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BonesHb Dpuapeinxa ABASETCH HAaCeLCTBEHHBIM HEMPOLEreHepaTBHbLIM NOMMOPraHHbIM 3a00neBaHVEeM, B NEPBYIO o4epeab, 3aTParnBaloLLIM Han-
boree 3Hepro3aBUCMbIe TKaHW (KNETKN HEPBHOM CUCTEMbI, MUOKapAa, MOAXENYA04HOM Xene3bl), MopakeHue KOTOPbIX XapakTepu3yeTcs nporpec-
cUpyloLLLe aTakcmen, An3apTpuen, oucdarnen, rmasoasuratefibHbIMy HapyLLEHNSAMI, NOTepPert MyOOKMX CYXOXMIbHbIX PednekcoB, NMpaMnLHbIMM
3HaKaMU, CKOMMO30M, KapAMoMMonaTelt, caxapHbiM AnabeTom, HapyLleHneM 3perns. Atakcns Opuaperixa Hanbonee pacnpocTpaHeHHas 13 BCex
HaCnenCcTBEHHbIX aTakcWi, TeM He MeHee, 3To 3aboneBaHKe cHmTaeTcs opaHHbIM. 1o cBoeMy natoreHesy 6onesHb Dpuaperixa ABASETCH MUTOXOHL-
puUanbHOW atakcuner, obyCoBNeHHON AePULMTOM TPAHCKPUNUMK reHa FXN, NPUBOAALLM K CHUXEHMIO C1HTe3a benka dpatakcvHa. dpatakcnH —
©enok, CBA3aHHbIN C BHyTPEHHe MeMOPaHOV MUTOXOHAPWIA, yHaCTBYIOLWMIA B (DOPMUPOBAHIN XKene30CepHbIX KNacTepoB, HEAOCTAaTOK KOTOPbIX NpK-
BOAMT K CHVKEHWIO MPOLAYKLN MUTOXOHLPWanbHoM ATMD, NOBbILLEHNIO YPOBHS MUTOXOHAPUANBHOIO XXene3a 1 oKUCIUTeNbHOMY cTpeccy. OCHOBOW
KIMHUYECKOW KapTWHbl 6onesHn Opuaperixa ABASETCS aTakcMs CMeLaHHOTO (CeHCUTUBHAS 1 MO3XKEeYKoBast) XxapakTepa. HeyknoHHoe 1 nocteneHHoe
NPOrpeccrpoBaHmNe HEBPOMOMMYECKOW CUMMTOMATUKM 3Ha4UTENbHO BAUSET Ha Ka4eCTBO XKM3HM NaLMEHTOB M Yallle BCEro ABNAETCA BeyLLel NPUYUHOM
obpallieHus K Bpady. MporHo3, B nepsyto oyvepellb, 0OyCIOBNEH BOBMEYEHMEM B MATONOMMYECKMI MPOLECC CEPAEHHON TKaHW, OCHOBHOM MPUHMHON
CMepTN NaLMEHTOB C aTakchent Ppuapenxa ABASIOTCA Tsxenas cepAeyHas HeoCTaTO4HOCTb 1 BHE3amnHas cepeyHast CMepTb BCIeACTBUE KapAMo-
Muonatvu. Nodasnsioliee KONMYECTBO 3apyOeXkHbIX 1 OTe4ecTBeHHbIX Nybnvkaunii no atakcun Opuaperixa nocBsLLeHbl HEBPONOrMYeCKMM Mpo-
ABNEHWAM 3TOro 3aboneBaHWs, a B KapAMONOrMYeCKOM Hay4HO-MpakTU4eckoM obLLecTBe AaHHOW Npobneme yaensetcs Mano BHUMaHuA. Lienbio
[laHHOro 0630pa ABNSETCH NPeACTaBNeHNe akTyanbHON MHPOPMaLMK MO COBPEMEHHBIM MeToAaM AMarHOCTVKM NOPaKeHWS MUOKaPAA Ha PasNnNyHbIX
cTagmsx bonesHn Qpuapenxa.
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Friedreich's disease is a hereditary neurodegenerative multiple organ disease, primarily affecting the most energy-dependent tissues (cells of the
nervous system, myocardium, pancreas), the lesion of which is characterized by progressive ataxia, dysarthria, dysphagia, oculomotor disorders, loss
of deep tendon reflexes, pyramid signs, diabetes mellitus, visual impairment. Friedreich's ataxia is the most common of all hereditary ataxias;
nevertheless, this disease is considered orphan. By its pathogenesis, Friedreich's disease is mitochondrial ataxia, caused by a deficiency in the
transcription of the FXN gene, leading to a decrease in the synthesis of the frataxin protein. Frataxin is a protein associated with the inner mitochondrial
membrane, which in turn is involved in the formation of iron-sulfur clusters, the lack of which leads to a decrease in the production of mitochondrial
ATP, an increase in the level of mitochondrial iron and oxidative stress. The basis of the clinical picture of Friedreich's disease is ataxia of a mixed
(sensitive and cerebellar) nature. The steady and gradual progression of neurological symptoms significantly affects the quality of life of patients and
is most often the leading reason for seeking medical attention. However, the prognosis is primarily due to the involvement of cardiac tissue in the
pathological process. The main causes of death in patients with Friedreich's ataxia are severe heart failure and sudden cardiac death due to cardiomyopathy.
The overwhelming majority of foreign and domestic publications on Friedreich's ataxia are devoted to the neurological manifestations of this disease,
and little attention is paid to this problem in the cardiological scientific and practical society. The purpose of this review is to provide up-to-date
information on modern methods of diagnosing myocardial damage at various stages of Friedreich's disease.
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BeepeHue nonynaumm. 3aboneBaHne MeET ayTOCOMHO-PeLLeCCUBHbIN
Atakcns Opupperixa (AD) aensercs Havbonee 4acto TWN HaCNeqoBaHNs, B PABHOW CTEMeHN BCTpeYasich Kak Y
BCTPEYaEeMOW HaCNefCTBEHHOW aTakcuel B eBpOMenckon MY>KUMH, Tak My XXEHLLWMH, Yallle MaHUhecTupys B nepable

