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Many inherited neuromuscular disorders include cardiac involvement as a typical clinical feature. Among the most common of them
is the group of muscular dystrophies. Dilated cardiomyopathy, ventricular arrhythmias, atrial fibrillations, atrioventricular and intraven-
tricular conduction abnormalities, and sudden cardiac death are well known pathological findings in Duchenne muscular dystrophies,
myotonic dystrophy type I and 2, Emery-Dreifuss muscular dystrophies and different types of limb-girdle muscular dystrophies and other
disorders. Detection of cardiac pathology in patients with different muscular dystrophies is possible with ECG, echocardiography and car-
diovascular magnetic resonance imaging, which are recommended for screening and early cardioprotective treatment.
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BeeneHue

MHorue HepBHO-MbILIeuHbIe 6osie3Hn (HMB), BcTpe-
yarolyecs B AETCKOM BO3pacTe, YaCcTO COYETAIOTCs C Iopa-
>xeHueM Muokapaa. Cpeau Haubosiee paciipoCTpaHEHHBIX
U3 HUX — MPOrPEeCcCUPYIONIUE MbIIIEYHbIE AUCTpOdUU
HromenHa (M), bekkepa (MIb), OMepu—/dpeiidyca
(MAOB/), muoToHMYecKast AucTpodus 1-ro Tuna, a Takxke
rpynma IMosiICHO-KOHEYHOCTHBIX MBIIIEYHbIX AUCTPOduUii
(IMKM/I). 3HaunMbIM BOBJIEUEHHEM Cep/Lia TaKXkKe COIpo-
Boxnaercst atakcust @puapeiixa. BeipakeHHOCTb W THIT
MPOSIBJICHUSI MAaTOJIOTMU Cep/ilia CieliMUUHbI B 3aBUCUMO-
ctu ot Turia HMB. Yaiiie Bcero BBISIBIISIOT IUJIaTallMOHHYIO
(AKMIT) wnu runeprpoduyeckyto (I'KMIT) kaparomuo-
MaTuIo, a Takxke U3MEHEHUsI pUTMa U MPOBOAUMOCTHU Cep-
JlIa B BUIIE HAPYILIEHUsI aTPUOBEHTPUKYJIsipHOI (AB) mpo-
BOAMMOCTU, GUOPUIUTILIMU TIPENCEPIUIA U XKeTYT0UKOBBIX
aputMmuii. Kapauomuonatuu, HapyleHus: puTMa 1 poBO-

IMUMOCTHU cepaua — Haubosee yactoie nposiBieHuss HMb
y neteit. CeromaHst U3y4aeTcsl U ONMUChIBACTCS BCe OOJIbIIIE
1 O0JIbllIe MyTallMii TeHOB, Jiexalux B ocHoBe HMBbB, u cta-
HOBMTCS OYEBUIHON POJIb TeHETUYECKUX MOIU(UKATOPOB
[1], onpenensiionux pa3BUTUE MaToJOTMM cepaua. B pe-
3yJIbTaTe CepACYHbIe U HEPBHO-MbIIIEYHbIE MPOSIBICHUS
TaKUX MyTallMil pa3aesistoT odlye naTo(pu3noaorndeckue
npoueccel. Hanpumep, crienmduyeckrie MyTaluu B TeHe
JIrcTpo(rHAa MOTYT yKa3bIBaTh Ha pa3BUTHUE B JaJIbHEIIIEM
JAKMIT y nattmentoB ¢ M unu MIDB [2]. Takke myTa-
LIMM TUCTpOodUHA BBISIBIECHBI Y MAlLIMEHTOB ¢ X-CLETUIEHHOM
JAKMIT — nepBuyHOI KapAMOMUONaTUE, KOTOpast He CO-
MPOBOXIAETCS] BOBJICUEHUEM B MATOJOTUUYECKUI MpOoLIece
CKeJieTHOW MycKyaTyphl [3]. Pe3ynsraTsl vcciaenoBaHuit
YKa3bIBaIOT Ha TO, YTO pa3pylIeHUe TUCTPOPUH-TIUKOIPO-
TEMHOBOTO KOMILIEKCa BCJEICTBME BHEIIHUX (haKTOPOB,
TaKUX KaK UIIeMUST, MOTYT ObITh OCHOBHBIM OOIIIMM I1aTO-
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JIOTUIECKMM MEXaHU3MOM, BEIYIIUM K TUCHYHKIIMU MUO-
Kapa 1 cepJevyHoil HepoctaTouyHocTH [4]. [MnepTpoduue-
cKasl KapAMOMUOIaTHs Oblia onvcaHa y 60 % malneHToB
¢ MyTanusiMu ppatakcrHa rnpu atakeuu @punpeiixa, B psi-
Jie CJy4aeB HEKOMITAaKTHBI MHOKAapJI JIEBOTO KeJTylIo4Ka
OMUCaH y MallMeHTOB ¢ MyTauusiMu B reHe DM PK ipu muo-
TOHUYECKOU auctpoduu 1-ro Tuna [5].

