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BBEJEHUE

Kapanomuonatuu A0 cuX MOp OCTAIOTCS OJHUMHM U3 HAaUMEHEE U3YYEHHBIX
KapJIUOJOTUYECKUX 3a00JeBaHUil, B TO K€ BpeMs SIBIAIOTCS OOBEKTOM aKTHUBHO
pa3BHBalOLIEHCs 001aCTH COBPEMEHHON KapAHoJIoruu. TepMuH "KapauoMuonatuu',
BriepBble mnpegioxkeH W.Brigden B 1957 r. m poctraToyHo JA0ATO€ BpEMs
UCIIOJIb30BAJICST i O0O3HA4YeHHMs]  NEpPBUYHBIX  3a00JIeBaHMIl ~ MUOKapna
HeonpeaesneHHou atuoioruu (Brigden W., 1957).

Cnyuait arpuanuzaiuu npaoro xenynouka (IDK) ¢ BeipaxkeHHO# )KUPOBOH U
COCIMHUTEIPHOTKAHHOW  HMHQUIbTpalMed  ero  CTeHKH  0e3  IMPU3HAKOB
KOPOHApPOTE€HHOTO MOpa)keHus BIiepBbie B 1961 r. Obl1 mpeacTaBieH npodeccopoM
Sergio Dalla Volta u3 yuusepcurera r. [lagyun. Ognako, kak numyTt G. Thiene, A.
Nava u F. Marcus (2007), BeposiITHO BIIepBbIC JaHHOE 3a00JICBAHNE OMHUCAHO B KHHUTE
Giovanni Lancisi «De Motu Cordis et Aneurismatibus», onyomukoBannoit B 1736 T.

B ee mnaToli riaBe TOBOPUTCS O CeMbe C TMpHU3HAKAMH 3a00JieBaHMS,
IPOCIIEKUBAIOLIETOCST YEeThIpeX NOKoNeHUusX. Cpenn KIMHUYECKUX MPOSBICHUM
OMMCAHBI: cepaueOrueHne, MPU3HAKK CEPIEYHON HEAOCTAaTOYHOCTH, TWIAaTalus U
aneBpuzma IDK, ciyuam BHe3amHou cepaeunoit cmeptu (BCC) B cembe. Takum
o0pa3oM, BEpOATHO 3a00JIEBaHHE HE SBIISETCS HOBBIM, HO OHO JIUIIb CPABHUTEIBHO
HEJABHO MOJBEPIVIOCH CUCTEMATHUYECKOMY HCCIEAOBAHUIO M ONUCAaHHUIO. TepMUH
apuTMOTeHHas qucruiasus npasoro xenynodka (AIDK) 6si1 npeanoxen G. Fontaine
B 1977 r., a B 1982 r. F.I. Marcus mnpemioxuna TEpMHH apUTMOTEHHAs
MPaBOXKETYIOYKOBAasT KapAUOMHONATUS WJIM apUTMOTeHHass OO0Je3Hb IMPaBOro
xenynouka. B Hacrosimiee BpeMsi MCHOJIB3YIOTCA 00a TepMuHa. BrocneactBuu A.
Nava u coaBt. B 1988 1. 006ciaeqoBanu 72 dyieHOB 9 ceMel B IBYX-TPEX IMMOKOJICHHUSIX U
BBICKA3aJli TUMIOTE3Y 00 ayTOCOMHO-AOMUHAHTHOM THUII€ HACJIEIOBAHUS C PA3IUYHOMN
CTEINEHbIO MPOSIBICHUS U MIEHETPALNH.

B 1995 r. rpynmo#t skcneproB BO3 Oblna mpemyioxkeHa Kiaccuukaius
kapauomuomnaruii (Report of the 1995 WHO/ISFC Task Force on the Definition and
Classification of Cardiomyopathy), cymiecTBeHHO pacuiupuBiias TPaKTOBKY HOHSITHUS
"kapauomuonarun" (Maron B.J., ¢ coaBt., 2006). CornacHo 3Toi Kiaccuukanuu
KapJIMOMUOTIAaTUH OTMPENIENSAIOTCS Kak 3a00JIeBaHUs] MUOKap/a, aCCOIMUPOBAHHBIE C

ero guchynkiueid. OHU noxapazaenstorcss Ha auiatanuoHHyo  (JAKMII),



runeprpopuueckyro  (I'KMII), pecrpukruBnyro (PKMII), aputmorennyo
MPaBOKETYIOYKOBYI0O M HEKJIacCU(PUUMPOBAHHYIO KapauoMmuonatuu. llpu stom
Ka)KJasl U3 KapJMOMHOIIATUN XapaKTEePU3yeT cOO0N HE OTAEIbHYIO HO30JIOITHUECKYIO
dbopmy, a mpeACTaBIAeT COOOM YETKO OYEpPUYCHHBIM CHUHIPOM, BKIIOUYAIOIIUN
omnpeneNeHHbId ~ MOPGOODYHKIMOHATBHBIA U KIMHUKO-MHCTPYMEHTAIbHBIN
CUMIITOMOKOMIIJIEKC, BEPOSITHEE BCETO, XapaKTEPHbIM IUIsi T€T€POT€HHON TpYMIbI
3aboneBanuii  mMuokapga.  CormacHo — ompexaenenuto  BO3 (1995 1)),
AlIDKxapakTtepusyercs Kkak 3a0oieBaHUME C MOPAXKEHUEM CEpPACYHOM MBILIIBI,
nporpeccupyromum 3ameiienueM muokapaa I[DK xupoBoit M coequHUTENbHOU
TKaHbIO, IEPBOHAYAIBHO C THUIMYHBIM JIOKAJIbHBIM, a TM03KE C TJI00aIbHBIM
NOpaXEHUEM TMpaBoOTro, a B psjae ciydaeB — u JeBoro skenynouka (JIK) wu
MEXOKeNy104KkoBoil ieperopoku (MIKII).

B 2006 romy onyOnukoBaHa HOBas KiaccuUKAIUs KapAHOMUONATUIN
AMepHuKaHCKOM accolraluu cep/a, 0asupyromascs Ha pe3yabTaTaX COBPEMEHHBIX
(dbyHIIaMEHTaIbHBIX, MPEXE BCETr0 MOJIEKYJISIPHO-TEHETUYECKUX HuccienoBanuii (A
Report of the American Collage of Cardiology Foundation Task Force on
ClinicalExpert Consensus Documents and the ESC Committee for Practice
Guidelines, 2003).

Kapnuomuonatuu ompeaensroTcss Kak TeTepOTreHHasl Tpynmna 3a0osieBaHUi
MHUOKap/ia, aCCOIMUPOBAHHBIX C MEXaHUYCCKOU W/HUJTH DJICKTPHIECKON THCHYHKIIHECH,
OOBIYHO COMPOBOXKIAIONIUXCS THUMEPTPOPUEH MHUOKapJa WM JuilaTalied KaMmep
cepAlla ¥ pa3BUBAIOLIMXCS BCIEJICTBUE PA3IUYHBIX MPUYUH, HO Yallle HUMEIOLIUX
IF€HETHUYECKYI0 Mpupody. IlaTosormdyeckuii mnpomecc MOXKET OrpaHHYUBATHCA
MOpaXXEHUEM CepAla - MEPBUYHbIE KapIMOMHUONATUHN (T€HETUYECKUE, CMEIIaHHbIE U
NPUOOPETCHHBIE) WM  SIBISTHCS  YAacThIO T'E€HEPATM30BAHHOTO, CHCTEMHOTO
3a0oneBaHusi (BTOPHYHBIE KApJUOMHOIIATHH), YacTO TPUBOJUT K Pa3BUTHIO

CepACYHON HEIOCTATOYHOCTH, €€ OCIIOKHEHUM U JeTalbHbIM ucxoaam (Puc.1).



Ka paAvOMHMOonNaTn
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MepBUYHbIE KAPAWMOMWUONATUA
(NpeumylecTBEHHOE NopakeHne BropuyHble kKaparomMuonaTm
cepaua)
[eHeTHUecKkne CmelwaHHble | MprobpeTeHHble

= BocnanutenbHaA
FKMI AKMN KapanomuonaTua
(MHMOKapaWT)
PKMIM = CTpecc CnpoBOLMpPOBaH-
(HerunepTpoduryeckan HaAa kapauoMronaTna
M HegunaTauMoHHasA) (“tako-tsubo®)
= [lepyvnapTtanbHan Kap-
AvoMMUONaTMA
L] ApUTMOreHHaa npasoxenyfoyKkosan ] WNHayunposaHHan
KapAHOMMOHaTMﬂanCFIﬂa3MH TaXMKapﬂHEI:‘I Kapawo-
® "HekomnaKkTHbIN MWoKapa” MUONaTMA
& 'NMatonorua npoeogawen cucremst” = KapavomuonaTus
{Lenegre disease) MNafeHueB maTepen ¢
= “TaTonorna MOHHBIX KaHaNoB": CMHAPOMBI MHCYNMHO-NOTPEBHBIM
yanuHenHoro QTt bpyraga; ykopoueHHoro Anabetom
07"; katexonamuHoBaa nonumopdgHana KT;
nawonatryeckan KT n gp.

Puc. 1. Knmaccuduxanus kapauomMuonaTiuii AMEpUKaHCKON acCOLMAIMU ceplia

(2006r.)

ITUOJIOT'US, SIINAEMHUOJIOI'UA AOITK

ANIDK otHocuTcs k rpymme kapawomuonatuit (KMII), o6ycioBiaeHHBIX
MyTallMe TEHOB, KOJIUPYIOIMX OENKH, KOTOpbIE OOECIEeYMBAIOT MEKKIECTOUHOE
B3auMojielicTBue.JlanHple  O€nKM  OTBEYAlOT 3a IUIOTHOCTh  MEKKJIETOUHBIX
COCIMHEHUN U KPEIUIEHUsI IECMOCOM K MHOLUHUTY. DTH KapAUOMHUONATUU MOTYUHIIH
Ha3BaHUE «KapJIHMOMHOIMATHI MEKKIETOYHBIX KOHTAKTOB.

KapanoMuouuTsl COEMHEHBI OrPOMHBIM  KOJIMYECTBOM  MEKKJIETOUYHBIX
COE/IMHEHUH, BBIMIOJIHSIFOIIUX B~ TOM  YHUCTE KOHTPAKTUJIbHBIE u
anekTpoduznonornueckre QPyHKIUU. BcTaBOYHBIE JUCKHA WUTPAIOT POJIb MOCTHUKOB,
COCIMHSAIOMNX (DUITAMEHTHI aKTHHA C CAPKOMEPaMH OKPY>KAIOIINX KIETOK.

MeXKJIeTOYHbIE KOHTAKThl, COCAUHSIONINE KapAUOMHOLMTHL KETyI0YKOB

cepaila UMEIOT 3HAuMTeNbHBIH 00beM. COOTBETCTBEHHO, Il OOecrnedYeHUs



HOPMAaJIbHBIX 3JEKTPOPU3UOIOTUYECKUX (PYHKIMA W TPOBEIACHUS BO30YKICHUS
HEO0O0XO0MMO HaIMYMEe MHOYKECTBA KOHTAKTOB U KAaHAJIOB C HU3KUM COMPOTUBIICHUEM.
B T0 xe BpeMsi oOiiacTb MeMOpaHbI, COAEpKalllas MEXKKJICTOYHbIE COEIUHEHUS,
SIBJISIETCSL PUTUJIHOW W3-3a2 BBICOKOTO COJIep>KaHMs Oelika; 9TU 30HBI MOJIBEP>KECHbI
3HAYUTEIBHOMY MeXaHU4YeckoMy ctpeccy. Tak, cornacHo runorese J. Saffitz (2007),
COOTBETCTBYIOIIUE TE€HETHYECKHUE JAePEeKThl MOTYT MPUBOAUTH K HECTaOUJIbHBIM
MEXaHUYECKUM MEXKJIETOUYHBIM KOHTAaKTaM M  Pa300IICHUI0 MEXKKJIECTOUHBIX
COCIMHEHUNH ¢  KapaAuOMUOUUTOB. [lo0OHBIE aHOMaJIbHBIE MEXaHHYECKHE
COCIMHEHUs MOTYT OOYCIIOBIMBATh pa3jIMUHbIe MeXaHW4eckue nedopmaiuu,
IPUBOJISIIIUE B CBOIO OUEPE/Ib K MOBPEKICHUIO KAPAUOMHUOIIUTOB, PEMOICTUPOBAHUIO
TKaHEeW, a To3kKe — M K KOHTPAKTWIbHOM JUCHYHKIIMU U (HOPMUPOBAHUIO
KapJIMOMUOTIATHH.

