH TOJla OTMEYaeTCsl 3HauuMoe U ycToWuumBoe cHWkeHue AJ[ (c
TEHJICHITMEN K YCUIICHUIO TUIIOTEH3MBHOTO (D dekrta k 12 mec. mocne abnanuu, 94To
CBUJIETENBCTBYET 00 (P PEKTUBHOCTH TaHHOTO BUA JieueHus pedpakreproii Al B
JIOTIOJTHEHU U K KOMOMHUPOBaAHHOMN AHTUTUTIEPTEH3UBHOU Teparuu.

3.Habmromaercs TeHIEHIIUS K perpeccy runepTpodun JIEBOro Kelly04Ka B 1IeJI0OM
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no rpynne nauueHtoB ¢ PAI', xotopeim BbimonHena PJIH, mnpossistoniascs
camwkenneM MMJDK na 10,6 % crycts 1 ron mocne nedeHus.
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COBPEMEHHBIE TOAXOAbI K IMATHOCTHUKE U JIEYEHUIO
KAPAUOMUOIIATUU TAKOLLYBO
ITonsnckas A.B., Ananacosuud B.I'.
YO «Benopycckuii cocyoapcmeennviii MeOuyuHcKull yrueepcumenty, Munck
Kapanomuonatus (KMII) Takomy6o (takotsubo), «cummpom paszburoro
cepAala» Wik cTpecc-uHaynupoBanHas kapauomuomnarus (CKMII) — octpo
pa3BuBatroiieecs 3aboseBaHue, OTHOcsIIeecss K Tpynmne mnpuodpereHHbix KMIIT
COrJIaCHO WX KJIacCH(PUKAINK, TPEIJIOKCHHOW aMEPUKAaHCKUMHU SKCIEpTaMH B
2006 r. [8]. Dt0 — mOOpoKavecTBEHHAs TATOJIOTHS, XapaKTEPU3YIOIIAsCS
TPAH3UTOPHOW CHCTOIMYECKON AuCyHKIMEH JieBoro kemymouka cepamna (JIK),
BO3HMKAIOMIAss YacTO Ha (POHE OCTPOro SMOIMOHAIBHOTO WIN (HU3UICCKOTO
CTpecca, KIMHUYECKU CXO/IHAs ¢ UH(PAPKTOM MUOKapaa MPHU OTCYTCTBUU BUIUMOM

OOCTPYKIIMU KOPOHAPHBIX apTepwii [5].
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3a0oneBanue Obuto BrepBble omucano B 1990 r. SMOHCKMMM y4YeHBIMU
H.Sato u coaBr. Takomyb6o ¢ SMOHCKOrO fA3bIKA TIEPEBOAMUTCA  Kak
«rpucrocoosieHune st J1oByim ocbMuHoray [4]. CKMII monyuuna takoe Ha3BaHHUE,
MIOCKOJIBKY TIpH aHruorpaduu jieporo xemyaouka (JIXK) y mepBoix 5 ommcaHHBIX
aBTOpaMH TMAlMEHTOB OOHapyXUBajach KapTHUHA, CXOJHAs C JIOBYIIKOW JUIs
OCbMHUHOTA M3-3a HA0II0AaeMOM aKWHE3UH BEPXYIIKU U cpeaHux cermeHToB JIK u
TUIEPKUHE3NH ero 0a3ajabHBIX OTAeN0B. B HacTosee BpeMs nzsectno 6oxee 1000
ciysaeB CKMII ¢ pa3HooOpa3HbIMH KIMHHUYECKUMHU MPOSIBICHUSIMHU 3TOU
natojioruu [1]. KMII takoiy0o0 BbISIBJICHAa HE TOJBKO B SIMOHHMH, HO ¥ BO MHOTHX
npyrux ctpanax EBponsl, Adpuku, ABcrpamuu, Amepuku u Asunm [1]. ¥V 1,7-2,2
% cTalMoOHApHBIX MAIMEHTOB, MMEIONIUX MPEABAPUTEIbHBIN JIHarHO03 OCTPOTO
KOPOHApHOTO CHHIpPOMAa M DJIEBalUi0 cerMeHTa ST Ha 3JIeKTpOKapAHOrpaMMme
(OKT), Bniocieactuu BoisiBisiercss CKMIT [6].

B 90% cinygaes KMII Ttakoiry06o cTpamaroT >KCHIMHBI, HAXOISAIIAECS B
MMOCTMEHOIAY3aJIbHOM NEepuoae, cpeanuit Bo3pacT mnamueHtoB ¢ CKMII
coctapisger 58-75 ner [l], omHako ommcaHbl CiAy4au BO3HUKHOBCHHS OSTOMN
naToJioruu 'y moapoctkoB u jgered [2,9]. IMosromy aumarnoz KMII Ttakoiy0o
ClleqyeT MCKII0YaTh Yy MAlMEeHTOB JII0OOro BO3pacTa MpPH HAIWYUU CTPECCOBOI
CUTyalldd U OCTPOM pa3BUTHUHU CHUMITOMOB cepaeuHoi HenoctarouHoctu (CH),
0COOCHHO B Cllyuae HapyIICHHs COKPATUMOCTH MHOKap/Aa BEPXYIICYHOW 00JIacTH
JIK.

TpurrepasiMu pakropamu CKMII siBrsroTcst cMepTh OIM3KHUX, (PUHAHCOBBIE
HEYpSAWUIBI, MyOJMYHOE BBHICTYIUICHHE, BOJHEHHE, TPEBOra, B TOM 4YHCIE, U
CBSI3aHHAs C BU3UTOM K Bpauy, yHoTpeOJieHue KOKauHa, OIUAaTOB, CTPECC-TECTHI C
no0yTaMHHOM,  HaJW4YWe  THUPEOTOKCUKO3a,  KapAHMOXHPYPTrHUYECKHEe U
HEKapIHOXMPYPIrudecKre BMemareabcTaa [1].

KMII Takomy6o sBisieTcss MajOM3y4YE€HHbIM 3a0ojeBaHueM. B kauectBe
HanboJIee YaCThIX €€ KIMHUYECKUX MPOSBICHUN OMMCHIBAIOTCS 3arpyANHHAs 0OJIb,
OJIBIIIIKA, OTEK JIETKMX, BCTPEUAIOTCS TAKKE OCTAHOBKA CEPJIA, KapAMOTEHHBIH

IIOK, KCITYyAOYKOBBIC apUTMHUMU.
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OKI' kapTtuHa MOXeT OBITH CXOJHA C OCTPHIM HWH(MAPKTOM MHOKapAa
nepeaHeil CTeHKH C moabeMoM win 0Oe3 moabema cermeHta ST. Yacto 3tm
u3meHenus: DKI' conmpoBoxknatorcs ynnuHeHueM uHTepBasia QT. HaGmomaemas
npu KMII Ttakomy6o OKI'-kapTuHa HOCUT TpEeXOASIIMN XapakTep, M B
OonpmHCTBE citydaeB u3meHeHus: DKI' rcue3aroT B TedeHUE NEPBBIX ABYX HEENb
3a0oneBanus. Ognako y 17 % mamuentoB ¢ CKMII anextpokapanorpadguueckue
U3MeHeHHs OTCYTCTBYIOT BooOmie [10]. MoxeT HaOI01aThCsl IOBBINICHUE YPOBHS
Kapauocnenupuyeckux (PEepMeHTOB, OJHAKO HX YPOBEHb HIDKE, 4YeM IpHU
uHpapKTe MUOKap/a.

Baxupim MetomoM giadg  moctaHoBku  guarHo3za  CKMII  sBiastercs
sxoKapauorpadus, Mpu KOTOPOH BBISBIISIOTCS THMIIOKMHE3 WM aKMHE3 CPEIHUX U
anukanbHbIX cerMeHTOB JDK, TOmMYecku JOKalM30BaHHBIE BHE  30HBI
pacrmpesiefieHs Kakoi-mnbo oAHOW KopoHapHOHM aprepuu. OTMedaeTcs Takke
camkenue ¢pakuun Beiopoca JIK B octpoit craguu KMIT Takoiry6o mo 20-49 % c
MOCJICTYIONTUM €€ ToBbImeHueM 10 59-76 %, B cpemnem, k 18 mHio oT Hadama
3a0oneBanus. Y 25 % marnueHTOB BBISBIISETCS BOBJICYEHHUE B MPOIIECC BEPXYIIKU
IPaBoOTO KETyI0UKa. [Tpu KOpOHapoaHTHorpapuu OTCYTCTBYIOT
reéMOJIMHAMUYECKH 3HAYUMbIE CTEHO3bl KOPOHAPHBIX apTEPHil, KOTOPHIE MOTJIH Obl
OOBSCHUTDH YKa3aHHBIC HAPYIICHHS COKPATUTETHHON QYHKIIUA MUOKAP/Ia.

Jns  nocraHoBkn — gmarHoza  KMII  Takomy0o  ucmosib3yroTcs
«MOIU(UITMPOBAHHBIC KPUTEPUUM KIMHUKKH Meiio» [7], KOTOpble HOJKHBI
BKJIIOUATh BCE YETHIPE CIICAYIOMINX MPU3HAKA:

1) TpaH3WTOPHBIH THIIOKMHE3, NUCKHHE3 WM aKWHE3 CPEIHHUX CETMEHTOB
JDK ¢ unm 6e3 BOBIIEUEHUSI BEPXYIIKH CEpJilia, 0amioHOMOJ00HOE pacIIMpeHue
nonoctu JIJK HE COOTBETCTBYIOIEE 30HE KPOBOCHAOXKEHUSI KaKOW-IMOO OJHOMU
KOPOHApHOW  apTepuu;  Hamuyue  (PU3HYECKOTO WA  TICUXUYECKOTO
TPaBMHUPYIOLIETO (paKTopa, MPEAIIECTBYIOIIETO PA3BUTHIO 3TOTO COCTOSHUS;

2) OTCYTCTBHE OOCTPYKIIMU KOPOHAPHOHN apTepUU WU aHTHOTPa(YUIECKOTO

CBUJIETEIHCTBA OTPHIBA ATEPOCKIEPOTUUECKON OJISIIKY;
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3) noseiienne waMeHnenudt DKI (mmobast ameBanus cermenta ST w/wimm
uHBepcus 3yona T) uin He3HAYUTEIbHOE IMOBBIIICHHE YPOBHS TPOIIOHUHA);

4) OTCYTCTBHE TMPEIIICCTBYIOIICH TPaBMbI TOJIOBBI, BHYTPHUYEPEITHOTO
KPOBOUBIIUSAHUS, TUNEPTPOPHUUECKON KapAMOMUOMATUH, (PEOXPOMOLIUTOMBI HIIU
BOCHAJIUTEIBHOTO MOPAKEHUS] MHOKap/ia.

CpoeBpemennas auarHoctuka CKMII Bakna nnsi mz0OexaHue pa3BUTHS
TaKUX CEPbE3HBIX OCIOKHEHUH 3a00JieBaHWs, KaK KapAHOTCHHBINM IIOK, OTEK
nerkux, xpoundeckas CH, nepukapaut, HapymeHus putma cepaua, paspbeis JIK,
ueMu4Yeckuid MHCynbT. CmepTHOCTh OT ocioxkHeHuil npu KMII Takoiy0o
noxoaut 10 1 % [3].

Jleuenne KMII Takorybo mnpomoikaioT paspabaTteiBath. B Hactosiee
BpeMs mnanueHtam ¢ KMII takony0o Ha3zHayaroT (-OJ0KaTOpbI, aHTHATPETAHTHI
(ameTriicaTUIUIIOBAs KHUCIIOTA, KIOMUAOTPEN), aHTUKOATYJSHTHI (TemapuH) Jyis
CHI)KCHHUSI PUCKA TPOMOOIMOOIMYECKUX OCIIOKHEHUH, HUTPaThl, UHTUOUTOPHI
aHTHOIIpeBpaliaoniero ¢epmMeHTa, OJOKaTOpPbl peuentopa K aHruoTeHsuny ll,
AHTAarOHUCTBHl «MEJUICHHBIX» KanbuueBblXx kaHaloB. Ilpu CH pexoMmeHnmyroTcs
IUypeTuKku. YeTKux KpUTepUeB JUIUTENBHOCTH Tepanuu Her. JledeHue
IPOAOJKAIOT JI0 MOJIHOTO BOCCTAHOBJICHUS (DYHKLINU CEPJCYHON MBIIIIIBI.

B GonbmmucTBe cimydyaes KMII Takoiry06o mmeeT O61aronpusTHBIN TPOTHO3:
3a00JIeBaHNE 3aKaHUYMBAETCS TOJHBIM BoccTaHoBIeHUEM ¢yHkimu JIK vepes 2-4
HEJICJIM MOCJIe BOSHUKHOBEHHMS MEPBBIX cuMnTomoB [11].
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12-JJETHAM ONBIT BEAEHUS QJIEKTPOHHOI'O PETUCTPA

JIJETEH JOHEIIKOM OBJIACTH C HEPBUYHBIMHA
KAPITUOMHUOIIATUAMU
[Tmennunas E.B.l, HyOoBas A.B.l’z, boparorosa E.B.l, Toaknx H.A.l,
OHoOMpUEHKO 3.C.2
Yloneyxuii nayuonansnwiii meduyunckuii ynusepcumem um. M. T'opbrozo,
2HHcmumym HEOMJI0ACHOU U 60CCMAHOBUMENbHOU XUDYP2UU UM.
B. K. I'ycaka, /loneyk

C uenbl0 MOHUTOpPUHIA 3a JETbMHM C TEPBUYHBIMU KapJAUOMHOIMATHUSIMU
(KMII) akTyanbHBIM SBISIETCA CO3JaHUE KOMIBIOTEPHOU CUCTEMBI JIUTEIHHOTO
XpaHeHus: UHPOpMAIlMM — PErucTpa, MPEICTaBIAIONIETO CO0OM MPOrpaMMHBIN
KOMIUIEKC C yJAOOHBIM HMHTEp(deiicoM, MO3BOJSIONIUM BHOCUTh M MOCTOSIHHO TO-
MOJIHATH UH(OPMAIIMIO, CUCTEMATU3UPOBATh U AHAIU3UPOBATH JAHHBIX O TMallMEH-
Tax.

Heab pabdoThl: aHAIU3 CTPYKTYPHl MEPBUYHBIX KapJUOMHUONATUNA Yy JIETEH,
HAXOJISAIIUXCS 10/ HAOTIOIEHUEM COTPYJIHUKOB KadeIphl MeIuaTpuyd U HEOHATO-
jgorun (paKyJapTe€Ta MHTEPHATYPhl U TMOCJIEAUINIOMHOr0 oOpa3zoBaHus JloHenkoro
HallMOHAJIBHOTO MEAMIIMHCKOrO YHHUBEpcUTeTa UM. M. ['OpbKOTrO M COTPYIHHKOB
OTJICJICHUS IETCKOW KapIUOXUPYpPruu U peadunutanuu MHCTUTYTa HEOTIIOKHOU U
BOCCTaHOBUTENBHOM Xxupypruu uM. B. K. I'ycaka.

Martepuai u Metoabl. B 2003 r. B JIoHEIIKOM JETCKOM LIEHTPE KapauoJIo-
MU U KapJIUOXUPYPruy HA OCHOBAHUU JAHHBIX NMEPBUYHON MEIUIIMHCKON JTOKY-
MEHTAIIMK ¥ MaTepHaJIOB MOCIeAyonuX Ha0moaeHuid Ha 6aze MS Excel co3nan n
MOCTOSIHHO TIonoiHseTcsa «Peructp nereil ¢ mepBUYHBIMU KapAHMOMHUONATUSIME,
CoJIep Kallliii MacnopTHHIC JTaHHbIe, UHGOPMAIIMIO O JHAarHOo3e, aHaMHe3e 3a0oJie-
BaHUS U KU3HU PeOCHKA, NITUTEIHHOCTH 3a00JI€BaHUS, PE3YIbTaTaX KIMHHUYECKO-
r0, JJabOpaTOpHOTO U MHCTPYMEHTAIILHOTO 00CIIeNOBaHuUs, HAOIIONCHHS B JTUHA-
MUKE, XapaKTepe KOHCEPBATUBHOT'O WJIM ONEPATUBHOTO JICUCHUSI.

Pesyabtarbl. Ha 1 mapta 2016 1. B peructpe coaepxarcsi cBenenust o 49

narnuenTax: 21 (42,9%) manbunke u 28 (57,1%) nesoukax B Bo3pacre ot 0 g0 18
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netr ¢ KMII. B crpykrype KMII nunsranmonnas kapauomuonatus (JKMII) Bei-
senera y 38 (77,6%) uen., runeprpoduueckas kapauomuonarus (IKMII) —y 9
(18,4%) uen., pectpuktuBHas kapauomuonatus (PKMIT) —y 2 (4,0%) dgen. Y 6
(12,2%) gen. KMII Obuta quarHocTHpoBaHa B BO3pacTe 0 OJHOTO rojaa, y 6
(12,2%) uen. — ot 1 mo 4 nert, y 8 (16,3%) yen. — B Bo3pacte ot 5 10 8 Jner, y 8
(16,3%) gen. — ot 9 o 11 aer, y 20 (40,8%) uen. — ot 12 no 14 net, y 5 (10,2%)
yei. — ot 15 1o 18 ner. HauGonee yacto mauuentsl ¢ KMII mpenbsaBisiig sxano0sl
Ha KapAHaJIrud M HENPHUATHBIC oIlnylneHus B oOiactu cepama — 19 (38,8%) uenn.,
roJoBHYI 0onb — 14 (28,6%) uen., yJameHHOE W/WIN YCHUIICHHOE cep/iieOneHre
npu pusudeckoi Harpyske — 10 (22,4%) dvein., oapIKy npu (HU3HUECKON Harpy3Ke
— 17 (34,7%) uen., oapiky B mokoe — 2 (4,0%) dyen., MOBBIIICHHYIO yTOMIIsC-
MOCTh U citabocth — 13 (26,5%) gen., cunkonanbHble cocTosaus — 4 gen. (8,1%),
npecuHkonaigbabie coctostaus 2 (4,1%) den. V 9 (18,4%) yen. xanobd He ObLIO.
XpoHudeckasi cepaedHas HempoctatogHocTh (XCH) Oputa mokymeHTHpOBaHa y 26
(68,4%) gen. ¢ IKMIT: XCH 1 cr. —y 12 (24,5%) yen., XCH 2a —y 13 (26,5%)
yen., XCH 20 —y 1 (2,0%) uen.; y 7 (77,8%) uen. ¢ TKMIIT: XCH 1 c1. — 1 (2,0%)
yelL.; y 2 (4,1%) gen. ¢ PKMII (XCH 2a).