Pa3zHble BapraHTBl HAPYIIEHUST TIPOBOIMMOCTH BCTPE-
yaroTcs rpu MHorux HMB, onHako jexaniye B uX OCHOBE
MaroU3NOIOTUIECKMEe MEXaHW3Mbl M3y4eHbl He TIOJI-
HOCTBIO. Y TIAlIMEHTOB ¢ MUOTOHUYECKOW AMCTpodueit
1-ro u 2-ro TUIa YacTo 0OHAPYKUBAIOTCS (PUOPUILIISLIUS
MpeCepanii M KeJTyT0YKOBbIe apUTMHUU, HapylieHust AB-
¥ MTHTPABEHTPUKYJISIPHOTO TTPOBENCHMST, KOTOPBIE, TT0-BHU-
JTUMOMY, SIBJISIIOTCSI cieacTBueM aud@ysHoro ¢pudposa
MMOKap/ia, opaxalollero MpeuMyInecTBEHHO TTPOBOISI-
1yto cuctemy. Onuvcan pudpo3 AB-y3ia, Beayluii K pas-
BUTHIO 1TOJIHOI AB-061okans! [6]. [ToaHas 0j0Kkaga mydka
Tca cy>XuT 4yacToii TpUIMHON CMEPTH IMPYU MUOTOHMYE-
ckoit nuctpoduu [7, 8]. CTpyKTypHbIE U3MEHEHUS CepLa
C Awiatalyeil JIeBoro Xeayaouyka Wiad rureprpodueit
BCTPEYAIOTCSI TP MUOTOHUYECKON AUCTPOhUM TTPUOIIH-
3uTesIbHO Y 20 % GOJBbHBIX, CUCTOMYECKas TUCHYHKIIMS
JIEBOro XeJlyomouyka oTMeueHa B 14 % caygaeB [8, 9],
HO KJIMHUYECKU OYEBMIHASI CepliedHast HeI0OCTaTOYHOCTh
BCTpedaeTcst peako — Bcero B 2 % ciydaes [9].

CKpUHUHT JUISI BBISIBJICHUS CEPIEYHON TaTOJOTUU
HEOO0XOIMMO TIPOBOAMTH BCEM JIETSIM C HEPBHO-MBIIIIEY-
HBIMM 3200JIEBAaHUSIMU, TIPU KOTOPHIX ECTh PUCK BOBJIEYE-
HUs B Tpouecc cepaua. PekomeHgalMyu OTHOCUTEIBHO
BPEMEHHU 1 YaCTOThI IIPOBEICHUS TIEPBUYHOTO U TTOCJIETY-
01IKX 00clienoBaHMii pazpaboTaHbl AMEpUKAHCKOI aka-
JeMUeii TTeauaTpOB COBMECTHO C BKCIIepTaMU B TaHHOM
00J1aCTH, OHM OCHOBBIBAIOTCSI HA BpEMEHM Havajia U KJIu-
HUYECKOM TEUCHUU MOPaKEHUS Ceplia TPU OTIETbHBIX
HMDb. CKpUHUHT AOKEH BKJIIOYATh TIIATEJbHBIA cOOp
aHaMHe3a, (hU3MKaIbHOE 00CIe0oBaHNE HA TPEAMET MPU-
3HaKOB W CUMITOMOB CEpACYHON HEIOCTaTOYHOCTH
win aputMuu [10]. YcTaHOBUTH HalMuyMe KIAMHUYECKU
3HAYMMOM CepIeYHOl HETOCTATOYHOCTU Y IallMeHTOB
C TeHepaJu30BaHHOI MBILIEYHON CJ1a00CThIO OBbIBAET
CJIOXKHO BCJISJICTBYE HAIMIUST CUMITTOMOB, KOTOPBIE MOTYT
WMUTUPOBATh TMPHU3HAKKU CEPIACYHONM HETOCTATOYHOCTH.
Takue ob1IMe kaa00bl, KaK OABIIIKA, CI1A00CThb, YTOMIISI-
€MOCTh, HapyIllIeHWe CHA, CHWXKEHHE alllleTUTa, MoTeps
Macchl Teya, HeoOXomuMo (hUKCUPOBaTh, TaK KaK OHM
B TOM YHCJIE MOTYT SIBJISITHCS 1 CUMIITOMAaMM HEIOCTaTOY-
HOCTU KpoBooOpaleHus. [0J10BOKpyKeHe U CUHKO-
najbHbIE COCTOSIHUSI, OLUylleHUue IepedoeB B paboTe
cepiua, YyBCTBO YYallleHHOTO cep/LieOMeHrsI MOTYT ObITh
MpU3HaKaMU HapyIIeHUsI pUTMa cepiia.

