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Apummoeennas oucnaazus npagoeo Jceayoouxa — 3mo HAcAe0CM8eHHAs KapouoMUonamus, XapaKkmepusy-
oujasaca cmpyKmypHoiMU U (YYHKYUOHANBHOIMU HAPYUIEHUAMU 8 NPABOM Jiceay0oHKe, Ymo 6 pe3yivmame
npuBooUm K Hceayo0oUK08bIM HAPYUEHUAM PUMMA. APUMMOCeHHAsT OUCHAG3USI NPABO20 HCeAYOOUKA 651~

emcsi 00HOI U3 8AJICHBIX NPUYUH BHE3ANHOU cepOeuHOll cMepmu Yy M0A00bIX AI00ell U CHOPMCMEHO08.

CmpykmypHble HapywleHus: npu apummoceHHOl OUCHAA3UU NPAB020 MCeay004KA CE53aHbI C ICUPOBOLL
uH@uabmpayuetl u ubpo3omM MUOKAPOa npasoeo JiceayodouKa. Imu usmeHeHus nNPUGoOsm K NpoepeccugHoll
dunamayuu u OUCHYHKUUU NPAB020 JHceny0oUKa, a maKdice K 603HUKHOBEHUIO JICUSHEY2PONCAIOUUX dceny-

004K08bIX APUMMULL.

s 6oaree mounoil duaenocmuku u nocmarnosku ouaerosa 6 2010 e. paboueii epynnoii 6viau cKOppeKmupo-
6aHbl duazHocmu4eckue Kpumepuu 3a001e6aHUs, KOMOPble BKAOHAIOM 6 ce0s 60abluUe U Maable Kpumepuu

U3 6 pazauMHbIX KAme2opuil.

Baxchyio poav 6 duaenocmuke 3abonesanus ueparom IKI, IxoKI, MPT cepoya, a maxice 6uoncus

Muokapoa.

TIpoeros 3abonesanus uacmo 3a8UcUm om c60espemMeHHOl NPOYUAGKIMUKU 8He3ANHOL cepOeUuHOll crmepmi,
a UMeHHO UMnAaGHmayuy Kapouosepmepa-oeguopunismopa. Ipu nasuuuu cumnmomamu4eckoll cepoeuHoll

HedoCcmamoyHoCmu Heodxo0UMo ee MeOUKaAMEeHMO3Hoe NeHeHue.

Kawuesvre cnoea: xapouomuonamus; 6He3ANHAS cepOevHAss CMEPMb, XPOHUUECKAs cepoexHas

Hedocmamowiocmb, J1e4enue.
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Arrhythmogenic right ventricular dysplasia is a hereditary cardiomyopathy characterized by structural
and functional disorders in the right ventricle, which results in ventricular arrhythmias. Arrhythmogenic
right ventricular dysplasia is one of the important causes of sudden cardiac death in young people and

athletes.

Structural disorders in arrhythmogenic right ventricular dysplasia are associated with fibrosis and fatty infil-
tration of the right ventricular myocardium. These changes lead to progressive dilatation and dysfunction of

the right ventricle, as well as the occurrence of life-threatening ventricular arrhythmias.

In 2010 The Task Force corrected the diagnostic criteria of the condition, which include large and small cri-

teria from 6 different categories to make the diagnosis more accurate.
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ECG, EchoCG, MRI of the heart as well as myocardial biopsy play an important role in the diagnosis

of the disease.

Prognosis of the disease often depends on the timely prevention of sudden cardiac death — the implantation of
a cardioverter-defibrillator and optimal drug therapy of the symptomatic heart failure.

Key words: cardiomyopathy; sudden cardiac death; chronic heart failure, treatment.

Beenenne

PUTMOTEHHAs JUCTUIA3UsI/KapauOMUOIIaTUs
npasoro xenaynouka (AITTPK/AKITK) sasns-
€TCsl HaCJIEACTBEHHOW KapIMOMUOIIaTUEN, Xapak-
TEPUBYIOIIEHCA CTPYKTYPHBIMU U (YHKIIMOHAJb-
HBIMU HapyIIeHUSIMHA B TIPAaBOM KeJyIOYKE, UTO
B pe3yJIbTaTe MPUBOIUT K XKeJTyTOUYKOBBIM HapyIlle-
HUSIM pUTMa. DTO OJHA U3 BaXKHbIX NMPUYMH BHE-
3anHoit cepaeunoit cmeptu (BCC) y MosioabIx Jro-
neit — 11% Beex ciydaeB u 22% ciaydaes BCC cpe-
IV CIOPTCMEHOB [1].
AJITTK BmepBoie Oblla omucaHa B 1977 T
W BKJIOYEHa B KjaccubuKalUio KapauOMHUO-
natuii BcemupHO# opraHuzauuMuy 3apaBoOXpaHe-
Hust B 1996 . C Tex mop ObLIM JOCTUTHYTHI 3HAYM-
TeJbHbIC YCIIeX B TOHUMAaHUM €€ 3TUOIaTOreHesa,
IUArHOCTUKHU U JedeHus [2].

ITarodusnonorus

CrpykrtypHble HapyiieHus ipu AJITT2K cBsizaHbl
C >XKMpPOBOU MHGWIbTpaLneil 1 (pudpPo30M MUOKAp-
na [12K. Dti u3aMeHeHUsI IPUBOIAT K TTPOTPECCUB-
Ho#t nunatauuu u auchynkuuu [TK. JIeBblii xxemy-
JoYeK, KakK MpaBuJio, MeHee BOBJICUEH B MATOJIOTH-
yeckuit mpouecc [3]. Omnako S. Sen-Chowdhry et al.
o0HapyxuIM, Habmonas koropty u3 200 npobdaH-
JIOB, UTO BOBJICUCHHOCTD JIEBOTO XKeJIyJI0uKa MOXKET
Jaxke TIPEIIIeCTBOBATh HAYally 3HAYUTEIbHOM MIC-
(byHKIIMM MTPaBOro Kejayaodyka. ¥ MalyeHTOB ¢ Mo-
paxkeHUEM JISBOTO JKeJTyI0uKa IMPOrHo3 Xyxe [4].
MexaHu3Mbl MUOKapaWaaIbHOTO TOBPEKICHUS
BKJIFOYAIOT:
— amomnTo3 (3amporpaMMHPOBAHHYIO THOEThb
KJIETOK);
— BocIajieHue, OOUIMPHBIN (HUOPO3 U CHUXKe-
HUe (YHKIIUK;
— 3KMPOBOE 3aMellleHUe MUOKap/a.