[1Ba AeCATUNETS XKM3HI. PacnpoctpaHeHHocTb AD konebretcs
oT 2 0o 4 4enosek Ha 100000 HaceneHus, 4TO NO3BOSIAET
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OTHOCUTb ee K opdaHHbIM 3a00IeBaHKSIM, B TO BPeMst Kak
PacnpPOCTPaHEHHOCTb METEPO3UTOTHOTO HOCUTENBCTBA MYTaLWN
3TOro 3aboneBaHusa coctasnset 1:60-1:100 [1].

B 1996 r. 6bIn0 0BHapyeHo, 4TO K pasButnio AD
npuBOOAT MyTalMu B reHe FXN, koompylollem Henok
patakcnH [2]. MNMpumepHo y 96 % naumeHTOB C 3TUM 3a-
OoneBaHMeM BbISIBISETCS FOMO3WIOTHAs IKCMaHCUs Tpu-
HYKNeoTMAHbIX MOBTOPOB ryaHWH-aaeHnH-afeHVH (GAA)
B NepBOM WHTPOHe reHa FXN; B 4% cnydaes npn AD
MIMeeT MeCTO KOMMayHA-TeTepo3nroTHOE HOCUTENbCTBO
GAA-3KCMaHCMM Ha OQHOM annene B CO4eTaHMM C UHbIM
naToreHHbIM BapuaHToB Ha Apyrom [3]. Cynrtaertcs, 41o
GAA-3KcnaHcus B 34-65 noBTopax fBMSeTCS HeCcTabunb-
HOW NpeMyTaumen, 3KkcnaHas xe bonee 66 GAA-NOBTOPOB
ABnAeTcs natoreHHon. CyLlecTByeT Takxke pag KIIVHWKO-
reHeTUYeCcKnx B3anMMOCBS3en: TaK, BennymHa GAA-3KC-
NaHCUM Ha MeHbLLIEM annenie 0OpaTHO NPOMopLMOHanbHa
BO3pacTy HeBposoruyeckoro aebdiota AD, npumepHo
Ha 50 % onpenenas BpemMs NosBeHWsA NepBbiX CMM-
ToMOB [4]. Kpome Toro, 6oree KpymnHble 3KCnaHCUm npu-
BOISAT K pa3BmUTMio Bornee Taxenoro eHotnna ¢ paHHUM
Ha4anom, ObICTPbIM MPOrpeccMpoBaHUEM 1 OOMbLUEN Bbl-
PaXKEHHOCTbIO KapAVanbHbIX 1N MeTabONMYeCKUX Hapy-
weHum [5].

DpaTakCcWH y4acTBYET B OCYLLECTBEHNN LIENoro psiaa
KNEeTO4YHbIX NpoLeccoB. OfHOM 13 ero MyHKLMI ABNAETCA
cbopka >xenesocepHbix OenkoBbIx knacrepos (Fe-S) B
MUTOXOHAPVaNbHOM MaTpukce. Knacrepsbl Fe-S asngiotca
KodakTopamu ans depmeHToB B Lmkie Kpebca 1 B KOM-
nnekcax |, Il v Il gpixaTensHoM Lenu M1uToxoHapun. He-
L0CTaTO4HOE KONMYeCTBO (PPaTakCHA BbI3bIBAET BTOPWY-
HbIVI AedULUT STUX OeNKOB, YTO MPUBOLUT K CHUXEHMIO
NpoAyKUMM MUTOXOHAPWansHon AT®. HapylieHve Mu-
TOXOHAPMANbHbIX (PYHKLIA NPUBOAUT K NPOrpeccupyto-
LeMy nopaxeHuto Hanboree 3HEPro3aBNUCKMbIX TKaHEWN,
K KOTOPbIM OTHOCATCS HEPBHAsA CUCTEMA, KITETK MMOKaPAa,
NOOXKENYyA0YHOW Xenesbl U CKeneTHaa MycKynaTypa, YTo
0bycnaBnBaeT NoNMopraHHbIA xapakTep 3a0oneBaHus.