B Hacrosiee Bpemsi 0OHapyKEHBI TPU T'PYIINBI TEHOB, CBA3aHHBIX C Pa3BUTHEM
AIIDK: reHsl, Kogupylolmue puaHoguHoBbie peuentopbl (RyR2); rensi,
xkonupytoue pakrop pocta — TGF-beta 3; u HakoHel, TeHbI, KOJIUPYIOIINE TPOTSHHBI
MEXKJIETOYHOro coeauHeHus (tuiakornooun — JUP, necmormakun — DSP,
wiakopuana-2 (PKP-2), necmornenn-2 (DSG-2) u necmokomun-2 (DSC-2)).

MyTanuu 3TUX T€HOB IPUBOIAT K Pa3BUTHIO MATON€HETUYECKUX MEXAHU3MOB,
COCTABJISAIOIIMX CyTh JaHHOro 3aboneBanus. [Ipu 3TOM HabmOmaeTcs THOEHTD
MUOIIMTOB, COIMPOBOXKJIaeMas arpoduell MHOKapJa C MOCICAYIOIUM 3aMElIeHUEM
AKUPOBOM U coeAuHUTENbHOM TKaHblo. IIpu srom mpuumnabsl AJIIK renernuecku
reTeporeHHsl. B cepmsix reHerndeckux wucciaenoBanuid OompHBIX ¢ AJIIDK,
BBIMIOJIHEHHBIX PAa3JIUYHbIMM aBTOpPaMH, MYTAllUM HM3BECTHBIX TI'€HOB BBISBICHBI
npumepHo B 50% cnydaeB. Takum 00pa3omM, HUCCIEIOBaHUS, HAIMPABICHHBIC HA
MOUCKH BO3MOKHBIX aHOMAJIMI APYTUX T'€HOB, I0KHBI OBITh TPOJIOKEHBI.

I'enetnueckuii ananus cemeit ¢ AJIIDK BoisiBun Hanmuue mytanu RyR2 B 28%
ciryuaeB, TGF- beta 3 — B 4% w reHHbIC aHOMAJIUU TIPOTEHHOB JECMOCOM — B 68%
CIIy4aeB.

Mytanmu RyR2 BbI3bIBalOT MHAYyLHUpPYEeMYIO Harpyskoil nmomumopduywo KT,
accouuupyemyto ¢ jJerkuM nopaxenuem [DK win naxke oTCyTCTBHEM CTPYKTYPHBIX
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ero aHomanmuil. RyR2-penenTopbl cBsi3aHbl € BBICBOOOXKIEHUEM KajlbLUsi B
CapKoIJIa3MaTUYECKOM PETUKYIyMe. MyTaluy reHa NpUBOJIAT K BHYTPUKIETOUHOU
neperpy3ke MoOHaMu KajbIUs, KOTOpask MOKET BBI3bIBATh KJIETOUYHBIE MOBPEXKICHUS,
NPUBOJAIIME K aronTo3y M JJIEKTPUYECKOW HEeCTaOUIBbHOCTH, OOYCIOBIECHHOM
(GopMHUpOBaHMEM MOTEHIMATOB MOCTAEHOJIApU3alnu. JKenya0uKoBble HapylIeHUS
puUTMa MOTYT IpoBoLupoBaThes pusnueckoil Harpyzkoit ¢ YCC okono 100 ya/muH.
BapuanTtsl, o0ycnosnennbsie anomanusimu DSP, PKP-2, DSG-2 u DSC-2, B ocHOBHOM
CBs3aHbl C ayTOCOMHO-IOMUHaHTHbIMU Tunamu AJIIDK; anomanuu JUP wumerot
pEeLECCUBHbIE BapUAaHTbl HACJIEIOBAHMS, UX KIMHUYECKUN (DEHOTUI CBA3AH TaKKE C
MOPAXKEHUEM KOXKH U BOJIOCSHOTO MTOKpOBa (607e3Hs Naxos). DTy BapuaHThl MyTaluit
HanbOosiee yacto Bcrpevarorcs pu AJ[IDK — ot 41 go 68%. Ctout OoTMETUTH, YTO
KaXXblii KOHKPETHBI BapHaHT XapaKTEepU3YETCs Pa3HOM 4YacTOTOW aHOMaIM Ha
OKT', crenenpto BoBieueHus [10K, BCTpedaeMOCTBIO SKCTpaKapAHAIbHBIX aHOMAJIAM,
BUJIOB apUTMHIA, a Takxke puckoM pazsutus BCC.

Tak, AIIDK, accouumpyemasi ¢ myrtamusamu reHa DSP, xapakrtepusyetcs
Beicokoii uwactoToii BCC kak mnepBoro mnposiBieHUs 3a0ojieBaHuA. A aHamu3
BBDKMBAEMOCTH MYKYUH ¢ Ooisie3Hblo Naxos mokasbiBaeT, uro 50% ymupaior B
BO3pacte okojo 40 ner.

Myrtanuu rena TGF-beta 3 onucansl B HeO0IbIIOM YKciie cirydaeB (0koo 4%)
ot obmero uucna 6oapHBIX ¢ AJIIDK. I'en TGF-beta 3 oTHOCHTCS K ceMeWMCTBY
(dakTopoB pocTa — OONBIION TPYMIE PEryIsSTOPHBIX [HUTOKWHOB, WIPAIOIINX
BRXHCHINYIO POJIb B Pa3BUTHU TKaHEH W mojajepkaHuu remoctasa. TGF- beta 3 in
VIVO BBI3BIBACT Mposin(epalyio COSAMHUTEIbHOW TKaHM 3a CYET PACIIMPEHHOM
HKCIIPECCUU T€HOB 3KCTPALEIUIFOJISIPHOIO MAaTpUKCa U MOAABICHUS APYTHX T'€HOB, B
YaCTHOCTH MaTPUYHBIX METAJUIONPOTEUHA3, BKIIOYEHHBIX B MPOLECC Aerpaaaruu
AKCTPALEIUTIONAPHOro Matpukca. COOTBETCTBEHHO MOYKHO MPEANOIOKUTh, YTO
mytarun TGF-beta 3 moryt mpempacmoniaraTh K pPa3BUTHIO MUOKAPIUATHHOTO
¢budpo3a.

Yacrora Bctpewaemoctu AJ/IIDK cocrasnsier ot 1:5000 o 6:10 000 1 naxe no
44:10 000 (B psge cpenuseMHOMOpCKUX cTpaH). Tak, B perunone Veneto (Mramms)
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AJIITXK 6b11a onpenenena kak npuunHa BCC B 20% ciydaeB ¢aTanbHBIX apUTMUM
VIHI, YMEpIIUX BHe3amHO B Bo3pacte g0 35 ner. Kpome toro, AIIDK Onuia
onpeneneHa kak npuunHa BCC mnpumepHo y 1/4 Bcex BHE3almHO yMeEpIIHX
CIIOPTCMEHOB.

HexoTopsie 310pOBbIE HOCUTENIN HE UMEIOT MPAKTUYECKA HUKAKAX CUMIITOMOB
3a00yieBaHus, B TOM UYHUCJIE U KEIYJOYKOBBIX ApUTMUNA, CUHKONAIBHBIX 3MH30/I0B,
cnyyaecB BCC B ceMbe. bBOJBIIMHCTBO MNAalMEHTOB HAYWHAIOT MPEIBABISATH
COOTBETCTBYIOMKE Kanobbl B Bo3zpacte oT 10 mo 20 ner. BCC naumbonee yacto
BCTpeYaeTcs B paHee HEAUAarHOCTUPOBAHHBIX CIydasX M PEIKO — Yy OOJIBHBIX C
YCTAHOBJIEHHBIM  JMArHo3oM;  CIy4al  pa3BUTHS  3aCTOMHOW  CEpACYHOM
HenoctatouHoctu penaku. llpuumnoit BCC cayxut XT, kotopas mnepexomuTt B
bubpmwmisuio xkenynoukoB. BCC mpu AIDK npumepno B 3-10% ciydaeB
BO3HUKAeT y Jull B Bo3pacte a0 65 ner. OHa MOXET CTaTh NEPBBIM U
€IMHCTBEHHBIMIIPOSIBIIEHUEM 3TOTO 3a00JIEBAHMUS.

MOP®OJIOI'USA N TATOI'EHE3 I'KMII

AJIDK conmpoBokaeTcst mporpeccupyrommnm 3amenienneM muokapaa [DK, a B
pane caydaeB JDK u wMexokenynoukoBou mneperopoaku MOKII, xupoBont u
COEIMHUTEIHLHON TKAHBIO.

AHIDK, xkak mpaBuio, BCTpEYaeTCs B JIByX BapuaHTax: JKUPOBOM WU
COCIMHUTEILHOTKAHHON WHGUIbTpanMu. B mepBoM ciyyae >KHpoOBas TKaHb
JOCTUTAET JHJOKapAa (TpaHCMypalbHas HMHQWIBTpAIUS) — TPHU STOM TOJIIHMHA
CTEHKH MOJKET OBITh HOPMAJIBHOM WIIM TaKe YBEIIMYCHHOU («IICEBIOTUIICPTPOPUS).

[Tpu BTOpOM BapuaHTe - CTEHKa HCTOHYEHA, B Psijie CIy4acB ¢ (pOPMUPOBAHUEM
AHEBpU3M B TaK HA3bIBAEMOM TPEYTOJbHHUKE IHUCIUIa3uu— BhIBOAHOM Tpakte [DK,
BEpXYIIKe M HWKHEH ero creHke. CieayeT OTMETUTh, YTO B cepamax OONbHBIX Ha
MOCJEAHUX CTaauAX 3a00JieBaHUs IMPU ayTONCHM WM TPAaHCIUIAHTAUUU OOBIYHO
BBISIBIISIIOT OMBEHTPUKYJISIPHOE MOPAXKEHHUE.

[Ipyr rUCTONOrHYECKOM HMCCIIEIOBAaHUUA OMPENEISAECTCS CMEPTh MHUOLHUTOB, WX
JereHepanus MU 3amenieHue (QuOpo3HOM M KUPOBOM TKaHBIO; CKIEPO3UPOBAHUE
SHAOKapAa. Y 2/3 OONbHBIX HMEETCS TUCTUOLUTapHas U JuMdouuTapHas
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BOCHANIMTENbHAA NHPUIBTPALIMS C O4araMy HEKpO3a, 4YTO CBUJIETEIBCTBYET O TOM, UTO
B psje cnopaanueckux ciaydaeB AJ[IDK aBnsercs ¢pazoit pa3BuTHs MUOKapAUTA.

I'mcronaromornuecknmu npusHakamu AJIIDK saBisroTcs: cHukeHHE yucna
MUOGUOpUILI, runepTpodus Uiu AereHepanus KIEeTOK ¢ AUCTPOPUen Wil MUKHO30M
A/1pa U ABJICHUSAMH KJIETOYHOTI'O aronTo3a. boipiioe 3HaueHne NpuaeTcst CTpyKType
BCTABOYHBIX JHCKOB M CapKOILIa3MaTUYECKOTO PETUKYJIyMa, NPETEPIEBAOIIEH
3HAUYMTEJIbHBIE M3MEHEHMS, BO3MOYKHO, BCIEIACTBHUE OIPEIECIEHHBIX N€HETUYECKUX
MYTallMi COOTBETCTBYIOIIMX O€nKoB. J[pyroil moTeHUuanbHOW MPUYMHOW Trubenu
KapJMOMHUOLIMTOB ABJISIETCA allONTO3, ONUcaHHbIi B 35% cinyudaeB AJIIDK.