ATHosorug

AIITK gBnsieTcsd HacJieICTBEHHBIM 3a00JieBa-
HueMm. CeMeiiHble ciaydan coctaBisiioT 30—90%
Bcex cinydyaeB. Kpome Toro, AJITT2K MoxxeTt ObITh pe-
3yJIbTaTOM TMPUOOPETEHHON BUPYCHOW MHQEKIUU
(MUOKapJWT) UJIM HEYCTAaHOBJIEHHOMN HAaCIeICTBEeH-
HOCTU. BriojHe BEpOSITHO TakXke, YTO TallMeHThI

C TEHETHUYECKON TpeapacIioIoKEHHOCThIO 0OoJliee
CKJIOHHBI K pa3BUTHIO MUOKapauTa [5].

3abojieBaHNE TPOSIBIISCTCS 4Yallle Y aKTUBHBIX
JIIOJIEeH, KOoraa MeXaHU4eCcKoe HallpsoKeHUe MOKET
BBI3BATh MOBPEXKAEHUE KJIETOYHON MeMOpaHBbI,
BocmajeHue U GruOpPo3 B MPeapaciIoOKEHHOM MU~
OoKap/ie IpaBoro XeJyIouka.

Ieneruxa

ANITXK cuutaeTcss TeHETMYECKM OOYCIOBJICH-
HbIM 3a00JiIeBaHUEM, TaK KaK OOJBIIMHCTBO CJIydya-
eB SIBJISIIOTCSI ceMeiHbIMU. Takke umeeTcsl reorpa-
¢duyeckast o0coOeHHOCTb BcTpeuaemoct. Hauboree
pacmpocTpaHeHHasl cxeMa HacJieOBaHUsI — ayTo-
COMHO-TOMWHAHTHAs, ¢ TIEPEeMEHHON TIeHeTpaHT-
HOCThIO B Tipeaeniax 20—35% uneHoB cembu [6, 7].
Jlionu, xuBymne B peruoHe Beneto (Mrtanus),
UMEIOT 0oJiee BBICOKYIO CTeTIeHb TeHETPAHTHOCTH.
AyTOCOMHO-PEeLIECCUBHbBIN TUM HacieaoBaHus (60-
Je3Hb Hakcoca) BcTpedaeTcsl Ha TpedecKoM OCTPO-
Be Hakcoc, oH accolluMpoBaH ¢ KepaTo30M Jano-
Hel U MOJO0IIB U BbIOLIUMUCS BoJlocaMu. [eHeTnye-
cKasl MyTalusl MPOMCXOIUT B Xpomocome 17q21,
1 TIEHETPAHTHOCTh cocTaBisieT moutu 100%.

Ienetnueckue Hapymenus npu AITTXK nokanm-
3yloTcs B xpoMocomax 1, 2, 3,6, 7, 10, 12 u 14. Yya-
CTBYIOT T€HbI, OTBETCTBEHHbIC 3a KOJAUPOBAHUE
mwiakorjgoouHa (JUP), necmomnakuna (DSP), mna-
kopununa-2 (PKP2), necmorneuna-2 (DSG2), ne-
cmokosumHa-2 (DSC2) u apyrux 6enkos [8—10].

B 2011 r. O6mecTBo cepaeuHoro putma (Heart
Rhythm Society) u EBponefickasi accouuanus cep-
neuynoro purma (European Heart Rhythm Asso-
ciation) onmyOJIMKOBaId KOHCEHCYC T€HETUYECKOIO
TeCTUPOBaHUSI TIpU KapauomuonaTusx [11].

MU IEeMUOIOT U

B cBsA3M ¢ MHOXXECTBOM IMAarHOCTHUECKHUX 3aMad
TOYHasi 3a00JIeBa€MOCTh M PacIpOCTPAHEHHOCTh
AJITTK ocTaeTcst HeM3BECTHOM, TaK KaK KJIMHUYEC-
K1 OECCUMIITOMHBIE CTy4al MOTYT OBITh HE BBISB-
JieHbl. BeTpeyaeMocCTh y Ul rpeyecKoro u uTasb-
stHCKoro TpoucxoxaeHus — 1 Ha 1000—5000 Ha-
ceJieHus.

B CIIA B xoropre u3 100 maiueHTOB cpel-
HUI BO3pacT Ha MOMEHT TOCTAHOBKM JuarHosa
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coctaBuia 26 jet, 1 51% m3 HUX OBITM MYXXUYUHBI.
Menuana BpeMeHHU A0 TMOCTAaHOBKM AUArHo3a co-
craBuia | roia, a MeauMaHa BbIKMBAeMOCTH BCel
KOropthl — 60 JieT.

IIpornos

AJITTXK gBisieTcs BaXXHOW MPUYMHON BHE3AITHOMU
CepIeyHOl cMepTH y MoJIombIx Jiomeit: 11% Bcex
ciydaeB M 22% ciiydaeB cpelu CIIOPTCMEHOB.

Y GOoJIbHBIX C MOpPaXXEHUEM JIEBOTO KEIya0uKa
MPOTHO3 XYXeE.

AnamHe3

IMaumnentsr ¢ AATTK uMeroT MUPOKU CEKTp
KJIMHUYECKUX MPOSIBIIEHUI — OT 0€CCUMITOMHOTO
TEYEHUST 10 OMBEHTPUKYISIPHON HEIOCTaTOYHOCTU
/WA BHE3aITHOU cepaedyHoit cmeptu [12, 13].

OO61IMe CMMITOMBI 3a00JIeBaHUST BKJIFOYAIOT:

— cepauebuenne (27—67%);

— obmopoku (26—32%);

— BHe3aITHyIo cepaedHyo cMepTh (10—26%);

— aTUIUYHYIO 60b B Tpynu (27%);

— oapiky (11%).

CepauebueHue siBaseTcsl Hauboliee YacTbIM
CUMIITOMOM U BBI3BAHO XEJIyTOYKOBBIMU aPUTMUSI-
MU. B 3aBUCHMMOCTM OT TSDKECTU 3a00JIeBaHUs XKe-
JIyIOYKOBBIE SKTOITUU MOTYT OBITh U30JIMPOBAHHBI-
MM WJIM TIPUBECTH K HEYCTONYMBOM/yCTOMUMBOI
JKeJTyTOUYKOBOU TaXxuKapAauu, (pUOpUIUISLIUU XeTy-
JIOYKOB M BHE3AITHOUN CEpIEeYHON CMEPTH.

[IporpeccuBHasi TUCOYHKUMST TPABOTO KEJy-
JIOUKA MPOSIBIISIETCS OABIIIKONM U OTeKAMU HMXKHUX
KOHEUHocTel. B Gojiee TsSKenbIX ciydasx ¢ BOBJIE-
YeHHEeM JIEBOTO KeJyJouyka y TalMeHTOB MOXET
pa3BUBATbCS OWMBEHTPUKYJISIpHASl 3acTOMHas cep-
Jie4Hast HEI0CTATOYHOCTh, YTO MOXKET UMUTUPOBATh
JUIaTAlMOHHYI0 KapauomuormnaTtuio. CymnpaBeHT-
PUKYJISIDHBIE apUTMMU, B TOM 4YHUCJIE TpereTaHue
u GUOPUIIALUIO TIpeACcepaAnii, MOXHO YBUIETD
B 25% cnyuaes.