CpenHun Bo3pacT poebtota knaccuyeckon AD —
10-15 net (npu no3oHux dopmax — nocne 25 net). Kak
NpaBuO, Ha NepBbIM MNaH B KINHUYeCKon KapTuHe AD
BbIXOIAT HEBPOJIOrHecK/e HapyLeHus. Hanbonee paHHUM
cumnTomMom AD ABRSIETCH CHe3HOBEHMe ryboknx ped-
NIeKCOB C Pa3BUTMEM TOTaslbHOW apednekcmun. Mo mepe
NpOrpeccnpoBaHNs NopaxeHUs NPOBOAHWKOB rybokom
4yBCTBUTENBHOCTU, NepUdepuHecknx HepBoB (CeHcopHas
NONIMHENPONATUSA) 1, B MEHbLLe CTeneHu, MO3XeuKa Ha-
pacTaloT aTtakcus Npu xoAbbe 1 KOOPAMHATOPHbIE Hapy-
LUEHMS, OTMEYaeTCa MbllleyHas rmnoToHus. Kpome Toro,
y MaLMEHTOB Pa3BMBAIOTCA MMPaMULHbIE CUMMATOMbI C
BOBJIEYEHNEM HUXXHUX KOHEYHOCTEeW, Ancdarms 1 Ta3oBble
PacCTPOMCTBa. XapakTepHbl Takxe AedopMaLn ckeneta
(ckonro3s v nonas crona), aTpodus 3pUTenbHbIX HEPBOB
N HEMPOCEHCOPHAs TYyroyxoCTb. Ha no3aHmx crtagusx 6o-

nesHn GoJbHble MepecTalT CaMOCTOATENTbHO XOOUTb U
obcnyxumeath cebs [5].

BoBne4eHHOCTb B NATONOMM4eCKMI NPoLecC cepaey-
HO-COCYANCTOV CUCTEMDI, @ TOYHEee — MMOKapaAa Xapak-
Tepu3yeTcsa pa3BUTHEM KapaMOMMONATUM, CEpAEYHOM He-
LOCTaTOYHOCTW, @ TakXe Pa3fnyHbIX HopM apUTMUN.
Kapaovomuonatus BCTpedaetcs y OonbLUMHCTBA NMaLMEeHTOB
¢ AD 1 NpoABNAETCS CUMNTOMaMK CepAEeYHON HeloCTa-
TOYHOCTM UMW HapyLLeHUAMM pUTMa cepaua. HecmoTtps
Ha TO, YTO Ha NepBbIX 3Tanax 3aboneBaHNs KapaMoMmo-
naTus MOXET MpoTekaTb BECCUMMNTOMHO, OHa SBMSETCS
O[HOWM 13 OCHOBHbIX MpU4MH cMepTh npu AD [6]. OTcyT-
CTBME CUMTMTOMOB MOPAXXEHNS cepALa MOXHO OObACHUTb
He TONbKO CYOKMMHNYECKMMM NMOPaKEHNAMU MUOKAPLAa,
HO U pe3KMM OrpaHuyeHnemM MU3nYecKon akTMBHOCTMY,
CBfI3aHHbIM C MNOPaXXKeHWeM HepPBHOM CUCTEMbI, YTO ANn-
TeNbHOe BPEMS He MO3BOMAT NPOABAATHCA CUMMATOMAaM
cepae4Hon HefoCTaTO4YHOCTU. TeM He MeHee, NpW Mpo-
BeAeHUU NabopaTopHbIX UM MHCTPYMEHTaIbHbIX obcCne-
LOBaHUI faxe y OeCcCMMNTOMHbIX NaLMEeHTOB C reHeTu-
Yyecku noareepxaeHHon AQ BbISBAAIOTCA XapaKTepHble
naTonornyeckme n3meHeHns B cepaue. Mcronornyeckas
OCHOBA NOpPakeHMs MMoKapaa B OCHOBHOM NpeAcTaBieHa
rmneptpoduen, anddysHbiM HUOPO3OM U O4aroBbIM
HeKpo30M Mmokappga [7-9].

Y OONbLIMHCTBA NaLWEHTOB PErMCTPUPYIOTCS M3MEHEHS
Ha anekTpokapanorpamme (3KI) B B1ae HBepcn 3youa T,
OTKJTOHEHWS INEKTPUHECKOM OCK CepALa BNEBO, HapyLLeHNS
penonapuauummn. NpumepHo y 65 % npu axokapanorpa-
dum (3x0-KI) BbISBNSETCS rnnepTpoduyeckas Kapamo-
MuronaTus, nokasatenu rmobanbHOM CUCTONIUYECKON U
AMaCTONM4eckon (yHKLMI MUOKapaa, pasMepbl Kamep
cepaua OMTENbHO OCTaloTCH B MpPefenax HopMasbHbIX
3Ha4eHM. OgHaKo NpW UCNoNb30BaHUK Bonee TOYHbIX
MeTO[OB BM3yanuM3aLmm, Takux Kak ynsTpa3BykoBoe A40-
NJIepoOBCKOe UCCNefOBaHe M MarHUTHO-PE3OHAHCHas
Tomorpadus (MPT) M3MeHeHMs, oDyCoBNEHHbIE pa3-
BUTUEM WHTPaMMOKapamnansHoro ¢ubposa, byayt Bbl-
ABNATLCA NOYTW y BCex naumeHtos [10,11].