ITpu mocTaHOBKE AMarHo3a B CKPUHUWHT TIPU BBISIB-
JICHUM TIaTOJOTMU CO CTOPOHBI cCepilla HEOoOXOAUMO
BKJIIOYATh MPOBEACHUE MHCTPYMEHTAJbHBIX U Jlabopa-
TOPHBIX UccenoBaHUl. DnekTpokapauorpadus (OKI') —
BaKHBI MTHCTPYMEHT CKPUHWHTA JIJIST BBISIBJICHUST Hapy-

IIEHUI pUTMa U IIPOBOAMMOCTH Ceplla, TUIepTpohun
WM aunaatauuu xeaynoukos [11]. ITpoBeneHue sxokap-
nuorpaduu (BxoKI') cunutaercs «30710TbIM CTaHAAPTOM»
JMAaTHOCTUKU CTPYKTYPHO-(DYHKIIMOHAIBHBIX Hapyllle-
HUI MUOKapaa, ClIoCOOCTBYIOIIUM BbISIBICHUIO TTATOJI0-
MM cepJlia Ha JOKJIMHUYEeCKOM ypoBHe [12].

Yacro TpedyeTcst MpoBeaeHUE TOMOJIHUTEIBHOTO 00-
CJIeIOBaHUS B 3aBUCUMOCTU OT YPOBHS OPAXKEHUS Cepa-
ua. ITpu 3aboieBaHUSIX, COMPOBOXKIAIOLIMXCS BIPaXKeH-
HBIMU HApYIIEHUSIMA PUTMA, PEKOMEHIYETCsI TPOBEACHME
cytrouHoro MoHutopupoBaHusi DKI. Takke 1151 OLIEHKU
creneHu ¢hpudpo3a MUOKapaa, BOCTIATUTEIbHBIX U3MEHE-
HU, MATOJIOTUU MeprKapaa y MalMeHTOB MOTYT IIpUMe-
HATBCS TakKyWe HEWHBAa3WBHBIE METOIbI JUArHOCTUKU,
KaK MarHUTHO-PE30HAHCHAasl WJIM KOMIIbIOTEpHAs TOMO-
rpacdus cepaua ¢ KoHTpactupoBaHueMm [13, 14].