®Dusunyeckre Harpy3ku MOTYT CIPOBOLIMPOBATH
JKeJTyJOUYKOBbIE HApYILICHUs] PUTMA U BHE3AITHYIO
cepaeunyio cMepthb. C ALK cBszanbl 22% ciy4da-
eB BCC cpenn Mojtogbix cnopTcMeHOB B CeBepHOI
Wranun [14]. B Coennnennnix LlTatax B 286 ciy-
yasgx BCC y cnopTcMeHOB HanboJiee pacipocTpa-
HEHHOI MPUYMHON SIBUJIACh TUIEpTpoduuecKast
kapauomuornatusi, a AITTK BcTpeyanach TOJIBKO
B 4% ciyJacs.

DKcTpakapauajabHble TIPOSBICHUST BKIIOYAIOT
JIaIOHHO-MOJOLIBEHHBIN KEPaTO3 U BBIOIIUECS BO-
JIOCHI, HAOJII0JaeMbI€ Y JIFOJICH ¢ HAC/IeJOBaHUEM IO
ayTOCOMHO-PELIECCUBHOMY TUITY.

Mnddepennuanbaas AMarH0CTHKA

Houonamuueckas npasosceayoouxosasn
maxukapous

DTO OTHOCUTEJBHO AOOPOKAYECTBEHHAs] apuT-
Mus1, KoTopasi MoxeT nuMmutuposath AIITT2K Giaro-
napsl XKeayoJoyKOBOUM TaxuKapIuu ¢ Mopdosoruei
Mo TUIy OJ0Kaabl JeBOK HOXKM Tyuka [iica, Bo3-
HUKalolei mpu pusndeckoir Harpyske. I1lpu aTom
cepAle CTPYKTYPHO He M3MEHEHO M HeT HUKAKUX
maHHbIX 00 AITK mim BHe3amHOI cepaedHO
CMEPTU B CEMEMHOM aHaMHE3e.

Ha DKI npu npaBoxeayaoukoBOi TaxukKapauu
BepTUKaJbHbIE T-BOJHBI B OTBeAeHUSIX V2—V5
U SIICWJIOH-BOJIHBI OTCYTCTBYIOT [15, 16].

Anomaaus Yasa

D10 penkoe 3a0ojieBaHUE, XapaKTepU3yIoIlleecs
MOJHBIM OTCYTCTBUEM MHOKapjaa IpaBoOro Kemy-
I0YKa, YTO TIPUBOIMT K PE3KOMY HMCTOHUYCHUIO
CTEHKHU TPaBOTO XeJayao4yka (mepraMeHTHOMY Tpa-
Bomy xenyaouky). [Tpu AITI2K muokapa 3aMeHs -
ercsl (MOPO3HOM TKAHBIO PA3HOM CTEIEHU BbIpa-
>KEHHOCTH.

Jusamauuonnasn xapouomuonamus

buBeHTpuKyIsipHass AuiaTalvs M 3acTOHas
cepleyHass HeIOCTaTOYHOCTb KJIIMHUYECKU MOTYT
nMuTpoBaTh cumiTombl AJITI2K ¢ BoBieueHneM
sneBoro xejiyanouka. DKI'- m MPT-nipusHaku npu
AJITTK momMoryT pa3inuuTh 3TH JBa BUa Mopaxe-
HUS cepala.

JIaGoparopHble ncciie[0BaHAS

Huarnoz AJITTZK mpencraBiseT coOoii cepbes-
HyI0 mpo0JieMy M3-3a CBOEi pa3HOOOpa3HOU KIIM-
HUKA W TpeOyeT OOJBIINEro BHUMAHUSA Yy TPYIII
BBICOKOTO pUCKa. B mpoIiioM nuarHo3bl ycTaHaB-
JIMBAJINCh Ha OCHOBE ITOCMEPTHBIX 3aKJIOUYEHUI
WJIN THUCTOJOTMYECKOTO TIMONTBEPXKACHUS ITyTEM
9HJIOMUOKapAUaIbHON Ouorncun. TeM He MeHee
SHIAOMUOKApAMaIbHAsg OWOIICUS WMeeT OTpaHM-
YEHHYI0O YYBCTBUTEJbHOCTb M3-32 YaCTUYHOIO
BOBJICUEHMS] B MATOJOTUUECKUIA MPOLIECC MPaBOro
KeJTyIouKa.

B 1994 r. MexngyHapomHasi pabouyasl rpyiia
BIIEPBBIC MPETOXKIIA UCITOIB30BATh IS TUAaTrHOC-
THKU OOJIbILINE U MaJTbIe TUaTHOCTUYECKIE KPUTEPUU
AJNITTK Ha ocHOBe ceMeitHOTO aHaMHe3a, apUTMUU,
OKI, xapakTepuUCTHMK MHUOKapiaa, CTPYKTYPHBIX
U (pyHKUMOHAIbHBIX U3MeHeHui [12K. DTu kpute-
puM OBTM BeCchbMa CIeIM(HWYHBI, HO HE XBaTallo
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Puc. 1. DnexrpokapauorpaMmma npy apuTMOI€HHOM AUCIUIa3UX MPaBOro XXeJyaouyKa

YYBCTBUTEJIBbHOCTH, TO3BOJISIIOIIEH OOHApYKUBATh
3a00JieBAaHUE HAa PAHHUX CTAUSIX, a TaKXKe ceMei-
Hy10 (popMy OOJIe3HMU.

B 2010 r. xpurepuu paboueil rpyrmnbl ObLIU
CKOPPEKTUPOBAHBI C YYETOM KOJUYECTBEHHBIX
KpUTEpUEB U OTKJIIOHEHUI HA OCHOBE HOPMaJbHbBIX
nokaszareneid. [lpenjgoxeHHass TEPMUHOJOTUS [JIs1
nuarHoctuku AJITTK BxiirouaeT OosblIve U Majble
KPUTEpUH M3 6 pa3TUIHBIX KaTeropuii [17]:

— m1o0aJibHasl WIM peruoHajbHash TUChYHKIINS

U CTPYKTYpPHblE U3MEHEHHUSI IO JaHHBIM
OxoKI, MPT u/wnmm anruorpaduu ImpaBoro
JKeJIy10uKa;

— XapaKTepucTUKa CTEHKU MO JaHHBIM 3HIO-
MUOKapIuaIbHOI OUOIICUU;

— HapyllIeHUs] pernojisipu3aluy MO JaHHBIM
OKT;

— HapylIeHUsT Ienoasipyu3alu,/IpoBOIUMOCTU
o gaHHbIM OKI u/unm curHaiam ycpeaHeH-
Hoit DKT;

— apUTMMU TI0 JTaHHBIM XOJTEPOBCKOTO MOHMU-
TopupoBaHust DKI;

— ceMelHbIl aHaMHe3 (CM. HUXe).