B HIICCX wum. A. H. bakynesa PAMH mnox pykoBoactBom mpod. JILA.
bokepuss B wucciaegoBaHMSIX HHIOMHOKAPAUAIBHBIX OHOINCHIA OBUIM BBISBICHBI
SABJICHUS >KUPOBON MHOUIBTpAIMK, HAPYIIEHUSI HEPEPHIBHOCTH MHOKAPIUAIBLHOTO
CUHLIUTHS, auaTanus LUCTEPH CapKOILIa3MaTUYECKOTO pETUKYIIyMa,
BHYTPHUKJIETOYHBIE BKIIFOUEHUS KUPOBBIX Kallellb 1 aHOMAJIMKA BCTABOYHBIX JUCKOB —
CHUYKEHHUE YHCIIa JECMOCOM U YBEJIIMUCHHE UX JUIMHBI, U3MEHEHNE OKPACKH IECMOCOM,
U3MEHEHHBIE, MAJIbIX Pa3MEPOB KOHTAKTHI WIIN K€ UX PACIINPEHUE.

[lomumo 3ameleHuss MHOKapja >KApPOBOM ©  (UOPO3HONW TKaHBIO B
cyOsnuKapauanbHOM o6sactu, Hepeako, B 60—70% cirydaeB, BCTpedaroTcsl IpU3HAKH
BOCHIUTENHbHON MHMUIbTpanuu. TakuMm 00pa3oM, HENb3sl UCKIIOUYUTh TOTO, UYTO B
pane caydaeB AJIIDK sBisiercst cielicTBUEM IMEPEHECEHHOr0 MHOKapauTa. Tak, B
HEKOTOPBIX MCCIIEAOBAHUAX I[I0OKA3aHO HAJIMYME DHTEPOBUPYCHOIO TE€HOMa B
muokapae 6oxpHbIX ¢ AIIDK (Heim, 1997), npuueM HEKOTOpbHIE MAIMEHTHI UMEIH
Tak)Ke OCJIOKHEHHBIN CeMEWHbI aHamMHe3. TakuMm 00pa3oM, BUPYCHBIH MHUOKAPIUT
MOXET SIBIIATHCS KaK HENOCPEACTBEHHON TPUYMHOM IMOBPEKACHHS KAPAUOMHUOLIUTOB,
Pa3BHUTHs aroNTo3a, 3aMeNIeHUN KapauoMuoruToB u hopmupoBanus AJIIDK, Tak u
crocoOCcTBOBaTh €e (OpMHUPOBaHHUIO. B mocieaHeMm ciydae MMEET MECTO MPOLECC
CJIOKHOTO0 B3aMMOJIEHCTBUS F€HOMA M «BHEIIHUX» (DAKTOPOB, KOI'/la ONPEIECIICHHbBIE
reHeTHYeCKHe  JAE(QEKTbl  CTAHOBATCA  OTBETCTBEHHBIMU 32  IOBBIIICHHYIO
WHIUBUYAIBHYIO MOJBEP)KEHHOCTh BO3JEHCTBUIO BHpPYCOB. Tak, MOJOOHBIE
OCOOEHHOCTH, CBSI3aHHBIE C IOBBIIIEHHON 3KCHPECCHEN pPELEeNnTOpPOB K BHUpycaM
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Kokcaku u ageHoBupycam, onucana y 6osbHbix ¢ JIKMII. I'eneTnueckue anomManuu
MMMYHHOTO OTBE€Ta MOT'YT 3HAYMUTEIIbHO U3MEHATHh T€UeHHE 3a00JIEBaHUs B Clydae
BUpycHOTO HUHpuIupoBanusa. KpoMme TOro, reHeTHYeCKH HU3MEHEHHAsi CTPYKTypa
OCJIKOB KapJUOMHUOIIMTOB MOXKET MPEACTABISATH CAMOCTOSITEIbHYIO MHUIICHb JIJIs
JEUCTBUSI BUPYCOB, KOTOpPbIC, TAKUM 00pa3oM, 0OYCIOBIMBAIOT MPOTPECCUPOBAHUE
3a00J1eBaHMUS.

KIMHNYECKASA KAPTHHA

AJIITK oObI4HO TIPOSIBISIETCS KEITYJOUKOBBIMUA HAPYIISHUSIMU PUTMA CEp/IIa:
AKCTPACUCTOJIMEH Pa3TMYHBIX T'PAJANi, KOPOTKUMH «IIPOOSKKAMMI HKEITYJOUKOBOM
TaxXuKapauu, a B psae CIy4aeB U MNapOKCU3MaMHM K€y I0UYKOBOM TaXUKaAPIUU.

[Tockosmbky apuTtMoreHHbld o4ar Haxogutcs B IDK, skronmueckne
KEITYJTOYKOBbIE KOMIUIEKCHl MUMEIOT BHJ OJIOKaabl JIeBOW HOXKM Tyuka [mca. B
MOCJICYIONIEM y OOJIbHBIX MOXKET Pa3BUThCS OMBEHTPUKYJISIPHAsT HEIOCTaTOYHOCTH
KPOBOOOpAIIIEHHsI, YTO BBI3BIBACT CEPhE3HBIC TPYAHOCTH MpHU Iu(dHepeHIIHATBHON
nuarnoctrke AJ[IDK ¢ nunataninoHHOM KapAMOMHUOIIATUEN, XOTS YaCTO MAIMEHTHI /10
ATOr0 HE J0KUBAIOT.

YacTto mepBbIM W TIOCICIHHM IMPOSIBICHUEM 3a00JICBaHUS MOXET OBITh
BHE3aIHas cMepTh. Hambosiee TUIMMYHBIM SBJISECTCS TOSBICHHE CUMIITOMOB Ha 4-M
JNECATUIICTUN KU3HU.

JAUATHOCTHUKA

Jns nuarnoctuku AJITDK ucnons3yoT MHBa3WBHBIE 1 HEMHBA3UBHBIE METOIbI

ucciienoBanusa. K HEMHBa3MBHBIM METOJAM OTHOCATCS

() anextpokapauorpadus (OKI'),

[J OKI" BbICOKOTO pa3penieHus,

[] xontepoBckoe MoHuTopupoBanue KT,

[ axokapauorpadus,

[J MarHUTHO-pe30HaHCHasE ToMorpadusi.

K nHBa3uBHBIM:

[J peHTreHKOHTpaCTHAas BEHTpUKYJIorpadus,

[] Ouonicus 3HAOMHUOKAp/a,
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[ anekTpoduznonoruueckoe uccieaopanue (ODOU).

OKI' y maumentoB AJIIDK nmeer psg ocoOeHHOCTEM, KOTOPbIE TO3BOJISIIOT
MPEANOI0KUTh, HO HE MOATBEPAUTH HAIMUYKE 3TOrO 3a00JIeBaHUs. XapaKTepHO, YTO
orkinonenuss Ha OKI' oOnapyxkuBarorcs Oonee yem y 90% mnamueHToB. MokeT
BBISIBJISITHCS JJIUTENIbHOCTH KoMIuiekca QRS B otBenennu V1 6omnee 110 Mc, ipu 3TOM
MPOJOJDKUTENBHOCT QRS-KOMIIIEKCOB B MpaBbIX T'PYAHBIX OTBEIECHUAX HHOTAA
MPEBBIIAET MPOJOIKUTENBHOCT, QRS B 1eBbIX TpyaHbIX oTBeAcHUAX. Cymma QRS
B oTBeieHUsIX V1 u V3 mMokeT ObITh 00Jb111e CyMMBI poAonkuTenbHocTH QRS B V4
u V6. B 30% ciyqaeB MOXET BBISIBISITHCSI SICHIOH-BOJHA B OTBefeHUU V1-V3,
OTpakallias  3aMEJICHHYIO  JIENOJSpU3ALMI0  IPaBOro  JKEIyJOouka W

npeacTapistomas coboi 3a3yopuny Ha cermente ST (Puc. 5).

V1

SAEL R
vV am am EEan

S S iieaiatcancahs
—Vfgw/\ﬁ;—»ﬂhr-%{k

Puc. 5. Oncunon Bonna Ha DKI' y 6onapubix AJIITDK (BocnipousBoautcs u3

ECGpedia.org, Wikimedia Commons).
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VY 50% nanuentoB ¢ AAIDK u mapokcuzmamu JKT BeIABISAIOT MHBEpcuo T-
BOJIHBI B TPYJIHBIX OTBECHUAX. [03/THUE KETyT0YKOBBIE TOTEHIINAIBI, OTPAXKAIOIIUE
3aJIEPKAHHYIO KEITYAOUYKOBYIO Jenojisspu3anuio, peructpupyrorca npu AJIDK,
MOJAaHHBIM pa3HbIX aBTOPOB, B 50-91% cmyudaeB. [l OONBbHBIX C apUTMOIEHHOM
MPABOXKEIIYJIOYKOBOM  KapJUOMHONIATUEN TUNWYHBI PA3JIUYHbIE HKTOMUYECKUE
AKEITyJOUYKOBbIC APUTMHH, BIUIOTH JO CTOMKOM >KEIYJOYKOBOM TaXWKapJIuW, MpHU
KOTOPOW JKENyJ0UYKOBBIE KOMILJIEKChI OOBIYHO MMEIOT BHUJ OJIOKAJbl JIEBOW HOMXKKH
nydka ['uca.

[Tapokcu3ManbHas KeTyJOUYKOBasl TaxXWKap[us B OOJBIIMHCTBE CJIydaeB
BO3HMKAaE€T B  MPaBOM  KEIyJAOYKE W  JITKO  HHIAYUUpPYETCS  TIpHU
ANEKTPOHU3NOIOTUUECKOM UCCIEIOBAHUH.

XonTepoBcKoe MOHHUTOPUPOBAHUE MOMOraeT B JIMarHOCTUKE
AMU30J0BXKENyN0uKoBOM TaxuaputmMuu. Kpome Toro, y Oombubix AJIIDK
HaOJIto1aeTca yBeIudeHue aucrepcuu uareppaina Q—T B pa3nu4HBIX OTBEIEHUAX, a
Ha curHan-ycpenHeHHot OKI'  oOHapyXHBaloTCs TMO3JHUE KEITYJOUKOBBIC
NOTEHIUATIBI.

JlaHHBIN METO MOKET OBITh MCIIOJIB30BaH JJIsi 00CIIEIOBAHUS MPU CEMEMHBIX
dopmax AJIDK, mpu 3TOM OTCYTCTBHE MO3AHUX KEIYIOYKOBBIX IMOTCHIIMAIOB B
ciy4yae IOATBEPKICHHOW ApUTMOIEHHOW MPABOXKEIYAOYKOBOM KapAMOMHONATHU
cIoKyMeHTHpoBaHHOU cToiikoi KT BcTpedaeTcs peako U CBUACTEIBCTBYET 00 HHOM
(ue reentry) mexanusme XKT.

OXO-KI' Tak e mo3BOJsIET OOHAPYKUTh PAN MPU3HAKOB, KOTOPbHIE MOTYT
HaOmomarbes y 6onpHbIX AJITDK. Hanbonee BaxxHbIMU TapaMeTpaMu JIJISl BHISIBIICHHSI
MaTOJIOTUM SIBISIFOTCS: KOHEYHBIM JIHACTOJIMYECKUNA M KOHEYHBIM CUCTOJIMYECKUU
pasmepsl (KJP u KCP) IDK, a Takxke COOTHOIIEHHE pa3MepOB MPABOrO U JIEBOTO
xemynoukoB. CootHomenue KJIP 6omnee 0,5 ms IDK/JDK nmeet 4yBCTBUTETHLHOCTD
86%, cneruduaHOCTh 93% ¥ MOJOKUTETHHYIO JUATHOCTUYECKYIO 3HAYMMOCTD JIJIS
BoIsiBIeHUS AJIIDK 86%. YV 29% nake acCHMOTOMaTUYE€CKUX MAllMEHTOB C CEMEHHBIM
anamue3om AJIIDK wnu xemymoukoBO# 3KcTpacucToaueld ooHapyxkuBaauch 3XO-

KI' nmpusnaku kapauomuonaruu IDK. B to xe Bpems DXO-KI' He mo3BosiseT gaTh
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aJIeKBaTHYIO KOJMYECTBEHHYIO OLIEHKY IJ100aNbHbIX pa3MepoB U pyHkuuu [1DK.

TpexmepHas u TkaneBas pommiep DXO-KI' momoraior mpeoaosieTh JHIIb
HEKOTOPBIE U3 3TUX OTPAHUYCHUM.