BoiBoabl. Co3aHre perucrpa mo3BOJSIeT CUCTEMATU3UPOBATh CBEICHUS O
netsx ¢ KMII, naxoxsmmuxcs moa HaOmogeHHeM B JIOHEIIKOM JIETCKOM IIEHTpE
KapJIUOJIOTUHN U KapIuoxXupypruu MHCTUTYTa HEOTIOKHOW U BOCCTAHOBUTEIILHOU
xupypruu um. B. K. I'ycaka. J[aHHbIl peructp HEOOXOIUM il CBOEBPEMEHHOTO
MoHuTOopuHra 3a aeteMu ¢ KMII cemeliHbIMM Bpadyamu, Bpadamu-IeqUaTpPaMU,
BpayaMH-KapAHOJIOTaMU, MOBBIICHUS 3(PPEKTHBHOCTH JICUCHHS, PEaOMITUTALINN U

JTYCIIaHCepHOro HaomoaeHus aereit ¢ KMII.

KAPIUOMHUOINATUA U BEPEMEHHOCTD
Cunenxo B.M., Xumuenko C.B., bensckas E.C.
YO «Benopycckuii 2cocyoapcmeennviii MeOUyuHCcKUull yrueepcumemy, Munck
[Mepunapransuas kapauomuonatus (IITIKMII) — Tsxenoe 3aboneBanne He-

U3BECTHOM 9THUOJIOTHH, KOTOPOC pa3sBUBACTCA Y PAHCC 3/10POBLIX KCHIIIWH B KOHIIC
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OEpEeMEHHOCTHU WUJIM B MEPBBIE MECALIBI MOCIIE POJIOB U XapAKTEPU3YETCS pa3BUTHEM
CUCTOJIMUECKOM TUCPYHKIMH JIeBOTO xeaynouka [5,11]. CoriacHo omnpe/eneHHIo
EBpomnetickoro o6mectBa kapauonoros, [IIIKMIT — ¢opma aumararmonHo#t kap-
JVOMUOIIATAH, U1l KOTOPOU XapaKTEPHO PAa3BUTHUE IPU3HAKOB CEPIECYHOM HEO-
CTATOYHOCTH B TE€UYEHHE IMOCJIEAHETr0 Mecsia OEpeMEHHOCTU WUITU TIEPBBIX O MeEcCs-
1eB nocie ponaos [2,11].

[ITIKMII BCcTpeuaercst peako, W €€ pacCHpOCTPAHEHHOCTh BapbUPYET B pas-
HbIX CTpaHaxX. lMerommecs CTaTUCTUYECKUE IAHHBIE O YacTOTE BbISABICHUS
[MTIIKMII orpanuuensl. OCHOBHBIC ATHAEMUOJIOTMYECKUE HUCCIECIOBAHUS ObLIN
nposenensl B CLIA, Tantn u FOAP. Tlo nanaeim L.M. Mielniczuk ¢ coasr., pac-
npoctpaneHHocTh [IITKMIT B 1990-2002 rr. coctaBisuia B cpenneM 1 ciayyait Ha
3189 poxkenurr [7].

I[TKMII accoumupyercsi ¢ BBICOKOH MaTepUHCKO#H cMmepTHOCThIO [9]. Vpo-
BCHb JICTAJIBHOCTH IMPH 3TOM 3abosieBaHuu cocrtapisger 7-56% [8]. [Mpuunnamu
CMEPTH Yallle BCEro SABJISIOTCS NPOTPECCUPYIOLIAs TSKENasl cepleyHas HEeIoCTa-
TOYHOCTh, TPOMOOIMOOINYECKHE OCTIOXKHECHUS U BHE3aIMHast cMepTh [4].

HauGonpmmii puck  pazsutust IIIIKMII umeror KeHIIMHBI B BO3pacTe
crapire 30 JieT, HETPOUHOM packhl, KypsIue, ¢ MHOTOIJIOHON OepeMEHHOCTHIO,
apTEepUaIbHON THUIIEPTEH3UEH, IMPEIKIAMIICUEH U IIOJIYYaBLINE TOKOJUTHUECKOE
JIeYeHHE aroHUCcTaMu OeTa-aapeHoperentopos [7].

Knunnueckue mposiBienus [IIIKMII dame Bcero oOyclIOBIEHBI 3aCTOM-
HOW CEpJICUHON HEIOCTATOYHOCTHIO, & TAKXKE€ MOTYT BKJIIOYATh HAPYIICHUS CEP-
JI€YHOT0 PUTMA U TPOMOO03MOOTHUECKUE OCTOKHEHHUS.

OcHoBubIM MeTonoM guarHoctuku [IITKMII snsercs sxokapauorpadus,
MO3BOJISIONIAS BBISIBUTH CUCTOJIMYECKYIO TUCHYHKIIMIO JIEBOTO xenmynouka. Cyiie-
CTBEHHYIO TIOMOIIb B IMarHOCTHKE MOXET oka3zatb MPT — B u3mepeHun o0heMOB
Cep/illa, OllEHKe ero (DYHKIMH, a TaKKe BU3yaJM3allid BHYTPHUIIOJIOCTHBIX TPOM-
0O0B.

[Tpu TIITKMII moxeT HaOMIOMATHCS YBETUYCHUE YPOBHS TPOIIOHWHA B ChI-

BOpOTKe KpoBH. [IporHo3 B Takux cimydasx HeOnaronpusTHbid. [Ipu noBwieHun
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ypoBHsI TporonnHa T >0,04 Hr/mu B Hadane 3a00JieBaHMs y MAIMEHTOK B JaJTb-
HEHIIIEM Pa3BUBACTCS CUCTONHMYECKAas TUCHYHKIIHS JICBOTO JKEITyA04YKa (4yBCTBHU-
TenbHOCTH 55%), cienuduunocts 91%) [6].
[Ipy1 pEeHTreHOJIOrMYECKOM HCCIEOBAHUN OPraHOB TPYAHOM KJIETKH y Ma-
nreHTok ¢ I[ITIKMII moxer ObITh OOHapyKEHO YBEJIWYEHHE Pa3MEPOB Cep/la,
NPU3HAKKH 3aCTOWHBIX SIBJICHUHM B JICTKUX M HAJUYWE TUICBPAJIbHOTrO BhIMOTA [1].
OKI' momoraer BBISIBUTH HapyLICHUS] pUTMa, U3MEeHeHHs cermenta ST u 3y6ma T,
CHU)KEHHE BOJIbTAXKa WM MPU3HAKU TUIEPTPOGUH JIEBOTO HKEITyA04Ka.
Tpynaoctn muarnoctuku [IITKMII cBsizanbl ¢ HeCIEMMUIHOCTHIO KIIMHU-
YECKOUW KapTUHBI, HEOOXOUMOCTBIO MTpoBeAeHUs (P (HEPEHIINATBHOTO JUarHo3a ¢
3a00JIeBaHUSIMU, MMOTEHIIMATBHO MPUBOJIAIIUMU K PA3BUTUIO CEPJICUYHON HEJA0CTa-
TOYHOCTH.
Huarno3 IITIKMII siBnisieTcs auarHo3om uckitodeHus. Kpome toro, HeKoTo-
pbl€ CUMIITOMBI 3a00JIeBaHUSI MOTYT HAOJIOIaThCAd M MPU HOPMAJIBHO MPOTEKar0-
mieit 6epemernoctH [9]. Tleprie xano0s! namuenTok ¢ [IIIKMIT moryT nuMuTHpO-
BaTh (PU3UOJIOTUYECKUE U3MEHEHUS MPU OCPEMEHHOCTU: YTOMIISIEMOCTb, CHIKE-
HUE€ TOJIEPAHTHOCTH K (HPU3NUECKOM HArpy3Ke, OJIBIIIKY, TOJOBOKPYKEHHE U a00-
MUHAJIBHBIN auckomdopT [1].
CoBpeMeHHbIe AuarHocThueckue Kputepuu nepunaptaibHort KMII Bkito-
garor [5,9,12]:
- BO3HUKHOBEHUE CHMIITOMOB CEPACYHON HEJOCTATOUYHOCTU B MOCHE-
HUM Mecsill OEpEMEHHOCTH WM B TIEPBBIE O MECSIIEB MOCJIE POIOB;

- OTCYTCTBUE APYrOM BBISBJICHHOW NPUYMHBI IS Pa3BUTHUS CEPACUHOU
HEJJOCTATOYHOCTH,;

- OTCYTCTBUE PACIIO3HAHHOIO CEpJCYHOro 3a00JIeBaHMs A0 MOCIEAHEro
MecsIa OepeMEHHOCTH;

- sxokapauorpaduueckue kputepun (dpaxiys BeIOpOCa JIEBOTO KETy-
nodka menee 45%).

[Tonxonpl k MeaukameHnTo3HoU Tepanuu [IIIKMII He oTimyaroTest oT Tako-

BbIX MPU JWUJATAIMOHHOW KapJUOMHONATHM U 0a3upyrOTCsS Ha PEKOMEHIALUAX
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EBpomnelickoro o0miecTBa KapJuoJIOroB, KacarolUXCs JAUArHOCTHUKUA M JICUCHUS
cepaeunoit HenocratouHoctr [3]. Tlpu Beaenwnn naruentok ¢ [TITKMIT Heobxo-
VMO YYHUTBIBaTh BIIMSIHUE HA3HAUEHHBIX MPENAPATOB HA IUIOJ U UX BBIBEJCHHUE C
TpyIHBIM MOJIOKOM [9].

Jleue6nbie meponpusaTus npu [IIIKMII nHanpaBiieHsl Ha YMEHBIIIEHUE I10-
TpeOJICHUS COJIM W SKUJIKOCTH, CHUXKEHUE CEpJIEYHOM MpeA- W TOCTHArpY3KH,
YIIYUIICHHE COKPATHTEIHLHON CIIOCOOHOCTH MHUOKapia, CHIDKCHHE PHCKAa TPOM-
0o0sMO0IMK 1 HapylIeHui puTMa cepana [8,10].

Bo Bpemsi OGepemennoctu uHruOutopsl All® mpoTuBOmOKa3aHbl MO MpH-
YUHE UX TEPaTOTCHHOCTH, HO IOCJE POJIOB OHU CTAHOBSTCS OCHOBHBIMHU JIeKap-
CTBEHHBIMHU CpejicTBamMu [1].

C 1enpro CHMKEHHsI PUCKA apUTMUK M BHE3AIHOW CEPACYHOW CMEPTH INpHU
IITIKMII BO3MOXHO HUCIIOJIb30BAaHUE KapIMOCEIIEKTUBHBIX Oera-
aJIpeHO0JIOKATOPOB, KOTOPBIE B 3HAUUTEIILHO MEHBIIIEH CTETIEHU, YEM HECEJIEKTHB-
HbI€, BIMAIOT Ha COCTOSIHHME MATOYHOTO TOHyCa W MEepUPEPUUYECKUM KPOBOTOK
[1,9]. B cnyyae ¢pubpmmmsaiu npencepauii npu [IITKMIT s¢dexTuBeH TUrokcuH
[9,10]. [Ipu HEOOXOAUMOCTH MOTYT OBITh MCIIOJIb30BaHBI MPENAPAThl, OKA3bIBAIO-
1K€ TOJ0XHUTEIbHOE HHOTPOITHOE JeiicTBre (1o0yTamun) [11].

[Ipu GepeMeHHOCTH cUHMTaeTCsi OE€30MacHbIM MCIIOJIH30BAHUE HHUTPATOB U
rugpanasuaa [9,10,11]. C menbio pasrpy3kd Majoro Kpyra KpoBOOOpaIIeHHS U
CHIWKeHUd npenHarpy3ku nanueHTkam ¢ [IIIKMII maznawaror MoueroHssie mpe-
napatel. CrenyeT MOMHHUTHR O TOM, 4YTO OHHM MOTYT YXYIIIaTh MaTOYHO-
MJIAIEHTAPHBIA KPOBOTOK. B TSKENMbIX Cydyasx MOKa3aHO Ha3HAUYCHHE METIICBBIX
JUYPETUKOB B YCIOBUSX CTAIIMOHAPA, B MEHEE TSKEIBIX CIydasiX TPUMEHSIOT THA-
suaHble quypetuku [10].

VY manuentok ¢ [ITIKMII 3HaunTeNnbHO CHUKEHA CUCTONMYECKAsT QYHKIUS
JICBOTO KETyJ09Ka, U UMEETCsI CTa3 KPOBU B HEM Ha (hOHE COCTOSIHHSI TUIIEPKOAry-
JISIUUM, CBOMCTBEHHOT'O OEPEMEHHOCTH, YTO TMOBBIIIAET PUCK PA3BUTHS TPOMOOIM-
OONMMYECKUX SIMU30JI0B U SIBISETCA MOKA3aHUEM K TPOBEJCHUIO aHTHUKOATYJISHT-

HOI Tepanuu. B TeueHue nocieqHero mecsina OEpeMEHHOCTH Ha3HavyaroT Hedpak-
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LIMOHWPOBAHHBIA I'€NAPUH WIM IIPENapaTbl HU3KOMOJIEKYJSIPHBIX I'€NapUHOB, IO-
CKOJIBKY OHHM HC IIPOHHUKAIOT YCPE3 INIANCHTY M HC OKa3bIBAIOT BJIIMAHHWA Ha IJIOA, B
otauune ot Bapdapuna [1,9,10]. B nmocaepomnoBom mepuojie B Ka4eCTBE aHTHKOA-
ryiasHTa npuMeHsroT Bapdapun [1,10]. Crexyer moOMHUTE, YTO Ha3HAYCHUE aHTH-
KOaryJisIHTOB ITOBBINIACT PUCK KPOBOTCUCHUA Y MATCPHU U I1JIOOA.

ITo nanaeiM G.D. Pearson et al., npu aeuenuun ITIIKMIIT y 20% narueHTOK
3¢ (HEeKTUBHON MOXKET OBITh TOJBKO TpaHCILIaHTaIws cepama [9].
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XAPAKTEPUCTUKA COCTOSAHUA MUKPOLIUPKYJISATOPHOI'O
PYCJIA B PABHBIE CPOKH ITOCJIE OPTOTOIMMYECKOM
TPAHCIIVIAHTAIIUU CEPALA 11O JAHHBIM 9HIOMHNOKAP-

JTUAJIBHOM BUOIICUMN

Cymxaesa O.A.}, Ocrposcknii FO.I1.}, FOmuna O.A.?, Cmomnenckuii A.3.”

'ry «Pecnybauxanckuti Hayuno-npakmuyeckui yenmp « Kapouonoeusy

V3« 0pOOCKOe KIUHUYecKkoe namoiozoanamomudeckoe 61opoy, Munck

Brimonuenne tpancmantauuu cepana (TC) y nauueHToB ¢ TEpMUHAIBHOU

cTaanel xpoHuyeckod cepneuHoil HemoctaroyHoctH (XCH) cmocoOctByeT He
TOJBKO YJIYUYILIEHUIO BBIKMBAEMOCTH, HO U MOBBIIIEHUIO KAYECTBA )KU3HH, TIEPEHO-
CHUMOCTH Harpy3ok u Bo3Bpary K Tpyay [1]. Ilpu amexBaTHON MMMYHOCYIIPECCHB-
HOM Tepanuu TroauyHas BbbKUBaemocTh mnocie TC pocturaer 90%, oxomno 50%
NpOOIEpPUPOBaHHBIX MepexuBaeT 11 netnuit pyoex mocie TC [2]. Onnako, 3¢-

¢dexktuBHOCT TC MTUMUTHPYET LENBIM psif (PakToOpoB: UHPEKIMOHHBIE OCIOMXKHE-
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HUs, peakuus oTtopxkeHus TpaHciantata (POT), aprepuanbHas runepreHsus,
XpOHHUYECKasi TOYe4Hass HEeIOCTaTOYHOCTh, OHKOJIOTHYECKHE 3a0oyieBaHus U 00-
Je3Hb aprepuii TpanciutantupoBanHoro cepana (BATC [3]. Ipu atom BATC pas-
BUBACTCSI CKPBITO, TUIHMYHBICE CHUMIOTOMBI CTEHOKapAUM OTCYTCTBYIOT. MaHu-
dectupoBath BATC moxer «HembiM» MM, BHe3amHONl CMEpThIO, MOSBICHHEM
u/vmn yxynumenueM tedeHuss XCH. Cpoku u Temnbl pazputust BATC o nanHbM
pa3HBIX aBTOPOB pa3inuyHbl. Tak, o ganaeiM Howard J.E. B Tedenue mepBoro roaa
nocie TC Backynonatus BeIsABIseTcs y 2-28% manuenTtoB, gocturas 40-70% B
teuenue 5 net mocie TC [4].

[To maHHBIM MHOTOIIEHTPOBOTO aHTHOTrpaduueckoro MoHutopuHra Cardiac
Transplant Research Database, Bkmouaroriero ganaeie 2609 mamueHTOB, Y KOTO-
peix TC Obuta mpoBegena B mepuon 1990-1995 rr., anrnorpaduueckue aokasa-
TEJIbCTBA MOPAXKEHUS KOPOHAPHBIX apTepuil BhISABICHBI Y 42% B TeueHHe S5-TU
JeTHEro mepuoja HaOroaeHus. ['emomuHamuyeckn 3HaunMmbie (>70%) cTEHO3BI
OJIHOW WJIM HECKOJIbKUX KOPOHApHBIX apTepHil BBISBICHBI Julllb Y /% 00cieno-
BaHHBIX [5].

Crneunduyeckas BacKyJonaTusi TPAaHCIUIAHTATA, 3aKJIHOYAIOLIASCA B pa3BU-
TUU CYKXEHUS MUKAPIUATBHBIX apTepUil U apTEePUOJI, XOPOIIIO U3ydeHa U MOAPO0-
HO omnucaHa [6].

BrisiBnsiembie ¢ momoribio kopoHapoanruorpadguu (KAI') u/unu BHyTpHCO-
CYyIUCTOrO YabTpa3BykoBoro uccienoanusi (BCY3U) cTreHo3bl KOPOHAPHBIX ap-
Tepuii uMeroT Mecto y 35% marmentoB depe3 3 roaa nocie TC u y 50% narmen-
TOB — 4epe3 5 et [6].