SnekTpokapguorpadpus

Y nopasnsioLlero OonbLUMHCTBA NaumeHToB ¢ AD Hau-
Oonee paHHVM MPU3HAKOM KapAMOMMUONaTUL ABASIOTCA
aHoManuu 3ybua T, perucTprpytoLLmecs Ha CTaHAapPTHON
12-kaHanbHow SKT: Hanbonee 4acTo NMPUCYTCTBYET WH-
Bepcus 3ybua T nnn crnaxneaHe T-BOMHbI A0 U30MNHUM
B NIeBbIX rpyaHbIX oTBefeHusx [12]. BHe 3aBncMocT ot
CTerneHu nopaxeHna Mmokapaa Ha 2Kl otMevaeTcs TeH-
AeHUMs K CMHycoBOW Taxmkapaumm [13]. Mpn Hann4mm
BblPa>XXeHHOW M’MNepTpodm MMOKapaa NeBOro Xenyao4ka
(JIXK) vMeloT MecTo TMNMYHbIe nekTpoKapamnorpatbryeckmne
Npv3HaKu runepTpodun — Bbicokue 3ybLbl R B V5 1 V6
B codeTaHuu ¢ rmybokumm 3ybuamm S B V1 1 V2 [13].
CTONT OTMETUTb, YTO Aaxe NPU HANUYUN 3HAYNUMOW TU-
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neprpodumn Mmokapga JIK, npooonxmtenbHOCTb KOM-
nnekca QRS He nMeeT TeHOEeHLMN K paclUVPEHMIO U yKa-
3bIBaET Ha OTCYTCTBME Bnokan Hoxek ny4ka fiica, 4To fB-
NAETCH XapakTepHbIM ANS rMnepTpoduyeckon Kapamo-
mMuonatim (TKMIM) [13]. ECTb NpednonoXxeHus, 4To y
NauUMEHTOB C Hanboree BbipaXkeHHOW KapanoMmonaTmen
yallle BbIABAAIOTCA HaZXKeNyaoo4KoBble (CynpaBeHTPUKY-
NspHbIE) HapyLIeHVs pUTMa cepaua: hnbdpunnaumns npea-
cepamin (PN), TpeneTaHve Npeacepami U aTpMoBEHTPU-
KynsipHas Taxvkapamsa [6]. [MpoLonKmMTensHOCTb HTEp-
Bana QT ocTaeTcs HopManbHOM Y OOMbLUIMHCTBA NALMEHTOB,
YTO YKa3bIBaeT Ha OTCYTCTBME MPEedpPacrnoNOXEeHHOCT K
Pa3BUTMIO 3NI0KaYECTBEHHbIX XXeNTyLO4KOBbIX HAPYLLEHUI
puTMa cepaua [14].

Jxokappguorpadus

DxoKapamorpadus ABnaeTcs Hambonee 4OCTYMHbIM U
HeVHBAa3MBHbIM METOLOM OLEHKU BOBNEYEHHOCTU cepaLa
npy AD. B paHHUX MNCCNeoBaHNAX MO U3YHEHMIO 3XO-
KapAnorpadmyecknx 0CObeHHOCTeN KapaAMoMMonaTim
npwv 3TOM 3a00NeBaHNN OCHOBHOE BHUMaHMe yaensnoch
aHan13y CUCTONNYECKOW PYHKLMK 1 TUNepTpodum Mno-
kapga [15,16]. OgHako npouecc pemogenpoBaHus JIXK,
KOTOPbIN ABASETCSH XapakTepHbIM MPU3HAKOM NaToNoru-
4eCcKoro npoLecca 1 accoLUmMpyeTcs C HapyLLeHUaMN He
TONBKO CUCTONMYECKOW, HO U AMACTONINYECKOWN (DYHKLNN
cepaua, Hanbonee TOYHO XxapaKTepm3yeTcs TaKMMK 3XO-
KapanorpadpumyeckM nokasarenam reometpum JIK, Kak
MHOEKC CHePUYHOCTU, MHAEKC MacCbl MMOKapAa 1eBOIO
xenynodka (MMMJTX) 1 oTHoCUTENbHASA TOMLLIMHA CTEHKM
nesoro xenynoyka (OTC J1X).

o AaHHbIM, MONYYEHHbIM B UCCNEeL0BaHMN OONbLLOM
KoropThl, BkMtoyasLlen 173 nauveHta c AD, y 82% 6bino
BbIABNIEHO M3MeHeHWe reomMeTpum JIK Ha OCHOBaHWM OT-
HOCUTENbHOM TONLWLMHBI CTeHKM M UMIMITK [17]. Y 42%
VIMENI0 MeCTO KOHUEHTpMYeckoe pemMogenvpoBarue JIK
(yBenuueHme OTC JIXK npu HopManbHoM MMITX), 35%
MMEN KOHUEHTpUYeckyto rmneptpoduio JIX (yBenvyeHue
MMMITX 1 OTC JIX), 1 Tonbko y 5% oTMevanach 3Kc-
LeHTpuyeckas runeptpodus JIX (ysenudeHne MMITX
npu HopmanbHon OTC J1X) [17]. Mpn hopMUpoBaHnm
KOHLeHTpU4eckon runeptpocmm JIK TonwmHa creHku B
OMacTony, Kak npasuno, coctasnger meHee 15 MM 1 He
NPUBOANT K OOCTPYKLMM BBIHOCALLErO TpakTa IEBOrO Xe-
nypodka [13,18].