TouHblil AUMarHo3 omnpeneseTcss Kak MpUCyT-
cTBUE 2 OONBIIUX KpUTepUeB, WJIM | OOJIBIIOrO
U 2 MaJIbIX KpUTEPUEB, WU 4 MaJIbIX KpUTEPUEB.

ITorpaHuYHbBI AMArHO3 OMpenesieTcsl Kak Ha-
Jimaue 1 0oabLIoro u 1 Majoro KpurepueB Wi 3 Ma-
JIBIX KpUTEPUEB.

B03MOXHBIM JMarHo3 MOXHO CYMTATh MPU Ha-
JUYUK 1 U3 OCHOBHBIX KPUTEPUEB WJIN 2 MaJbIX
KpUTEpUEB.

bosbliivie KpuTepuu BKIIIOYAIOT: TaHHbIE CeMei-
Horo aHaMHe3a (1), moaTBepXkIarollMe AUArHO3
ANITK Ha ocHOBe KpuUTepuUeB pabodeil TIpyIl-
Ibl/ayTOTICUU, WU OTepalvIo Y POICTBEHHUKA Mep-
BOIi cTerneHu poacTsa (2), Wik UaeHTU(UKaLIUIO Ta-
TOTE€HHBIX MYTallUi, KIacCUUIIMPOBAHHBIX KakK
WMEIOIIME CBSI3b WX BEPOSITHO CBsI3aHHbIe ¢ AJITTK.
Manble Kputepun BKIIOUaoT: (1) aHaMHeCTHIeCKue
nanHble o AJITTXK (He moaTBepKaaeTCs HA OCHOBA-
HUW KpUTepUeB pabouell IpyIinbl), WJIK BHE3AMHYIO
cepaeuHylo cMepTh (1o 35 JieT) ¢ MOoJo3peHueM Ha
AJITTK v poacTBEeHHUKOB MEPBOl CTENIEHU POACTBA,
win (2) noarBepxaeHHbIN auarHo3 ALK y poact-
BEHHUKOB BTOPOI CTENEHU PONICTBA.

Bce npyrue kaTeropuu TpeOyOT A1MarHOCTUYEC-
KOTO MOMCKa, YTO 00CYKAaeTCsl HUXKE.

Busyanuszanmsa

Pesynpratet DKI' Moryr OBITb HOpMajbHBIMU
B siateHTHOM (haze AITTK, HO OoTKIOHEHUS (Iemno-
JISIpU3alMu/pernoasipu3alu U/Uid IpoBOIMMOC-
TH) BUIHBI Y OOJBIIMHCTBA MALIMEHTOB TIPU TIPO-
rpeccupoBaHuu 3aboneBanus [12, 18].

CoriacHO TIepecCMOTPEHHBIM KPUTEpHUsSIM pado-
yeil rpynmnsbl, boavuiue K -Kpumepuu BKIIOYAIOT:

— HHBEPTUPOBaHHBIN T-3y0ell B MpaBbIX IPyI-
HbIX oTBeAeHUsIX VI—V3 (3Ta 0COOEHHOCTh BUIHA
y 87% naumentos ¢ AAITXK) [19];

— BICUJIOH-BOJIHBI (MaJIOAMITIUTYAHbIC CUTHA-
JIBI MeXAy KOHLIOM KoMmiuiekca QRS u Hayajiom
syoua 7) B orBenenusix V1—V3 (Bugnel y 33% na-
uueHToB ¢ AJITTXK) (puc. 1).
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Manvie kpumepuu IKI:

— HWHBepPTUPOBaHHLIE 3yO1Ibl 7' B OTBeAeHUSIX V1
u V2 y nuu crapiie 14 et npu oTCyTCTBUM TOJTHOM
OJ10Kaabl IIpaBOii HOXKM my4Ka [iica uim B oTBene-
Husix V4, V5 nin V6,

— KOHeuHas akTuBauus Komruiekca QRS paBHa
55 Mc, u3MepeHHas OT Hadayia S-3yOLia JO KOHIa
ORS, B ToM uncie R’ B orBenenusx V1, V2 wim V3,
MpY OTCYTCTBUM IIOJIHOM OJIOKAIbl MPaBOil HOXKU
nyuka [uca.

KeaymnoukoBble SKCTPACUCTOJIUM, TIPU UX HAJIU-
YUMU, MMEIOT KOHGUTYypaluio OJ0KaIbl IMpaBOi
HOXKU Tyuka luca.

Cuenan-ycpeounennas
Anexmporkapouozpagus

Hapyirenunst Ha cuTHaNI-yCpeZHEHHOMN JIeKTPO-
Kapauorpamme SIBJISTFOTCSI OOLIMMU ¥ UMEIOT BBICO-
KYI0 YYBCTBUTEJIBHOCTb U CIIELMMPUIHOCTh, HO HE-
TOYHO TIPEACKA3bIBAIOT CIIOHTAHHBIC WU WHIYLIU-
pyeMble KeIyIoYKOBble TaxukKapAauu. HapyiieHust
Ha CHUTHaJ-YCPEeIHEHHON 3JIeKTpoKapaAuoTrpamMMe
BKJIIOYAIOT MaJible KPUTEPUU U TOKHBI UMETh I10
KpaiiHeit Mepe 1 u3 3 mapaMeTpoB MpU OTCYTCTBUU
mmTtenbHocT QRS-KoMmrmekca 110 mc 1 Gonee Ha
crangaptHoii OKI. DTu mapaMeTpbl BKIIOYAIOT
B cebs [20]:
— mmTeabHocTh QRS-xoMIuiekca paBHa 114 Mc;
— JUIUTEIbHOCTh KOHE4YHOU Yactu QRS-KoM-
miekca MeHble 40 MkB (1IMTeIbHOCTh CUT-
HaJjla ¢ MaJIoil aMIJINTyno#) paBHa 38 Mc;

— cpelHeKBagpaTUIHOE HanpskeHue 40 Mmc Tep-
MUHaJIbHOI YacTu cocraisieT 20 MKB.

Ilpoba c ¢usuueckoii nazpysxoii

Crpecc-MHIYLIMPOBAHHAS KEIYI0YKOBas TaXU-
Kapaust ¢ MopdoJIoOTUEH TI0 TUITY OJ0Kaabl JIEBOM
HOXKU my4yka [i1ca MoXeT OBITh 3aperucTprupoBaHa
S5TUM METOOM.