Pacnipoctpanennocts BATC mmeeTr 3KCHOHEHUMAIbHBIA XapaKTep pocTa:
yepe3 5 et nocie TC pacnpocTpaHEHHOCTh JAHHOM MAaTOJIOTHHM KaXKIble 2 roja
yBenuunBaercs Ha 10% [7]. B matorene3e BATC Beayiiee MecTo MpUHAIICIKUT
UMMYHOJIOTHYECKIUM HapYIEHUSAM: UCCIIEIOBAaHNE KICTOYHBIX WHOUILTPATOB CO-
cynuctoit creHku y Jimi ¢ BATC mo3Bouia0 BBISIBUTH OOJIBIIOE KOJIUYECTBO T-
JTUM(OIMTOB, JIOKAIU30BaHHBIX B HEOMHTUME W aJBEHTUIMH apTepuoi [7]. Kiu-

Hruecku bATC nposBisieTcss B BOSHUKHOBEHUM MUKPO- 1 MakpolIM, Hapymenuit
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pUTMa, BHE3AIHOM CEpAEYHON CMEpTH, pa3BUTHUM U mporpeccupoannn XCH
BCJIEICTBHUE Pa3BUTHUS CIEIU(PUIECKON PECTPUKTUBHON KapAHOMATHH TPAHCIUIAH-
THPOBAHHOTO cepiia [8].

Hapsny ¢ pazButuem xopoino nzydeHHoit BATC B muokapne perumnuenra
nocsie TC pa3BuBaeTCst LEIbIN Psii APYTUX MUKPOCTPYKTYPHBIX U3MEHEHHM, KOTO-
pble U3y4YeHbl He Tak xopoiio, Kak BATC, u onucanbsl HEOCTATOYHO, U 3a4aCTYIO
HOCST MTPOTUBOPEUUBBIN XapakTep.

B pa6ote Neish u coasr. (1992) onmcanbl yIbTpacTpyKTypHbIE U3MEHEHUS,
XapaKTepHbIE IS UIIEMUH MUOKap/a: BaKyoJIHU3alus cyOsHI0KapAHAIbHbIX U Te-
pUHH(APKTHBIX KapJAUOMHOLIMTOB, KOATryJSIIIMOHHBIE HEKPO3bI, Pa3BUTHE TpaHy-
JSMOHHOM TKaHU U 3aMEHa KapJUOMHUOIMTOB (UOPO3HON TKAHBIO B CPOKH OT 8
1o 59 mecsnie nocite TC [7]. OnHAKO, 0 COCTOSHUU MUKPOLUPKYJIATOPHOTO pyciia
B paboTe HEe CKa3aHo.

B pa6ote /I3emenikeBud C.JI. u coaBt. (2012) onucaHbl yabTpacTPyKTYPHbIC
W3MEHEHHUSI B MHOKapAe W MHUKPOLUPKYIssTopHOM pycie yepe3 10-21 rox mocrne
TC y 6 peuunuentos [10]. M3y4yenue OMONTaToB MOKa3ayio, 4YTO Y BCEX MAlMCHTOB
W3MEHEHHUS KapIMOMHOLMTOB HOCHIIA HEPAaBHOMEPHBIN MO3aWYHBIA XapakTep, CO-
CTOSIHUE MUKPOLMPKYJIATOPHOIO pycia TaKkke He ObLJIO OJAMHAKOBBIM. B onHOM
cllydae OTMEuajach BBIPAKEHHASI PEIYKIUS MUKPOIMPKYISITOPHOTO pyclia, KOTO-
pasi ¢ TeYeHHEM BpPEMEHH IporpeccupoBaia. HeMHOTOYMCIIeHHBIE KaUIUISAPhI ObI-
JIM OKPYKEHBI COSTUHUTEILHOTKAHHON «MY(TOMH». DIEKTPOHHOMUKPOCKOITUYECKU
OTMEUaJIOCh PE3KOE pacliMpeHue 0a3anbHOW MeMOpaHbl KanmuuisipoB. B npyrom
cllydae BBISIBJICHa M3BHIIUCTOCTh CTEHOK KalWJUIIPOB, UX MCTOHYCHHE, HEPABHO-
MEepHOe paciupeHue. Menkue WHTpamypajbHble apTepUH W apTEPUOJIbI UMETU
YTONIIEHHBIE TOMOTCHU3UPOBAHHBIE CTCHKH, NHOTJA X MPOCBET MPAKTUICCKU HE
OTIpEAEIISICS.

Kpome BbIIII€ONMCaHHBIX U3MEHEHUN aBTOPHI TAKKE OMUCHIBAIOT IEJIBIE TMO0-
Js1 MHOKapa, T/ie OT/eIbHbIE THOSPHUPOBAHHBIE KapIUOMHUOLUTHI OBLITH 3aMypo-
BaHbI cpeau Macc (puOpo3Hoil Tkanu. J[pyrue ydacTku OMONTATOB MPEICTABIISITN

co0oli pe3ko runepTpoGUpPOBaHHBIC KAPIUOMUOLIUTHI, CPEIU KOTOPHIX B IIPOCIION-
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KaX COSIUHUTEIHHOU TKaHW OOHAPYKUBAIMCH €IMHUYHBIE Kammuisipel. OMHAKO, B
psiZie Cy4aeB HAMPOTHUB, OMHUCAHBI PE3KOE PACHIMPECHHE KAlWULIPHOTO PyCia,
MOJIHOKPOBUE MUKPOCOCYJIOB, COXpaHSBILIEECS B TEUEHHE BCErO0 BPEMEHU HAOJIO-
nenus [10].

[Tpu uccnenoBanuu nanHbx 6rontaroB y 40 manueHToB yepes 3 rojia mnocie
TC R.A. Rowan et al. (1990) ormeyaroT HapacTaHHE TUIIEPTPOPUH KapAHOMHUOLIH-
TOB ¥ OTCYTCTBHE U3MEHEHUH B IJIOTHOCTH COCYJ0B MUKPOIUPKYJISATOPHOTO pycCiia
B TEUEHHUE BCEro BpeMeHu Habmonenus. Kpome Toro, aBTopsl 0TMEYAIOT, YTO TH-
nepTpodrs MUOKapAa HE CBA3aHA CO BPEMEHEM HIIIEMHUH BO BPEMS OMEPATHBHOTO
BMEIIIATEIILCTBA, a TAK)KE C IPUEMOM ITUKIIOCIIOPUHA TIOCIIC OTICPAIMHA U SBIISETCS
TUIMYHOU 17151 BeeX manueHToB mocie TC [7].

[To nanubiM Seipelt u coapt. (2005) Heoanrnorenes mociie TC y aerei Kop-
peIupyeT ¢ HEOMHTUMAJILHBIM BOCHAJICHUEM M, KaK CIEJCTBUE, CO CTEIECHbIO BbI-
paxXeHHOCTH Backysonatuu aymorpadra. [ITOTHOCTh COCY/TI0B MUKPOIIUPKYJIISTOP-
HOTO pycJia MOBBIIAIACH Yy JIUII C BEIPAKCHHBIM KMMYHHBIM BOCITAJICHUEM B CTCH-
K€ COCyZOB M ObLIa OoJibllie y JHI] ¢ 4 CTENEHBI0 BACKYJIOMATUH, YeM Y JuIl ¢ 1
CTeINeHbio [7].

B 1o xe Bpems H. Geissler et al. ycranosunu, uro B pasubie cpoku mociie TC
CYIIIECTBEHHO MEHSETCS YUCJIO M TUIOTHOCTh KaNMWJUIAPOB, a TAKXKE YUCIO JMMpa-
TUYECKHUX COCYIOB B Omontare. [Ipu nccneqoBanuy maHHBIX 16 MarMeHTOB depes
0,5, 1, 1,5, 6 u 12 mecsnes nocine TC uucio mumbaTHIecKuX COCYI0B YMEHBIIH-
nock B TeueHne 12 mecsiteB ot 48+20/mm” 1o 10+7/mm? (p<0,01). Uncio kamu-
JISIPOB B TEUEHHWE TIEPBBIX 6 MECSIEB YMEHBIIHIOCH OT 51+16/Mm* 10 33+13/MmM%,
3aTe€M B TEUCHHE IOCICAYIOIIMX 6 MecsIeB HECKOJBKO BO3POCIIO JI0 45:|:24/MM2,
HE IOCTUTHYB KOJIMYECTBA, BBIIBJICHHOI'O Cpa3y I10CIIE ONEPALUU - 51+16/Mm? [7].

Takum 006pa3om, B OTHOIICHUH MOP(}OTOTHYECKUX U3MEHEHHM KapaHMOMHUO-
IIUTOB ¥ COCYJIOB MHUKPOIIMPKYJISATOPHOTO pyclia B paznnyHbie cpoku mocie TC
CIMHOTO MHEHHUs HET, MUCCIICIOBAaHWNM B ATOH 00JlacTH Tarkxke HemoctarodHo. O
B3aMMOCBSI3M MEXKIY Pa3BUBAIOIMUMHUCT MOP(POTOTUIECKUMH U3MEHEHHUSIMU B CO-

CyJlaX MUKPOLUMPKYJIATOPHOTO pyciia U BEJIMUMHOU a’spoOHOM ¢uzndeckoir padbo-
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TOCTIOCOOHOCTH, a TaK)K€ O BIMSHUH MEPONpUATUHN (pU3HuecKoi peaduanTanuy Ha
YHCIIO U CTPYKTYPY KapJAHMOMHUOILIUTOB M COCTOSTHUE MUKPOIMPKYJISATOPHOTO pyciia
B JIOCTYITHOM JIUTEpaType JaHHBIX HET.

BrimensnoxxenHoe 00yClIOBIUBAET aKTYalbHOCTh MPOBEACHUS JAIbHEHIIINX
UCCJIeIOBaHUM B 3TOW oOsacTu. OJHUM U3 BO3MOXKHBIX MEXAaHU3MOB BIIMSHUS Ha
sbdextuBHocTs TC Moxer sBnsiThess KP. OnHako, B nuTepatype MaHHBIX O BO3-
nevcteun KP y mun nocne TC HenocTaTouyHO, UCCIEIOBAHMS ITPOBENCHBI HA He-
OOJBIIOM KJIMHUYECKOM MaTepHalie U SIBJISIOTCA OJHOLICHTPOBBIMU, YTO 3aTpyAHS-
€T SKCTPANOJISIHUIO UX PE3YIbTATOB HA BCE LIEHTPHI, 3aHuMaromumecs TC.

B uccrnenosanuu C.Kugler. et al (2005) ommcan monoxuTenbHbI dPHEKT
camocrosTenbHbIX T Ha Benospromerpe y 21 nanuenra, eme 9 coctaBuiu rpyn-
ny KoHTpods. [lauuentsr yepe3 5,242,1 roga nocie TC B Teuenue 1 roma camo-
CTOSITEJIbHO TPEHUPOBAIUCH B JOMAIIHMX yciaoBusax (2,1+0,7 @T B Hememo ¢
MOIIHOCTBI0, Ha 10% HuXKe MOIIHOCTH TOCTHUKEHUSI aHAPPOOHOTO TOPOTa).

B uccnenoBanumn M.Thottam et al. onyGnukoBaHbl 1aHHBIE PETPOCIICKTHB-
HOT'O aHajM3a JAaHHBIX HaOmojeHus 3a 164 maumeHTamu, NpoonepupoOBaHHBIMU B
nepuoa ¢ 1991 no 2011 rox, npomeamux nporpammy KP u nannsie eme 233 mpo-
ONEPUPOBAHHBIX B 3TOT K€ MEPHUOJ MALMEHTOB, HE MPOXOAUBILUX peadMIUTaLU-
OHHYIO IIPOTpamMMy. Y CTAaHOBJIEHO, YTO y IpoxoauBIIUX nporpammy KP orcyt-
CTBHE BACKyJIOMaTHHM TpaHCIUIaHTaTa uUMeso Mecto y 86% obOcnenoBaHHBIX U Y
76% ne npoxoguBmux nporpammy KP (p=0,024). Onnako, B CTOIb JJIUTETBHBIN
NEPUOJ BPEMEHH CYIIECTBEHHO M3MEHUINCH UCTIOIb3yeMbIE BO BCEM MUPE CXEMBI
UMMYHOCYTIPECCHH, JaHHOMY ()aKTy aBTOPHI BHUMaHMs He yaenwin. Kpome Toro,
HE omnucaHo, kakoro pojga KP mpoxoaunu BKiIIOUEHHbIE B MCCIIEI0BaHUE MallMEH-
THBI.

Taxum oOpa3oM, B OTHOLIEHHMH MOP(OIOTHUYECKUX U3MEHEHUN KapAHOMHO-
IIUTOB U COCYZOB MHUKPOIMPKYJISATOPHOIO pycia B paznuuHblie cpoku nocie TC
eIMHOTO MHEHHUS HET, MCCIECIOBaHW B ATOW 00nacTu Takxke HemoctarouHo. O
B3aMMOCBS3H MEX]y Pa3BUBAIOLIMMUCT MOP(HOIOTUYECKUMU W3MEHEHUSMHU B CO-

CyJlaX MUKPOLUMPKYJIATOPHOTO pyciia U BEJIMUMHOU a’spoOHOM ¢uzndeckoir padbo-
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TOCTIOCOOHOCTH, a TaK)K€ O BIMSHUH MEPONpUATUHN (pU3HuecKoi peaduanTanuy Ha
YHUCJIO M CTPYKTYPY KapAHUOMHUOITUTOB U COCTOSIHUE MUKPOITUPKYJIATOPHOTO pyciia
B JIOCTYITHOM JIUTEpaType JaHHBIX HET.

Heanb ucciaenoBaHus: W3yUYUTh B3aUMOCBSI3h MEXKIY COCTOSHHEM COCYIOB
MUKPOIUPKYJISTOPHOTO pyciia U MoKaszaTeneld (pu3ndeckoil paboTocrnocoOHOCTH B
pasnuunbie cpoku nocie TC.

Matepuan u metoabl. O6cnenoBano 38 nmarueHToB B Bo3pacte oT 21 10 61
roja (B cpennem 44,6+12,1 roma) B cpoku ot 1 Henenu no 42 mecsueB nocie TC.
OOcnenoBanus (Te€CThl) BKIIOYAIU KaK MPOBEACHUE IHIOMUOKApAUAIBHONW OHOI-
cuu (OMDB), Tak U BBINOJIHEHUE CIUPOBEIOIPITOMETPUUECKON MPOOBI. Y KaXJI0ro
naiuenTa nposeaeHo ot 2 a0 / OMb (B cpeanem 2,4+1,6 6uorncuii). | Guoncus
npoBesieHa B cpok <1 mecsna nocie TC (uepe3 1-41 aenw nocne TC, B cpegHem
yepes 15,1+8,8 gueit, n= 33); Il — uepe3 6 mecsues mocie TC (ot 5 go 10 mecsiies,
B cpexneM uepes 6,4+2,1 mecsies, N=18); 11l — yepe3 1 rox mocie TC (ot 11 mo 13
MecseB, B cpenneM uepes3 12,0+0,6 mecsmes, N=6); IV - ot 13 no 47 mecsiues mo-
cie TC (B cpeanem uepe3 22,8+11,8 mecsues, n=9). Peakius orropxkeHust R2
umena mecto y 3 (9%) u3 33 odcnenoBannbix npu | tecre, y 1 (17%) u3 6 obce-
noBanHbIX nipu |l Tecte, mpu Il u IVTecTax peakius R2 He BoisiBisinacek. JlaHHbie,
MOJIyYeHHBIC MPY Hamu4Iuu R2, B 00muii aHanu3 He BKIIOYAIKHCh. Beero nposeneH
aHanu3 naHHbix 105 sHpommokapauanbHbix Ononcuii. [Ipu kaxmon Oworcuu 3a-
Oupancst muokap u3 4 ydactkoB (Bcero npoananusupoBano 420 6uonraros). To-
JepaHTHOCTh K ¢uzndeckor Harpyske (TOH) u makcumanbHOe moTpeOIeHrEe KHUC-
aopoga (VOymax) onpenensiuch npu cuupoBOII, koTopas mpoBoaMiachk MO CTaH-
JApTHOMY TIPOTOKOIYy Bruce, HayanbHasi MOITHOCTH Harpy3ku 25 BT, yBenuuuBa-
Jachk Kakaple 3 MUHYTHI Ha 25 BT, BIJIOTH 10 TOCTHKEHUS MaKCHUMAJIBHO MEPEHO-
CUMOTO YPOBHS OJIBIIIIKH.

Pe3yabTatsl u o0cy:xknenue. Uepes 1 mecsi nociie TC y Bcex BKITIOUEHHBIX
B HCCJICOBaHNE TAIMCHTOB CPEIHEe YMCIIO COCYIOB, a TAKXKe CyMMa cocynoB B 10

HOJISIX 3peHHs ObLIH comocTaBuMbl, p>0,05. (Tabdm. 1),
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Tabmuma 1 — J[uHamuka BacKyJIspU3ali MHUOKapAa W (PyHKIIMOHAIHHOTO

COCTOSIHHSI CHCTEMBI KpOBOOOpamieHus B pasmndnble cpoku mocie TC (M+SD)

Tloka3arennb | TecT Il TecT Il Tect IV Tect

Cpennee uncio cocynoB mo 10 momsm | 68,6+15,5 63,8+13,8 68,2+8,8 74.2+11,7
3peHus

CymmMma cocynoB 1o 10 mossim 3penust | 686,3+154,6 | 637,6£138,1 | 588,8+135,8 | 680,3+174,5

MakcumanbHO  JIOCTUTHYTasi MOII- - 90,6+40,4 108,3+23,6 | 125,0+£35,4*
HOCTh Harpy3ku, Bt

MakcumanbHO€e TOTpeOJICHUE KHCIIO- - 16,7£3,0 18,3+4,4 24,0+5,0*
pojaa, MJI/Kr/MUH

[Tpumeuanue. *p<0,05 — nocToBepHOCTH paziuuus rmokazareneit npu Il u IV tecrax.

VY Bcex BKIIIOYEHHBIX B MCCJICIOBAHHE MAIMCHTOB Yepe3 6 MecsIeB U 4epes
1 rox mocne TC uMena MeCTo HEJJOCTOBEpHAsl TCHACHIUS K YMEHBIIICHUIO CpeaHE-
ro 4KCJa COCyJIOB U cyMMbl cocynioB B 10 momsix 3penus (tadun.l). [Ipu obcneno-
BaHUU 4yepe3 22,8+11,8 mecdAleB oTMedaaoch HEKOTOPOE YBEIWYECHUE CPEIHETO
YHCJIa COCYJIOB U CyMMBI Bcex cocyioB B 10 mossix 3penust no cpaBHeHuto co |l u
Il Tecramu. 3HaueHue paHHBIX ToKazarened mpu IV Tecre — 74,2+11,7 u
680,3+174,5 — comoctaBuMO ¢ BbIsiBIeHHbIMU Tnipu | Tecte — 68,6£15,5 u
686,3+154,6 (p>0,05).