B nccnepgoBaHum Regner dpakums Boibpoca JIK meHee
50% umena mecto y 30 naumeHToB, MeHee 40% — TONbLKO
y 6 BonbHbIX, B TO BpeMs Kak OCHOBHas 4acTb obcneno-
BaHHbIX MMefla HopMallbHylo dpakuuio BbiOpoca, T.e.
©onee 50% [17].

MobanbHasa cuctonuyeckas hyHkuma JIK gnntensHoe
BpeMs OCTaeTCst HOPManbHOM, U TONBbKO Ha MO3AHWMX CTa-
OMAX Y NaLMEHTOB C KapAMOMMONaTHEN OTMEYaeTCs CHI-
XeHwe dpakumm Bbibpoca (OB) JTXK Ha thoHe anddysHoro

rMMOKMHE3a U YMEepeHHOro ero pactuvpenusa [13,18].
CnepoBaTenbHO, MOXHO MPeAnonoXuTb, YTO Kapamo-
MMOMATMUA Ha PaHHMX 3Tanax XxapakTepusyeTcs KOHLEeHT-
pryeckMM pemogennposaHmeM JIX ¢ nocteneHHbIM Npo-
rpPeccpoBaHMeM 00 KOHLIEHTPUYECKOW rnepTpodum, a
BNOCNEACTBUM, MO Mepe yBenmyeHus y4acTkoB hrbpo3sa,
0bOHapy>XMBaETCA IKCLEHTpUYeckas rmneptpodus n on-
natauma JIX, cylectBeHHO V3MeHdwme Mopdonormio
N cuctonmyeckyio pyHKUMio nocneaHero. O Hannynm yya-
cTkoB (hnbpo3a MroKapaa M3BECTHO M3 MUCCIIef0BaHNN
aytoncum 1 Guoncum Mmokapaa y naumeHTtoB ¢ AD
[7,8,19,20]. D1bpo3 BbI3bIBAET UCTOHYEHME CTEHKM JTK,
OH HaYMHaeT pacwmpaTbes, Npy 3Tom OB B TeveHWe gnu-
TENbHOMO BPEMEHW He N3MEHSAETCA U YMEHbLLIAETCA TOMNbKO
Ha KOHe4Hou cTagmun. TakuMm 0oOpa3oM, NauMeHTbl Ha
NO3OHUX CTafMAX KapAMoMMonaTum UMeloT GonbLuyio
TONLLMHY MEXOKeNyA04KOBOW NeperopoKm No CpaBHeHMIO
C 3agHen cTeHkown neBoro enygodka (3C JIXX) [13].
BnusHMe onutenbHoCTV 3a6051eBaHms Ha TOMNLMHY CTEHKM
Mrokapaa JIK ¢ nocreneHHbIM ee UCTOHYeHMEM Takxe
ObINO NoKasaHo 1 B bornee paHHMX MccenoBanHusax [19,21].
MpenMylLLecTBEHHaa Nokanusaums dhunbposa no 3afHen
creHke JIK npm AD He SBASETCA OTNNYUTENBHOM YepTou,
BbIABMAACH TAKXKE U NPU APYTUX FeHeTUYeCKMX Kapano-
MUOMaTUaX, Takmx Kak GonesHb @abpu 1 MbileyHas
ancrpoua dioweHHa [22,23].