BuoxuMuueckuii MapKep OBPEXICHUS MUOKapaa —
N-KOHIIeBOI (hparMeHT MO3rOBOTO HATPUITYPETUYECKOTO
nentuaa B-tuna (NT-proBNP) — ucnonbayercs 1ist niu-
ArHOCTUKM XPOHUYECKOW CepAeYHON HEeAOCTaTOYHOCTHU
(XCH). Ipu cepaeuyHO-COCYAUCTOM MaTOJOTMU YPOBEHD
NT-proBNP oTpaxaeT (pyHKLMOHATbHYIO CITOCOOHOCTb
cepnua [15]. EBponeiickoe 00111eCTBO KapaAruOJI0rOB BKIIIO-
yuio jgabopatopHoe onpeaeneHue NT-proBNP B kpoBu
B CIIMCOK HEOOXOAMMBIX 00C/IeI0BaHUI B3pOCbIX 00JIb-
HBIX IS JAUATrHOCTUKU CEPAECYHOUM HEIOCTaTOYHOCTH
JI0 TIPOBEIEHUSI MHCTPYMEHTAIBHOTO 0bcaenoBanus [16].
JlaHHBII MPOCTOI CKPUHUHTOBBI METOJ MCCIeIOBAHMS
KPOBUM MOXET 0Ka3aTbCsl OCOOEHHO MOJIE3HBIM B Anddhe-
PEHLMPOBAHUM AbIXaTEJbHON U CEPACYHOU HEIOCTATOU-
HOCTH y MAllMEHTOB C MOPaKEHUEM IbIXaTEIbHOU MYCKY-
JIaTyphl, a TakKe ISl OLleHKU 3D (hEeKTUBHOCTU Teparuu,
HamnpaBJIEHHON Ha KOPPEKIIUIO CePACUHOI HETOCTATOYHO-
ctu y gerteit [17]. KapauoMuornaTusi 4acTo BCTpedyaeTcst
y MOAPOCTKOB U MosioAbix B3pocibix ¢ MIJ u M/DB.
K Bospacty 20 et 80—90 % mnammentoB ¢ MAJ u 50 %
¢ MZ1b 6ynyt umeth OxoKI'-npusnaku JKMII, a 50 %
namueHToB ¢ M1 — KIMHUYeCKUe MPU3HAKU CepIeYHOM
HegoctaTouHocTu. I[Tpu MIJI paHHUEe NMPU3HAKU XKeJy-
JIOYKOBOI JUCHOYHKIIMU, TPEIIIECTBYIONINE Pa3BUTUIO
CHIDXeHUST PpaKIMy BEIOPOCA MTW KITMHUIECKU 3HAYMMOI
CepIeYHOI HeOCTaTOYHOCTH, MOTYT BBISIBJISITHCS TTPU 11O~
Mo OxoKI. CHuxeHue CUCTOIUYECKOU (DYHKIIUMU,
HaOmogaemoe y mauueHToB ¢ MJIJI, ObiBaeT o4yaroBbIM
WU TeHepaJIM30BaHHBIM, BapbUPYsT OT HApYIIEHUI, orpa-
HUYEHHBIX 3aHEN CTEHKON U BEPXYLIKON JIEBOTO XKey-
JIouKa, 10 TeHepaIM30BaHHOW NWIaTalluy U JUChHYHKIIAU
MuoKapaa jeBoro xenynouka [18]. K OKI-usmeHenusm
OTHOCST yKOpoYeHUe nHTepBaia PQ 1 mpusHaku rumep-
TpoduM MPaBoro xeaynouka. Takke oTMedaeTcs yriayoJie-
nue 3youoB Q B orsemenusix 11, 111, aVE V5 u V6 [19].
KenynoukoBble apuTMHU UHOTIa BCTPEYaIOTCsI B coUeTa-
HUU C XEeITyTOUYKOBOM AUCHYHKIIMEN, TTPUBOAS K YBEJIU-
YEHMUIO TToKa3aTesisi CMEPTHOCTH.

ITpu MIb cTeneHb mopaxXeHus cepiiia 4acTo He COo-
OTBETCTBYET BBIPAXKCHHOCTU IIPOSIBJICHUI CO CTOPOHBI
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CKeJleTHOW MycKyaTypsl. [Tpu3HaKku auaaTaluyuu mpaBoro
JKeJTylouKa MPenlecTBYIOT Pa3BUTUIO TUCHYHKIIUH JIEBO-
ro xenynouka. CepaeyHast HEA0CTaTOYHOCTb MOSIBJISIETCS
oosiee yeM y 70 % maumeHToB K Bo3pacty 40 ser [20].
Kak v mpu MJI1, 661710 OMMcaHO COYeTaHUe XKeTYI0UKO-
BBIX apUTMUI C XeJTynouKoBoil nuchyHkuueit. CKpUHUHT
Ha BBISIBJIEHHE TTaTojiornu cepaua npu MJIJI pekomeHy-
eTcs MPOBOAMTD B Bo3pacTe oT 6 10 10 JIeT Wiu mpu MmosiB-
JIEHUM CUMIITOMOB, mauueHTaM ¢ MJIb — B Bo3pacte
10 et uiu npuy MOsIBJICHUM CUMIITOMOB. PekoMeHnyemast
YacToTa KOHTPOJIbHBIX 0OcienoBaHUi cocTaBisgeT 1 pas
B 1—2 rona, npu BLISIBJIEHUM M3MeHEeHM — vaiue [6]. [Ta-
TOJIOTUS Cep/lla YacTO OMUCHIBAETCS Y XKEHIIUH, TeTepo-
3UuroTHbIX Mo MJI/I u MIb, ripu 3TOM pa3BuTHE Cepaey-
HOI HEJIOCTAaTOYHOCTU y HHUX BCTpPEYaeTcs peako.
PexoMeHIOBaHO TPOBOAUTH MEPBUYHBIA CKPUHUHT
npu oMoy DxoKT u DKI B Bospacte ot 16 10 25 ner
C TIOC/IeYIOUIMM KOHTPOJIbHBIM O0CIEIOBAaHUEM KaXKIble
5 net [21].