MPT cepana mnpencraBisier co0oil  Hauboliee ONTUMAIbHBIA  METOJ
BHU3yaln3allii, IIOCKOJIbKY OHA SBIISIETCSI HEWMHBA3WBHOM M TIO3BOJISIET YETKO
OTTPAHUYUTH KUPOBYIO TKAaHb OT MHOKapaa. OTOT METOJ o001anaeT BbICOKOU
TOYHOCTHIO M JACT KOJUYECTBEHHYIO OIIEHKY (YHKIIMOHAIBHBIX IMapaMeTpOB U
pasmepoB IDK. MPT ¢ BHYTpUBEHHBIM TaJOJMHUEBBIM KOHTPACTUPOBAHUEM
M03BOJIsIeT BBISIBUTH (uOpo3Hbie u3meHeHuss B Muokapnae [DK. K MPT npusznakam
AJITDK Tak»e OTHOCHT:

] ucronuenue u aquiatamuio cteHku [DK,

[] MoKaJIbHOE BBIMSIYMBAHUE U TUCKUHE3UIO HUKHEOA3AIbHOWU CTCHKH,

[] BEIpaKE€HHBIN MOAEPATOPHBIN TSK,

[l mumaranuio BeIBOJHOTO Tpakta [ DK,

[J IMCKUHE3UIO0 BEPXYLIKH,

[} BBIp@XKEHHYIO TPAOEKYISIPHYIO J€30pTraHU3aIHIO.

Anomanuu, oOHapykeHHbIe ¢ moMoIibio MPT, peako ObIBatOT €1IMHCTBEHHBIMU
y mnaunueHtoB ¢ AJIIDK. Kpome Toro, BaxHO 3HaTh, YTO HAJIW4YHUE KUPOBBIX
otnoxkeHuit B Muokapjie IDK MoxeT ObITh HOPMOM M HE JIOHKHO PaccMaTpUBATHCS
kak jauarHoctudeckuit kputepuii npu  AJIIDK. Hemocratkom »sToro merona
HCCIIEIOBAHUs ABISAETCS TO, 4ro pe3ynprarsl MPT aumarHoctuky 3aBUCAT OT
MPOTOKOJIA TPOBOJAMMOIO HCCICIOBAaHUSA, Hamu4us apTe(akToB, BBI3BAHHBIX
KEIyJOUYKOBBIMM JKCTPACUCTOJAMH M JbIXaHMEM MalHWEHTa, a TaKxke OT
HMHTEepHnpeTauun pe3ynbTaToB. Kak mokaseiBaer omnbit, MPT sBusiercss ocHOBHOU
nprurHoM runepauarHoctuku AJIIDK. B To e Bpems, NpOBEJECHHBIE UCCIEA0BAHUS
M0 OIICHKE 3HAYCHHUS MAarHUTHO-PE30HAHCHOW ToMorpaduu y OONBHBIX C
MOATBEPKICHHOM 10 JaHHbIM Onorncun AJIITK nmokaszanu, 4To 3Ta METOJIMKAa MOYKET
3aMEHUTh aHTUOTPAPUIO U, BO3MOKHO, OMOICHIO B TUATHOCTUKE 3TOW MATOJIOTHUH.

Cpenn  WHBAa3MBHBIX  METOAMK B PACIO3HABAHUUA  APUTMOTECHHOMN
KapJAMOMHUOIIATUM  NPABOTO  JKEIYJOYKa  «30JIOTBIM  CTaHAAPTOM»  SIBIIAECTCS
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PEHTI€HOKOHTpacTHasi BeHTpuKyJiorpadus. Ilpu BBINOJHEHUH UCCIEI0BAHUS
oOHapy’KMBaeTCsl JUJATalUsl IPABOrO JKEMylI04YKa B COUYETAHUMU C CErMEHTapHbIMU
HapyUICHUSIMU €TI0 COKpAIIEHUs, BBIMAUYMBAHUEM KOHTYpa B OOJACTH JUCIUIA3UU U
YBEJIMUEHUEM TPAOEKYISIPHOCTU. DTO OTIMYAET APUTMOTCHHYIO KapAUOMMOIATUIO
IIPABOI0 JKEIyAOYKA OT IPABOXKEIYIOYKOBOW IWJIATALIMOHHOWKAPAUOMHUONATUU U
MHOKApJIUTA, MPU KOTOPBIX THUIIOKMHE3HS NPABOTO, a TAKXKE JIEBOTO KEIYJOYKOB
HocuT AuQdy3HbIN XapakTep. AHOManIbHas cokpatuMocTs DK nipu paguounzoromnHoit
anruorpadguu umeer 100% cnenupuyHOCTs U MOJOXKUTEIbHYIO THarHOCTHYECKYIO
3HaunumocTh i1 AJITDK.

buoncus sHIOMHMOKapaa SBISIETCS  BBICOKOUYBCTBUTEIBHBIM — METOJOM.
buonrar Gepercsi mo cBoOomHoi crenke I[DK, Ha ywacTtke AUCHYHKIIMU WU
UCTOHYCHMUSI.

Kpurepuem nuarHoCTHKHU SIBISETCS HaNIM4Yue ydyacTka (puOpo3HOM U KUPOBOH
tkanu B Ouontate. [Ipu AJIIDK monst xupoBoii Tkanu coctaBiser 6onee 3%, a
¢ubpo3noit — 40%. OCHOBHBIM HEJOCTATKOM 3TOTO METOJ1a UCCIIEIOBAHUS SIBIISIETCS
TO, YTO OH BBITMOJHSAETCS JTUIIb B HEOOIBIIIOM KOJTUYECTBE KIMHUK MHUPA.

[Ipu mopdonoruyeckoM UCCIENOBAaHUM TPABBIA KEITYJOUEK YaCTO HMEET
NSTHUCTBIM BUJA: M3MEHEHHBIE YYAaCTKM MOTYT OBIThb OKpPYXEHBI 3J0POBBIM
MHOKapAOM. MuUOKapl IpaBoro »*eiayaouka peaylupyeTcs, 3aMelasch KUPOBOU U
¢bubpo3Hoit TkaHpto. Ha paHHuUX cTagusx 3a0ojieBaHUS CTCHKU IPaBBIX OTJIEIIOB
cepaua yTOJIIATCA, HO B JAJbHEUIIEM M3-3a HAKOIUIEHUS KUPOBOW TKAHU MOTYT
MOSIBJISATHCSA YYACTKU JWJIATAIlMM, CTEHKH Ccepilla MpH 3TOM CTaHOBATCA Oolee
TOHKAUMH. JKUpOoBOE€ MEpEepOoXKACHUE MHOKApAa pacHpOCTPAHSIETCAd dYale OT
SMUKApAUAIIBHBIX CIOEB K 3HAOKApAy. Muokapa nmopaxaercsl NPpEeUMyIIECTBEHHO B
00JIaCTH BBIBOJIHOTO TPAaKTa, BEPXYIIKH M CYOTPHUKYCIHIAIBLHON 30HBI, KOTOPHIC
paccMaTpuBarOTCS B KAaueCTBE  «TpEyrojpHUKa jaucriazum». [lo  mepe
nporpeccupoBanus  (HUOPO3HO-)KUPOBasi AUCTPODUS TOPAKAET TAKKE JICBBIH
KEITY0UYEK U MPEACEPAUs.

BreiiensroT 1Ba ruCTOIOTMYECKUX BApUAHTA APUTMOT€HHOM JUCILIA3NH.

[IepBBIil BapuaHT — JIMIIOMATO3HBIM, C MEPBHUYHON AWUJIATALIMEN MPUTOYHOTO
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otaena win oowen qunarauueit IDK. Bropoii Bapuant — GpuOpoIMnoMaTo3Hblid, Ipu
KOTOpPOM HAOJIOMAIOTCS aHEBPU3Mbl CTEHKHM MIPaBOro >KeJlyAo4yka B 00JacTH
HIDKHE3aJHEeH CTBOPKHM TPEXCTBOPYATOrO KJIalaHa, BEPXYIIKU W/WIH MPUTOYHOTO
TpakKTa.

Takoli MeTOn HCCIIEIOBaHMS, KAK AJIEKTPOAHATOMUYECKOE KapTUPOBAHUE C
ucnosibzoBanueM cucteMbl CARTO no3BoJIsIeT BBISBIATH 30HBI aTpopuu MUOKap/a 1
¢bubpo3HO-kMpoBOM MHUIbTpauu. JlaHHAS METOAMKA JaeT BO3MOXHOCTh YETKO
JWAarHOCTHUPOBATh  HAJMYKME,  JIOKAIM3alMI0 UM CTENEHb  BBIPAKEHHOCTH
NaTOJOTUYECKUX U3MEHEHUN MUOKAp/la, UCHOJIb3Ysl B KAU€CTBE OCHOBHOT'O KpUTEPUS
TONMOTrpaduIo 30H ¢ HU3KUM MOTEHIIUATIOM, TO €CTh AJIEKTPOAHATOMUYECKHUE TPU3HAKH
pyOima. CaMbIM TJIaBHBIM HEJOCTaTKOM JTOTO METOJla, TaK >X€ KaKk W Ouorncuu
SHIOMUOKApAA, SBJIAETCS €ro Manas JOCTYITHOCTb.

B cBs13u ¢ TeM, 4TO KIMHUYECKask KapTHHA 3a00JeBaHUsI HEOUEBHIHA, paboueit
rpynmnoil mo 3a0oyieBaHUSIM MHUOKapAa M Tmepukapaa EBpomneiickoro ooOiiectsa
KapAHOJOroB ObUIM pa3pabOTaHbl JAHMATHOCTUYECKUE KPUTEPHUH, OMpPEIEISIONIne
KJIMHUYECKUHN CIIEKTp 3a00JIeBaHUS.

JANATHOCTHYECKUE KPUTEPUH

BeigesnsitoT 6 rpynn 1MarHoCTUYECKUX Kputepuen. [Ipu 3ToM B Kax 0 TpyIine
ecThb Oosbiive u Manblie kputepuu. Junarno3 AJITDK nmpaBoMoueH npu HaIUIUU ABYX
OONBIINX KPHUTEPUEB, WA OJHOTO OONBIIOTO W JIBYX MaiblX, HWJIH YEThIPEeX
MAJIBIXKPUTEPHUEB.

K muarnoctuueckum kpurepusim AJIIDK oTtHOCSAT:

1. I'mo6anbHas v/ WM peruoHanbHas TUCHYHKIMS U CTPYKTYpPHBIE HAPYIICHHUS

[ bosbmue:

- BBIp@XEHHAs NWJIATAIUsl W CHWXKEHHe cucronndeckod QyHkmuu DK mpu
oTCyTCTBHU M3MeHeHu JIDK (1in He3HAYUTEIbHOM UX XapaKTepe);

- 7nokanu3oBaHHble aHeBpu3Mbl IDK (30HBI akumHe3a WM JHCKUHE3a C
JUACTOIMYECKUM BBITISTYUBAHUEM );

- BeIpaKeHHas cermeHTapHas aquiatanus [DK.

L] Masble:

15



- ymepenHas gunatanus [DK w/unu camxkenne @B (ppaxuuu BeiOpoca) 10K c
HOpManibHOU QyHKuumen JDK;

- yMepeHHas cerMmeHTapHas auiatanus [DK;

- cermeHTapHas runokunesust [DK.

2. OcoOEHHOCTH CTPOCHUS TKAHU CTEHKH KEyI0YKOB cep/ila

[J bonpne:

- 3aMelleHue MHuOoKapaa >XKUPOBOM H (PuOpo3HOM TKaHBIO (MO JaHHBIM
SHJIOMUOKAPIUATLHON OUOTICHN).

3. AHOMaJIUK pENoisIpU3aIun

[l Mausie:

- uHBepcHus T-BOJIHBI B MPaBBIX MPEKOPIUANIBHBIX OTBeneHUIX (V2—-V3) y nun
crapiie 12 1eT npu oTCyTCTBUM OJIOKAJIbI TpaBOM HOXKKH Tydka [ 'uca.

4. AHomanuu aenoispu3aniu/ HapyieHus MpOoBeICHUS

[J bonpne:

- JTCHWJIOH-BOJIHBI MW ymupeHue komiuiekca QRS B orBemenmsx VI1-V3
(6omee 110 mc).

L] Maubre:

- Hanuue no3aHux noreHunanoB Ha JKI' Beicokoro pazpemenus (K1 BP).