Cymounoe monumopuposeanue IKI
no Xoamepy

OTO MOJIE3HbIA METOJ AMAarHOCTUKM Hapyllie-
HU puTMa (Hampumep, NpexkaeBPpeMEHHbIX XeJy-
JIOYKOBBIX COKpalleHUIl, HEYCTOMYUBOU WU
CTOMKOM Xeaymo4YKOBOM TaxuKapanuu ¢ MopdoJio-
ruei mo Tuy 6JoKaabl JIEBOM HOXKM TyukKa [iica).

KenynoukoBast Taxukapausi ¢ Mopgosoruei
0JI0KaJIbl JIEBOI HOXKY MyvKa [ca ¢ BepTUuKaibHOMI
OCBIO SIBJISIETCSI OOJIBILIUM KPUTEPUEM, B TO BpeMs
KaK XeJyJOYKOBas TaXMKapaus ¢ TOPU30HTAIbHOM
WJIM HeolpeaeaeHHO ocbio u/unu 6onee 500 xe-
JIyIOYKOBBIX 3KCTPACUCTOJ B TeueHue 24 4 cuuta-

Puc. 2. YBennueHue mpaBoro Kejayaouka IpU apuTMO-
TFeHHO JUCIUIa3UK IPABOTO XeIyI04uKa

JOTCSI MaJIBIMU KPUTEPUSIMU COTLJIACHO TIEPECMOTPY
paboueii rpyIImbl.

Dxoxapouoepapus

Oxokapauorpadust CIy>KUT B KauyeCTBE CKpHU-
HUHTOBOTO METO/a JIJIs1 OLIEHKH TMAallMeHTOB C MO0~
3penuem Ha AITLXK [14, 21].

[Aunatanys mpaBoro KeJayaouyka WM HapylleHHe
JIBUKEHUSI CTEHKU COCTaBJSIIOT AMAarHOCTUYECKUE
kputepuu miasg AITTK. M3mMeHeHus 3aaHel cTeHKU
MPaBOTo KeJylo4yKa, paclojIOXKEHHON IMOJ TpeX-
CTBOPYATHIM KJIaTIaHOM, SIBIITIOTCSI HamboJiee pac-
MpOCTpaHeHHBIMU. PaciimpeHre BBIBOIHOTO TpaK-
Ta MPaBOro XKeJIYyI0uKa yaule MpocaekKuBaeTcsl Mpu
MporpeccupoBaHuM 3ab0oieBaHusI. BoBiaeueHue ne-
BOTO XeJIyTouka oTMedaeTcst B 16% ciydaes [22, 23]
(puc. 2).

Huxe mpuBeaeHbI MepecMOTPeHHbIE KPUTEPUU
paboueil rpynrbl ¢ MCIOJIb30BAHUEM JIBYMEPHON
axoKapauorpaguu.

K GoNbIIMM KPUTEPUSIM OTHOCSITCSI PErMOHANb-
HBIA aKWHE3 MO0 AMCKUHE3 IPaBOTO XeTymTodKa
WM aHeBpU3Ma U OIWH U3 CJIEAYIOIIMX MPU3HAKOB
(KoHell 11acToIbl):

— MapacTepHaJIbHbIA AOCTYIl MO IJIMHHOM OCHU
(PLAX — Parasternal Long-Axis) B BEIBOAHOI
otaen mpasoro xkeiaymouka (BOILXK) paBen
32 mMm; PLAX/BSA = 19 mm/M2; BSA (Body
Surface Area) — moiiaab NOBEPXHOCTH TeJa;

— TapacTepHaJIbHBIN ITOCTYMN MO KOPOTKOW OCHU
(PSAX — Parasternal Short-Axis) B BEIBOTHOI
OTHEJI MPaBOro Keaymodka Ooibiie 36 MM;
PLAX/BSA = 21 mm/m2;
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— OTHOCHTEIbHOE M3MEHEHHE TIIOIIAaIN COCTaB-
nser 33%.

K MaJIbIM KpUTEpUSIM OTHOCSITCS PETHOHATBHBINA
aKMHe3 1100 TMCKUHE3 IMPAaBOTo XKeTynoyKa U OTUH
U3 CJAEAYIOLINUX MTPU3HAKOB:

— PLAX BOIIX paBeH 29 MM u 0oJibllie, HO

Mmenbie 32 mm; PLAX/BSA > 16 <19 mm/M2;

— PSAX BOILX paseH 32 MM u OoJjblie, HO

MmenbIire 36 mm; PLAX/BSA > 18 <21 mM/M2);
— OTHOCHUTEJIbHOE UBMEHEHME TUIoIaau — OT 33
110 44% BKIIIOYUTEIBHO.

Maenummno-pesonancnas momoepagus cepoua

[TpaBblii >keaymouek Jydllle BU3yaau3upyercs Ha
MPT, yem Ha sxokapauorpaguu, uyro aeaaer MPT
METOJIOM BbIOOpA JUIsI OLIEHKU MPABOTo XKeJaya04Ka.
MPT ucnonb3yeTcs misi OLIEHKM pa3Mepa IpaBoro
Keaynouka, (YHKIWU, HapyIIeHUs IBUXCHUS
CTEHKM, OLIEHKU XXUPOBOTO 3aMelleHUs MUoKapaa
¥ olieHK1 o0beMa pudpo3sa [24]. I1pu AITTK mox-
HO YBMJETb YTOJIIEHWE CTEHKU WJIM €€ MCTOHYEe-
HUE, a TAKKe TTOBBILIEHHYIO TpaOeKyJISIpHOCTH [18,
25-28] (puc. 3).

Cpenn ocHOBHBIX HegocTtaTkoB MPT ormeTtnm
OrpaHNYCHHBIN OIBIT UCCEA0BATENeH, YTO IIPUBO-
JUT K YacTbhIM JIOXKHOMOJOXUTEIbHBIM pe3yJibTa-
tam. ZKrpoBasi UH(pUIBTpalKs TPaBOro XeJayaouka
0oJIbllIe HE CYMTAETCSI HATOrHOMOHUYHBIM IIpU3HA-
koM AITT2K, Tak KaK MOXET paccMaTpuBaThCsl KakK
HOPMAaJIbHBIII BapUaHT, OCOOEHHO Y JIIOACH ITOXKM-
Joro Bo3pacTta. KupoBass MHGUIBTpALUS MeHee
creudUIHa MO CPaBHEHUIO C HAPYIIEHUSIMU KU-
HETUKU MPaBOro Keaymouka [29].

B uccnenoBaHuM, TPOBOAMMOM C UCIIOJIb30Ba-
HueM MPT, pernonanpHast AUCOYHKLMS JIEBOTO
KeJlyaouka ObLia 3amedeHa B 37,5% ciiydaes ¢ TOY-
Hoit AITTK v 18,7% ciyuaeB ¢ BeposiTHOM AJITTK
Ha OCHOBE KpuTepueB padoueii rpymiisl [30].