TIKM]I — reHeTHUYeCKM reTeporeHHas rpyima 3ado-
JIEBaHUU, B KOTOPOI TOCTATOYHO YAaCTO OOHAPYKUBAIOTCS

Ta6auua 1. lenuvie mymayuu u cepoeurvie nposierenus HMb

M3MEHEHUSI co cTOpoHbI cepaua (tadsm. 1). JKMIT Beists-
ngerca npu [TKMJI, accoumupoBaHHOI ¢ TMaTOJOTUen
mamuHa A/C, capKOIJTMKaHOB o, B, y ¥ 0, (QyKyTuHa
u o’-mamMuHuHa. ITpeacepaHble U KeJyI04YKOBbIE APUTMUK
HaOMIONAIOTCS TIPW THUIIAX, CBSI3aHHBIX C JJAMUHOM
A/C m capKomIMKaHaMH, TP 3TOM IIpeacepIHast OcTa-
HOBKa BCTpevaeTcsl y MalueHTOB ¢ ayTOCOMHO-AOMUHAHT-
Hoit dopmoii MJID/, accOUMHUpPOBAHHOU € JaMMHOM
A/C [4]. TTpu ITIKM/I 2E u 21 xupoBast UHGWIBTpaLIs
JIEBOTO XeyJaouka U HapylleHUsl TTPOBEIeHUS Y TETePO-
3UTOT MOTYT OBITh €IMHCTBEHHBIMHU TTPU3HAKAMM I1aTOJI0-
run. CkpuHuHT npu nomoinu DKI' u OxoKI pekomenmy-
eTcs TIPOBOIUTH MPU YCTAHOBJICHWU IWArHO3a M 3aTeM
Kaxnable 3—35 yet (Tabu. 2). JleueHue HanmpaBIeHO Ha Ky-
MMPOBaHUE CHUMIITOMOB CEpPAEYHON HEAOCTATOYHOCTH.
Cpenu Takux TalMeHTOB ObLIO OMUCAHO IPOBeIEeHUE
TpaHCIUIaHTAlIMKY Ceplia.

X-cuerieHHass MBI siBasieTcsl pe3yJibTaTOM MyTa-
Mt B reHe sMeprHa. K Hanbosee 3HaUMMBIM CepIeYHBIM
MPOSIBJIEHUSIM 3TOT0 3a00JIeBaHUsI OTHOCSITCSI HApYLIEHUST
AB-TIIpOBOAMMOCTH, BKJII0UasI IMOJHYIO CEpIeYHYI0 OJI0Ka-

MIJ JuctpohuH JunataiimoHHas
Hocurenu M/ keH-
nCTpoUH WIaTaluoHHast
CKOTO IoJia ALy A >
MIb JuctpohuH JlvnaralimoHHast
AYTOCOMHO-IOMUHAHT-
Has M/ID/1 wim mpok-
ASA P Jlamun A/C JlnnaralimoHHas
CHUMaJlbHasl JOMUHAHT-
Hasg [TIKM/I 1B tuma
CapKorirKaHbl
TIKMJI P JlvnatalimoHHast
o By
BpoxneHnHast Mbiiiey-
I o?-JTaMUHUH JynatanioHHast
Has quctpodus
TKMJ 21 Tuna DyKyTHH JunaranioHHast
X-cuereHHast MABJ  DOmepun Penko
Artakcust @puapeiixa Ten ¢parakcuHa Tuneprpoduueckas
MuoToHuYecKas TeH mpoTenHKUHA-
nuctpodus 1-ro Tuma, 36l MUOTOHMYECKOM [umneprpoduyeckast
neTu 1-ro roga XusHu nuctpodun
Ten nporenHkuHa-  HekoMmakTHBIN
MuotoHuyecKas 1u- .
3bl MUIOTOHMYECKON MUOKap/I JIEBOTO
crpodus 1-ro Tuna
nuctpoduun XKeJTyIouKka

YkopoueHue nnrepsaia PQ, ymmm-
HeHue uHTepsaia QT, runepTpo-
dus [XK, rmydokuii 3ydent Q B 11,
111, aVE V5, V6

Het

Hapymurenue npoBonumoct
cepaua

HapyireHust TpoOBOAMMOCTH: YU -
HeHue uHTepBaia PQ u cuHycoBas
Opaaukapaus

HemnonHas 610kana npaBoit HOXKKU
nyuka [uca, Beicokuii 3yoeir R B VI
¥ V2 oTBeNleHUSIX WU OJioKana
JIEBO MepeaHeil BeTBU

Hert

AB-06110kana 1 6;10Kaga HOXeK
nyuka [uca, Bo3pact Hauaia —
TO3IHUI MTOAPOCTKOBBIA WU YyTh
crapiie 20

Hapy1eHust mpoBOAMMOCTH: y/ITH-
HeHue nHTepBaia PQ u cuHycoBast
OpaauKapaus

WMuBepcus 3youa T, oTKIoHeHre
3JIEKTPUYECKOIT OCH BJICBO U HApy-
LIEHKE PETOJISIPU3AIIII