5. Hapymenus putMma cepaua

[l Maubie:

- ycroitunBas unu Heycroiuubas JKT ¢ mopdomnorueit 610kaapl T1€BOH HOXKKHU
nyuka ['uca (nokymentupoBanHas OKI', mpu XoJITepoOBCKOM MOHUTOPUPOBAHUU WUIIU
Harpy3049Hoi 1mpoobe);

- yacTtas KenyaoukoBasi skcTpacuctonus (ceime 1000 3a 24 wyaca
XOJITEPOBCKOTO MOHUTOPUPOBAHMUS ).

6. CeMeiiHbIil aHAMHE3

[J bonpmmue:

- CEeMEHHBIN XapakTep 3a00JieBaHUS TOJTBEPKIAEH JAaHHBIMU TMOCMEPTHOM
ayTOICHH WA BO BPEMSI XUPYPrU4eCKOro BMEIIATEIbCTRA.

[J Mamnsre:
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- ceMmelHbIil aHaMHe3 ocioxHeH cinydasmu BCC (B Bospacte no 35 iner),
BeposiTHO, oOycnoBiaeHHou AJ[ITK;

- guarHoctupoBaHHble cinydyaun AJ[IDK  (cormacHo mnpencTaBieHHBIM
KPUTEPUSIM) B CEMBE.

Crnenyer oOpaTUTh BHUMAHHE, YTO JAHHBIC KPUTEPUU UMEIOT OTHOCHTEIIbHBIN
xapaktep. Hanbosee cnoxxHo crannapTuzupoBaTh Mopdonorniyeckue anomanuu 10K,
JUArHOCTUPOBAHHBIE MO JIAHHBIM 3XOKapAuorpadpuyeckoro uccienoBanus (3XO-
KT'), anrmorpadguu, marmuto-pezoHaHcHod Ttomorpaduun (MPT), nockonabky B
JAHHBIX METOJIaX MCCIIEIOBAaHUS BEJUKA J10JIsl CYObEKTUBU3MA.

Crnenyer ykasarhb, yTo nuiaTarus cermenta wiu Bcero IDK onpenensiercs kak
yMEpeHHas, €Clii OHAa YKJIaJbIBA€TCA B 2—3 CTAHJAPTHBIX OTKJIOHECHHS OT HOPMBI.
BeipakeHHasT IuIsATAIUs ONPEACNIeTCS B Ciydae TNPEBBINICHUS 3 CTaHJIapTHBIX
OTKJIOHEHWH OT HOpPMBL. JIJIS TOBBIMICHUS CHEIU(PUIHOCTH pPa3padOTaHHBIX
KpUTEpUEB YyKa3blBaeTCs MpeumyliecTBeHHoe mnopaxkenue IDK ¢ HeOonbmmmu
u3MeHenussMu JOK wim 6e3 TakoBBIX — Tak aBTOPHI MBITAIUCH OTAEIUTH CIIy4au
JAKMII ¢ BoBneuenunem 1DK.

UYro kacaercs 4acTOTh BoBJedeHUs B npoiiecc JIK, To oHO nMeeT MecTo mouTu
B MIOJIOBUHE ciiy4yaeB (prubpo3no-xupoBoit uHpmiasTpanuu DK (Basso C., 1996).

Yamie mogoOHbBIe cirydan HaOJII01al0TCs B 00JIee CTApIITUX BO3PACTHBIX IPyMIax
U CBSI3aHBI C HAJTMYUEM CEePACYHON HEJOCTaTOYHOCTU. BakHO OTMETHUTD, YTO BO BCEX
ciaydasix BoieueHuss B mporecc JIK ¢ubpobractHbie u >KUPOBBIE OTIOKECHHUS
pacmoyiaraloTcsi B CyOPNMKApAUANBHBIX WJIM WHTPAMYPAIbHBIX OTAENaX, YTO
xapakTepHo Wit auciuiasuu [DK u B onpeiesieHHON CTENeHu OTpa)kaeT pa3jinyHbIe
MIPOSIBIICHUS OJTHOTO 3200JIEBAHMUS.

VYcTaHOBNEHBI  CIEAYIONIME TOPOTOBBIC 3HAYCHUS IS XapaKTEPHBIX
MOP(OJTOTUYECKUX H3MEHEHHM, OTHOCSIIUXCS K OOJIBIIUM KPUTCPUSM: HaTUIHE
MeHee 45% xkapaumommoruToB, 6omee 40% ¢udposza u 6onee 3% KHUPOBOH TKAHU
(ayBCcTBUTENBHOCTD 67% U cneuuduunocTs 0onee 90% npu HaMMYUU MO KpaHeu
Mepe OJHOTO M3 MEPEUUCICHHBIX MapaMeTpoB). Eciam B pesynbTaTe >KHPOBOUM HIIH
COCIMHUTEILHOTKAHHOW  HMHpUIbTpauuu  oOHapyxkuBaerca  MeHee  45%
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KapJAMOMHUOLUTOB, 3TO cunTaetcs npuzHakoMm AJ[IDK; ecnu pe3nayanbHbii MUOKapT
coctaBisier 45—7/0% — pe3ynbTaT SABISETCS HEOMPENCIICHHBIM, M HAKOHEI, €CIU
pe3uayanbHbIil MUOKapa coctaBiisieT 6omee 70% — Ouoncust CYuTaeTCs HETaTUBHOM.

Hanuune anomanmii penonspuzauuu y OonbHbix AJIDK cymectBeHHO
BappupyeT oT 19 no 94%, B 3aBUCMMOCTH OT Hajlu4us OTATOLIEHHOTO CEMEWHOIO
aHaMHe3a, CTENEHU pOJACTBAa W BIMSHUS Jpyrux ¢akropoB. Kpome toro, 3tu
aHOMAJIMM YacTO BCTpPEYAIOTCA MpU HaJIWYMK OJoKaabl HoOXek myuka ['uca,
BpOXkeHHBIX nopokoB cepata (BIIC) u ap. B 1ol cBsA31 aHOMAIUAM PENoOJIIpU3aALUU
U U3MEHEHUSM BOJHBI T BIOJIHE CIPAaBEMJIMBO OTBEJIEH CTATyC MAJIOIO KPHUTEPHS.
OICUIIOH-BOJIHBI, BbIsiBIsieMble mpuMepHo y 30% Oonbubix ¢ AIDK, Tak ke, kak u
YIJINHEHUE >KEIYJOYKOBOIO KOMIUIEKCA B IEPBBIX TPEX TPYIHBIX OTBEACHUSAX
(pacrpocTpaHEeHHOCTh BapbUpYET), paccMaTpUBarOTC KaK OombIIMe
IUarHoctTuueckue kpurepuu. Hanmume no3gHux noreHuuanoB Ha OKIT BbICOKOTO
paspemienuss otmedeHo y 50-80% OonbHbIX. [Ipu3Hak oTiaMYaeTcss OTHOCUTEIBHO
HEBBICOKOM CENU(UYHOCTHIO U pACCMATPUBAETCS Kak Masblii KpuTepuid. Hapymienus
puTMa cepjua ¢ Mmopdosorueit 6y10kaabl 1eBOM HOXKU Mydka ['mca B psane ciydaeB
HaOmonaoTess y 6onpHbIX MBC mocne nepeHeceHHOro uH(papkTa MUOKapAa U y
OONBHBIX C TaK HA3bIBAEMBIMH HMJIUOMATHUYECKUMH >KETYIOYKOBBIMH aPUTMUSIMHU
(KA). B atux cmywasx nuarno3 AJIIIDK nomxeH OBITh HCKIIIOUEH, MEXAY TEM
HaJIMYKME yKa3aHHBIX apuTMHM He sBIseTcs BbicokocrenubuunbiM st AIIDK. B
pe3yJibTaTe NMPU3HAK PACCMATPUBAETCS KaK MaJbli JUArHOCTUYECKUN KPUTEPUH.

Kpaiine BaxkHO u3yueHue cemeiHoro anamue3za y OonbHbIX AJIIDK. He
YIAUBUTEIBHO, 4YTO  OOHApyX€HUWE y  POJCTBEHHHKOB  COOTBETCTBYIOLIUX
mopdonornyeckux — m3meHenut  [DK  paccmartpuBaercss  kak  OOJBIION
nuarHoctudyeckuilt kpurepuil. IlomosputensupiMu B oTHomeHun AJIIDK sBasitoTcs
Cllyyau paHHEW BHE3aIHOW CMEpPTHU B ceMbe (110 35 JIeT), 4TO IPU OTCYTCTBUH JTAHHBIX
ayTOIICUH PACCMAaTPUBACTCS KaK MaJblil KPUTEPUI.

B mHacrosmee BpeMsa yXe SCHO, 4YTO pPAaCHpPOCTPAaHEHHOCTb JTAHHOTO
3a0051€eBaHUs Y pOJICTBEHHUKOB MPOOaH10B HEJOOLIEHUBAETCS, MHOTHE U3 HUX UMEIOT

OIMH WJIM HECKOJbKO MalbIX KpuTepueB. B 3Toil cBsizu Obula mpesioxkeHa
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Moau(dUKalUs TPUBEICHHBIX KPUTEPHUEB, KOTOPYIO MOXXHO OBLUIO HCIOJIB30BaTh C
JIMArHOCTUYECKUMU LEIAMU, HO TOJBKO Y POJACTBEHHUKOB NIEPBOM CTENEHH POJICTBA C
00JBHBIM € MOATBEpKAeHHBIM Auarno3oM AJIIDK. Hanuune ogHoro 3 npu3HakoB —
MpeKapAnuaIbHON MHBEPCUH BOJIHBI T, MO3JHUX NOTEHUHUAIOB KeIya04uKkoB, uian KT
c Mopdosiorueit OyioKaabl JE€BOM HOXKM Tydka ['uca, win HEOOJIbIIUX
GbyHKIMOHABHBIX WK MOpdoiornyeckux nzmMmeHenui IDK mo nanHbsiM psija MeTo10B
BU3YaJIU3allUd — CJIEIyeT paccCMaTpUBaTh COTJIACHO MPEIOKEHHOU MOAM(pUKALIMH
KaK IMarHOCTUYECKUH MpU3HaK JIJIs1 ycTaHoBiIeHus: cemeiinon opmbl AJITDK. Kpome
TOr0, OBLJI CHUXEH MOPOT PETUCTPUPYEMOTO YHUCIA KENyIOYKOBBIX 3KCTPACHUCTOIN
(KD) — ¢ 1000 B cyTKH O JaHHBIM XOJITEPOBCKOr0 MOHUTOpUpoBaHus 10 200 3a TOT
xe nepuop Bpemenu (Hamid M. S., 2002).