Huxe OyayT nmpuBeaeHbI TepecMOTPEHHbIE KpH-
Tepuu pabodeil TPYMIIbI 110 HApYIISHUSIM IIPaBOrO
JKeJlyiouka.

BonbmiMu KpUTepusIMU CUMTAIOTCST HaIuvue
peruoHajJbHOro akKmHe3a JIM0O JUCKUHEe3a IPaBoro
>KeJyI0uKa WM JUCCUHXPOHUSI COKpallleHUs Tpa-
BOTO KeJTyI04YKa U OJUH U3 CJIEIYIOIINX:

— COOTHOIIIEHWE KOHEYHOTO IMACTOJUYECKOIO
o0bema IpaBoro xejaynouka u BSA y My>kuuH
cocrasnger 110 mui/m? (umu BSA pasHa
100 Mu/M2 y XKEHIINH);

— (pakuyst BeIOpoca MPaBOro XKeayaouka Cco-
crasiser 40%.

ManbiMM KpUTEPUSIMU CUYUTAIOTCS HAJIMYUE pe-

TMOHAJIbHOTO akuHe3a U0 IMCKUHEe3a MpaBoro

Puc. 3. MPT cepauia npu apuTMOTEHHON IUCIIA3UU
MPaBOTO XKeJIyI0UYKa: BUTHBI MICTOHYEHHUE CTEHOK MPaBO-
TO JXeJIyJI04YKa, pacIIMpeHre BEIBOIHOTO OT/ea TIPaBOroO
JKeTyI04uKa, XXUPOBOE MEPepOXICHUE

JKeTyIouKa Uan AUCCUHXPOHUST COKpAIlleHUs Mmpa-
BOTO XeJTyAo4YKa 1 OIWH U3 CICAYIOIINX:

— COOTHOIIICHWE KOHEYHOTO MHUAaCTOJMYECKOTO
o0beMa IpaBoro xeayaouka u BSA y MmyxxuuH
pasHo 100 mi/M?2 11 6onee, Ho MeHee 110 mir/m2
(mmu BSA cocrasisger 90 mi/M2 u Goee,
HO MeHee 100 My1/M? y XKEHIINH);

— ¢pakiys BbIOpoca MpaBoOro XKeayaoyka Cco-
crasisteT ot 40 mo 45%.

Benmpuxynoepaghus
npaesozo xceayoouxa

BeHTpukynorpadgust mpaBoro Keayaodka MOXeT
MOKa3aTh paclIMpeHUe IIPaBOro XKeJyaI04uKa, ITOBbI-
LLIEHHYIO TpaOeKyJSIPHOCTb M HapyILLIEHUsT JIBUXE-
HUs cTeHKN. OIHAKO, MOCKOJIBKY 3TOT METOI SIBJISI-
€TCSl MHBAa3MBHBIM, OH MUCIIOJIb3YeTCS PEIKO.

bonpmmMu KpUTEpUSIMHU CUYUTAIOT HaJIM4uue
pEerMoHaJIbHOIO aKWHe3a JIM0O AMCKMHE3a IIpa-
BOTIO 3KeJydo4yka U HaJlMyuhe aHEeBPU3MBbI IO NaH-
HBEIM BeHTpuKynorpadumu. IlomepeuyHo pacmoo-
JKEHHBbIC TUIepTpohUpOBaHHbIE TPAOEKYJIbl acco-
LUMPOBaHbI C HanOOJIbIIEH BeposiTHOCTRIO ALITTK
(puc. 4).

Aaexmpogusuoaocuneckoe ucciedosanue

DeKTpOo(PU3NOIOTUIECKOE UCCIASAOBAHUE MO-
KeT UMeTh 3HaYeHUE TIPU BOCIIPOU3BEICHUN XETy-
JIIOYKOBOM TaxuKapAauu. B M3MeHeHHBIX y4yacTKax
MUOKap/a, BesIBIeHHBIX HA MPT nnm axoxkapano-
rpacun (puc. 3, 4), perUCTPUPYETCS IEKTPOrpaM-
Ma aHOMAaJIbHO MaJioit amIuTynsl [31, 32].
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(10,4

Puc. 4. Bentpukynorpadus mpaBoro xeaynodyka rnpu ero
apUTMOTEHHON AMCIUIa3UU: BUIHO pacIIMpeHue TpaBo-
TO XeJTyIouka

Dudomuoxapouaavnasn obuoncus

DHIoOMUOKapaIualbHas OUOIICUS HE SBJsSETCS
PYTUHHBIM METOAOM OOCeq0oBaHuUsI M3-3a YacTUY-
HOTO TIOBpPEXIEHUS MHOKapaa, 4YTO IPUBOIUT
K TUIOXOWM JMarHOCTUYECKOI LIeHHOCTU. buorcus
CTEHKHU TIPaBOTO KeJTyJouKa TakXKe CBsSI3aHa C He-
OOJIBIIINM PUCKOM Mepdopaliu.

Hanuune ¢hubpo3HO-XKUpoBOi HUHOUIBTpALIUN
TIPY TUCTOJIOTMYECKOM MCCIICAOBAHUM HE SIBJISIETCS
naTorHoMoHMYHBIM AJITT2K, Tak Kak >krupoBast MH-
(unbTpalysi MoXeT ObITh B HOPME Y MOXWIbIX JII0-
neii. B HegaBHeM ucciegoBaHUM OBIIO JOKa3aHO,
YTO CHUXKEHHME YPOBHSI TIJIaKOTJI00MHA 1O pe3yJibTa-
TaM UMMYHOTUCTOXUMHWYECKOTO aHaI13a SHIOMHUO-
KapAuaJbHOro OMoITaTa UMEET BHICOKYIO UyBCTBU-
TEJIbHOCTh M CIEeIU(PUIHOCTD IJIST TUaTHOCTUKH
AITTX [33].

Kputepuu, ncrnosb3yeMble A5 OnpeacieHus xa-
PaKTepUCTUK TKaHU ((prOPO3HO-KMPOBOE 3aMEILIEHIE
MMOKap/ia) MpaBoOro Xeayl104uka PaCCMOTPEHBI HUXeE.

Bonbiive kKputepun BKIIOYAIOT HajlW4yude OcCTa-
TOYHBIX MUOLIMTOB MeHee 60%, omnpenereHHOE
¢ MoMOUIbl0 MOPHOMETPUYECKOTO aHaiu3a (Uau
MeHee 50% 110 olieHKe), ¢ (PUOPO3HBIM 3aMEIICHN -
€M CBOOOJIHOI CTeHKM MHUOKapja IMpaBoOro Xemy-
JIOYKa B OJHOM 00pa3iie, ¢ XKMPOBBIM 3aMeIICHIEM
TKaHU UJu 0e3 Hero.