HapyireHust IpoBOAMMOCTH, YIUTH-
HeHue nHTepBaia PQ, pacmmpe-
Hue komriuiekca QRS

Hapy1ieHust mpoBOAUMOCTH, YT~
HeHue uHTepBaia PQ, pacumpe-
Hue komiuiekca QRS

Taxukapousi, CHIDKEHUE Bapua-
0EJIbHOCTH YaCTOThI CEPACYHBIX
COKpallleHU, TIPEXIeBPEeMEHHbIE
JKEJTyIOYKOBbIE CoKpalineHus (58 %
MAlMEeHTOB K 24 rogam)

HeTtunuunsr

Kak npu MJ11

DUOPUILISLINS WIN TPETIeTAHUS
MpeacepaAnit 1 OCTaHOBKA Mpe-
cepauii

HetunuaHbt

Hert

IIpencepaHbie apUTMUN U /WITH XKe-
JIyTOYKOBbIE aDUTMUN

DuOPUIIISILIIS WK TPeTIeTAHUs
TIpeIcepAnii 1 OCTAaHOBKA MpPe/-
cepauii

)KG.HYZ[O‘{KOBLIE apuTMUN

DUOPUILIALNS U TPEMETaHKE
Tpencepauii, mojaHas AB-61okana
cepaua

DuOpUUISIIS U TpeTieTaHue
Tpeacepauii, moiaHas AB-6i1okana
cepaia
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Tabmana 2. Pexomendauyuu no ckpununey 045 evisenenus cepoeunoii namonoeuu npu HMb

M

Hocurenn MJ1/] xxeHckoro
nosia

MIb

AyTOCOMHO—[[OMHHaHTHaﬂ

MADA

NMKMQ

KM/ 21 tuma
Bpoxxnennast MuonaTtus
X-cueruieHHas MAD/]
MuoTtoHunyeckast 1uctpodus

1-ro tumna, getu 1-ro roga
KU3HU

MuoTtoHunveckas 1ucTpodus
1-ro Tuna

IlepBuuHOE — B Bo3pacTe 6 JIeT,
1 pa3 B 2 roza n1o 10 sert, 3aTem
€XeroiHO

[epBuuHOE — B Bo3pacte 16 Jer,
3aTeM Kax/ple 5 JieT

TlepBuuHoe — B Bodpacte 10 sier,
3areM 1 pa3 B 2 roga

an TTOCTaAaHOBKE IarHo3a u €xe-
TOOHO

TTpu mocTaHOBKE IMarHo3a u exe-
TOJTHO

TTpu mocTaHOBKE IMarHo3a u exe-
TOJIHO

ITpu nocTaHoBKe AMarHo3a

I1pu mocTaHOBKeE AUarHo3a, 3aTeM
Kaxple 5 J1eT

[1pu nocraHOBKE AMarHo3a

[lpu mocTaHOBKe AMarHO3a

[lepBuuHOE — B BO3pacTe 6 JeT,
1 pa3 B 2 rona no 10 siet, 3aTem
€XeromHo

IlepBuuHOe — B Bo3pacTe 16 e,
3aTeM Kaxzple 5 JIeT

IlepBuuHoe — B Bo3pacTe 10 seT,
3areM | pa3 B 2 rona

TIpu mocTaHOBKE JUArHo3a u exe-
TOIHO

Ilpu mocTaHOBKE IMArHoO3a u exe-
TOJTHO

TTpu mocTaHOBKE IMArHoO3a u exe-
TOIHO

I1pu nmocTaHOBKE qUarHo3a
IIpu mocTaHOBKE TUArHo3a u exe-

TOIHO

TIpu mocTaHOBKE AMArHoO3a U exe-
TOIHO

HpI/I TTOCTaHOBKE AarHo3a u €xe-
TOOHO

ITo nokazaHusmM

Ilo nokazaHusm

ITo nokazaHusM

ITo nokazaHusm

ITo nokazaHusM

ITo mokazaHusIM

ITo mokazaHusm

HpI/I TTOCTaAaHOBKE IarHo3a u €xe-
TOAHO

ITo mokazaHusIM

ITo mokazaHusIM, TIPU MOTPaHNY -
HBIX CJTyJasix aTPMOBEHTPUKYJISIP-
HOI 6J10KaIbl HEOOXOAMMO MPO-