B pannue cpoku nocie TC (<1 mecsmna) cnupoBII1 He npoBoaniack B CBs-
31 C Pa3BUTHUEM OCJIOKHEHUM, SBIISIIOIIUXCS MPOTUBOINOKA3aHUEM ISl BBIMOJIHE-
HUS Harpy304HbIX TecToB (R2, MHOEKIIMOHHBIC OTTOPKECHHUS, TTOCTKAPIUOTOMHBIH
CHUHIPOM U T.71.). Beimonnenne cimpoBIII ctamo Bo3MOkHBIM uepe3 6 mecsiies
nociie TC. TOH u VO tipu 1l 1 11l TecTax 6s1mu conoctaBumel (p>0,05). IIpu
aHanu3e mokasatenedl, xapakrepusyromux TOH, ycranosieno, uto npu 1V Ttecte
MaKCHUMAJIbHO JOCTUTHYTass MOITHOCTh HArpy3kd M VOjq - 125,0+£354 BT u
24,0+5,0 MuI/Kr/MUH, COOTBETCTBEHHO, — CYIIECTBEHHO MPEBBINIATN BBISIBICHHBIC
npu Il tecre — 108,3+£23,6 Bt u 19,9+4,0 mu/kr/mMuH, cootBeTcTBeHHO (p<0,05) 1
HEe oTianyaiuch oT mokaszarener mpu Il tecte — 108,3£23,6 Bt u 19,9+4,0
MJI/KT/MUH, cOOTBeTCTBeHHO (p>0,05).

[Ipy aHamu3e ¢ WCHNOJIB30BAaHUEM HEMapaMETPUUYECKUX METOJIOB OLICHKHU

Koppessiuu  (BeluKcIeHne R-kpuTepust Spearman) ycTaHOBJACHO, YTO MEXKIY
103



CPEAHUM YHCJIOM COCYJOB M MaKCHMMAajIbHO JOCTHTHYTOW MOIIHOCTBHIO HArpy3Ku
CYIIIECTBYET OTpHIIaTeIbHas KoppesiuonHas cBsi3p (R=-0,611194, p<0,05).
CymMma cocynoB 1o 10 momsiM 3peHusi ¢ MaKCMMaJIbHO JIOCTHTHYTOW MOIIHOCTBIO
Harpy3ku cBs3aHa He Obl1a (R=-0,33, p>0,05).

Eme Oonee cuibHas OTpHUIIATENIbHAS KOPPEISIMOHHAS 3aBUCUMOCTH BBISB-
JICHa MEXy MaKCUMAJIbHBIM MOTPEOJICHHEM KUCIOPOJIa U CPETHUM YHCIIOM COCY-
noB (R=-0,99469, p<0,05), a Taxxke Mexay VO B cymmoii cocynoB mo 10 mo-
asim 3penns (R=-0,91, p<0,05).

Takum 00pa3oM, B HACTOSIIEM HCCICAOBAHHM BBIIBICHA MPHHIIMITHAIBHO
HOBasl, paHee He OMHCAaHHAS 3aKOHOMEPHOCTD: IPH OJIarompHITHOM T€YEHUH TIOCT-
TPAHCIUTAHTAIIMOHHOTO TMEPUO0Jia Y JIMIl, HE UMCIOIIUX BBIPAKECHHON PEaKIMU OT-
TOP>KEHUS TPAHCIUIAHTATa U APYTHX CHEHU(PUUYECKUX OCIOKHEHUU Mocie onepa-

oM, YHUCJIO0 COCYAOB MHKPOIIMPKYJIATOPHOI'O PYyCia B OTAAJICHHOM IIOCTTPAaHC-

INTAaHTAIMOHHOM TIICPHOAC CVYIIICCTBCHHO HC MCHACTCIA, YTO COIIPOBOXKAACTCIA

yiIy4iieHueM (QYHKIHUOHAILHOTO COCTOSHUSI CHUCTEMBI KpOBOOOpaleHus (pocToM

TOJICPAHTHOCTH K (PU3MYECKON HArpy3ke U MaKCUMAJIbHOTO MOTPEOJICHUs KUCIIO-
pona).

Bosnee Toro, Mexay 4nMciioM COCYJ0B MUKPOLUUPKYJISTOPHOTO pycia U MOKa-
3arensiMi (YHKIIMOHATBHOTO COCTOSIHUSI CHCTEMBI KPOBOOOpaIeHus: (TOJepaHT-
HOCTb K (PU3MYECKON HArpy3Ke, MaKCUMaJIbHOE MOTPEOJICHHE KUCIOPOia) BhIsIBIIC-
Ha oOpaTHas 3aBUCHUMOCTb: MPU YMEHBIICHUHU YKCIA COCYJIOB OTMEYAETCS POCT
TOJIEPAHTHOCTH K (PU3MUECKON HArpy3ke U MAaKCUMaJIbHOTO MOTPEOJICHUS KUCTIO-
pona.

«UpesmepHas» Backyispusanus Mmuokapaa nocie TC sBusiercs HeOmaro-
MPUATHBIM (PAaKTOPOM U MOKET CBUJIETEIILCTBOBATh O HAJTMYMH MMMYHHOTO BOCIIa-
JICHUSI B COCYJIMCTOM CTEHKE, SBISACH mpeaukTopoM paszsutus bATC B Oyaymem
WIN OTpakas ee Hajauduwe B HactosimeM. [Ipwem kamrompuia mo jgaHHeIM S.E.
Crawford et al. (2004) criocoOGCTBYeT YyMEHBIICHHIO ayTOMMMYHHOTO BOCITAJICHHS

B COCYIMCTOM CTEHKE U YMCHBIIICHUIO aHTHMOT€He3a TpaHCIulaHTara [].
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BeiBoasbl. 1.XapakTep BacKyasipu3allMd MUOKApAa (CPEAHEE YUCIIO COCYAOB
¥ cymMMa Bcex cocynoB 1o 10 mossim 3peHus) HaXOUTCs B OOpaTHOW 3aBUCUMOCTH
C IIOKa3aTCIsIMH, XApaKTCPHU3YIOIINMHU (b}’HKHI/IOHaJ'IBHOC COCTOAHHUE CUCTCMbI
KpoBOOOpamieHus (MakCUMalbHO JOCTUTHYTOM mipu cnupoBOIl MomHOCTHIO
Harpy3ki ¥ VOjmax) B OTHAJICHHOM IOCTTPAHCILIAHTALIMOHHOM IICPHOJIE.
2.«Upe3mepHasy BacKyJIsIpU3alis MUOKap/a SBIISICTCS OTPUIIATEIbHBIM (haKTOPOM
y quil nociie TC 1 MOXKEeT KOCBEHHO CBUAETEIHCTBOBATh O Pa3BUTUHU OOJIE3HU ap-
TepI/Iﬁ TPAHCINIAHTUPOBAHHOT'O CCpAla B IIPOKCUMAJBHBIX OTACIIAX KOPOHAPHOI'O
pycna. Meponpusatuss ®P criocoOCTBYIOT COXpaHEHHUIO TOCTUTHYTHIX B PE3yJIbTATe
TC ynyumenuss TOH u VO, IPH YMEHBIICHUN YKCIA COCYI0B MUKPOIIUPKYJIS-
TOPHOI'O pycCia, 4TO ABJEICTCA ITOJIOKHUTCIIbHBIM (baKTopOM U MOXKET CBUICTCIIb-
CTBOBAaTh O 3aMEJICHUU MPOrpeccupoBaHusi OOJE3HU apTepuUil TPAHCILUIAHTHPO-
BaHHOI'O CCpala.
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JUIIATAIIMOHASA KAPJIUOMUONATHUA: COBPEMEHHBIE
MNPUHIOUIIBI JUATHOCTUKHU U JIEYEHUSA
Tpucserosa E.JI.

YO «benopycckuti cocyoapcmeeHtblil MeOUYUHCKU yrugepcumemy, Murnck

Onpenenenue. Jlwnararmonnas kapauomuonatust (JAKMII) - nuddysnoe
3a00JiIeBaHNE MUOKap/Ja HEM3BECTHOW STHOJIOTUH, XapaKTEpU3YIOIeecss paciuupe-
HUEM BCEX KaMmep cepjlia C BBIPAKEHHBIM HapyLIEHHEM CHUCTOJIMYECKOM (PyHK-
nuu. {unatanus u cuctonnueckas auchyHkius jieporo xenyaouka (JDK) dpopmu-
PYIOTCSl IPU OTCYTCTBUU IAaTOJIOTMYECKUX YCIOBUHM I HArpy3Kd (apTepHaibHas
runeptensus - Al', kjlanaHHble MOPOKH CEP/Ilia) UM UILIEeMUYecKast O0JIe3Hb Cep/i-
na (UbC).

Pacnpocrpanennocrs. [IKMII - camas pacripoctpaneHHast KapauoMHOIIa-
tusa (KMII), Bcrpeuaercst B 60% cpenu Bcex KMII, ¢ yactoroii 1 ciyyait na 2500
HacesieHus. 3a0osieBaeMOCTh coctaBisieT 5—/,5 ciyuas Ha 100 Thic. HaceneHus B
rol. Y My>XUdH JUarHOCTUPYIOT B 2—3 pa3a yaiie yeM y keHuiud. B 30% ciydaes
MIPUYMHON XPOHUYECKOUN CEPIEUHON HENOCTaTOYHOCTH siBisieTcss JIKMIL.

JTHoN0rusA. B OONBIIMHCTBE CITyyaeB 3THOJIOTHUS 3a00JIEBaHUsI HEU3BECTHA,

BMecte TeM B pazsutun JJIKMII Oonbiioe BHUMaHUE YIEISIOT CEMEHWHBIM U T'eHe-
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TUYECKUM (PaKTOpam, MEPEeHECEHHOMY BUPYCHOMY MHOKAapJIUTy, UMMYHOJOTHYE-
ckuM HapymeHusaMm. @enorun JIKMII Moxer pasBuBaThCs IIPU MyTalUAX Pa3JIAd-
HBIX T€HOB, KOJUPYIOIIMX OEJIKM IMTOCKEJeTa, CapKOMEpHble OeNku, Z-IHUCKH,
sepHble MeMOpaHbl, pu AeerTax X-XpOMOCOMBI U T.I.

B renernueckux uccienoBaHusax npu uaunonatudeckod KMII B Tpetu ciy-
YyaeB OMNpENESAIOT CEMENHYIO MPEeApacioNoKEHHOCTh, IPU KOTOPOU mpeobianaer
ayTOCOMHO-IOMMHAHTHOE HacienoBanue. Hapsay ¢ ayroCOMHO-IOMHMHATHBIM
HACJIEJOBAHUEM ONMCAHBl CIy4al ayTOCOMHO-PELECCUBHBIX, X-CLUEIUICHHBIX W
MUTOXOHApHAIBHBIX (popMm KMII.

Muroxonapuansasie KMII BO3HHMKAIOT B pe3ysibTaTe aHOMAJIMM MHUTOXOH-
JPUATBHBIX CTPYKTYP U JUCHYHKIHUH IpoLecca OKUCIUTENBHOro (hochopuianpo-
BaHUs. BenencTBrue MyTaluy reHOB HapyllaeTcsl SHEPreTHUYEeCKU OOMEH KapaHo-
MHUOLHUTOB, MPUBOASIINYA K pa3Butuio JJKMII.

Bbonbmoe 3nauenue B pazputun JJKMII umeer sutepoBupycHast HHGEKIUS
(supyc Kokcaku, B, remaruta C, repreca, nurtomeranoBupyc-Yy). Ilepcuctupyro-
e BUpychl BcrpauBaroT cBoro PHK B reneTnueckuil anmapar KapAuOMHOLUTOB,
NOBPEXJlass MUTOXOHAPUU U Hapyllasi SHEPreTUUYECKU MeTadonmu3M KieTok. M3-
BECTHO HAJIMYME KapAMOCHEIM(PUUECKHX AyTOAHTUTEN, TaKMX KaK aHTHUMUO3UH,
AHTUAKTHUH, AHTUMUOJIEMMA, aHTH-aIb(a-MHO3MH, AHTH-OETa-MHUO3UH TSKEIBIX
OO0OHapykeH Takke aHTH-aJeHO3uH-TudocdaT-aaeHo3uH-Tpudocdar, mpeacras-
JISIOIIMNA aHTUTEIa K MUTOXOHJIPHAIIBHOW MeMOpaHe KapAUOMHOIIUTA U OKa3bIBa-
IOLMN HEOJArONMpUsATHOE BIUSHUE Ha (PYHKIMOHUPOBAHNE MEMOPAHHBIX KaJlbLIE-
BbIX KaHaJIOB, YTO B CBOIO OYEpE/lb MPUBOJUT K HAPYUICHUIO METabOIM3Ma MHO-
kapaa. B uccienoBanusax ormeueHo y nanueHToB ¢ JJKMII noBeimeHne akTUBHO-
CTH TpoBOCHANUTENbHBIX nUTOKMHOB (MJI-1, NJI-6, ®HO-0) B kpoBu. CumTalor,
YTO MPHU UCXOAHOM ayTOMMMYHHOM Jie(hULIMTE MOBPEKIAIOIIee 1eHCTBUE BUPYCOB
yaie npuBoauT K pazsuruto JJKMIIL.

[IpeAnonoKUTENbHO Y HEKOTOPHIX MAIlMEHTOB 3a00JIeBaHUE HAYMHAETCS C
OCTPOr0 MHOKapauTa (BEPOATHO, BUPYCHOTI'0), IPU KOTOPOM Pa3BUBAETCS PACIPO-

CTPAaHEHHBI HEKpPO3 KapJUOMHUOLIMTOB C UCXOJOM B XxpoHuyeckuil guodpo3. Co-
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XPAHUBLIUKCS MHOKapJ pPaclIUpsECTCS, UICTOHYAETCA U KOMIIEHCATOPHO THUIIEPTPO-
bupyeTcs, 9TO COMPOBOXKAACTCS TOSBICHHEM TPHUKYCIHIAIBHON W MHUTPAILHOU
HEJIOCTATOYHOCTH, TUJIATAllMN TPEICEPIUN.

B GonpmmMHCTBE ciydaeB mopakarorcs 00a Kelynodka, pexke — TOIbKO Jie-
BB, U3PEIKA — TOJIBKO MPABBIN JKEIyAOUEK CepAla.

[Iposasnenust JIKMII moryT npucyTcTBOBaTh NMPU MUTOXOHJPUAIBHBIX IIH-
TOMATHUSAX, METAOOTUIECKUX HAPYMIEHUAX (T€MOXpPOMATo3), Ne(PUIIUTHBIX COCTOSI-
HUSX, SHIOKPUHHBIX 3a00JIEBaHUSIX, MIPU HCIIOIB30BAHUN KAPJUOTOKCHYHBIX Me€-
JUKaMEHTOB, Ha MO3JHUX CTaAUSAX BOCHAIWTENBHBIX IMpoLeccoB B Muokapae. K
JAKMII otnecena nepumnapransHas KMII, kotopas pa3BuBaercs Ha INOCIECTHEM
Mecsiie OepeMEHHOCTH WK B TEUEHUE D MEC TI0CTIE POJIOB.

YcranosneHo 6osee 80 pa3nuyHBIX BapHAHTOB MOPAXKEHUS MUOKap/a, CIIo-
cOoOHBIX TpUBOUTH K pazBuTuio JJKMII. XpoHuueckoe u30bITOUHOE YIOTpeOIe-
HUE aJIKOTOJII MOKET CONMPOBOXAaThes pazButremM JJKMII, uro cBsA3bIBaIOT C mps-
MBIM TOKCHYECKUM 3(PPEKTOM ajaKorois U ero MeTaboJIMTOB Ha MHOKap/, pa3BU-
TUEM Y XPOHUYECKUX AJKOTOJUKOB HAPYIICHUM MUTaHUS, TOKCUYECKUMH dPdeK-
TaMU PA3JIUYHBIX KOMIIOHEHTOB, BXOJSIIMX B COCTAB AJIKOTOJIbHBIX HAIMUTKOB.
PazButue ankoronbHo JIKMII HaGmrogator nmpu ynotpebieHur OOIBIIMX KOJIH-
YEeCTB aJIKOTOJIsl B TE€YEHUE JIMTEILHOTO BpeMeHu (yacto — Oosiee 10 net), onHa-
KO €€ BO3HMKHOBEHHME BITOJIHE BO3MOKHO U MPU 3HAUYUTEIHLHO MEHBIIEH MPOJIOJI-
KUTEITHHOCTH 3JI0YTIOTPEOJICHUS AJIKOTOJIEM.

K OCHOBHBIM NMpPUYMHAM, BBI3BIBAIOIINM Pa3BHTHE HECEMECHHON / HEreHETH-
yeckor [IKMII, otHOCSTCS cnenyromue:

- DIIEKTPOJIUTHBIE HAPYIICHUS:

- DHAOKPUHHBIE HAPYILICHUS

- HMudekmumonnbie 3a001eBaHUg

- HWudunprpaTuBHbIC 3200I€BaHUS

- Helipombllieunas naToaorus

- Hapymenus nuranus

- Bo3aelicTBue TOKCHHOB
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- Taxmaput™Mun

Ilatorene3. B ocHoBe 3a0o0ieBaHuUs JIEKUT THOEIb OTACIBHBIX KIIETOK B
Pa3IMYHBIX y4acTKaxX CepACHYHON MBIIIIbI. B HEKOTOPHIX CilydasXx TMOeNH KJIETOK
MPEIIECTBYET BOCHAJIICHUE CEPJICUYHONM MBIIIIBI (MUOKAPIUT), YacTO BUPYCHOMU
npupoabl. KineTkn mMuokap/a, mopaXxeHHbIE BUPYCOM, CTAHOBATCS UY>KEPOIHBIMU
JUIS OPTaHU3Ma, U Pa3BUBACTCA KOMIUIEKC peakluid UMMYHHOI'O OTBETA, HaIlpaB-
JICHHBIX Ha MX YHUYTOKEeHHE. [IO0CTeNeHHO MPOUCXOIUT 3aMEIIeHUE MOTUOIINX
MBIIIEYHBIX KJIETOK COCAMHUTENIbHON TKaHbIO, HE 00Jajarouieil criocOOHOCThRIO K
PACTSHKUMOCTH W COKPATUMOCTH, MPUCYIUMHA MHOKapy. CokparutenbHas QyHK-
1Ml MUOKapJla CHIDKACTCS, KaMephbl cepjlia, YTOObl KOMIIEHCUPOBATh CHUKEHUE
HACOCHOW (DYHKIMH cepAlla paCUIUPSIIOTCS, MPOUCXOIUT auiatanus. OcTaBuiuiics
HEU3MEHEHHBIM MUOKapJ runepTpodupyercs, yrmaoTHsercss. OMTHOBPEMEHHO TPo-
UCXOJIUT KOMIIEHCATOPHOE Y4YallleHUE pUTMa CEPJCUYHBIX COKpAIICHHM, CIOCO0-
CTBYIOLIEE YBEJIMYEHUIO JOCTABKU KUCJIOPOJIa OpraHaM U TKAHSIM.