MoauduupoBaHHble KpUTEpUU AMarHocTuku cemeitHbix hopm AJIIDK (mpu
Hannuuu gokazanHoi AJ[IDK y pocTBeHHUKA ITEPBO CTETICHU POICTBA HEOOXOIUMO
HaJIM4Me 110 KpailHeld Mepe OJHOro W3 mepeducieHHbX KpurepueB) (Hamid M. S.,
2002):

1. OKTI": uaBepcus T-BoHBI B 0TBeAeHUAX V2—V3

2. OKI" BBICOKOIO pa3pelieHus: MO3IHUE MOTCHINANIBI KETYI0YKOB

3. Hapymenus putMmMa cepamna: AoKyMeHTHpoBaHHble »3mu3onbl KT ¢
Mopdostorueii 6J0Kaabl JeBOM HOXKHU Imydka ['uca, 6onee 200 XKD nmo manHbM 24-
yacoBoro MouutopupoBanus IKI

4. Crpykrypubie win (QyHkruoHanbHble aHomanuu [DK: weGombrmas
munaranus [DK w/wnu cHmkeHne ero HacocHOW (yHKuuu npu HopMaimbHOM JIK,
pernoHanbHas runokuHesus 10K,

[IpennoxxenHple  MOIU(DUIIMPOBAHHBIE KPUTEPUHU, HCIOIB3YEMbIE IPHU
ceMeiHbIX (opmax 3a00J€BaHMs, HYXKIAIOTCA B JaJbHEHIIEM MPOCHEKTUBHOM
uccienoBannn. lMcmonme3ys 3TH TpU3HAKH, 3a00J€BIIMMH MOXHO CUHTAThH
JIOTIOTHUTENBHO 0KOJIO 15% pOoJCTBEHHUKOB, IpUYEM B OOJIBIITMHCTBE CITy9aeB UMEIH
MECTO MYTAIMU T€HOB, PETYJIUPYIOUIUX AeCMOIUTakuH. [[OHITHO, 4TO NCTIONIB30BAHUE
KJIACCUYECKUX, MPEIJIOKEHHBIX eme B 1994 r. kpuTepueB, MOXKET NPUBECTH K

SHAYUTCIIBHOMY qUuClly JIOKHOOTPHUIATCIIbHBIX 3?H(JHO‘-I€HHI>1, TOorga Kak
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HCIIOJIb30BaHUE MOJU(PUIIMPOBAHHBIX JTUATHOCTUYECKUX MPU3HAKOB MOTEHIUPYET
JIO)KHOTIOJIOXKUTENNbHBIE  3aKioueHusi. Takum o00pa3oM, 1O MpPeACTaBICHUSIM
AKCHEPTOB paboueli TPYIIIbI B HACTOAIIEE BPEMSI HE CYIIIECTBYET KaKOT0-IM0O0 OJHOTO
MpU3HaKa WM JUArHOCTUYECKOM  METOJMKH, O0JaJaroluX JIOCTaTOYHOM
YyBCTBUTENBHOCTbIO U creuuduunocteio st nuarHoctukn  AJIIDK. K
OTPAHUYEHUAM MPEIJI0KEHHBIX TUATHOCTUYECKUX CUCTEM CIEAYET, MO-BUIUMOMY,
OTHECTU Y HEJIOOLEHKY BO3MOHBIX MOPAKEHUI JIEBOTO JKEIIY/I0YKa, BBISBIIEMBIX 110
JAHHBIM ayTOINCUN B 3HauuTeNbHOM uyucie ciaydaeB AJIIDK, npuuem psia stux
HAXO0JIOK CBSI3aH C TUIHMYHBIMU MYTAIMSIMU JECMOIUIAKWHA, a4 U3MEHEHHUSI MUOKapaa
UMEIOT MPEUMYIIECTBEHHO JIEBOKEIIYIOUYKOBYIO JIOKAIU3AIHUIO.

JANOPEPEHIINAJBHASA IUATHOCTUKA AJIITXK

Haunbonee 4acTo BO3HUKAIOT CIOKHOCTH B MU depeHInanbHON TUarHOCTHKE
AJITDK ¢ npnonatudeckoit KT u anoManuen Yisi.

[Ipu aHomanuu YIsi MPAaKTHYECKU MOJHOCTBbIO OTCYTCTBYET Muokapha 11K u
AIUKAP HETIOCPEACTBEHHO MPUIICKUT K SHI0KApAy 0€3 MPOCIOUKH KUpa, B OTININE
or AJIIDK, rne mnomoOHBIM CJIOW, MPEACTAaBICHHBIA aIUIONUTAMH WU
COEIMHUTEIbHOTKAHHBIMU BOJOKHAMH, MPUCYTCTBYET. KpoMe Toro, mnpu anomaiuu
VY151 OTCYTCTBYET CEMEWHbBIN aHaMHE3, OTHOCUTENLHO PEAKO HAOI0NAaeTCS Pa3BUTHE
apuTMuii, neOrT 3aboneBanus HabOmrogaeTcss panpire. CyIIECTBEHHYIO ITOMOIIL B
muddepennmansaont auarnoctuke AJIIDK u anomamuu VYns okaszeiBaeTr MPT,
KOTOpasi TIO3BOJIIET BU3Yyalu3upoBaTh kupoByio uHpuibTpamuio [DK. [Ipu stom,
HaJIMYHEe TOJIBKO JKUPOBOU MHMUIBTpaIiuu He MOXKeT siBIsiTcs MmaprepoM AJITDK. s
Oomnee OMpeeNeHHOW JTUArHOCTUKH apUTMOTEHHOW KapJUOMHOIATHHA IPABOTO
KEIyZAouyKa  TOMHMO  JKHPOBOM  HMHQWIBTpAMM  HEOOXOJUMO  HaJU4He
COCMHHUTEIBHOTKAHHOTO 3aMEIICHUsI M JErC€HEPAaTHBHBIX W3MEHEHUU CaMHUX
KapJAMOMHUOIIUTOB. B 3TON CBS3M MpeACTaBIsSIETCS BaXXHbIM crocoOHocth MPT, ¢
KOHTPACTUPOBAHUEM  TaJOJIMHUEM, BHU3YaJlU3UPOBATH HE TOJBKO IKUPOBBIC
OTJIO)KEHUSI, HO W HAJIWYUE COCAUHUTEIbHOM TKaHW. B TO ke Bpems, B ciyyae
Bapuanta AJ[IDK, cBsizanHOro ¢ nedexramMu reHoB, peryJIupyOMUX PUaHOIUHOBBIE
peuentopsl 2, HaOdOJaeTcs Meperpy3ka HMOHaMU KalblUs W pa3BUTHE
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CTPECCUHAYIIUPYEMOU JKEIYAOYKOBOM TaxXUKAPAWH, IPU OTOM HMEIOTCSI OYECHb
CAEp>KaHHBIE U3MEHEHUSI MUOKap/1a KEIyT0YKOB, 4 HHOTAA U TIOJIHOE UX OTCYTCTBHE.
B sTOM ciiydae npencTaBisieTcs BaXXKHOU pOJIb TEHETUYECKOTO KAPTUPOBAHUS.

ITockonbky omuum n3 yacteix nposBiaeHuid AJIIDK asnsercs KT, cnenyer
MPOBOAUTH AU(depeHInaNbHyI0 AMAarHOCTUKY ¢ uanonatuyeckoi XT, ucxoasieit
u3 BeIBOJHOTr0 TpakTa IDK 1 nMeromeir oTHOCUTENbHO OJIaronpUsTHBIN TPOTHO3 MIPU
OTCYTCTBUU CEMEWHBIX (POPM M XOpolIue pe3ysbTaThl KareTrepHou abnaruu. Ilo
mHeHuto A. F. Moorman (2003), sBieHust 1ucsMOpHoOreHe3a sBJISIOTCS MPUUYUHOM
uauonatudyeckord JKT B BBIBOJJHOM TpakTe MpPaBOro, a B PSAE CIydyaeB — JIEBOTO
xKenmyaouka. [pyrum Bo3MOxKHBIM cyOcTpaTtoM hopmupoBanus uanonatuaeckoit KT
ABJISIETCS. HAPYIICHUE CUMIIATUYECKON MHHEPBAIIUU COOTBETCTBYIOIIMX 30H.

HNcxons w3 COBPEMEHHBIX NPEACTABICHUA O MEXaHW3MaX apUTMUN TNpH
uauonatuueckon KT Beiaensror Tpu BapuanTa: | — aaeHO3MH-YYBCTBUTEIBHBIN
BAPUAHT, CBA3aHHBIN C TPUITEPHOU AKTUBHOCTHIO U IMO3JHEN IOCTAECTIOJISIPU3ALMECH;
KT oObrgyHO wuMeeTr MOpPQOJIIOTHIO OJOKaabl JEBOM HOXKM mydka Iwuca,
npoBolMpyeTcs (PuU3MUEeCKONW Harpy3kod u wuHaynupyercs npu OOU; 11 —
IIPOIPAHOJIOJI-3aBUCUMBIM BapUaHT, BO3HUKAIOIIUN 110 MEXAHU3MY IOBBILIEHHOTO
aBTOMATU3Ma, MOKET UMETh PA3IHMUYHYI0O MOP(OJIOTUIO U UHIYIUPYETCS BBEICHUEM
katexonamuHoB; III — Bepamammi-zaBucuMbI BapuaHT wuauonatudeckon KT,
o0ycioBieH MHTpa(acCUKyJISIPHBIM PUSHTPH, YACTO UMEET MOP(DOJIOTHIO OJIOKAIbI
npaBoi HOXKHU Tyuka ['mca, unagyuupyercs npu ODPU. Ilpu uanonarndeckoit KT
HamOosiee pacmpocTpaneH | BapwaHT, CBSI3aHHBI C pa3BUTHEM TO3JHEH
MOCTAEOJIAPU3ALU .

Nnnomatnueckast KT u3 BBIBOAHOTO TpakTa BepUDHUIIMPYETCS TOJBKO TOCIE
UCKIIIOYEeHUs Apyrux 3aboneBanuii, comnpoBoxparomuxcs JKT. Baxnas ponap B
muddepennmansaoi quarnoctuke otBoautTes DXO-KI' m MPT, xoTopbie BBISBISIOT
HEOOJIBIITNE M3MEHEHHS TMPaBOTO KEIyAO04YKa, dalle CBOOOIHON €ro CTeHkKw, 0e3
npu3HaKkoB >kupoBoi wuHbmibTpauuu. W eciu npu AJIDK snaokapauanbHOE
KapTUPOBAHUE BBISIBIISIET HHU3KOAMIUIUTY/IHYIO, (bparMeHTUPOBAHHYIO
AIEKTPOTrpaMMy, CBUIETEIILCTBYIOLIYIO O HATUYHUH «PYOIIOBY, aHAIOTUYHO TOMY, KaK

21



ATO MPOUCXOAUT B psfe ciaydaeB y O0onbHbix UBC, To mpu maumonatuueckoit XT
NOoJO0OHBIX H3MEHEHUM He peructpupytoT. Hcnonb3zoBanue cucreMbsl CARTO,
o0OecreyuBarolell TPEXMEPHOE 3JIEKTPOAHATOMUYECKOE KapTUPOBAHHME, TaKkKe
MO3BOJISIET ONPEAENTh naronorudeckuii cyocrpat npu AJIIDK.

INPOI'HO3

[lo muenuto 6onbmmHcTBa aBTOpoB AJIIDK siBnsiercs nmpuumHO# (haTambHBIX
coObITHIl pumMepHO y 15-25% BHe3anmHO ymepuiux Jull B Bo3pacte 10 35 ner. Y
noxxuibix 60sbHbIX AJITDK, BO3MOXHO, MPUBOJUT K CMEPTU HECKOJIBKO PEXKe - B 3—
20% cnyuaeB (Hulot J.-S.; 2005). Exeroguslii ypoBeHb CMEPTHOCTH IpPH 3TOM
3aboneBanuu 1o ganHeiM D. Corrado (2003), cocraBmser ot 2,3 mo 4%. Ilpu
antuaputMuueckoil tepanuu (AAT) ypoBenb cmeptHocTH nipu AJ[IDK cocraBiseT
okoiio 2,5% B rog (Marcus F., 2007). Cnenyet ormeTuth, uto BCC, BO3HUKAET Kak
npaBwiio, B 0ojiee MOJOJIOM BO3pacTe, a Mporpeccupyromas cepjaedHas
HEJ0CTATOYHOCTh — B 00JI€e CTapIINX BO3PACTHBIX IPYyIIaX.

Taxum obpaszom, npenotrepanienne BCC y 6onpubix AJIIDK sBisieTcst ogHOM
U3 BaXKHENINX 3a1a4. OQHAKO, HA CETOAHSAIIHNAN J€Hb HET KPYIHBIX TPOCIEKTUBHBIX
KOHTPOJUPYEMBIX HCCIIEIOBAHUN, KOTOPbIE OBl OLIEHUBAJIM 3HAYEHHE MPEAUKTOPOB
AKU3ZHEYrpoxkaromux aputMuid. bonee toro, cmydan BCC MoOryT SIBIATBHCS NEPBBIM
nposiienueM AJIIDK. Ilpu sToM, nake acMMNTOMHBIE TALMEHTHI OTHOCSTCS K
rpynIe pucka pa3BuTus (paTaabHBIX apUTMUN.