BOJIUTH UCCIICTOBAHME JUTST OLIEHKU
PQ uHTepBana

ny. X-cueryieHHas hopma Takeke Oblia CBsi3aHa C 2JIEKTPH-
YeCKUM MapajqnyoM Mpeacepauii i MepLiaHueM mpeacep-
MU, YCTaHOBKA 2JIEKTPOKAPAUOCTUMYJISITOpa MoKa3aHa
npu OpaguKapauu, COUeTaHHOI ¢ cepaeuHoi 0J0Kaaoi
WM napaiuuoM npeacepauii. JIKMIT npu X-cueniaeHHoR
MBI BcTpevaeTcs: peako. PekomeHayeTcs: MpoOBOAUTD
€XXeroJHbI CKpUHUHT Tipu moMoinu DKI' u 24-yacoBoro
X0JITepoBcKOro MoHutopupoBaHus. [IposeaeHre DxoKI
11eJ1ecCO00pa3HO MPOBOAUTD MPU YCTAHOBJIEHUU IMarHo3a
U 3aTeM Kaxable 5 jet [22].

Ipu atakcum @punpeiixa y 2/3 6OJbHBIX ONTUCHIBASTCST
TKMII. Xots runeptpodust xapakTepusyeTcs Kak acCuM-
METpUYHasi, ¢ MpeodaanaHueM YTOJIIEHUST MEXKeTya0U-
KOBOM Ieperopoiky Mo CPaBHEHUIO CO CBOOOTHBIMU CTEH-
KaMM, OOCTPYKIIMSI BBIXOJHOT'O TPAKTa JEBOTO XEeIyI0uKa
MpU 3TOM HaOMIONAETCsl JOCTaTOYHO peako. M3meHeHwust
npu DKI coOTBETCTBYIOT MpU3HAKAM TUIIEPTPOPUU XKeTy-
JIOYKOB, TaKXe MOTYT BCTpeUyaThCsl MPEACEePAHbIE U XKeJTy-
JIOYKOBBIC apUTMUU. B TepMUHATTBHBIX CTAAUSIX Pa3BUBACT-
cs cUcTojMyecKass MUCAYHKIMST MUOKapna, W 4yacTou
MPUYUHON CMEPTU y TAKUX MALIMEHTOB SIBJSIIOTCS Cepey-
Hasl HeIOCTaTOYHOCTb U apuT™Muu [23].

MuoToHnyeckre TUcTpoduu 1-ro u 2-ro TUIOB CO-
yeTaroTcs ¢ 0JI0Kanou cepana, BblpaxkeHHbIMU TaXUapUT-
MUSIMA U PUCKOM BHE3AITHON CMEPTU Y B3POCIIBIX MallU-
eHToB. [lopaxkeHus cepllia yalie BCTpeyaroTcs mpu 1-m
tune. TKMII u HeKoMIakTHBI MUOKap/1 OMTUCAHBI Y HO-
BOPOXIEHHBIX IeTell ¢ MUOTOHWYECKOM nucTpodueit 1-ro

tuna [24]. AB-61okana siBisieTcss MpUYMHON BHE3aMHOM
CMEPTH Y TAKUX MalMEHTOB, U MPU BbISIBJIEHUU BbIPaKEeH-
HBIX HapyuieHuir AB-npoBoAUMOCTU HeoOXoauma ycTa-
HOBKa TieiicMelikepa. @uOpIISIST TTPeaCe PANIA 1 KeTy-
JTOYKOBBIE aPUTMUU TaKXKe ObLTA OIMKMCAHbI NTPU JaHHOM
3abosieBaHuM. JI1s1 mpenoTBpalleHusl BHE3aTHOM CMepTU
y TaKMX MallMEHTOB HEOOXOIUMO paccMaTpUBaTh BOZMOXK-
HOCTb MMITJIAaHTALlMU aBTOMATUYEeCKOro aeudopuisitopa.
CKpPUHMHI JOJDKEH BKJIIOYATh €XEroJHOe IMpOBeIeHUE
OKI, a Takke 24-4yacoBoe X0JTEPOBCKOE MOHUTOPUPOBA-
HUeE MPU MTO03peHnr Ha TaxuaputMuu. OxoKI pekoMeH-
JtyeTcsl TPOBOAUTH MTPU YCTAHOBJIECHUM TMarH03a HOBOPOXK-
JEHHBIM U JeTIM 1-T0 roma xXu3Hu [6].