Bo3MoxkHOCTH aAwiataiuu U TUOEPTPOOUH MHUOKApJa OTPaHUYMBAIOTCS
YKU3HECTIOCOOHBIM MHOKapJIOM, IUIONMIAh KOTOPOTO HMHJUBHAyalbHA B KaXJIOM
ciydae 3aboneBanud. [Ipu nepexoqe B cTaauio IEKOMIEHCAMU HAOII0JAl0T CHU-
KEHUE COKPATUTEIHHOM (YHKIIMU MHOKap/ia U pa3BUTHE XPOHUUECKOU CepIeUHON
HEJI0OCTaTOYHOCTH, MTPU KOTOPOI HAOJI0/1at0T YMEHBIIIEHNE MTOCTYIIJICHUS B OPTaHbl
Y TKaHU KHUCIIOPOJa, HEOOXOAUMOTO ISl UX HOPMAJIbHOM KU3HENEATEIbHOCTH, a
KOJIMYECTBO YTIEKUCIIOTO Ta3a B HUX IMPHU 3TOM yBeJIMUYMBaeTcs. TeueHue 3aboie-
BAHUA YXYAIIAET MOSBICHUE HEJOCTATOYHOCTH MUTPAIBHOTO U TPUKYCITHUIAIBHO-
ro KJIAIlaHOB CEPALIA BCIEICTBUE IEPEPACTSIKEHMS WX KIAMAHHOTO KOJIbIA Ha
dhoHe auIaTanuu KaMep cepra.

Ha mo3namx sramax JIKMII BO3HHKAIOT JKU3HEYTPOKAIOIIME HAPYLICHUS
puUTMa cepiiia, CriocoOHbIE MPUBOJUTH K CMEpPTU. BeiencTBue CHMKEHUS HACOC-
HOM (PYHKIIMU CepAlla MU HEPAaBHOMEPHOCTH COKpAIICHHS MHOKapaa B Kamepax
cepaia o0pa3yroTcs MPUCTEHOYHbIE TPOMOBI C MOCIAEAYIOIIMM Pa3BUTHEM 3MOO-

JIMH TI0 MAJIOMY WJIM OOJIBIIIOMY KPYTY KPOBOOOpAIIEHHUS.
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Kiaunuveckue cuMnromsbl. [[aTOTHOMOHUYHBIE MPU3HAKH OTCYTCTBYIOT.
CUMITOMBI MOSIBISIIOTCS TIPU MPOTPECCUPOBAHUU CEPACYHON HENOCTATOYHOCTH,
pPa3BUTHUU TPOMOOSMOOJIMKM WM HApPYIIEHWH pUTMA M MPOBOJUMOCTH CEpJla:
cepaneOnenne, CHHKOIE, cl1adoCTh, OJBINIKA, CHIDKCHHE TOJEPAHTHOCTU K (HU3H-
YeCKOM Harpys3ke. DT MPU3HAKH MOSBIIAIOTCS Ha MO3JIHUX CTaaAMsIX 3a00JeBaHus,
B CBs3U ¢ yeM pacno3HaBanue JIKMII no mosiBieHus yka3aHHBIX CUMITOMOB BbI-
3bIBACT 3HAUYUTENbHBIC TPYJHOCTU. BHE3anmHas cepieuHasi CMEpTh MOKET MOSIBUTh-
Csl 10 Pa3BUTHsI CUMIITOMOB XPOHUYECKON CEpACUHON HEAOCTAaTOYHOCTH.

JAunarnocTuka. K BaXHbIM MNpU3HAKAM OTHOCUTCS YBEJIMYEHHUE Pa3MEpPOB
cep/ia, MPeuMYIIEeCTBEHHO JIEBOTO JKEITYJI0UKa, B TO BpEMs KaK OTCYTCTBYIOT JIpY-
rue Npu4uHbl (MIOPOKHU Cepilia, uilleMuueckasi 001e3Hb cep/illa, apTepuaibHas TH-
nepreH3us u T.11.). Kapauomeranuio B BUE paclIupeHus cepia B 00€ CTOPOHBI U
CMEILIEHUE BEPXYIIEYHOTO TOJYKA BJIEBO M BHHU3 OMNPEACISIOT NPU MEPKYyCCUU
cepaua. [Ipu ayckynbTanuu B TSKENBIX CIy4yasx BBICTYIIMBAIOT PUTM Tajiona, Ta-
XUKapJIUI0, CUCTOJIMYECKUN ITyM OTHOCHUTEJIbHOW HEIOCTATOYHOCTH MUTPATIHLHOTO
u/unu TpexcrBopuaroro kinanaHa. ¥ 20% manueHToB pa3BUBaeTCS (PUOPUILIAINS
npeacepanii. AprepuaibHOe JIaBJIeHUE OOBIYHO HOPMAJIBHOE WJIM CJIErKa MOBBIIIIE-
HO (BCJIEACTBUE CEPJICUHON HEJOCTATOYHOCTH).

Ha OKI' - npu3Haku yBenWYEeHHUsI pa3MepOB CepAlld, CHUKEHHUE BOJIbTAXKA
3yOIIOB JKEyJ0UYKOBOTO KOMIUIEKCA, HAPYIICHUSI MPOBOJUMOCTH B BUE OJIOKaIbI
nepeHell BETBH JICBOM HOXKH ITydka ['Mca, WM TOJHOW OJIOKaAbl JICBOM HOXKKHU
nydka ['uca, cToiikas CHHycOBasl TaxuKapJiusi, Apyrue HapyluieHUus puT™Ma U Mpo-
BogumocTi. Y 85% OGonbubix JIKMII mmerorcss DKI-npusnaku rumeptpoduun
MuoOKapza JieBoro xkemynouka. K ocodennoctsim SKI ipu aToM ciieryeT oTHECTH
— MakcuMasibHO BbIcOkHH 3y0er] R B V6 u munumansino — B |, 1, 11l. B pe3yinb-
TaTe OTHOIIEHUE BBHICOTHI 3y011a B V6 k amrumntyze Haubombinero 3yomna R B —I11
npeBbimaeT 3 y 67/% OoibHBIX. XapaKTepHbl CTaOWIBHBIC HAPYIICHUS Mpolecca
penosipu3aiu, 00yCIOBICHHbBIE JUCTPOPUUESCKUMU U3MEHEHUSIMU B MUOKAp/Ie U
Kapauockiepo3oM. MHorna Habmogatot 3y0nsl Q, Mmopdoiorundeckum cyocTpaTroMm

KOTOPBIX sIBJIsIETCS AMPGY3HBIN WM 04aroBblil KapAHOCKIEPO3.
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[Ipy pEeHTTreHOJOTHYECKOM HCCIENOBAaHUH OOHApYKUBAIOT 3HAYUTEIHHOE
YBEJIMYEHHUE JKETYTOUKOB (4YaCTO B COUETAHUHU C YMEPEHHBIM YBEIHUECHUEM JIEBOTO
npeacepaus). XapakTepHbIM MPU3HAKOM sBIsIETCsl ¢opMa cepAlla B BUJE IIapa,
YTO SIBJSIETCS CJIEICTBUEM MHOTEHHOW aumnatanuu. KapauoTopakaidbHBIA HHJIEKC
npesbiaer 0,55 B 100% cnydaes. [Ipu pa3BUTHM OTHOCUTEIHLHON aTpHOBEHTPH-
KYJISIPHOW HEAOCTATOYHOCTHU BBISIBISIOTCS MPU3HAKKU peryprutauuu. Berpedarorcs
MPU3HAKHU JIETOYHOW apTepUaNbHON TUIIEPTEH3UH, BEHO3HOTO 3aCTOS WM TMEpeHe-
CEHHBIX TpoMOo3MOonuii. HapyiieHust B MajioM Kpyre KpoBOOOpAIlleHUs IMPOSIB-
JSIFOTCSL  YCUJIGHWEM JITOYHOTO COCYJUCTOTO PHUCYHKA, a TakXKe IMOSIBICHUEM
TpaHCCy/AaTa B TUIEBPATIBHBIX MOJOCTAX, KOTOPBIA 00pa3yeTcsl BCIEACTBHE MOBHI-
IICHUS JABJICHUS B COCYAaX JIETKUX.

Oxoxapauorpadusi — OJUH U3 OCHOBHBIX METO/IOB B IMarHOCTHKE 3a00seBa-
Hus. [Ipu uccnenoBaHuy ONpPENeNsioT pa3BUTHE JWJIATAIMU TOJIOCTEH U THIep-
TPOPUIO CTEHOK, MPUYEM BBIPAKEHHOCTH JWJIATAlMA 3HAYUTEIHHO IPEBBINIAET
creneHb runeptpodun. KoHeuHbIl TUacTONIMYECKUil pa3Mep JEBOr0 JKely104Ka,
KaK MpaBwio, mpeBbimaer 6 cm (o 12 cm). HapymieHusi cokpaTUMOCTH HOCST
g Gy3HBIA XapakTep, HO MOTYT OBITh M yYAaCTKW aKUHE3WH, KaK pe3yabTaT CIHsI-
HUS 04aroB (puldpo3a WM MOCIHEACTBUNA TPOMOOIMOOIMU KOPOHAPHBIX COCYJIOB.
OTmeyaroT 3HaYUTENIbHOE CHIDKEeHHE (pakiuuu Beiopoca (10 18% u Hmxke). [lomu-
Mo 3Toro, OXoKI mo3BoJsieT yTOUHUTH YBEIMUCHNUE aMIUTUTY/IbI JBUKCHHS HEU3-
MEHEHHBIX CTBOPOK MuTpaibHOro knanasa. [Ipu OxoKI' BbIABISIIOT Hainuue
TpomOa B Kamepax cep/la.

[Tpu xaTeTepm3anuu cepala BBIABISIOT MOBBIIIEHHE KOHEYHOTO TUACTOJIH-
YECKOTO JIaBJICHUSI B JIEBOM M IPABOM JKENy/IOYKaX, JABJIEHUS B «JIETOYHBIX Ka-
NWUISpax» | JIero4yHou apTepuu. OTCYTCTBYeT IpaueHT JaBJICHUS Ha KIanaHax u
B TIOJIOCTH JIEBOTO >Kemynouka. [Ipu xopoHaporpaduu NMpu3HAKKA BBIPAKEHHOTO
arepockiepoTudeckoro nopaxenus (6onee 50%) orcyrcTByror. PesynbraThl pa-
JTUOHYKJIMIHOTO MCCIIEOBAaHUS CBUACTEIBCTBYIOT O PACIIMPEHUN TIOJIOCTEH cep-
11a, HapYIIEHUU JIOKAJhbHOW COKpaTUMOCTU Ha (oHe AU(PGY3HOTO CHIKEHUS CO-

KpaTUMOCTH MUOKap/a, CHWKEHUU (Ppakiuu BbIOpoca 000X KETyJOUYKOB, HAJIU-
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g U (y3HBIX U 0YaroBbIX Ae(eKTax HAKOIUICHHUs mpernapara (CUMHTUTpadus
Muokapa Tammem-201).

Hns nuddepennmanpHoi quarnoctuku ¢ apyrumu KMIT (AIDK, amunioun-
7103, CApKOUI03, Jp. WHOUIBTPATUBHBIMHU THUIIAMH), BOCTIAJUTEIbHBIMH 3a0011€Ba-
HUSIMU MUOKapJia U OLEHKHA PUCKA CMEPTH MPOBOISAT MArHUTHO-PE3OHAHCHYIO TO-
morpaduto (MPT), npu xKoTOpo¥ BBISBISIOT KOPOTKHM TMEPUOJ IOJTYBBIBEIACHUS
raJl0JINHUS, IATHUCTOE «MSTKOE» OTCPOYEHHOE HAKOIUICHHWE TaJI0OJUHUSA U aAKWHE-
3UIO/TUCKUHE3UIO C MO3/IHUM HAKOILJICHUEM TaJIOJMHUS B NepeiHe-0a3aibHON Ya-
CTH NEPETOPOJKH MJIM MANWULAPHBIX MBIIIIAX, PEAKO KUPOBOE 3aMELICHUE B IIpe-
Jienax CTEHKH JIEBOTO JKENy/I0YKa U TIOOAIbHYIO MPOAOJBHYIO AedopMaluio, sB-

JISTFOLIYIOCS XapaKTEPUCTUKON MPOrHOCTUYECKOTO pUCKa (pHC.).

4 p<o,01

6o | poon o penog 22
p<o0,001 p<o,01

b= —_— =

o 2

40 < 40

2 2

3 s

* 20 * 20 rmAa+

rea + oM+ | | oM+
P4+ (TUA+ OB+ OB+ OB+

o |_LTPA rua ma |, KAO| | KAO| | KAO K40

Pucynok - I'mo6anbHas mpoosbHas aedopmarius, Beisgsisiemast mpu MPT —
JOTIOJTHUTENbHBIA (PaKTOp OLlEHKHU mporHoctuyeckoro pucka (I'PL — rmobGanbHas
npoaosbHas nedopmarus, 'L/ — rmobanshas nupkynspras nedopmarus, [P —
rioOanbHas paauanbHas aegopmarnusi, KJIO — koHeuHbIN quacToandeckuii oobem,
®B — ¢paxius Beiopoca, ®M — konmdecTBeHHas olleHKa (Guodpo3a Muokapia)

DHaoMHOKapaAualibHas OWOICHUS KaKk METOJl BepH(pHUKalUM JUarHo3a Hc-
MOJIB3YeTCS PENKo, Tak Kak HeT crnenuduueckux mnpuszHakoB JKMII, a monu-
MOP(HOCTh MHOKapJia TIPH 3TOM 3a00JICBAHUHM HE TMO3BOJIAET W3MEHEHUS, BBISB-
JICHHBIE B OMOMNTAaTe, NEPEHOCUTh HA BECh MUOKApA. DTOT METO/J| IOKEH HCIOJb-
30BaThCA MpHU MpoBeaeHUH TudGHepeHINaIbHON TUArHOCTUKU C JPYTUMHU 3a00J1e-
BaHUSIMH, UMEIOIIUMH XapaKTEPHbIE TATOTHOMOHUYHbBIE MpU3HAKU. KilnHnueckue
MOKAa3aHUs K 3HIOMUOKapAUAIbHON OMOICUU C KJIACCOM M YPOBHEM JOKa3aTellb-

HOCTH IMIPEJICTaBJICHbI B TAOJIHIIE.
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Tabnuna - Iloka3zaHust A7 BBINOJHEHUS HIOMHOKApAHAIbHON Ouorcuu

(Cooper L.T. et al. Circulation 2007;116: 2216-2233)

Knnnuka

Knacc pexomen-
nanui

YpoBenb  J0Kaza-
TEIbHOCTH

[TosiBneHue cepeyHON HEIOCTATOYHOCTH MEHEE 2 Heelb
MIpU HOPMAJIBHBIX pa3Mepax win aunatanuu JOK

B

[TosiBneHune cepJeyHON HEJTOCTaTOYHOCTH 2 Held. — 3 Mec.,
accouurpoBanHou ¢ gunartanueit JIK, mosiBnenuem KA,
Omokanpl 2-3 CT. MJIM OTCYTCTBUU PEAaKIMH Ha OOBIYHYIO Te-
panuto B TeueHue 1-2 Henenb

CepaeuyHasi HEIOCTAaTOYHOCTh Oojiee 3 MecC., aCCOIMUPOBAH-
Has ¢ qunatanueit JDK, mossnennem KA, Onokaner 2-3 cT.
WIA OTCYTCTBHH PEAKIIMU HAa OOBIYHYIO TEPAIHIO B TCUCHHE
1-2 wenens

lla

Cepaeunasi He1OoCTaTOYHOCTh, oOycnoBnenHas JIKMII mro-
00i1 JUIUTELHOCTU C TOJO3PEHUEM Ha AJJICPTUYECKUM WITU
303UHO(DHUIIbHBIN TCHE3

lla

CepaedHas HEJIOCTAaTOYHOCTh MPH MOJO3PEHHUU Ha aHTpa-
uUKIMHOBYI0 KMIT

lla

CeppaeuHasi HEIOCTAaTOYHOCTb, OOYCIIOBJIEHHAsE HEOOBSCHU-
Mot PKMII

[Togo3penue Ha OMyX0JIb Cepia

Ia

Ia

Heobwsacuumbie KMII y nereit

Ia

HoBas cepmedynasl HEOCTaTOYHOCTh 2 HEI-3 Mec, 00yCIIOB-
nennag mgunatanuer JDK, 6e3 HoBeix JKA wmmm Onokanm 2-3
CT., OTBEHYarollas Ha OOBIYHYIO TEpanmuio B TedyeHue 1-2
HeJelb

b

CeplieuHasi HeIOCTaTOYHOCTh Oosiee 3 Mec, 00yClIOBIIEHHAS
nunaranueii JDK, 6e3 HoBeix KA unu Omokan 2-3 CT., OTBe-
Yarolas Ha OOBIYHYIO Tepanuio B TeueHue 1-2 Henenb

b

CepaeuHasi HEIOCTaTOYHOCTb, OOYCIIOBJIEHHAss HEOOBSCHU-
moit 'KMII

b

ITono3penne va AJIIDK

b

HeoOpsicaumas KA

b

HeoObsscuumasa OI1
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B GonpmmncTBe cimyuyaeB auarno3 JAKMII ycranaBiauBaeTcst mociae MCKIIO-
YEHUsl APYTUX NPUYMH KapAUOMETajuu U XPOHUYECKON CEpACYHOW HEA0CTaTO4-
HOCTH.

Jleyenue. llenpio Tepanuu npu JKMII sBnsercs ynydmenue QyHKIHO-
HAJIBHOTO COCTOSIHUSI CEpJilla, KOPPEKIUs CepACYHONW HEIOCTATOYHOCTH, MpOodu-
JIAKTHKA U JISYEHHUE OCI0KHEHUH (TpoMOOIMOO0INH, apUTMHUN ).

[TarueHTamM pPEeKOMEHIYIOT OTpaHHYeHUE (PU3NYECKOW Harpy3Ku, TUETpe-
UM C YMEHBIIIEHHEM NOTPEOJICHNs TOBAPEHHOM COJIM U )KUIKOCTH.