CornacHo nanHbix aHanu3a ciiydaeB BCC y MOJOBIX JIMI] U CHOPTCMEHOB, a
TaK JK€ JaHHBIX PETPOCHEKTUBHBIX MCCIEAOBAaHUNA - HauOOobIIas OMacCHOCTh
Yrpokaer nmiaMm MOJIOAOTO BO3pacTa, KOTOPHIE 3aHUMAIOTCS COPEBHOBATEIIbHBIM
CIIOPTOM, HMMEKOT OCJOXHECHHBIM CEMEWHBIM aHAMHE3, 3HAYUTEIIbHBIE MOPAKECHUS
[IPaBOro eJIyJOoYKa CO CHM)KEHHEM €ro HAacCOCHOM (DYHKIIMM U BOBJICYEHUEM B
MaTOJOTMYECKHM MPOIECC JIEBOTO KENMy104Ka, C MAaHU(ECTUPYIOUTUMHI N3MEHEHUSIMHU
Ha OKI', B Tom umcne gucnepcueir komimiekca QRS Oonee 40 Mmc, nepexuBiive
CUHKONAJIbHBIE 3MHM30/1bl UM OCTAHOBKY KpPOBOOOpAIIEHMSI, CBA3aHHBIE C Pa3BUTHEM
KEITYTOYKOBOM Taxukapauu, uHayuupyemon npu OODPU. Ilpu sTom Haubonbliei
IIPOTHOCTHUYECKONW LEHHOCThIO 00JaJaeT KOMOMHALMS NPU3HAKOB — COYETaHUE
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snu3040B KT u npaBo- u/vin J€BOXKENYyA0YKOBasE JUCHYHKIIHS.

JIEHEHUE

Cnenyer noguepkHyTh, yTo noaxoasl B jeyeHun AJIIDK B HacTosiee Bpems
OCHOBBIBAIOTCS Ha TAHHBIX HEOOJBILIOTO YHCIIA PETPOCTIEKTUBHBIX HAOIIOICHU.

HemennkamMeHTO3HBIN MeTONBl BKIIOYAIOT B ce0s Moaudukanuio obpasa
KU3HU (OTPAaHUYCHHE WHTEHCUBHBIX (DU3MUECKUX HArpy30K M 3aHSATUA CIIOPTOM);
o0pa3oBaTeIbHBI KOMIIOHEHT, pa3bsCHAIOIINNA MaleHTaM W POJICTBEHHHKAM
AITOPUTM JEUCTBUS MPU OCTPHIX KIMHUYECKUX MPOSIBICHUSX 3a00JICBAaHUS, MEPHI
nepBUYHON U BropuuHoi npodunaktuku BCC.

Bompoc  neyeHuss ~ acUMITOMHBIX ~ OOJBHBIX €  HE3HAUYUTEIbHBIMHU
MOP(OJOTUYECKUMU HW3MEHEHHMSIMH OCTAeTCs OTKpbITBIM. Ha paHHUX cTagusx
3a0oneBanust namnueHTsl ¢ AJ[IDK He orpanuueHsl B (pU3MYECKON AKTUBHOCTH H
3aHATHSX CIOPTOM, KOTOpPbIE HEPEIKO «3alyCcKaloT» pa3BUTHE apuUTMUH. A
MOCKOJIBbKY, 3adacTyto KA MHAYIHUPYIOTCS KaTeXoJaMUHaMH, OOJIBITUHCTBO aBTOPOB
PEKOMEHIYIOT Ha3HadeHHe [3-OJIOKaTOpOB [JIsi CHIDKEHHUS PHCKAa BO3HUKHOBEHUS
KaTeXOJIPTUYECKU-CTUMYJIMPOBAHHBIX APUTMUN, M OrpaHUYEHUE HU30BITOYHBIX
(u3MUECKUX HArPY30K.

Kpome Toro, coBpeMeHHBII apceHal CPEeACTB JI€UCHUS CUMITOMHBIX OOJIBHBIX
¢ AJIDK BximrogaeT kak ¢apmakomoruueckuii moaxon (AAT), Tak wu
He(hapMaKOJIOTHYECKUE METOIBI, @ TAKXKE UX coueTaHne. MenruKaMeHTO3Has Teparius.
AAT neiiCTBEHHBI M OTHOCHTENIBHO O€30mMacHbl B TPYIIE HU3ZKOTO PHUCKA, Kak
npaswio, npu 6onee memieHHon XT (c amuuo#t nukia okono 325 mc). Hambonee
ah(PeKTUBHBIM, TO-BUAMMOMY, sBiseTcs cortanon (83% »sddexTuBHOCTH) TI0
cpaBHeHuto ¢ BepanammwioM (50% »ddextuBnocTH), POroxatopamu (29%),
amuomapoHoM (25%) (Wichter T., 1992; Mitchell L.B, 2009).

IIpu Herp(HEeKTUBHOCTH COTasIoNa MPH XOPOIIeH MEePEeHOCUMOCTH BO3MOXKHO
coueTaHue amuojiapoHa u B-6mokaropa wim amuomapoHa ¢ hraexkanaunom (bokepus
JLA. ¢ coant., 2010). Kpome Toro, mogboop AAT menecoodbpa3HO MHPOBOAMUTH,
OILICHUBAsI PE3YyJIbTAThl XOJITEPOBCKOTO MOHUTOPUPOBAHUSI C HATPY30UHBIMU ITPOOAMHU
U HCNOJIb3YS 3JIEKTPOPUZHOIOTHUECKOE HCCIEAOBAHUE, YTO IMO3BOJIAET IMOBBICUTH
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s dextuBHOCTE AAT 10 89%.

Tepanus cepaeunoit Henocrarounocty npu A/JIDK momxna nmpoBoaUTHCS Ha
ocHoBanuu Hanmonanenusix pekomenganuii OCCH, PKO u PHMOT no auarnocruxe
U JICYCHUI0 XPOHUYECKOW CEepJeYHOW HEAOCTATOUYHOCTH (YETBEPTHIN IMEPEecOMTp,
2012).

OntumanbHas tepanuss XCH nomkHa BKJIOYATh OCHOBHBIE IpENaparthl,
JI0Ka3aBIlIke CIIOCOOHOCTh K CHMXKEHHIO CMEPTHOCTH U 3a0osieBaemoctu ripu XCH, a
UMEHHO: MHruouTopsl AII®D, aHTaroHUCTHI K perentopam anruoteHzuHa Il (mpu
HernepeHocumoctu U-AllD), B-GiokaTophl, aHTaArOHUCTHI MUHEPATKOPTUKOUTHBIX
petienitopoB. [1o nmokazaHusiM TPUMEHSFOTCS TUYPETUKU (TTPU 3aCTONHBIX SIBJICHUSAX U
Hanuuuu > pyakimonansHoro kiacca XCH), cepieunbie rmuko3uab! (IpU HATUYUH
bubpuIAIMY TIpeAcepanii), oMera 3 MOJWHEHACHIICHHBIC XUPHBIE KUCIOTHI (IIpU
nepeHeceHHoM uH(papkTe Muokapaa wim @B <35%), opanbHbIe aHTUKOATYIISTHTHI
(mpu GuUOPWLIALMHU TIPEACEPANA WM BHYTPUCEPJICUHOM TPOMOO3e), TemapuH HIIH
HU3KOMOJIEKYJISIPHBIE TeapyHbl (P BEHO3HBIX TPOMOO03ax).

[Ipu orcyrctBuM d>Qdekra uam HEBO3MOXKHOCTA HUCMONb30oBaTh AAT
NPUMEHSIOT HedapMakoJoruueckue MeToibl JiedueHus. K Hedapmakoiornueckum
METOJaM JIEUEHUSI OTHOCST XUPYPTHUUECKUE, KATETOPHBIE METOJbl U MMILIAHTAIUIO
KapIuoBepTEPOB-AeHUOPHUILISTOPOB.

XUpypruueckue MeTOAbl BKJIIOYAIOT H30JSIUI0  ApPUTMOTEHHBIX  30H,
TpaHCIUIAHTaUMK cepaua u  kapauomuormiactuky IDK. Heropuueckn mnepBeiM
OTBITOM XHPYPTUYECKOTO JeUeHHsI ObUIO BO3JCHCTBHE Ha CyOCTpaT TaxXuKapIuu
npoBenenueM BeHTpukyinoromuu (Guiraudon G. co coamt., 1974), mpuBopsmieit
MpepbIBaHUE TUPKYIISIINY MaTOJIOTHYECKON BOHBI BO30Yykaenus B [DK. 3atem Obutn
MTONBITKH ITOJTHOM n30 suu cBoOoHo# ctenku DK (Guiraudon G. ¢ coaBr., 1983).

Onnako, JaHHbIE OMNEpalMd MNPUBOAMIM K pa3zBuThio octpoil DK
HEJIOCTATOYHOCTH.

TpancranTanusa cepAna paccMaTpUBAETCsl Kak KpalHssi Mepa MpU HaJIUYUU
OMBEHTPUKYJSAPHOW CEPACUYHOM HEAOCTATOYHOCTH, TaK KakK MPEUMYIIECTBa
pecunxponmsupyroniei Tepanuu npu XCH npu AJITDK ne mokazans (Lacroix D. ¢
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coanT., 2005). Kapaunomuomnactuky IDK paccmarpuBaroT kak OAMH U3 METOJIOB
neyeHus: cepaeuHoil Hegoctarounoctu (Fontaine G. c¢ coast., 2001). CymecTtByeT
Moau(pUIMpPOBaHHas MeToauka kKapauomuornactuku [DK ¢ mmpoyaiimei Mplei
ciubbl (Chachques J.C. ¢ coaBt., 2003). B name# crpane s neuenus AJ[IDK
WCIIOJIB30BAIM KPUOACCTPYKIMIO apUTMOTCHHBIX 30H C A PEeKTUBHOCTHIO 10 85%
(boxepus JI.A. ¢ coast., 1995).

Karerepusie meronnl. KarerepHble METOIBl JIEKCTPYKIIMH apUTMOTEHHOTO
cyOcTpaTa HMCHOJB3YIOTCS NpU Hanuuuu pedpaxtepHod k AAT xenynoukoBoit
TaXUKapJuu, YacThIC pa3psiibl UMILIAHTUPOBAHHOTO KapJiuoBepTepa-
nepubpumnstopa (MKJI), orcyrctBue »sddekra or paHee NPOBEACHHOU
paguodactoTHou abmsiuuu (PHA).

Metoauku KaTeTepHON ACCTPYKIIMU 3aBUCIT OT MEXaHW3Ma BO3HUKHOBCHUS
aputMun. Kak yxxe 00CyXIanoch, KelnyJqoukoBbie HapymieHus putMma npu AJ[ITDK
00yCIJIOBIIEHBI TUOO aHOMAJIBHOM SKTOMUYECKON aKTUBHOCTBHIO, TUOO HAJTUYHEM 30H
"Me/UIeHHOTO" TpoBeleHuss U re-entry Taxukapausmu. g Bepuduxanuu
AHOMAJIbHOM SKTONMMYECKOM aKTUBHOCTH UCIIONIB3YIOT COUETaHUE ""CTUMYIISIIMOHHOTO
KapTUpOBaHUs" M MOUCK 00JacTH HamOoJiee paHHEW aKTUBALMU KeTyno4ykoB. [lpu
TaxXUKapJuud, OOYCIOBJICHHON MeXaHHW3MOM re-entry HauOosee 3(PGheKTUBHO
BO3JICHCTBUE TOKAa BBICOKOM 4acTOThI B 30HY 'MenieHHoro nposeaeHus" (Kusano
K.F., 2000). 3nexkTpo-aHaTOMHUYECKOE KapTUPOBAHUE TIO3BOJISIET HE TOJBKO
ONpENIeNIUTh MEXAHU3M TaxXWKapJuW, HO U PaCIpPOCTPAHEHHOCTb MATOJIOTHYECKOTO
nporecca (Boulos M. ¢ coasr., 2001).

Hcnonp3oBanue »MUKapAUANbHONW aOisaiuu ToBbIaeT G dexTuBHEE, YeM
saporenuanbHas npu AJIIDK (Corrado D., ¢ coast., 2010). D10 0OBsCHAETCS
HamuaueM y OonbHbIX ¢ AJIIDK Oonee mupokod HU3KOAMIUTUTYIHOW 30HBI
(“pybmia”), comeprkarieit 30HpI MeJICHHOTO TTpoBeaeHus pH KT Ha snMKkapauaibHOM
MIOBEPXHOCTH 10 CPABHEHUIO C SHAOKApAHaIbHOM. 110 naHHBIM psia ucciienoBaTeneu,
KOMOMHUPOBAHHBIM  SHAOKAPAMAIBHBIA  W/WIM  SIUKAPAUAIBHBIM  MOJIXOJIbI
MO3BOJIAIOT AocTHYb Oombiiei adpdexkruBHocTH PUA (Bhonsale A., ¢ coast., 2011).