JleueHue OOJIBHBIX C HAPYIIEHUSIMU PUTMA U MTPOBO-
IUMOCTH cepalla BKIOYaeT aHTUAPUTMUUYECKYIO Tepa-
MUI0, UMIIJIAHTALIMIO UCKYCCTBEHHOTO BOAUTENSI pUTMaA
(2JIEKTPOKAPAMOCTUMYJISITOPA), KapauoBepTepa-nedu-
OpusuisiTopa. bojibHBIE ¢ peMoneIupoBaHKEeM MUOKapaa,
HapyIIeHUSIMUA CUCTOJTMYECKOM M /WIJIN TUACTOTNIECKOM
dynkuum muokapaa u XCH pokHbI moyyaTh JieueHue
cornacHo pekomeHaanusM 1o tepanuu XCH [25]. B Ha-
cTosIlee BpeMsI aKTUBHO pacCcMaTpUBAeTCs BOMpPOC
0 HayaJsie MPeBEeHTUBHOI TepaIuy MaToJ0TUHU CEPAEUYHO-
cocyaucToit cucteMmbl 60JabHBIX ¢ HMB B 1eTckoM Bo3-
pacrTe.

IllecTuneTHsIs BBLKMBAEeMOCTb Yy TaleHToB ¢ MJI
nociie yctaHopiaeHust nuarHo3a JIKMIT cocrasnser 58 %
cornacHo aaHHbIM [lenuarpruyeckoro peectpa KapauoMu-
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onatun. CorylacCHO TeM Xe JaHHBIM YPOBEHb BBDKUBAEMOC-
i 0€3 TpaHCIIAHTALMKU cocTaBui 55 % [26].

JlanHble 10-1eTHero HaOMI0AeHUS YKa3bIBalOT Ha 0oJiee
HU3KUI YPOBEHb CMEPTHOCTH CPEU MAIIMEHTOB, KOTOPHIM
COMIaCHO PaHIOMU3UPOBAHHOMY OTOOPY OBLITY M3HAYAIEHO
Ha3zHaYeHbl MHTUMOMTOPHI AHTMOTEH3WHIIPEBPAIIIAIOIIEro
dbepmenta (MAIID) [27]. VYBenuueHue BBIKMBAEMOCTH
10 CPAaBHEHUIO C TAHHBIMU JIUTEPATYPhl OTMEYEHO B MICCIIe-
noBaHusX y mnanueHToB ¢ MJIJI u MJIB, moayyaBimx
KoMOMHMpoBaHHY0 Tepanuio UAIID u (-6mokaTopamu.
Taxoke y YacTH TIAlIMEHTOB BBISIBIEHA HOpMaJTU3alvst PyHK-
LIMK U pa3MepPOoB JIEBOTO Xenyaouka [28].

3aKnoyeHue

Kapnnomuonaruu, HapyieHuss AB-npoBoaumocTtu
U TaXUapUTMUU TIPEICTaBJISIOT coOoll Haubojee pac-
npocTpaHeHHbIe cepaeuHblie possiaeHuss HMb. Ckpu-
HUHT T10 BBISBJIEHUIO MATOJOTUU Cepala He0OXOIUMO

MPOBOAUTH MPU YCTAHOBJIEHUU AUArHO3a C MOCIENYIO-
UM pPEeTyJISIpHbBIM HaOJIOIeHUEM B 3aBUCUMOCTU
OT KOHKPETHOTro 3a0oneBaHus. KoMrmiekcHas Tepamnus,
HaIlpaBJIeHHas Ha KOPPEeKIMI0 CUMITOMOB CEpACYHOM
HEIO0CTaTOYHOCTH, CIIOCOOCTBYET YAYUIIEHUIO COCTOSI-
Hus 6oabHbIX ¢ JIKMII. Takxe ciaeayeTr paccMaTpuBaTh
Boripoc o HazHaueHuUM MAII® u/mnu (-0610KaTOPOB
IO MOSIBJIEHUSI TTPU3HAKOB MOPaXEeHUs CepAeyHO-CO-
CynucToil cucteMsl. [TaiueHTaM ¢ BbIpak€HHBIMU Ha-
pyumieHus MU AB-TIpoBOIMMOCTH MMOKa3aHa MOCTaHOBKA
HUCKYCCTBEHHOIro BoauTess putMma. [Ipu pucke taxua-
PUTMUIA, KaK, HaIIpuMep, IPU ayTOCOMHO-IOMWHAHT-
HOll popMe MUOTOHUYECKOU auctpoduu l-ro tuma,
clielyeT paccMaTpuUBaTh BO3MOXHOCTb WMILIaHTAlMU
KapauoBepTepa-aehpudpuaastTopa. TpaHcIiaHTaLMs
ceplilia MPOBOIMUTCS MallMeHTaM, CTaOUIbHBIM B OTHO-
mweHun HMbB, HO uMelomuM TepMUHAIbHYIO CTaIuIO
CeplleYHO HeTOCTAaTOYHOCTH.
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