CpenctBamu miepBoro Beioopa juist gederus JJKMII sBhstoTcst HHTHOUTOPHBI
AII®, Ha3HauEHHE KOTOPBIX LIETECO00pa3HO HAa BCEX CTAAMSAX Pa3BUTHUS OOJE3HU.
Nurubutopel AII® ymeHbIIalOT JaBICHHE B JIEBOM MPENCEPAUN U CEKPELUIO
BNP, 4To mpuBOIUT K CHUKEHUIO HAIMPSKEHHOCTH HEHUPOTryMOpPAJIbHOU peryJis-
IUH, TPEIYNPEXIAI0T Pa3BUTHE HEKPO3a KapJUOMHUOLUTOB, OKAa3bIBAIOT aHTU(PHUO-
poTHYeCcKOe AecTBHE, CIIOCOOCTBYIOT YMEHBIICHUIO CTENIEHU MUTPAIbHOU peryp-
TUTAIHH.

Nurubutopst AII® xoMOunupyrot ¢ B-agpeHobmokatopamu. [Tpumenenue
B-anpeHo610KaTOPOB MOKA3aHO MPU XPOHUUECKOH Cep/IeYHON HETOCTaTOYHOCTH, a
TaK)Ke JJI1 KOHTPOJISl 4aCTOThl CEPJICUHBIX COKpAIICHUN MalleHTaM C CUHYCOBOU
taxukapaueit, ubdpwusanuein npencepauit. [lpu JIKMII B-agpenoGiokatops
YMEHBIIAIOT MATOJIOITMYECKYI0 aJPEHEPIUUECKYI0 CTUMYJIIALIMIO, YIYy4YlIaloT FeMo-
JTUHAMUKY, WIIEMHI0 MHOKap/ia ¥ TMOBPEXKICHUS KapJIUOMHUOIIMTOB, TEM CaMbIM
YIIyYIIaIOT MPOTHO3, KAYECTBO XU3HHM M BBDKMBAEMOCTh MallMeHTOB. M3BecTHO,
YTO MPU MPUMEHEHUH [-aipeHO0JIOKATOPOB HAOII0AI0T ABY(Ha3HYIO PEaKIIMIO:
YXYALIEHUE COCTOSIHUS B HavaJie JICUeHUs1, O1aronpusTHeIA 3PQPEKT Npu JUIUTEb-
HOM MPUMEHECHHH.

[Tpumenenue naruoburopo AIID u B-agpenodrokaropor npu JJKMII Tpe-
OyeT OCTOPOKHOCTH, MIOCKOJIbKY MpenapaThl BbI3bIBAIOT CHKEHUE apTEPHAIbHOTO
naBieHuss U (pakiuu BbiOpoca. BriOOp KOHKpETHOTO MpernapaTta Oonpeaesnsercs

MEPEHOCUMOCTBIO, PEAKIINE apTeprabHOTO JIaBIIeHUs, TOOOYHBIMH 3PP EeKTaMH.
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Kak u npu nedyeHnn cepevyHor HEA0CTATOYHOCTH, BBI3BAHHOM IPYTHMHU 3a-
00JIeBaHUSIMH, TPAJAUIIMOHHO OOJIBIIIOE 3HAYEHUE UMEET MPUMEHEHNE TUYPETUKOB,
KOTOpbIE HA3HAYaI0T, KOMOMHUPYS C AaHTarOHUCTAMH aJIbJIOCTEPOHA.

[Ipenapatbl qurHTaNMca TMOKa3aHBI MPU MOCTOSIHHOW dopme GUOPHILIAIINN
npeacepauit AJiss KOHTPOJIS 32 YACTOTOM CEepACUHBIX COKpalleHud. JIMCKyCCUIO BbI-
3bIBAET 11€JIeCO00PA3HOCTh Ha3HAaYeHUsl TUrokcuHa y namueHTos ¢ JJKMII nuszkoi
dpaknueil BEIOpoca U CHHYCOBBIM PUTMOM. B MPOBEACHHBIX MCCICIOBAHUSIX TIPH-
MeHeHue nurokcuHa y mnanueHtoB ¢ JKMII u cuHycOBBIM PUTMOM TO3BOJIHIIO
CHU3UTH YaCTOTY FOCHUTAIM3ALUUN, 3aMEUTUTh POTPECCUPOBAHUE CEPIACYHON He-
JIOCTAaTOYHOCTH, OJIHAKO O0IIasi CMEPTHOCTh HE U3MEHMWIIACH.

Jist mpoduIakTUKY U JICYCHHUS OCIOKHEHHM Ha3HA4YaroT aHTHapUTMHYe-
CKHME Tpernaparhbl, a Tak)Ke aHTUKOATyJSIHTHBIE cpelicTBa U jAe3arperanthl. Ilo-
CKOJIbKY aHTHapUTMUYECKHE IpenapaTbl HE JOJDKHBI YTHETaTh COKPATUTEIIbHYIO
GYyHKIHUIO MHOKap/a W yCyryOJsiTb HapylleHUs MPOBOJUMOCTH, MPEANOYTCHHE
OTIAeTCs TpermapaTtaM 3-i TPYIIbl aHTHAPUTMHIECKUX CPEICTB — aMHUOJAPOHY U
coranoity. B ciiydae pa3BuTHs cepAeUHbIX OJ0KaJ UMIUIAHTUPYIOT KapAHUOCTUMY-
JISITOP, MPU BO3HUKHOBEHUM CHUHKOMAJIBHBIX COCTOSIHUN WJIM 3MU30]I0B BHE3AIMHOU
CMEPTH TOKa3aHa YCTAaHOBKA aBTOMATUYECKOTO WMILIAHTUPYEMOTo AehuOpuiiis-
Topa. [[ByxkaMepHasi 3JIEKTPOCTUMYJISIMSA Y OOJIBIIMHCTBA MAIUEHTOB YJIydIlaeT
BHYTPHUCEPJCUHYIO T€MOJUHAMUKY, MOBBIIIAET COKPATUTEIbHYIO (YHKIIUIO MHO-
KapJla U CHIXKAET KJIAcC CepACYHON HEOCTATOUHOCTH.

Ha3nauenue anTtharperanToB moka3zaHo Bcem manueHTtam ¢ JKMIIL. Asb-
TEPHATUBON aHTUKOATYJISTHTAM MOKET BBICTYNATh acnupuH. COBpPEMEHHBIH KOH-
TpoJIb 32 3P(HEKTOM JT03UPOBOK AHTUKOATYJSHTOB (Bap(daprHa) MpPOBOIAT IO TO-
Ka3aTesisiM KoaryjaorpaMmbl, mojalOupasi J03bl TaKUM 0Opa3om, 4TOObI BETWYMHA
MEXIYHApOTHOTO HOPMAIM30BaHHOTO OTHOIIeHHS cocTaBisuia 2,0—3,0.

HeMenukameHTO3HBIE METOMBI JICYCHHS - AJICKTPOPUZUOIOTHIECKUE, CTBO-
JIOBBIE KJIETKHU, XUPYpPTrUYECKOE JICUEHNE — TPAHCIJIAHTALUIO Cep/illa, TPUMEHSIIOT
y MAIMEHTOB ¢ pe(PpakTEpPHOCTHIO K MEeIMKaMEHTO3HOMY JieueHuto. [Tokazanusmu

K ONEpPaTUBHOMY JICUEHUIO SIBJISIOTCS OBICTPOE MPOTPECCUPOBAHUE CEPACYHON He-
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JIOCTaTOYHOCTH, PA3BUTHE JKU3HEYIPOXKAIOIIMX APUTMHM, BBICOKHW PUCK TPOM-
003MO0IMYECKUX OCIOKHEHHUM.

IIporno3s. Ilpu JIKMII nporno3 nebmaronpusiteH. Kak mnpapuio, mporpec-
CUPYET YXYIIICHUE >KEeIyJA0YKOBBIX (PYHKITHH, TPOMOOIMOOINYECKHAE OCITOXKHE-
HUS WM HapymeHus putMa. [lo mamaeim Framingham study, gepes 5 et mocie
MOSIBJICHUSI CUMIITOMOB 3a0osieBanus ymupaeT 42% xeHnmwH U 62% MyX4uH.
JIByXJIeTHSISI BBDKUBAEMOCTh OOJBHBIX ¢ cemeiHoi ¢opmoit JIKMII cocraBiser
36%, npu BUPYCHOM/MMMYHHOU »THOJNIOTHU - 59%, mpu ankorosbHOU — 79%.
JlonrocpodHOe BBDKMBAHKME MPOIMOPIIMOHATIBLHO TSKECTH 3a00JICBaHUS W paHHEU
JAUArHOCTUKMU. MeI[I/IKaMeHT03HO€ U XUPYPTHUICCKOC JICUCHHUC YJIYUIIArOT ITPOTHO3.
ITocne TpaHCINIaHTaOuKU CCpAla ACCATHUIICTHAA BBIKHMBACMOCTH COCTABJLACT 70-
80%.

Myxuunbl, 6oneromue JIKMII, nepenocsT 3abosieBaHue Tspkenee, 4em
JKEHILUHBI, U XUBYT MeHbIe. XKenmunam ¢ JIKMII cienyer n3berats 6epeMeH-
HOCTH, TaK KaK 4aCToTa MaTepHHCKOﬁ CMCPTHOCTH IIPpH 3TOM AMAIrHO3C OYCHb BbI-
COKa, K TOMY K€ OTMCYUCHEI CJIy4adHd IIPOBOIHUPYIOIICTO BIMAHUA 6epeMeHHOCTI/I Ha
pa3BuTHE 3a00JIeBaHUSI.
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CEPAEYHASA PECUHXPOHU3NUPYIOLIASA TEPAIINU B
JEYEHUU NAIIMEHTOB C CEPJIEYHOHN
HEJJOCTATOYHOCTHIO 1 ®PUBPUJIALIMENA NPEICEP I
TposinoBa T.A., Kypnauckas E.K., ['onuapuk /1.b., Hacnouts A.P.,
Kogsmr E.B.
'Y Pecnybauxanckuil HayyHo-npakmudeckuii yeump «Kapouonozusy,
Munck

AKTyalbHOCTh. B Hactosiee Bpemsi mpoOiemMe XpOHHUECKOU CepAeuHON
HegocrarouHoctu (XCH) yaensercs Oonbiioe BHUMaHue. CloXKHUBIIAsICS CUTya-
1M1 HOCUT 3aKOHOMEPHBIN XapakTep U 00yCIOBJIEHA IIMPOKOU pacHpOCTPAHEHHO-
CTBIO JIaHHOM MAaTOJIOTUH, TOCTOSIHHBIM POCTOM 3a00JI€Ba€MOCTH, BBICOKUM YpPOB-
HEM MHBAJIMJU3AIMU U cMepTHOCTH. Pubpusuisiius npeacepauit (OII) — apurmus,
KOTOpast HanboJjiee yacTo BeTpedaercs y narnuentoB ¢ XCH [1]. Panee nanuuue
1100011 hopMbl GUOPUIUISAIINYU TIPEACEPANN CUNTATIOCh TPOTUBOIIOKA3aHUEM K Cep-
neunoit pecunxponusupytomeit tepanuu (CPT). Ha ceromusmnuii neHp aocrta-
TOYHO JAHHBIX, YKa3bIBalOMX Ha TO, 4To PII He sBIsIETCS MPOTUBONOKA3aHUEM

st CPT. B nmaHHOM ciyyae Ba)k€H MPOUEHT OMBEHTPUKYJISAPHON CTUMYJISLINH,
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nockoibKy 3¢ dexktuBHOocTs CPT BOo3MOXHaA Tonbko npu goctwxeHnn 100%. 3a-
4acTyr (papMaKoJIOTHYECKUMH METOJAaMHU KOHTPOJIS 9acTOTHI CEPACYHOTO PUTMA
no0uThest JaHHOTO A (dHeKTa HEBO3MOKHO, AIbTEPHATUBON Y TAKUX MAIUEHTOB SIB-
JsieTCs abJIanmsi aTpUuOBEHTPUKYIISIpHOTO y371a (ABY).

Marepuas u Metoabl uccjaenoBanus. B uccienoBanue BkitoueHo 42 mna-
ueHTa: 41 myxuunna (97,62%) u 1 sxenmnuna (2,44%). Bee manueHTsl oCTymaaiu
B PHIIL «Kapauonorus» B nepuoz ¢ 2014 r. mo 2016 r. Cpeanuii cpok HaOmr0A€-
HUs nmanueHToB coctaBui 11,8+1,0 mec. Jlo nmocTymiieHus B cTalldoHap U Ha JTare
CTAIMOHAPHOTO JICYCHHS BCEM IMAIMEHTaM MPOBOAMIIACH MEIUKAMEHTO3HAs Tepa-
IIUS B TIOJTHOM 00BEME B COOTBETCTBHH C PEKOMEHAAMAMHI U MMPOTOKOJIAMH T10 BE-
neHuro nanueHTos ¢ XCH.

K OCHOBHBIM KpHTEpHsSM BKJIIOUYCHHUS B HCCIICIOBAHWE OTHOCHUIIHU CIICIYIO-
nue: kinace Tspkectd XCH ®K -1V o NYHA na done MmakcuManbHON MeauKa-
MEHTO3HOM Tepanuu, (pakius BbiOpoca JieBoro skemymouka (OB JDK) menee
35 %, nmoctosiHHas popma GubOpmLIsIIMN npeacepAnii. Kputepusmu uckitoueHus
ABJISUTACH (hpakiusi BHIOpOca JIEBOTO >Kenynouka <25%, Hanmuyue MOoKa3aHuM K
MIPOBEJCHUIO PEBACKYJISIPU3allMM MUOKapaa, peBmatuueckuil rene3 XCH, oxwuna-
eMasi IPOoI0JKUTEILHOCTD J)KU3HU TaruenTa meHee 1 rona.

B cranuonape manpieHTaM BBIMOJHSIA OO U OMOXUMHUUYECKUN aHAIM3BI
KpOBH, ompeensiiu ypoBeHb Pro-BNP, Beimonnsiu snexkrpokapauorpaduto (OKI)
B 12 orBenmenusx, xonrepoBckoe moHutopupoBanue IKI', TpaHcTOpakanbHYIO
sxokapauorpaduto (3xo-KI') ¢ npoToKoI0M AUCCUHXPOHUN MHUOKAp/a, TPOBOIU-
J¥ TeCT 6-MUHYTHOM XOApO0bI. YPOBEHb KauecTBa >KU3HU OIMPENEIsUIA C UCTIOIb30-
BaHMEM MUHHECOTCKOrO ONpOCHUKA «JKU3Hb C CEPACYHON HEIOCTATOUHOCTBHIO.
[TarineHTaM MMIUTAHTHPOBAIHM PECUHXPOHU3UPYIOIIEE YCTPOWCTBO U MPH HEalcK-
BATHOM TIPOIIEHTE OUBCHTPUKYISAPHON cTuMyJisiiiu (MeHee 96%) BBIMONMHSIN a0-
nanuto ABY. 40 nanmentam (95,24%) abnamuss ABY Oblia BbINOJIHEHA B IEPBYIO
rocnuTanu3anuo. 2 nanuentaMm (4,76%) - gepe3 3 mecsia u3-3a HeaJeKBaTHOM
OMBEHTPUKYJIAPHON CTUMYJISIMHU, BBISIBICHHOW TPH TIJIAHOBOW MPOBEPKE PaOOTHI

UMIUIAaHTUPOBAHHOTO PECUHXPOHU3UPYIOIIETO YCTPONUCTRA.
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O¢pdext CPT cunrtany nogoKUTEIbHBIM NPH YMEHBIICHUH Y MallMeHTa KO-
HeyHO-cuctonndeckoro ooréMa (KCO) JIXK no oTHOIIEHUIO K UCXOJTHOMY 3Haue-
uuio Ha 10 % u Gonee [2], yBennuennu @B JIXK na 5 % u 6osee [3], ymeHbIIeHUN
®K XCH kak MuaumyMm Ha 1 Kiacc, yBeTUYEHUU TOJIEPAHTHOCTH K (PU3HUECKOM
narpyske Ha 10 % u Goutee [4].

Pe3yabTarhl HcciaenoBaHus U uX odcy:kaeHue. Pazsutue pubpuiisiuu
npenacepauit Ha GoHE CepCYHON HEOCTAaTOUHOCTH MPUBOJIUT K PSIIy OMPEICIICH-
HBIX T€MOJMHAMUYECKUX HApYILIEHUHN: MOTepe MPeAcepIHOro BKIajla B COKpallle-
HUE CEep/Ia, YBEITUUCHUIO YaCTOTHI KEITyJOYKOBOTO PUTMA, HEPETYISIPHOCTH Ke-
JYJOYKOBBIX COKpAIIeHH, MOTepe (U3MOIOTHUECKOTO KOHTPOJS HaJ YacTOTOU
CepJICUHbIX COKpallleHui. Bce Bhlllle NepeyrclIeHHOE, B CBOIO OYEpEb, JHILAET
KEITYT0YKH BO3MOXXHOCTH (PU3MOJIIOTUYECKOTO (DYHKIMOHUPOBAHUS, W3MEHSETCA
BpEMs HaIOJHEHMsI JKEIYJOUKOB, YTO CO BPEMEHEM IPUBOJUT K PA3BUTHIO apUT-
MOTe€HHOW KapauoMuonatuu. Kak mposiBIeHHE 3TUX HapylIeHUH, Y MalMEeHTOB
yMEHbIIaeTcs (ppakims BBIOpOCa JEBOTO JKEIYJ0UKa, IPOUCXOIUT yXyALICHUE Tie-
pudeprueckoil nepPpy3un, CHUKAETCS apTepuaibHOE JaBJICHHE, HAPYIIAETCs IO-
YEUYHBIA KPOBOTOK, TAKMM 00pa3oMm, emie 0ojee OCIOKHAETCS TeUEHUE CepAeUHON
HemocTaTouHocTH [5,6].

B 00mekImHu4YecKX HCCIel0BaHUsAX JOCTOBEPHBIX M3MEHEHWI HE BbISB-
neHo. BeiiBneno ymenbiieHue ypoBHsS NT-proBNP: 3954nr/mn  ucxogso,
2476nr/ma u 1228nr/mi yepes 6 u 12 mecses (p<0,05). (puc. 1).

Yposens pro-BNP, nr/mn

4500 3954

4000
3500 -
3000 -
2500 -
2000 -
1500 A
1000 A
500 -

2476

M YpoBseHb pro-BNP, nr/mn

1228

McxogHo Yepes 6 mecAuesYepes 12 mecaues
Pucynok 1 — Ypoeens BNP y nanuenToB B Teuenue 12 mecsiueB Habmoe-

HUA
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[Ipecucronuueckasi aopTaibHas 3aJepKKa YMEHBIINUIACh TOJBKO depe3 12
MmecsteB HaOmoaeHus ¢ 175,6+4,8 mcek o 157,8+7,2 mcex (p<0,05). Mexokeny-
JIOYKOBasl JUCCUHXPOHHUS JOCTOBEPHO CHHU3WIACh uepe3 6 u 12 wmecsameB (¢
175,6+4,8 mcex no 169,4+5,7 Mcek depe3 6 mecsmeB u g0 157,8+7,2 mcek uepe3
12 mecsmes, p<0,05). Onpenencune AB-aHCCHHXPOHUH OBLIO HEIEIeCO00pa3HbIM
B CBSI3M C HAIMYMEM y TTaiueHToB OII.