Hctopuuecku BOepBbIe yCIEUIHYIO KaTeTepHYo aectpykuunto ¢ AJIIIDK nmposen
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B 1984 r. Puech P. ¢ coaBtr. M3onupoBannas mnpouenypa PYA oka3biBaercs
s dextuBHOM B 60% ciyuaeB (Fontaine G. ¢ coast., 2000). IIpu orcyrcTBUM 3 dhexra
oT panee npoBeneHHoM PYA TpeOyercs mpoBeaeHUE MOBTOPHBIX mpoueayp. Ilo
JAHHBIM psiza aBTOpoB, A(PdekT moxer ObITh AocTUTHYT B 80-90% ciydaes
(Marchlinski F. ¢ coaBr.,2004; Soejima K., 2004; Manaka T., 2005).

ITo nanubiM OI'BY “denepanbHblii UEHTP cep/illa, KPOBU U SHIOKPUHOJIOTUH
uM. B.A. AnmazoBa” pannuii a3gdexkr PUA XD u neycroriunsoit XKT y GonbHBIX €
ANIDK coctasnsieT 88%, B oTnanenHom nepuone — 56% (Tarapckuii P.b. ¢ coaBrt.,
2013).

Opnaxo, no gauasiM HIICCX uMm. A. H. bakynesa PAMH, a¢dextuBHOCTS Npu
UCITOJIb30BAHUH XUPYprudeckux MeToaoB y 00ibpHBIX ¢ AJIITK cocraBuna 70%, a mpu
UCIIOJIb30BaHUM KaTeTepHbIX MeTonoB — 64% (bokepust JI.A. ¢ coast., 2004). B
neiaoMm, dpdekTMBHOCT, ©  OTAaNeHHBbIE pe3ynbTaThl PUA  oOycroBieHbI
NOJMMOPPHOCThIO  CyOCTpaTa  TaxUKapAuH, TPYJHOCTSIMHU  HACHTUPUKAUU
KPUTHYECKON 30HBI W JalbHEHIINM TeueHueM 3aboineBanud. [lo maHHBIM peructpa
knmuHukd John Hopkins, He3aBucumo OT mnepBoHauyanbHOM 3(ddekTuBHOCTH PUA
KyMYJIATUBHAs BBDKHBAEMOCTb OOJBHBIX M OTCYTCTBHE apUTMUN B OTIAJICHHOM
NIEPUOJIC COCTABMIIM TOJIbKO 50% uepe3 5 mecsiieB HaOmoaeHus u 25% — ydepes 14
mecsiteB. (Dalal D. ¢ coast., 2007). [lo manaeim Reithmann C. c¢ coast. (2003)
peunaus KA nabmonancs y 40% 6onpHBIX uepes 7 mecsieB nociie PUA, mo naHHbBIM
Verma A. c¢ coaBrt. (2005) - y 47% 6oapHbIX yepe3 3 rona nocie PUA. mmmanTanus
KapJMOBEPTEPOB-ACHUOPHILISATOPOB.

PannoMu3upoBaHHbIE CpPaBHHUTENbHBIE HCCIEAOBAHUS Pa3HBIX METOJOB
neuennst y 60apHBIX ¢ AJIIDK He mpoBoamnmucs. OqHako, B HACTOSIIEE BPEMS AKTUBHO
UCTIOJIB3YIOT ~ HMMIUIAHTAlMI0  KapauoBepTepoB-AehudbpmmstopoB. WK B
KIIMHAYECKON TpaKTUKEe HUCIONB3yIT He Oomee 30 ner, omHako 3¢ (hEeKTHBHOCTH
COBpeMEHHbIX ycTpoilcTB mocturaetr 100% mpu KenyJouKOBOM TaxXWUKapAUU H
bubpuwmisiiuu  xenyaoukoB. MKJ/[ ucnons3yroT st MEpBUYHONM W BTOPUYHOM
npopunaktuku BCC. ITlonm BCC mnoHMMaioT HEHAaCWIbCTBEHHYIO CMEpPTh OT
CEepJICYHON MPUYMHBI, PA3BUBIIYIOCS MOMEHTAJIbHO WM HACTYIHUBIIYI0 B TEUCHUE
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yaca ¢ MOMEHTa BO3HUKHOBEHHUSI OCTPBIX H3MEHEHUW B KIMHUYECKOM CTaTyce
6onpHOro (HannonaneHble PekoMeHganum no onpeaeeHnto pucka U NpoQuiIakTuke
BHE3aIHOW cepaedHol cmeptu, 2012).

Cornacio  HammonaneHbiM =~ PexoMeHJanusM MO  ONPEACNICHUIO pUCKA U
npoduiiakTKe BHE3amHoM cepaeunoi cmeptH, 2012, "ummnanTanus UK/ nokazana
st npodpunaktukn BCC nanuenTtam ¢ ycraHoBieHHbIM nuarHozom AJIIDK, mpu
HaJIM4YUM JTokazaHHOW ycToiuuBod XT wnum snuzona uUOPHWLIAIMHN KETyI0YKOB
(®XK) (ocHOBHBIEC (haKTOPHI PUCKA), UMEIOIIUM XOPOUINNA (PYHKIIMOHAJIBHBIA CTATyC
pU YCIOBUM OXKHIaeMOW MPOJOJKUTENbHOCTH kU3HU Oonee 1 roga" (Knacc I, B).
"Ummmantamuss UKJ[ moxer ObiTh addexktuBHa s npodunaktuku BCC 'y
nanueHToB ¢ TsokenbiMu hopmamu AJ[IDK, umeronuM Takue ¢GakTopbl pucka Kak
BOBJIeUeHUE B narojioruyeckuid npouecc JIK, cemeitnbiii anamue3 BCC y 30 ogHoro
1 0ojiee YJICHOB CeMbH (MM HAJIMYUE Y WICHOB CEMbU AMU30J0B CHUHKOIE HESICHOU
sTrosoruu, B ciydasx, korga KT wian ®@X He ObUTM UCKITIOYEHBI KaK MPUYMHA
CUHKOIIE), UMEIONINX XOPOUINi () yHKIIMOHATIBHBIN CTATYC, IPH YCIOBUU 0XKHIaeMOU
npojopkuTeNbHOCTH ku3Hu Oonee 1 roma (Kmace Ila, C)" (HauwmonanbHbIE
PekoMeHanuu 1Mo OIpeAeNieHuI0 pucka W Npo(UIAKTUKE BHE3AIMHOW CEepIeYHOM
cMmeptu, 2012).

JlononHuTenbHbIM  (AKTOPOM  HEOJAroNpUsTHOTO  TPOTHO3a ISt
Bo3HukHOBeHUs1 BCC y O6onpubix ¢ AIIDK siBnsiercs BbisiBnenue tuna ARVD2,
MPUBOISIIETO K BOSHUKHOBEHUIO mosiuMopdroit JKT.

O¢ddextuBrnocts UKJ[ nns mepBuunOol u BropmuHoM mnpodunaktuku BCC
nocturana 50% y 6ompHBIX ¢ AJIIDK mo mamaeim DARVIN - enuHCcTBEeHHOTO
KPYITHOTO MHOTOLEHTPOBOTO HuccaegoBanus 1o mnpuMmeHennro WK/ ¢ nensro
MEPBUYHON W BTOPUYHON MPOQPMIAKTUKHA BHE3amHON cMepT y OonbHBIX ¢ AJITDK.
(Corrado D. c coasr., 2004). B uccrnenosanue ydactsoBainu 132 GosbHbIX (78% -
rpynmna BTOpUYHON mpodunakTuku, 22%- rpymnmna nepBUYHON NMPOPUITAKTUKH) B 22
uentpax Cesepnoit Utanuu u B 1 nentpe CILA co cpokom HaGmtoaeHus 39 mecsiies.

bonbabie ¢ AJIIDK xapakTepn30BavCh NOBBIIEHHBIM PUCKOM OCJIOKHEHHH,
cBa3aHHbIX ¢ umruiantanuedn WK/I: Oosiee BbicOKass BEpoOSITHOCTH Mepdopanuu
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n3MeHeHHoro muokapnaa [IDK TpaHCBEHO3HBIMU 3JEKTPOJAaMU BO BpeMsl ONEparuu
(0,6-5,2% cny4aeB), Ooiee BBICOKHME IMOPOTH CTUMYJSIMH U JIePUOPHILIAINN
n3MeHeHHoro wmuokapnaa IDK, Hapymenun perekuuu Ha (OHE CHUXKEHHOM
aMIIMTyAbl R BoiHBI, uTO CHIKAeT 3 PpexkTuBHOCTh padoTel MK/I.

Hecmotps nwa WK]l, OonpmuHCTBO OoONbHBIX mpuMmeHstoT AAT s
COKpAILleHHUs KOJIMYECTBa BKJIIOYEHUM KapauoBeptepa-aedudpmmsatopa (Gatzoulis
K. ¢ coasr., 2000; Amun C.M. ¢ coasr., 2009).

CornacHo HanumonanbHbiM PekoMeHmanusiM 1o  ONPEACNICHUIO pHUCKa U
npoduiakTuke BHeE3amHOM cepaeuHodt cmeptu, 2012, wusonupoBanHass AAT
(aMHOJAapOH MM COTaJION) MOXKET ObITh AP eKTUBHA AJis jeueHus ycronunBoit KT
win ©XK y manmentoB ¢ AHAIDK mpu HEBO3MOXKHOCTH WJIM Helesleco00pa3HOCTH
umiutantanuu MK/,

3AKJIFOYEHUE

AIDK - penxo BcTpewaromiasicsi MaTtoJjOTHsl, BbI3bIBAIOLIASA Y KIMHUIIMCTOB
OTIpEJICICHHbIE TPYIHOCTU TIPU ONPENEICHUU TUArHOCTUYECKOW U JieueOHOU
TakTuku. B mpornoctuyeckom otHomennu AJIDK - omna u3 Hambonee 4acThIX
npuurH BCC y nui Mosogoro Bo3pacta B pa3BUTHIX CTpaHaX MHUpa W BTOpas IO
3HaunmocTy npuunHa BCC y mun monoxe 35 netr B Poccun. B cBsizu ¢ uewm,
nepBuYHas U BropuuHasg npodunaktuka BCC y ganHO#M rpymnmbl 60JbHBIX 3aHUMAET
Benymiee Mecto. Kpome Toro, mpobiema sedenust 6oibHBIX ¢ AJIIDK ocraercs
HEPEUIEHHO! U BBI3bIBAET MHOKECTBO IPOTHUBOPEUHUid Kak ¢ npuMeHenneM AAT, Tak
U C UCIOJIb30BAaHHMEM HMHTEPBEHIMOHHBIX U KaTeTepHbIX MeTonoB jeueHus. AJIIDK
ABIISIETCS. MPOrPECCUPYIOIIUM 3a00JIEBAaHUEM, COIMPOBOXKIAIOLINMCS  TSKEIBIMU
apUTMHSIMH, C HMCXOJAOM B OHMBEHTPUKYISAPHYIO CEpPACYHYIO HEJOCTaTOYHOCTD,
JIeYEHUE KOTOPOW TaKKe BBI3bIBACT TPYIHOCTH, YUYUTHIBAs, YTO MPUMEHEHUE
PECUHXPOHU3UPYIOLIEH Tepanuu y AaHHOM TpyHnbl MAallMEHTOB HE MNPUBOAUT K
xenaemomy 3 dexty. CBoeBpeMEHHOE CJIEJOBAHHUEM COBPEMEHHBIM PEKOMEHJAIIUAM
no gneyeHutro XCH wu mno mnpodunaktuke BCC no3BoiUT mHpeaynpeauThb
BO3HUKHOBEHUE TSXKEIbIX OCI0KHEHUN U YIYUIIUTh NPOTHO3 y 00abHbIX ¢ AJITTK.

AIIDK - 3abonieBaHue, BbI3BIBAIOLIEE HHTEPEC HCCIENOBATENIC Kak B
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YTOUHEHUU AaCMHEKTOB JTHOJIOTMM U TATOreHe3a, Tak M B  BbIpabOTKe
JMArHOCTUYECKOTO M JIe4eOHOro ajirOpuTMOB, TMOCKOJIBKY JaHHAas MAaTOJIOTUS B
MHUPOBOW MEJIMLIMHE UCCIIEA0BAHA HEIOCTATOYHO.
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