MaJible KpUTepUuH BKJIIOUAIOT HAJTUYMe OCTaTOu-
HbIX MUOLUTOB 60—75% 1o MophoMeTpUIeCKOMY
aHamusy (i 50—65% 1o oreHKe) ¢ GUOPO3HBIM
3aMelIeHeM CBOOOTHOM CTEHKI MUOKap/Ia IpaBo-
rO KeJyJ04Ka B OAHOM 00paslie, ¢ KMPOBbIM 3aMe-
1IeHMeM TKaHU WK 6e3 Hero.

Anamomus u eucmoaoaus

Kitaccuueckoii ocobernHocThio AIITXK saBnster-
cs kMpoBasi MHQWIBTpaLUs CBOOOJHON CTEHKU
MpaBoOro XeJiyaouka. DTO MPUBOAUT K (DUOpo3y
U pyOlLIeBaHUIO, KOTOPbIe 00YCIOBIUBAIOT Pa3BUTHE
AHEBPM3Mbl WJIM AWJIATAllMM TPAaBOTO XKeJyaoukKa,
CHIDKEHUE WU TIOTepIo (PYHKIIHIA.

TunuyHble yJyacTKM BOBJEYEHHUS B IATOJOTM-
YEeCKU Mpolecc — BTO BepXyllKa, MPUTOYHBIK
1 BBIBOJTHOM OTHAEJBI IMPABOTO Xeaymoyka, HO Cy0-
9HAOKAPAUAIbHBIN CJI0I HEe BOBJEKAECTCs. DIUKap-
IVATBLHBINA ¥ CPETHUI CJTIOM NMEIOT Pa3HYyIO CTETTeHb
¢ubpo3a ¢ BKpalUICHUSIMU HUTEH KapAUOMHOIIU-
ToB. [IpumepHO B 2/3 Bcex ciiyyaeB HaOJIOAAOTCS
npu3HaKu Muokapauta. 2KupoBasi MH(OUIBTPALUS
BEPXYIIKM BBIBOJIHOTO OT/eja MPaBOro Xeayaouka
He SABJISIETCS PEIKOCTHIO I MOXET MPEACTABISITh CO-
001 HOpMaJbHBIN Mpolecc crapeHust. Tem He Me-
Hee TaM HeT (ubpo3a U pPUCK BHE3AIHON CMEpTHU
SIBJISIETCSI MUHUMAJTBbHBIM.

[Tpu BOBJIeUEHUHU B MPOIIECC JIEBOTO Keaya04uKa
TpabeKyIbl BepXyIlIKa M Teperopoaka oObBIIHO TH-
nepTpoPUpyIoTCS.

B HeboubII01 rpymre nauydeHToB u3 21 yeaoBe-
Ka C IMarHO30M, BBICTaBJIEHHBIM Ha OCHOBAHUM
KpUTepUeB paboyeli rpyIIibl, 3JIEKTPOHHAsT MUKPO-
CKOTIMS TI0Ka3aja pa3TnyHble aHOMAaJIUU B JECMO-
comax (D) y 75% naiueHTOB M IOJIOXUTEIbHBIMI
pe3yabrat ckpuHuHra D 6e10K-Koaupyollero reHa
Y IIOJIOBUHBI TTP00aHa0B. JIeCMOCOMBI HECYT OTBET-
CTBEHHOCTh 3a CBSI3bIBAHUE KJIETOK U (DyHKIIMIO
1IeJIeBbIX KOHTAKTOB [34].

Ienemuueckoe mecmupoeanue

ANITXK gBnsercss TeHEeTMYECKUM 3a00JIeBaHU-
€M, U MyTalMs TeHa JAeCMOCOM HaOJmogaeTcs
B 40—50% ciyyaeB. KinmHudeckoe MpUMEHEHHE
TEHETUYECKOTO TECTUPOBAHMS OTPAHUYEHO B CBS3U
C HECKOJIbKMMM THUIIAMU TeHHBIX MyTallWii, Iiepe-
MEHHOI ITI€HETPAaHTHOCTHIO M CPOKAMU BBIpaXKEH-
HOCTH 3a00JyieBaHUSI, TPEOYIOIIUMU JOJATOCPOYHOTO
HabmogeHus [35—37].

[eHeTHUecKoe TeCcTMpOBaHME TTOKA3aHO IS Ta-
nueHToB ¢ cumnToMaMu AJITTXK u yneHoB cemeit
MALMEHTOB C MOJIOXUTEIbHOM MyTallle.

PoncTBeHHUKM ¢ Oojiee YyeM OTHMM I'e€HEeTUYec-
KMM BapMaHTOM OTHOCSTCS K TpYIIIE ITOBBIIICH-
HOI'O pUCKa Pa3BUTHUS KJIIMHUYECKUX IPOSBICHUIA,
MOTeHIIMAJIBLHO BaxKHasl oIpeaesionas — (heHOTH-
nuYeckasi TeTEPOreHHOCTh — BO3MOXHA BHYTPU
cembu ¢ AIIT2K. B HacTosiiiee BpeMsl reHeTuJec-
KO€ TeCTUpOBaHUE JOCTYIHO IJid 7 TUIIOB Hapy-
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mennit (DSC2, DSG2, DSP, JUP, PKP2, RyR2,
TMEM43) [38, 39].

IIpodnnakTuka
BHE3aIHOH cep/iedyHol CMepTH

ITpodunakruka BCC sBisieTcs1 OCHOBHOM LI€JIbIO
sneuenust AJITTK.

Mmrmantanmst KapamoBepTepoB-aehruopuiLIs-
topoB (MKJI) pekomeHayeTcst 1Jis1 BTOPUUHOI TTPO-
unaktukn BCC y GOJIbHBIX ¢ YCTONYMBOM XKely-
JIOYKOBOI TaxuKapauei niu ¢puopuuisiiuein xKemy-
JIOYKOB, a Takxke IJIs1 MePBUYHON MPOPUIaKTUKU
y MalMeHTOB BbICOKOTO pucka. CoriacHO mpocIek-
TUBHBIM UCCJIEIOBAHUSM, CYILIIECTBYET HEAOCTATOY-
HO JNaHHBIX JJIsI OIpenesieHus] MapKepoB Tpemy-
MIpexXaeHs BHE3AITHOM cepaeyHoi cMepTu. Tem He
MeHee eCTb HEKOTOpble KIMHUYECKUE XapaKTepucC-
TUKU, CBSI3aHHBIE C BBICOKUM puckom [40, 41]:

— WHAYLUMPOBaHHAs BO BpeMs 3JIEKTpOdU3nO-
JIOTUYECKOTO MCCJIEeNOBAaHUS KeJyIl04KoBasi
Taxukapaus;

— HeyCTOWuYMBas KeJyJouyKoBasi TaXuKapaus,
3a(pukcUpoBaHHasl BO BpeMsl HEMHBa3UMBHOM
OLIEHKW/MOHUTOPUHTA;

— MYXCKOW T0JI;

— paHHee Hayasio 3a0ojieBaHus (paHee 5 JieT);

— 3HAUMTEbHAs AWJIaTallMsI [IPABOTO XKeJy104Ka;

— 0OIIMpPHOE BOBJIEUEHUE MTPABOTO XKeJIy10uKa;

— BOBJICYEHME JIEBOTO XKEJIyI0UKa;

— MpPeaUIECTBYIOLIAs OCTAHOBKA Cep/la B aHAM-
Hese;

— HEOOBSICHUMbIE OOMOPOKHU.