JlaHHBIE M3MEHEHHS MOKA3aTeNIe BHYTPUCEPACUYHOW T€MOJUHAMUKU TPEN-
cTaBJIEHBI B Tabmuile 1.

Tabnuna 1- M3MeHeHUs1 OCHOBHBIX IMOKa3zaTejell BHYTPHCEPACUHON reMo-

JTUHAMHKY Y TIAIAEHTOB B TeueHue 12 mecsieB HaOmoaeHus (M £ m), * p < 0,05

ITokazartenu HcxoaHo 6 mecseB 12 mecsnes
KO (M-pexum), mit 3452+ 32,4 307,9 + 13,5* 311,8 +32,2*
KJ1O (B-pexum), M 319,54+ 23,6 301,3 £ 27,8* 306,8 + 25,9*
KCO (M-pexum), M 278,6 + 21,7 222,8 +14,8* 231,7 +21,8*
KCO (B-pexum), mi 283,7+16,4 226,8 + 21,3* 238,6 + 31,6*
OB (M-pexum), % 272+19 32, 7+24% 34,2 +£3,2*
OB (B-pexum), % 242+17 31,4 +1,6* 32,8+25*
JIIT, Mmm 50,1+0,7 46,8 +0,9 46,3+ 1,7
KIP, mm 778+1,3 76,6 £2,7 72,8+2,8
KCP, mm 69,4 +2,8 64,1+2,8 66,8 + 3,3

B PE3YJIbTATC ONCHKHU KIMHUYCCKOI'O CTaTyCa A0 U ITOCJIC OIICPATUBHOIO JIC-

3,5 33

®OK o NYHA

3,3

3,1
2,9

2,7

2,4

2,5

2,2

2,3
2,1

1,9
1,7

1,5

Hcexonuo

6 Mecs1eB

12 mecsneB

YeHUs1 ObUTO BBISBIICHO ocToBepHOE cHIbkeHue DK tsokectu XCH (puc. 2).

OK NYHA
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Pucynok 2 — OueHka KIMHUYECKOTO CTaTyca MalueHTOB B TeueHue 12 me-
csilieB HAOIOICHUS

BOJIBIIMHCTBO MAalMEHTOB OTMEYald YIyYIIEHHE OOIIEero CcaMOuYyBCTBHS,
YMEHBIIICHHUE OJIBIIIKY, YBEIIMYCHHUE pad0oTOCIIOCOOHOCTH (pHC. 3).

Ka4eCTBO JKU3HH, OasuIb

60,

49,8

50, -

40, -
B Ka4eCTBO KM3HH, OaJLIbI
30, A
20, A

10, -

0, -
HCXOIHO yepe3 6 MecseB yepe3 12 mecsileB

Pucynok 3 — M3MeHeHHE KauecTBa )KM3HU IMAIIMEHTOB B TeueHUE 12 MecsIeB
HAOJIFOIEHUS

VYydieHue BHyTpHUCEPACUHOW TeMOIMHAMUKH Y HA0JIFO1aeMbIX ITallieHTOB
IIPUBOJIMIIO K MTOBBIIICHUIO TOJICPAHTHOCTH K (PU3HUECKOM Harpyske. B pe3ynbrare
OIICHKH TECTa 6-MUHYTHOHN XOJIbOBI BBISBICHO YBEIMUYCHHUE AUCTAHIIUU XOIbOBI OT
152m no 326,7m vepe3 6 MecsieB u 358,4m yepe3 12 mecsieB COOTBETCTBEHHO
(p<0,05) (puc.4)

Paccrosiaue, m
400,

358,4
350’ 2’)G'7 —

300,
250, // === PACCTOSIHHUE, M
200,
15}/
150,

100, r T T 1
Ucxomno Uepes 6 mecsanieB  Yepes 12 mecsiie
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Pucynok 4 - Jlunammuka pacCTOSHUS, MPOMIEHHOTO MpPU MNPOBEACHUM 6-
MUHYTHOTO T€CTa XOAbObI MAIIEHTaMH B TeUCHHE 12 MecsIieB HaOMI0ACHUS

BBIBOIIBI. Hcnonn3oBanue 6HB€HTpHKYHHpHOﬁ CTUMYJIALUHU ITIO3BOJIACT
yIy4IIUTh QYHKIIMOHATIbHBIE BO3MOKHOCTH MaMeHToB ¢ Tspkémoit XCH, ocmox-
HEHHOU (GUOPHILIAIMEH Mpeacepauil U mpeayIpexaaeT nporpeccupoBaHue 3a0o-
JICBAHHUA B OTAAJICHHBIC CPOKH H&6J’IIOI[€HI/IH. I[JIHTGJILHOG Ha6JI}0,ZIeHI/I€ 3a TAaKUMHU
nanueHTaM MMCCT PCIIAIOIICC 3HAYCHNC B IOHUMAaHHUN JOJITOBPCMCHHBIX 3C1)(1)€K—
TOB CEPACYHON PECUHXPOHU3UPYIOLIEH TEPANUU U IO3BOJIET YTOUHUTH CPOKH U
nokaszanus K nposeneHuto PUA AB-coenuHeHus npu MMILIAHTAUU PECUHXPOHHU-
3UPYIOILIETO YCTPOMCTBA.

B X0AC MOaHHOI'O HMCCIICOAOBAHHUA BBIABJIICHO YMCHBIICHHC YPOBHA NT-
proBNP, KCO, KJ1O, ysenuuenne @B, nuctaniuu xoas0s1, yiayumenne @K XCH
U KadyeCcTBa KW3HU ITAlIUCHTOB. I[JISI JOCTNXKCHHUA MAKCHUMAJIbHO KIIMHHUYCECKOI'O
s dexra HeoOxoauma 6u3kas Kk 100% OGuBeHTpUKYIsIpHAS CTUMYJISIINS.

Pe3ynpTaTuBHOCTE M 3()PEKTUBHOCTD PECHHXPOHU3UPYIOIIECH Tepanuu y
nanuenToB ¢ XCH u ¢pubpusuisiiueit npeacepanii, BOpoyem, Kak U P CUHYCOBOM
pUTME, 3aBUCHUT OT IIPABUJIBHOI'O 0T60pa IMaIIUCHTOB JIs1 JAHHOTO B A4 JICUCHUA.
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MOPO®OJOTI'NMYECKASA XAPAKTEPUCTUKA OCHOBHBIX
TUIIOB KAPJTUOMUOIIATUIA
Omnna O.A.l, TpucseroBa E.JL.?
'V3 «l 0pOOCKOe NamoJl020aHAmMoMu4ecKoe 0opoy
YO «benopycckuii 20¢y0apcmeennblil MeOUYUHCKUT YHUBEPCUMEm,
Muncxk

B nmmarnoctuky kxapauomuonatuid (KMII) cymecTBeHHbI BKIaa BHOCHT
MOP(OJIOTUYECKOE HCCIICIOBAHUE, BHITIOJIHEHHOE MPU U3yYE€HUHU OUOMNTATOB, HKC-
MJIAHTUPOBAHHBIX CEpACI] U MpH ayTorncuu. Pe3ynbTaThl MOp(OIOTrHYECKOro HC-
CJIEZIOBAaHUY B COBOKYMHOCTH C KJIMHUYECKUMH IMPU3HAKAMH, JAHHBIMU HUHCTPY-
MEHTAJIbHBIX, JIA0OPATOPHBIX M TEHETUYECKUX HCCIETOBAHUN SIBIISIIOTCS 00OCHO-
BaHHUEM JUIs A depeHIanbHOro 1uarHo3a 0oJe3Hei MHoKap/a.

Jqunnaranuonnas kapauomuonatus (JAKMII). IIpu makpockonuueckoM
UCCJIEIOBAHUM OTMEYAIOT IIAPOBUAHYIO (OpMYy cepla BCIEACTBUE IUIATALlUU
kamep ,yBenaumaenue maccel oT 600 mo 1350 r (Amocosa E.H, 1999 r.), B ocHOBHOM
3a CYET JIEBOTO KeJyJouka. Muokap CTaHOBHUTCS APSIOIBIM, TYCKJIBIM, C 3aMET-
HbIMU O€JIECOBAaThIMH MPOCIOMKAMH COEIUHUTEIILHOW TKaHHW, UMEETCSl XapaKTep-
HOE YepeIoBaHKe TUNEPTPOPUPOBAHHBIX M aTPOPUIHBIX KapIUOMHUOIMTOB. Opra-
HUYECKHE U3MEHEHMs KianaHHoro ammapara mist JJKMII ve xapakrtepHsl, BbIpa-
JKEHHasl TUJIaTalusl >KeJyJA0YKOB, KaK MPaBWIO, MPUBOAUT K PACTSHKEHUIO KOJIeIl
MUTPAIBHOTO U TPUKYCHUAATBHOTO KJIAMIaHOB ¢ BOBHUKHOBEHHEM MX OTHOCHUTEIIb-

HOW HENOCTATOYHOCTH. [[pUCTEHOUYHBIN 3HAOKAP CYIIECTBEHHO HE U3MEHEH, BO3-
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MOKHO €T0 He3HauHTelbHOe yToimieHue (1o 0,5 Mm) B 00macTu I€BOTO KETy04-
ka. B 50-60 % cmydaeB HaOI0qaeTCS MypaIbHBIA TPOMOO3, CITY)KAIIUNA 3a4aCTyIO
MCTOYHUKOM TPOMOOSIMOO0IIMIA B OOJBIION U MaJIbIil Kpyry KpoBooOpareHus. Jljim-
TEJILHO CYUIECTBYIOIIAS PETYypPruTalys KPOBU BbI3BIBAET YTOJIECHHE OJTHOW WU
0oJiee CTBOPOK aTPUOBEHTPUKYJISAPHBIX KIIAMaHOB BCJEICTBHE pa3BUTHs (HuOpo3-
HBIX U3MEHEHUH U oTeka. B Muokap/e 1eBoro u pexe MpaBoro >Kemy104yKa omnpe-
nensieTcs: 00bIIOe KOMMYECTBO OEIeCOBAThIX PyOUMKOB, IPEUMYIIIECTBEHHO MeEJ-
KOOYaroBbIX, PACIOJIOKEHHBIX MHTPAMYpPaJIbHO WIH CyO3HIOKApAUalbHO, MECTa-
MU CIIMBAIOIIUXCA B 00JI€€ KPYIHbIE PYOIIbI.

Koponaphsie apTepun CyliecTBEHHO HE U3MEHEHBI. PeIko OMUCHIBAIOT OK-
KIIFO3UI0 TPOMOOAMOOJIaMH M3 JIEBOTO JKENyJ04YKa C pa3BUTHEM HH(MAPTKA MHO-
Kap/a.

MUKpPOCKOTTMYECKH BBISIBIISIIOT PacpOCTpaHEHHbIE JUCTpOdUUECKUEe HU3Me-
HEHUs KapJUOMHOILIMUTOB Pa3IUYHON TITyOUHBI, BIUIOTH O HEKpOOHO3a U HEKPO3a.
XapaktepHbIM siBisieTcs Aub@y3HbIil pudpo3, codetaromuiicss ¢ atpodueit wim
runepTpopueit KapIMOMHUOIIUTOB, B KOTOPHIX OTMEUAIOT 3HAYUTEIHHOE yBEJIMYE-
HUE 00bema sijep, KOJUUeCTBa MUTOXOHJPUHM, TUMEepIUia3us amnmapara ['ojbku,
yBEIMYECHHE KOJIu4yecTBa MUO(DUOPUIII, CBOOOAHBIX U CBA3AHHBIX C HHIOIJIA3Ma-
TUYECKUM PETUKYJIyMOM pHOOCOM, 00WIIMe TpaHyll TiuKoreHa. B mwurorazme
KapJIMIOMHUOLIUTOB OTMEUAIOT MOSIBJICHUE MATOJOTHMUYECKON 3€pHUCTOCTU, U TIbLIE-
BUJTHOTO WJIM MEJKOKANeJIbHOTO "OXXKHUpeHHUs", OOyCIOBIEHHOTO, MO-BUIANMOMY,
JIEKOMIO3UILIUEN JIUMOMPOTEUTHBIX KOMIUIEKCOB KJIETOUHBIX MEMOpaH BCJIEACTBUE
[IUTOTOKCUYECKOTO JIEUCTBUS MOBPEXkKIAIOIIETo (hakTopa.

Kietkn 1 BOJIOKHA COEIUHUTEIBHOM TKAHU PACIOJararoTcsi HHTpaMUOKap-
JIMAJIbHO BHE CBSI3M C COCYJIaMHM B CTEHKAaX BCEX YETBIPEX Kamep cepila, mIpeumy-
IIECTBEHHO B 00JIaCTU BHYTpEeHHEH Tpetu Muokapaa. CBoeoOpasHas KapTuHA
"BIIOJI3aI0IIET0" B MAaCCUB MBIIICYHBIX BOJIOKOH CKJIEpO3a C Pa3IUYHOU CTENEHbIO
3pENIOCTU COCAMHUTEILHON TKAaHU YKa3bIBa€T HaA ITAITHOCTh TMOEIH KapIaHOMHO-

IIUTOB.
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I'mneprpopuyeckas kapauomuonarus (I'KMII). K xapakrepHbiM npu-
3nakam ['KMII otHocuTcs runeptpodus MuoOKapaa JeBOro W/WJIH MPaBOTo KETy-
Jo4Ka, yacTo acummerpudHas runeptpodus JDK, nmpu koropoit tommmua MOXKII
(6onee 15 mm) mpeBbIlIaeT TakoByto cBoboaHON cTenku JOK mpu oTcyrcTBun us-
BECTHBIX NIPUUMH (apTepHalibHAsl TUIIEPTEH3Hs, TOPOKU U crierupuyeckue 3adoie-
BaHMS Cepla).

['uneptpodust B BepxHeit wactu MXKII compoBoxmaercs pa3ButueM 00-
cTpykuuu BbixoaHoro tpakta JDK. Beipaxkennas runeptpoduss MXKII uzpenxa
CUMYJIMPYET HAJIMYUE MBIIIEYHOrO KOJIblla, pacrnojaratomierocss Ha 1-3 cM Huxe
CTBOPOK a0pTaJIbHOTO KJlanaHa, KakK CJIEICTBHE TMIepTPOPUU OTMEUAIOT CYKEHHE
MHQYHIUOYISIPHOTO OT/IENA [IPABOTO KEITyA0UKA.

Bcerpeuaetcs runieptpodust cpenneit vactu MXKII ¢ anomanuelt manusuisip-
HbIx MbIn JOK. Tanwiisipaeie MpIIel runepTpopUpyrOTCss U COEIUHSIOTCS CO
CTBOPKaMHU MHUTPAJIBHOIO KJIallaHa KOPOTKUMU XopAamu. Ompexaeinsercs paciupe-
HUE€ U YJIMHEHUE BCEX KOMIIOHEHTOB MUTPAJIBHOTO KOMILJIEKCA YaCcTO C BTOPHUY-
HBIM YIUIOTHEHUEM II€pEIHEN CTBOPKHU.

Pasmepsnr nosoctu JOK He n3MeHEeHBI Ju00, HE3aBUCUMO OT CTEIEHHU KOH-
TPAKTWIBHOCTH MUOKAP/1a, YMEHBIIAOTCS, IPEACEPANA JUIATUPOBAHBI.

MHUKPOCKONIMYECKUE U3MEHEHUS BKIIIOYAIOT HAPYLICHHYK0 APXUTEKTOHUKY
YKEIyIoUyKa ¢ A€30praHu3almeil KIeTOK Muokapaa. OnpeaeisitoT U3MEHEHNS B BU-
Jie KJIACCHYECKHUX MpU3HaKoB: eHomeHa disarray - Heyrnopsao4eHHOE MOJOXKCHUES
MUOGUOPWIITT U KapAHMOMUOLUTOB, U MOJEKYJSIPHbIE HAPYIICHHS - HU30BITOYHOE
HAKOIUJIEHUE TJMKOreHa B KapauoMuonuTax. KapamoMuouuTsl 0ObIYHO MEperpy-
KEHBI KaJIbLIUEM, YTO NMPUBOJUT K HAPYIICHUIO UX CIIOCOOHOCTHU K pacciablieHuIo.
N3mMeHeHns: KapAMOMHUOITUTOB MPOSBIISIOTCS TaKKE BBIPAXKEHHOU TUnepTpodueit ¢
YBEIIMYEHHUEM Pa3MEpPOB U THIIEPXPOMUEN sAep. Aapa pacnonararorcs moj capko-
JeMMOU U UMEIOT NPUUYUIUBYIO (hOpMYy.

[1y4ku MBIIIEYHBIX BOJIOKOH MUOKap/ia pa3auyHON TONIIHUHBI O€CTIOPSA0YHO
PacmoJIOKEeHBI, pa3AesieHbl MEXTy CO00M COeTMHUTENLHON TKaHbl0. BeTpeuatores

ouaru (pudpo3a B LEHTpE My4Ka, OYEBUIHO, OOYCIOBICHHBIE UIIEMUYECKUMHU T10-
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BPEKJICHUSIMU. YYaCTKH aHOMaJIbHO OPUEHTHUPOBAHHBIX BOJIOKOH OKPYKEHBI TH-
nepTpoUPOBAaHHBIMY, OJHAKO OOBIYHO PACTIONOKCHHBIMUA BOJOKHAMH. 3aMelrie-
HUE COCIMHUTENILHON TKaHbIO U (PUOPO3 UHTEPCTUIUS YACTO OOIIUPHBIE, COCTAB-
nsroT 6onee 5% (6e3 'KMII - okono 1%) monst 3peHust Ipu MUKPOCKOITHYECKOM
UCCIIEIOBAaHUH.

OTMeUaroT NaTOJIOrMYECKUE U3MEHEHUSI NHTPAMypPalbHbIX KOPOHAPHBIX ap-
TEepUi B BUJIE YTOJIIECHUS CTCHOK U CY>KEHUS MMPOCBETA.

K mopdonorudeckum npossieHusiM, omnpeaensembiM pu 'KMII, otHocsT-
Csl TaKKe MHUOKapJIUAJIbHbIE «MOCTUKH», aHOMAJbHOE IMOJIOKEHHE KOPOHAPHBIX
COCYJIOB, MaJIble aHOMAJIUU CEeplIa.