B Hanbonee KpynmHOM Ha TeKyLLMA MOMEHT UCCIEno-
BaHMU Ixo-KI-nokasatenen y naumeHtoB ¢ AD camou
PacnpOCTPaHEHHOW 3XoKapAmorpadryYeckom HaxoaKom
CTana auacronuyeckas AUCHYHKLMA: HOpPManbHas ama-
cronnyeckas yHkuma — 25%, HapylleHne penakcaumm
— 25%, ncespoHopmanusauma — 70%, pectpukuma —
3% [17]. OueHka anacronmyeckomn yHKLM OCHOBbLIBaNach
Ha 4 TNax COOTHOLLEHMS NMMKOB TPAHCMUTPANbHOMO KPO-
BOTOKA: HOpMasibHaa yHKuMd, 1 Tmn — HapylleHue pe-
nakcaummn (E/A=0,7-0,9, Bpems 3ameanieHns: paHHero
AMacTonmyeckoro HanonHeHus (DT yBennyeHo), 2 Tmn —
ncespoHopmanmsaums (E/A= 1,2-1,3, DT yBenunyeHo),
3 71N — pectpukums (E/A>2, DT cHuxeHo) [11,24]. Be-
POSITHO, YTO CIOXHOCTU AnddepeHLmaLmm Mexay Hop-
Maf1bHOW 1 NCEBAOHOPMAIbHOW AMACTONNHeCKON dhyHKUMEN
He NMO3BONANM yAENATb OOMbLIEro BHUMAaHWS ee U3y4eHnto
B paHee NPOBEeAEHHbIX CCNIeA0BaHMAX, MPeNMYLLECTBEHHO
KOHLIEHTPMPOBABLLMXCA Ha OLEHKe CTeneHm rnepTpodum
1 cucronudeckon dyHkumm [15,25,26]. MexayHapogHbIMU
pekomMeHdauuamun 2016 r. Ang AMarHoCcTMkKy Anactonmye-
CKOVI AUCYHKLMM PEKOMEHO0BAHO NCMOMNb30BaHMe MHOEK
obbema neBoro npefcepams >34 Mn/M2, CKopocTy Tpu-
KycnvaanbHowm peryprutaumm >2,8 m/c, E/e'>14. Ona-
cronunyeckas GyHkuma JIK ABngeTca HopManbHOW, ecnu
©onee NONOBKHbI AOCTYMHbIX MEPEMEHHbIX HE COOTBETCTBYIOT
NaToNOrN4eCKmMM 3Ha4YeHAM. [lnactonmyeckas AMcyHKUMS
JIX omarHoctupyeTtcs, ecnm 6onee NonoBMHbI JOCTYMHbIX
rnapamMeTpoB COOTBETCTBYIOT 3TUM 3HA4YeHUAM [27].
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OueHka rnobanbHoM cokpaTuTensHoM dyHKLmn J1XK B
psane cly4aeB MOXeET ObITb HeLOCTaTOYHO MHOPMATMBHA,
He KOpPenvpys C TAXEeCTbIO KIIMHUYECKOrO COCTOSAHMA Ha
HayasbHbIX CTaAMAX CEpAeYHOM HEAOCTAaTOMHOCTU [28,29].
MpuMeHeHne cnekn-TpekunHr (speckletracking) sxokap-
amorpacduim No3BONSET OLLeHNTL NokKasaTteny aedopMaLm
1 CKOPOCTU AeopmMaLLMm MUOKapaa C BbIBIEHEM ero
CYOKNMHNYECKOW ANCDYHKUMN. B OCHOBE METOAMKI NeXUT
OTCNEXVBaHWeE TpaekTopun aprxkerus (tracking) B xoge
cepaeyvHoro LMKna akycTmyecknx MapkepoB Muokapga
(speckle) B cepolLKanbHOM ABYXMEPHOM Y/ETPa3BYKOBOM
n300paxeHum [30]. Kaxxgomy y4acTky TKaHM MUokapaa
COOTBETCTBYET MHAMBMAYANbHbIN OTTEHOK CEPOro LBETa,
C (DOPMMPOBAHMEM YHVIKATNIBHOMO «PUCYHKa aKyCTUHeCKMX
naten» (specklepattern), xapakTepHoro ans KOHKPETHOro
y4acTka MMOKapAa B Te4eHue CepaevHoro umkna [31].
3BecTHO, YTO ABMXXEHME MMOKapAa B TpeX MIOCKOCTSAX
(NpoooNbHON, LMPKYMAPHOM 1 padvanbHOM) ornpeaensaercs
CTPOEHMEM CJI0EB MUOKAPLAMANbHbBIX BOTOKOH: BO BpeMs
CepaeyHoro umkna cybsaHmokapamanbHbiv 1 cybanukap-
AManbHbI CNOW ABMXKYTCA CNPaneBnaHo B MPOTUBOMO-
NOXHbIX HaNpPaBneHUsAX, a CPeAHNIN CION — LIMPKYNsp-
Ho [32]. BanMoaencTBime CloeB BOMTOKOH MOKapAa BO
BPeMs CEPLAEYHOrO LMKa CO34aeT CKpy4MBatoLLee OBU-
KeHWe U ckpydmBaHme (twist), no cymm, hopmupyioliiee
cepleydHbIn Bbibpoc [32]. Kak 1 npu OonblNHCTBE M-
nepTpoduyeckmx KapaAMOMMonaTnMin NPOLAONbHasA rMo-
BanbHasn gedopmMaums (strain) JIK cHxkaeTcs 1 npuy kap-
anomuonatum C runeptpoduen y naumeHTos ¢ AD
[14,33,34]. PackpyduBarue (untwist) n ckopoctb npo-
JonbHol fecdopMaumm (strainrate) Takxe saBnsaoTcs Gonee
4yBCTBUTESIbHBIM MOKa3aTenamMun Ans AMarHoCTVKM Aunc-
PyHKLM MUOKapAa Ha hoHe rnneptTpodum, Yem pakLms
BblOpoca JIX, 1 nX HapyLLeHe MOXET NpeALecTBOBaTb
CHVXKeHWIo hpakLmm Bbibpoca JIK [35,36].

B nccneposaHnm C. Dedobbeleer ¢ coaBr., BktoyasLLeM
20 naumeHToB ¢ AD ¢ HopManbHOW dpakLment BbIopoca
JDK 1 macconm muokapaa, Obino BbISIBNEHO CHUXKEHVE
rnobanbHOM NPOAONBHOM W LMPKYNApHOW AedopMaumm
JIK, 410, BEposATHO, 0DyCnaBnMBano CHUXeHWe NHOEeK-
CMPOBaHHOIo yaapHoro obbema JIK npu coxpaHeHun
HopManbHow pakumm Beibpoca [37]. Kpowme Toro, cko-
POCTb packpyymBaHms JTK, koTopast sBNSETCA NoKasatenem
ynpyroct Mmokapaa Bo BpeMs M30BOSIIOMUNYECKOro pac-
cnabneHus 1 OTpakaeT CWUny BcacbiBaHWs Ana 3ddek-
TMBHOrO HamnosHeHns JIK, Obina 3Ha4YNUTENbHO CHUXEHA
y NaumeHToB ¢ AD, 4TO Takxe ABASETCH CBUAETENbCTBOM
HapyLleHnsa paHHero AMacToiM4eckoro HamoNHeHWs
JIK [38]. B npocnekTnBHOM HabnogeHur 60 naumMeHToB
¢ AD P.M. Mottram ¢ COaBT. BbISBUN CHUXXEHME CKOPOCTEN
CUCTONMYECKOTO M PAHHETO AMACTONMYECKOrO HaNOMHEHNS
Npw NCNonb30BaHWUM TkaHeBoro gonnnepa (TM) B 6onbLuen
cTeneHu ons GokoBoW cTeHkM JIK, 4eM Ons Mexokeny-
[OYKOBOW MeperopoaKu, HTo TakxKe acCoLMmMpOoBanoch C