IMTaumeHTbl ¢ ayTOCOMHO-TOMMHAHTHBIM T€HO-
tunnoMm AJITT2K moaBepraioTcsi BBICOKOMY PUCKY
BCC, ux cinemgyer paccMaTpuBaTh B KaueCTBE KaH-
JIUJATOB Ha TEPAIUIO C UMILIAHTUPYEMBIM Kapanuo-
BepTepoM-aeduodpmisitopoM [42, 43].

Jleuenne
CHMIITOMAaTHIeCKOH apUTMHHU

Ienbto Tepanuu sBIAsSIETCS CHUXKEHUE YaCTOThI
U TSKECTU TIPUCTYNIOB apUTMUM IS OOJIETYEHMS
CUMIITOMOB.

IlepBoit nMHMENR NeKapCTBEHHOM Tepanuu, Kak
MpaBUJIO0, CUUTAIOTCS OeTa-0JI0KaToOpbl. AHTUAPUT-
MMUecKasl Teparnusi BKJIIOUaeT cieayloliue Iperna-
pathl: npornadeHoH, COTalIo] U aMUOJApOH — KakK
B OTAEJbHOCTHU, TaK U B coueTaHuu. CoTayion — Ha-
uboJsiee 3(HEKTUBHBIN MpenapaT A1 UHIYLUPYe-
MbIX WJIM HEUHAYLUUPYEMbIX KETYTOUKOBBIX TaXU-
Kapauii. AMUOIapOH He Bceraa MOXeT ObIThb MOJIe3-
HBIM U3-32 TOO0O0YHBIX 3(DDEKTOB, CBI3AHHBIX
C JUTUTEbHBIM NMIPUMEHEHUEM Y MOJIOJIbIX TTallMeH-

ToB. MapmakoTepans TakKe MCIONb3yeTcsl B Ka-
YECTBE JOTOJTHEHMUS K UMIITAHTUPYEMOMY KapIro-
BepTepy-AebUOPUIIISITOPY Y OTAEIbHBIX OOJbHBIX
C YaCTBIMU YTPOKAIOIINMU UX XXU3HU apUTMHUSIMMU.

Jleuenue
cep/ledHOi HeOCTATOYHOCTH

JomKHa TPUMEHITBCI OOBIYHAS Teparus IO
MOBOJY CEPAEYHOI HEJO0CTaTOYHOCTU, OCOOEHHO
y TIALIMEHTOB C OWBEHTPUKYJSIPHOW HEZ0CTaTOY-
HOCTBIO.

PagnoyacroTHas aGaanus

PaguouacTtorHast abjanuyst B JICUCHUM apUTMO-
reHHbIX oyaroB npu AJIIT2K nmeeT He3HAYUTEIbHYIO
3P GEKTUBHOCTD M3-3a YACTUYHOI'O XapaKTepa rmopa-
JKEHUsI MUOKap/a 1 IIPOrpecCUBHOIO TeUEHUST 3a00-
neBaHus. TeM He MeHee B psiie ciaydyaeB OHa ObLIa
HCIIOJIb30BaHA C HEKOTOPHIM YCIIEXOM B KadecTBe
ajnpTepHaTUBbl WM gonoiaHeHus K MK/, 4ToObl
YMEHBIINTD IIPUCTYITBI 3KETYT0YKOBOIM TaXUKaPAUN.

H3smenenne o0pa3a :Ku3HH

B nenom mannentam ¢ AJAILK cienyer nzoerathb
aKTUBHOM (DU3MUYECKON NeATeIbHOCTHU, TaK KaK 3TO
MOXET CITPOBOIIMPOBATH XKM3HEYTPOKAIOIINE aPUT-
muu. [TaiieHTaM He cliefyeT yJyacTBOBaTh B CIIOP-
TUBHBIX COpeBHOBaHMSIX. Takxke Jydlne M30eratb
MnpueMa BeLIECTB, CTUMYJIMPYIOLINX paboTy cepaeyd-
HO-COCYAMCTON CHUCTEMbI, TaKUX KakK KO(euH,
TiceBnO3(enprH M T. T1.

3axiaoueHue

Takum o6pa3oM, Mpu AMArHOCTUKE apPUTMOTEH -
HO¥ TUCITIa3UM TIPABOTO XETyI0UKa CIeayeT YIu-
ThIBaTh, YTO 3a00JIeBAHUE MOXKET BCTPEYAThCS KaK
y MYXUMH, TaK M Yy XEHIIUH Pa3HOro Bo3pacra.
JAnarHoCTUYECKUX KPUTEPUEB JTAHHOTO TeHeTHYe-
CKOro 3a0o0jieBaHMSI MHOTO, MO3TOMY OOHapyxe-
HHUE XMPOBOro 3amelnieHus Tkanu npu MPT-uc-
C/IeIOBAaHUM He SIBJSIETCS 00sI3aTeIbHBIM U TEM
0osiee OHO3HAYHBIM TPU3HAKOM [IJIsI TTOCTaHOB-
KU IuarHo3a. BaxkHoe 3HaueHMe HMMEIOT OIleHKa
COCTOSIHMSI TIPABOTO KeJIyJlouka M aHaIu3 DJIeKT-
pokaparorpaMMbl. 2KeTyTouKoBbIe apUTMUH, KaK
MpaBUIo, MPUCYTCTBYIOT BCErga, M yallle BCEro
WHULMUPYIOT TMAarHOCTUYECKUIA TTOUCK, HO MOTYT
YXOIUTh Ha BTOPOM IJIaH B KJIMHUYECKON KapTU-
He, €ClM BeAyLIUM KIUHUYECKUM IMPOSIBICHUEM
BBICTYTIAET «HEOOBSICHUMAS» TTPABOXKEIYI0IKOBAS
HEeOCTaTOYHOCTb.

BbicokonH(pOpMaTUBHBIM METOIOM BepuUKa-
muu AIITXK sBisieTcs 6uoncust Muoxkapa.
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