N3BecTHBI CYHIECTBEHHBIE HAPYLICHHUS B CHUMIIATUYECKOM HWHHEpPBALUU
cepana. HaGmomaercst CHIYKEHUE YyBCTBUTEILHOCTH Di-aipeHeprudeckux perer-
TOPOB, HEPEIKO HAPYIICHHS CBS3BIBAHUS MEIAMATOPOB ¢ D-aapeHoperenTopamu,
oOycioBieHHoe ux GochopuIupoBaHUEeM WK cekBecTpauuei. [Ipu kommneHcupo-
BaHHOW runepTpoduu MHOKapAa BO3MOXKHO YMEHBIIEHHE TJIOTHOCTH PELIEITOPOB
bi-aapeHepruueckux U Mp-MyCKapuHOBBIX, CBSI3aHHOE C YBEJIMUCHUEM MACChI TH-
nepTporpoBaHHOTO MUOKApAA.

ApUTMOreHHas Jucmiasust npaoro xeiayaouka (AAIK). [Tpu mopdo-
JIOTHYECKOM HCCJIEIOBAHUU MPABBIN KETyA0UYEK UMEET MSATHUCTHIN BUJ: U3MECHEH-
HbI€ YYaCTKH MOTYT OBITh OKPY>KE€HbI 3JI0POBBIM MHOKapAOoM. Muokapa mpaBoro
JKeITyIouka peaylupyercs, 3aMeIiasch KUupoBor u ¢puoOpo3Hoit TkaHbto. Ha pan-
HUX CTaIusIX 3a00JIEBaHUS CTEHKHU MpPaBbIX OT/AEJIOB CEpjilla YTOJIIAIOTCS, HO B
JaJTbHEUIIeM U3-32 HAKOIUJICHUS JKUPOBOW TKAHM MOTYT MOSIBISTHCS YYaCTKU JIH-
JaTaluu, CTEHKHU CEep/illa MPU 3TOM CTaHOBSATCA Oosiee ToOHKUMU. KupoBoe mepe-
pOKACHUE MHUOKapJia pacrpoCTpaHseTCs Yalle OT SMHUKapAUuaIbHbIX CJIOEB K DH-
nokapay. Muokapa nopaxkaercsi mpeuMyIIeCTBEHHO B 00JIaCTH BBIBOJHOTO TPAKTA,
BEPXYIIKA U CyOTPUKYCIUIATBLHOM 30HBI, KOTOPHIE PACCMATPUBAIOTCS B KAYECTBE
«TPEYTroJIbHUKA TUCTIa3un».

[To Mepe mporpeccupoBanus (GpuOpPO3HO-)KUPOBaAsT AUCTPOPUS TMOpaKaeT

TaK>Xe JICBBIM KEIIyAOUYCK U IIpEACCpaus. BBIJICJISIIOT YCTBIPE OCHOBHBLIX IMATOI'CHEC-

126



tryecknx Mexanusma AJIIDK: amonTo3, Bocnanenue, nuctpodusi MHOKap/a, TeHe-
TUYECKH OOYCIIOBICHHOE aHOMAJIbHOE MEKKIIETOUHOE MpUJIHIaHue OeIKOB U MO-
Teps TPOMEKYTOUHOTO COEAUHEHUA. B pe3ynbpTaTre OHOrO0 WM HECKOJIbKUX Me-
xaHu3MoB 1 paszBuBaercsa AJ[IIK. B ucxozae 3a0o0eBanus NPOUCXOIUT 3aMEIICHHUE
MHUOKapja MpaBoro, a 3aTe€M M JIEBOTO KEIYJAOUYKOB XUPOBOWU W/WMIU (PUOpO3HOMN
TKaHbIO, SBIISIONMICHCS CyOCTPATOM ISl JKETYI0YKOBBIX apUTMUIN

Omnwucano na mopdonorunueckux Bapuanta AJIIDK: sxuposoit (B 40% ciy-
yaeB) U GuOpo3Ho-xKupoBoil (B 60% ciyuaer). B mepBoM citydae - )KMpOBOTO Ba-
pUaHTa MPOMCXOAUT YACTUYHOE WM IMOJHOE 3aMEIIEHHUE CTEHKH IPAaBOro KEy-
JIOYKa >KUPOBOM TKaHBIO (MOpa)KaeTCsl BEPXYIIKA UM UHPYHAUOYISPHBINA OTACIH)
npu OTCYTCTBUU (hHUOpo3a M BoCHAIUTENbHBIX MHMUIbTpaTOB. [Ipu BTOpOM Bapu-
aHTe, (PUOPO3HO-KHUPOBOM, XAPAKTEPHBIMU NPHU3HAKAMH SIBJISIOTCS >KAPOBask WH-
bunbTpalsi B COYETAHWU C BBIPAKEHHBIM (PUOPO30M, BOCHATUTEIHHBIMU WH-
bunpTpaTamMu (MpeuMyIIeCTBEHHO T-KJIETOYHBIE) U HCTOHYEHUEM CTEHKH ITPaBOTO
XKemyaouka (00bIMHO IHaparMaabHON HHXKE CTBOPKH TPUKYCHUIAIBHOTO Kiara-
Ha) MeHee 3 CM ¢ mocieayoumm GopmupoBanueM aHneBpusM. [Ipu BTopoMm Bapu-
aHTE BO3MOXXHO CBSI3b ¢ MH()DEKIIMOHHBIM U/WJIM UMMYHHBIM aTOT€HE30M

B marosiornueckuii mpouecc u3pelika BOBJICKAKOTCS JIEBBIM KEIyAOYEK U
MEKKENyIOUKOBasl neperopojika. XapakrepHbiM mnpusHakoM AJIIDK saBnsercs
aHEeBPU3MATHUYECKOE PaCIIMpPEHUE MPaBOro KelyJo4yka B auadparmManbHOW, Bep-
XyImeyHoW Wi MHGYHAUOYISIPHONH 00JIaCTH — «TPEYTOJIbHUK JTUCIIIa3un», KOTO-
pBIN BBIBISIIOT pu ayToricuu B 50% ciydaes.

I'mcronormueckue nccnenoanus npu AJIIDK noka3siBaroT Hayanao marosio-
TMYECKOro Mpoliecca ¢ 3MHUKap/ia U BOJTHOOOPA3HBIM pacpOCTPAHEHUEM B CTOPO-
HY PHAOKapja. 3aMelieHue MHOKap/ia HOCUT HEOJHOPOAHBIA XapaKTep: B TOJIILE
(buOPO3HO-KUPOBON TKAHH OCTAIOTCS aTpOUPOBAHHBIC BOJIOKHA MUOKap/a.

PectpuktuBHas kapauomuonatus (PKMII). Mopdonoruueckue usme-
HEHMS 3aBUCAT OT ATHoJorndyeckoil mpuunusl PKMII. B cinydae mauonarudeckoit
PKMII pa3BuBaroTcsi TUIUUHbIE MOP(HOIOTHYECKHE (MHTEPCTUIINATBHBIN (PrOpo3)

U ¢u3noIornyeckue (PECTPUKIUS) U3MEHEHHUS.
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[Ipr MaKpOCKONMMYECKOM HCCIIEIOBAaHUH OINpPENESIOT HEOOIbIINE pa3Mephl
cepaua, macca coctapisieT 170-500 r. IlpucteHouHBIN SHAOKAP YTOJIIEH, MIOT-
HBIN, cocTouT U3 (Hubpo3HOM TkaHU. DUOPO3 NOKAIHU3YETCS MPEUMYIIIECTBEHHO B
SHIOKAP/IC BEPXYIIEK OOOWX >KEITyAOYKOB, 3aJHEW CTEHKHU JIEBOTO JKEIyJ0uKa U
3aJIHe CTBOPKM MUTPAIBHOIO KilanaHa, (uOpo3 TakKe MOMXKET 3aXBaThIBaTh CO-
COUYKOBBIE€ MBIIIIIBI U XOPJIbI, YTO MPUBOJUT K HAPYIICHUIO (PYHKIIMHU KJIarmaHHOTO
anmapata U GOpMHUPOBAHUIO TIOPOKa cepAa. B mpencepausx u sxemyqoukax oOHa-
PYKHUBAIOT IPUCTEHOUYHBIE TPOMOBI. [lepukap/ He U3MEHEH.

B pa3Butun pecTpuKTUBHOI KapIUOMHOIATHH BBIACISIOT TPU MOP(HOIIOTH-
YECKUE CTATUU:

-HEKpOTHYEecKasi (OKOJIO 5 Hea), XapaKTepu3yeTcs TUIep303uHOPUINEN, Mac-
CHUBHOMW JieTeHepanuel u Tu0eIbio 203MHOMUIIBHBIX TPAHYJIOIUTOB, BHIPAKEH-
HOM WMHOUIBTpALMENH SHIOKapAa JErpaHyIHMPOBAHHBIMU S03WHOMUILHBIMU
IpaHyJOLIUTaMU, MUOKApJIUTOM B COUETAaHUH C apTEPUUTOM;

-TpomOoTHueckas (mo 10 mec), xapakTepu3yeTcs MPHUCTCHOYHBIM BHYTPHIIO-
JOCTHBIM TpoMOOOOpa30BaHUEM U HAPYIICHUSAMH MHUKPOLUPKYJISLUU B KOPO-
HapHOM pyciie, 00paTHBIM pa3BUTHEM WH(OUIBTPAIIMU MHOKApAA U YTOJIICHH-
€M 3HJ0Kap/a;

-ctaaust pudpo3sa (ToJIbl), XapaKTepU3yeTCsl MOPaAKEHUEM MapUeTaTLHOTO YHII0-
Kap/a, COCOYKOBBIX MBI M KJIAMaHHOTO almapara, BOSHUKHOBEHHEM MHT-
PAJIBHOM M TPUKYCIUIAIBHON HEIOCTATOYHOCTH.

®ubpo3 MOKET OBITh 3HAYUTEIHHO BBIPAKEH BO BHYTPEHHHUX CIIOSX MHO-
KapAa C TMOCNIEIYIOIIUM pPa3BUTHEM TUNEPTPOPUM M TUIaTallid CepAla, MOMKET
HOCHUTH 04aroBbli WK nuddy3HbIi Xapakrep.

[Tpu THCTOIOTHUYECKOM MCCIIEIOBAaHUH BBISBIISIFOT CJIOU YTOJIIIEHHOTO YHIO-
Kapja, o] TpOMOaMU OTMEYAIOTCsI CIIOM KOJUITAr€HOBOW TKaHH, MOl KOTOPOH pas-
MEIIAETCS IPaHyJIALUOHHAs TKaHb C OOJNBIIUM KOJIMYECTBOM KPOBEHOCHBIX COCY-
JIOB U BOCHAIUTENIbHON MHOUIbTpALMEH, TPEUMYILIECTBEHHO 303MHO(PMIbHON. B
HHIO0KAp/Ee U MUOKApJe MOTYT OOHApYKUBATbCA OYaru HEKpo3a, M03/1Hee — CKIIe-

POTHUYUCCKOC YTOIIICHUE SHAOKAap/Ia.
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Hekaaccudpunupyembie KMII. K nexnaccuduuupyembim KMIT otHOCsATCS
HEKOMMAKTHBIA MUOKap/a u crpecc-unayuupoanras KMIT (KMII Takoiry6o).

HexoMnmakTHbIi MUOKapa JieBOro xeayaouka (HMJIK) nian «ryoua-
ThIii MHOKapA». B nepuoa panHero sMOprHOHAIBHOTO pa3BUTHs (Ha 5-8-i1 Henene)
IIPOUCXOJNT YIUIOTHEHHE CETH IEPEIUICTEHHBIX BOJIOKOH, PA3ICICHHBIX HIMPOKH-
MU IIpocTpaHcTBaMHu. IIporecc yIuoTHEHMs paclpOCTpaHsSeTcs OT AIU- K DHAO-
KapAy ¥ OT OCHOBaHUs Cepjlia K ero BepimuHe. B »ToT ke nepuoa dpopmupyercs
KOpPOHapHOE KpPOBOOOpAIEHUE U MEKTPaOEKyISIpHbIE TPOCTPAHCTBA YMEHBIIAIOT-
Csl 10 pa3MEPOB KaMJUIAPHBIX cOoCcya0B. CUUTAIOT, YTO KIMEHHO B 3TOT NEPHUO/I I0-
ABJISIETCA HEKOMITAKTHOCTD CEPJIEYHON MBIIIIBI, BO3MOKHO, BCIEACTBHUE NIEPETPY3-
KU JABJICHUEM WUJIM UILIEMUU MUOKap]a. Bo BHYTpuyTpoOHOM nepuoje BCeICTBUE
HEPa3BUTOIO0 BEHO3HOT'O KPOBOOOpPAIEHMS, BBICTIIAHHBIE SHIOKAPIOM TPaOEKyJIbl
YYacTBYIOT B OCYIIECTBICHUM IUTaHUsA CepAeyHOW Mblmnbl. [Ipu HapymeHnn
npolecca pa3BUTUSL COXPAHSIETCS] COOOIEHUE MOJIOCTH C MyCTOTaMH MEXIy Tpa-
OeKyJiaMHu-0anKaMy, K KOTOPBIM IOCTYNAeT KPOBb U3 MOJIOCTH JIEBOTO KETYI0UKA.
BcnenctBue Toro B MHOKapze Kelly04Ka COXPaHSETCSl HECKOJIBKUX TPaOeKyll C
rIIyOOKMMHU MEXTpaOEeKyIsIpHbIMUA TpocTpaHcTBaMu. Muokapa B ciiyuae HMJDK
COCTOMT U3 2-X CJIOEB:

- TOJICTHIN HEKOMIAKTHBIA I'yOUaThIH CJIOU CEPICUHON MBIIIIBI, CHOPMUPO-
BaHHBIN TpaOEKyJaMu ¢ HEAOPA3BUTON COCYIUCTOM CETHIO;

- TOHKUH CJIOX HOPMAJIBHOTO OJTHOPOJIHOTO MUOKAp/ia, CIOCOOHOTO K CO-
KpAILCHHUIO.

[Tpu Mopdonornyeckom rcciae0BaHUM HEKOMIAKTHBIA MUOKapJ MPeICTaB-
JieH OOJIBIIUM KOJUYECTBOM THUIEPTPOPUPOBAHHBIX TPAOEKYJ C MEKTpabeKysip-
HbIMM KapmaHamu. PyOGuaTocTh 00yciOBIE€HA IIyOOKMMH WHBaruHalUsMH, BbI-
CTJIAaHHBIMU DHJIOTEJIUEM U MPOHMUKAIOIIMMH OJM3KO K SMUKAPAUAIBLHON MOBEpX-
HOCcTH. KapMaHbl UMEIOT MpSMOe COOOIIEHHE € TOJOCTHIO JIEBOTO KEITYJ0UKa, a C
KOPOHAPHOU LUPKYJIALMEN UX CBA3b OTCYTCTBYET.

HMJDK mosxer coderarbesi TakKe CO CIEIYIOIIUMU BPOXKICHHBIMU 3a00I1e-

BaHWsMMU U IIPU3HAKAMMU:
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- BPOXICHHBIC TMOPOKHU Cepama: AePEKT MEKIPEACEPIHON MEPETOPOIKH,
ne(heKT MEXOKETyI0YKOBOM TEPETOPOIKH, CTEHO3 JISTOYHON apTepUU;

- HeHpOMBIIIICYHAs TATOJIOTHs: MeTaboymyeckass MuonaTus, cuaapom Barth,
cuaapom Ohtahara, cuampom Roifman, cuagpom Melnick-Needles, cunapom
Noonan, meimeunas auctpodus Becker, mbrmeunas nucrtpodus Emery-Dreifus,
MUOTYOYJISIpHast KapIMOMUOTIATHS;

- nedeKTHl JIMIIEBOTO Yepera: BhICTYyHaIonui 100, ABYCTOPOHHEE KOCOTJIa-

31M€, MUKPOTHATHS, paclerJIeCHHOEe HE0O WM BOTYbsS MACTh.

BripaxkeHHast TpaOEKyISIPHOCTh MHOKap/Ia CIyXKUT (poHOM 17151 popMUpoBa-
HUS BHYTPIDKETYIOYKOBBIX TPOMOOB, OOYCIOBIMBAIOIINX BBICOKYIO YacTOTY
TPOMOOAIMOOTUYECKUX OCIIOKHEHUH (JIeTOUHasi apTepusi, COCY/bl TOJIOBHOTO MO3-
ra, ME3eHTEePHAITBHBIC COCY/IBI U T.1I.).

CTpecc-uHaAYHIMPOBaHHAsI KapAuoMuonaTus — kapauomuonatusi Tako-
ny6o. ITatomopdosmornueckiue U3MEHEHUS] XapaKTEPU3YIOTCS CTPYKTYPHBIM IIO-
BPEXKJICHUEM KapJIHOMHOIIMTOB, BaKyOJIHM3aIliel, HAPYIICHHEM ITUTOCKEIETa Kile-
TOK, Jerpajanyeidl KOHTPAKTHIbHBIX O€JNKOB, (hOKaJTbHBIM HWHTEPCTUIIHATHHBIM
¢bubpo3oM. B HEKOTOPBIX Cilydyasx OTMEYarOT AUCCEMUHUPOBAHHBIN PUOPO3 ¢ UH-
bunbTpanreil MOHOHYKJICAPHBIMHU KIIETKaMHU.

B octpyto ¢azy 3a0oneBanusi B MUOKap/ie HEPEIKO PETUCTPUPYIOT TITyOOKHE
perrnoHapHbIe HapyIIeHus nepdy3un, OMHAKO OOJNbINas YaCcTh KapAUOMHOIIUTOB B
ATUX 30HaX COXPAHSET IIEIOCTHOCTh MEMOPAHBI U 3aT€M MOJHOCTHIO BOCCTAHABIIN-
Ba€T CBOIO (DYHKIIUIO.

[IpuMeHeHne UMMYHOTHCTOXMMUYECKUX METOJOB B OCTpYyr0 ¢haszy 3aboJie-
BaHUS AT BO3MOKHOCTH BBISIBUTH YMEHBIIICHUE KOJIMYECTBA aKTHHA, HAPYIIICHUE
CTPYKTYpPbl AUCTPO(HHA U KOHHEKCUHA-43, 3HAUMTENIbHYI0 aKTHBAIMIO KOJUIareHa
1-ro tuma u, Kak ciuenactBue, GUOPOTUUECKHE M3MEHEHHS] BHEKJICTOYHOTO IPO-
CTpaHCTBA.
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