MeHbLUNMW ero pasMepaMm (KOHeYHO-AMaCTONNYeCKniA
N KOHe4YHo-cucTonudeckuii pasmep JIX) [10]. MoxHo
NPefnonoXunTb, 4TO AaHHble M3MeHeHus obycnosie-
Hbl ©onee BblpaXeHHbIM (UOPO3OM MMEeHHO GOKOBOWM
creHkm JTXK. Ele ogHMM Hambonee 4acTbiM OTKJIOHEHMEM
CTano yBenuyeHme OTHOCUTENbHOW TOMWMHBI CTEHKM
JIK y naumentos ¢ AD [10]. Mpwn nccnegoBaHWM CUCTO-
NNYeCKOro MMOKapAManbHOro rpafivieHTa v paHHero amna-
CTONNYECKOrO0 MMOKaPAMANbHOIO rpagmeHTa CKopocTu
3aaHen creHkm JIXK y 29 naumerTtoB ¢ AD D.P. Dutka ¢
COAaBT. TAaKXKe BbISBUN CHUXEHME 3TUX NoKa3aTenen [39].

B psme cnydvaes axokapavorpaduyeckoe 13obpaxeHue
Muokapga npu AD, kak 1 nNpyv amunongose cepaua,
NMeET «3epPHUCTYIO» CTPYKTYpPY, HO, B OTIIMYME OT amu-
nownpao3a, HMKOraa He OTMeYaeTcs BbIMoTa B NOIOCTH ne-
prikapaa [33].

CTOWT OTMETUTb, HTO aHOMarnbHbIN POCT 1 BeC Nauu-
eHTOB ¢ AD ABNAETCS TPYAHO peLlaeMor npobnemon ans
npoBefeHVs 0O bEKTUBHOWM OLIEHKM NOJTyHaeMblIX AaHHbIX
9x0-KT, 4TO MOXXeT 3aTpyAHSATb pacHeTbl, 0OCOOEHHO Npn
NHOEKCaLMKM, TEM CaMbIM BAVAS Ha 3aKIIOHNTENbHbIE Bbl-
BOAbI.

MarHuTHo-pe3oHaHCcHasa Tomorpagus

MPT cepfilia OTHOCUTENbHO HEeAABHO ObINO NPYMeHeHa
ONF XapaKTepUCTUKK CTPYKTYPbI MMOKapAa y NaumneHToB
¢ AD Ha OCHOBaHMM OLEeHKM oTeka Mrokapda [8] v pac-
npocTpaHeHus drodpo3sa [40-42], ABNAIOLLMXCS PaHHNAMM
NposiBNEHNEM KapAMOMMONATUM [axe NMpu OTCYyTCTBUU
3Ha4YMmon runepTpodumn [43,44]. bnarogaps BbICOKOW
BOCMPOU3BOAMMOCT U onepaTop-Hezasmcrmoctii MPT
cepaLa naeanbHO NOAXOAMNT ANs OLEHKM 0ObeMOB Kamep
cepaLa, Macchl MMOKapAa v pakLmm Bbibpoca, 0COBEHHO,
NpW ONUCaHVM NapaMeTPOB MPABOro XeNyao4yka, oueHKa
KOTOPbIX Ha OCHOBaHWM 2x0-KI B psage cnydaeB cylle-
CTBEHHO 3aTpyaHeHa [40].

B cBoeM nccneposaHum B. Rajagopalan ¢ coasT. moka-
3aN1 NOJSIOXKUTENbHYIO KOPPEenAuMio MacCbl MrokKapaa
JIX ¢ konnyectBomM noBTopoB GAA 1 Bo3pacTom aebtoTa
AD, npn onnTenbLHOCTY 3aboneBaHKs bonee 15 net Macca
MMOKapaa, HaNpOTWB, MMena TEHAEHUMIO K YMEHbLLEHMIO,
YTO yKa3blBaeT Ha NOABMEHMe AunaTalmn KaMmep cepaua
npw ANUTENbHOM TedeHn 3abonesanms [11].

cnonb3oBaHMe KOHTPaCTHOro ycunexHms npu MPT
MO3BOSAET OLLEHNTL HaKOMMIEHMe KOHTPaCTHOIO BELLeCTBa
B N034HI0I0 (ha3y 1 BU3yanm3MpoBaTh y4acTku hbpo3HoM
TKaHW [41]. Kak camMo Hanu4due, Tak U CTeneHb No3aHero
HakonneHus ragonununsa (LGE) mrpatoT BaxHyio ponb B
oLeHKe MporHo3a, T. K. Aaxe Hebonbwor obbeM Grb-
po3HOM TKaHu (<2 % oT mMaccbl Muokapaa JIX) acco-
LMMPYETCH C CEMUKPATHBIM YBEUYEHMEM PUCKA OCHOBHbIX
HebnaronpuATHLIX CepAeYHbIX NCXOOO0B Y MALMEHTOB C
niiemmyeckom bonesHbto cepaua [42]. daHHbie MPT
cepAiLa y NauUMeHTOB C HeMLLIEMNYECKOV KapamMoMuonaT/en

108 Rational Pharmacotherapy in Cardiology 2021;17(1) / PayuoHansHas ®apmakomepanus 8 Kapouonoauu 2021;17(1)



Cardiomyapathy of Friedreich’s Disease
Kapduomuonamus npu 6one3Hu Opudpelixa

Tak>Xe nokasasnu, 4to LGE BHe 3aBMCMOCTU OT KONM4ecTBa
1 XapakTepa pacnpefeneHmns aBnaetca NnpefuKTopoM pas-
BUTWS 3/TOKAYECTBEHHbIX HapYLUEHWM pUTMa cepaua [43].

MIMetoLLmecs AaHHble MO3BONAIOT NPeaNONoOXnTb, YTO
hrbpo3 MroKapaa ABNAETCA XapakTepHOM HaxoaKov Nnpwm
Kapanommonatum y naumenTos ¢ AQ 1 npeAcTaBnser co-
OOV TMMNYHBIM MPU3HAaK NMPOrpeccpoBaHys 3abonesaHNs,
T.K. Ha NMO3[AHMX CTafMsAX YaCTO HAbNIOAAETCH UCTOHYEHVEe
Muokapga JIXX, ogHako B HacTodLlee BpeMs HET LOCTO-
BEPHbIX OAaHHbIX O MPEeMMYLLECTBEHHOW foKanu3aumm
MUoKapamnansHoro $unbposa npu AP, 4TO NO3BONMMO
Obl NpoBOAUTL AN depeHLManbHbIN AMarHO3 C APYrMMin
reHETNYECKUMM TUNepTROMUHECKMMI KaPLANOMUONATUAMM
[14,22,33,34].

HapyLueHmsa MUTOXOHAPMANbHbBIX (PYHKLMM NPUBOAUT
K HEKPO3Y MblILLEYHbIX BOSTOKOH W Pa3BUTUIO XPOHUHECKOTO
peakTBHOIro MrokapamTa [45]. BocnaneHve mrnokapaa,
B TOM 4uCIe, U CyOKMMHUYECKOE, MOXKET NMPUCYTCTBOBATb
B KayecTBe NpeALIeCcTBEHHKA KapAnomMmonatimn npy AD
C MOCTENEHHbIM MPOrPeCcCUpPOBaHMEM O BbIPAXKEHHOM
AMNaTaLOHHON KapaAMOMMONAaTUM, YTO MOATBEPXKAAETCS
JaHHbIMK ayToncum naumeHtoB ¢ AD [44]. BoisneHne
MWOKapAMTa Ha OCHOBaHMM AaHHbIX MPT C ncnons3osa-
HUeM OMarHocTMdecknx kputepures Lake Louise moxer
VIMETb BaXKHOE 3HayeHue ANs paHHen CTpatudmkaumm
pucka y naumeHTos ¢ AD [46-48].

Mo gaHHbIM MPT cepaua y naumeHToB ¢ AD 1 MHTaKT-
HbIMW KOPOHAPHBIMW apTepUAMK OTMEYaeTCH CHUXKEHUE
pe3epBa nepdy3nm MUoKapaa, NpeacTaBnsioLlero cobom
O[IHO 113 Hamnboree PaHHKX NPOSIBIIEHWM KapAMOMUONATAN
npwv 3ToM 3abonesaHunn [49]. Mpu nposegeHnn MPT c
afleHO3VHOM CTPEeCC-TeCTOM Tak>ke Oblno NOATBEPXAEHO
3Ha4YUTENbHOE CHVXKEHWMe VHAEeKCa pesepBa nepdysun
MWOKapAa, KOTOPbIV He 3aBMCeN OT CTeneHn rmnepTpohumm
Muokapaa JIK n Hanuumsa dmnbposa, no3sonss npeano-
NOXWTb, 4TO HapylleHne nepdy3nmn ABnseTcs Havbonee
PaHHUM 3BEHOM MaTOreHeTU4eCcKoro Kackaga Kapamo-
muonatin npu AD [8].

[epCneKTMBHbIM B M3y4eHM KapAMOMMONATUIA, B TOM
yucne, 1 npu AQ, NpeacTaBAfeTCs NPUMEHEHVE HOBbIX
Metoamk MPT: T1-kapTuposaHme (T1-mapping), T2-kap-
TpoBaHue (T2-mapping), onpegeneHune dbpakLmm BHe-
kneto4Horo obbvema (ECV), KoTopble NO3BONAIOT KOMN-
4eCTBEeHHO OLEeHUTb AUPdY3HbIE M3MEHEHWSA CTPYKTYPbI
MUWOKapaa, BM3yanu3nposaTb hrnbpos, oTek, aMnnonaos
1 HakonneHue xenesa [50].
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