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PE3IOME

Llenb. OueHUTb pacnpOCTPaHEHHOCTb MOPAXEHWA NEBOr0 XXENyaoyka
0COBEHHOCTU BUBEHTPUKYNAPHOrO (HEHOTUNA apUTMOrEHHON Kapanomm-
0naTiK y NaLMEeHTOB C MATOreHHbIMK MyTaumamm B reHax PKP2 n DSP.

Matepuan u MeTofbl. TpemM HepoLCTBEHHbIM NPO6AHLAM NPOBEEHO KOM-
MNEKCHOE MOMNEKYNAPHO-TFEHETUYECKOE W KIMHUKO-MHCTPYMEHTaNIbHOE
o6cnenoBanune, BkntoyasLuee IKI B 12 0TBEAEHUAX, CYTOYHOE MOHUTOPK-
poBaHue K[, TpaHCTOPaKanbHyt0 IX0KapAMOrpacnio 1 MarHMTHO-Pe3o-
HaHCHY0 TOMOrpadouto cep/ua ¢ 0TCPOYEHHBLIM KOHTPACTHBIM YCUIEHUEM.
PesynbTatbl. Pe3ynbTartbl KMMHWYECKUX HAGMIOAEHUIA MOKasanu, 41o y
TPEX NCCNeayemblX NaUUEHTOB C apUTMOTEHHOI Kapanomuonaruen 6bino
06Hapy>XeHO pa3NMYHOIA CTENEHU BOBMEYEHWE NEBOIO XeNnyaoyka, KoTo-
poe xapakTepu3oBanoch HMOPO3HON MK PUOPO3HO-XKUPOBOI UHAWITb-
Tpauueit MMOKapaa, a TakKe PernoHanbHOR Mnn rnobanbHOA CUCTONK-
4eCKON AUCHYHKLMEN PA3NNYHON CTENEHN BbIPAXEHHOCTW. Y NaLMEHTOB
BbISIBNEHbI NaToreHHble mytauun ¢.1912C > T (p.GIn638*, rs397517012,
rs397517012); ¢.1237C > T (p.Arg413*, rs372827156) B reHe PKP2 1 Ho-

Bknapg aBTOpoB. Bce aBTOpbI COOTBETCTBYKOT KPUTEPUSM aBTOPCTBA
ICMJE, npuHumanu y4actiue B NoAroTOBKe cTaTbl, Habope mMaTtepuana u
ero 06pabotke.

P< ANST.EFIMOVA@ GMAIL.COM

Bblli BEPOSTHO NATOrEHHbIA BapnaHT MyTauum B reHe DSP B Buje aeneuun
€.3494delA. Bbino BbIABNEHO, YTO MyTaLMa B rede DSP Gbina accoumn-
pOBaHa C 601ee BbIPXXEHHON CUCTONNYECKON ANCHYHKLMER 1 60NbLIUM
MPOLEHTOM (PUBPO3HOTO 3aMELLEHN MMOKApAa NeBOro XXenypodka no
CPABHEHWIO C HOCUTENAMU MyTauwii B reHe PKP2. Y BCeX NauUMeHTOB Ha-
0110 ANNCh XXISHEYTPOXAIOLLME XEeNYL04KOBbIE QPUTMUM C HEOOX0AMMO-
CTb0 MMMNMAHTALMN KapanoBepTepa-aeduopunnsropa.

3aknioyenune. Hawm KnuHU4ecKne HabNoLeHNS NOKasanu, 4To B Cepum
Cny4aes TPEX NAUNEHTOB C OUBEHTPUKYNAPHBIM (DEHOTUNOM apUTMOreH-
HOA KapVOMUONATUWN BbIABNEHME MyTaLun B reHe DSP Oblio accoumu-
POBAHO C 607166 BbIPAKEHHOI CUCTONUYECKON ANCAYHKLMENR 1 60NbLIUM
MPOLEHTOM (OMBPO3HOro 3aMeLLieHNs Mruokapa JTXK no cpaBHEHUIO C HO-
cutenamu mytauuii B rene PKP2.

KnioyeBble cnoBa: aputMoreHHas kapauomuonarus, MPT-gnarHocTuka,
myTauus, red PKP2, ren DSP, kapauoBepTep-aedunbpunnsTtop, KnuHuye-
CKMI cnyyai.

KoHhnukT uHTEpEcoB. ABTOPbI 3asBNAOT 06 OTCYTCTBUM KOH(DNKTA UH-
TePecos.
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SUMMARY

Aim. To assess the prevalence of the left ventricle involvement and the
features of the biventricular phenotype of arrhythmogenic cardiomyopathy
in patients with pathogenic mutations in the PKP2 and DSP genes.
Material and methods. Three unrelated probands underwent a
comprehensive molecular-genetic, clinical and instrumental examination,
which included a 12-lead ECG, 24-hour ECG monitoring, transthoracic
echocardiography, and cardiac magnetic resonance imaging with late
gadolinium enhancement.

Results. The results of our clinical observations showed that in
three studied patients with arrhythmogenic cardiomyopathy left
ventricle involvement of various degree was found. The left ventricle
damage was characterized by fibrous or fibro-fatty infiltration of
the myocardium, as well as regional or global systolic dysfunction
of different severity. The patients had pathogenic mutations
c.1912C > T (p.GIn638*, rs397517012, rs397517012); ¢.1237C > T

Authors’ contributions. All authors meet the ICMJE criteria for authorship,
participated in the preparation of the article, the collection of material and
its processing.
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(p.Argd413*, rs372827156) in the PKP2 gene and a new probably
pathogenic variant in the form of a ¢.3494delA deletion in the DSP gene. It
was found that the mutation in the DSP gene was associated with a more
pronounced systolic dysfunction and a greater percentage of fibrous
replacement of the left ventricular myocardium compared with carriers of
mutations in the PKP2 gene. All patients had life-threatening ventricular
arrhythmias with the need for implantation of a cardioverter-defibrillator.
Conclusion. Our clinical observations have shown that in patients
with biventricular arrhythmogenic cardiomyopathy, the detection of a
mutation in the DSP gene is associated with a more pronounced systolic
dysfunction and a higher percentage of fibrous replacement of the left
ventricle myocardium compared with carriers of mutations in the PKP2
gene.

Key words: arrhythmogenic cardiomyopathy, MRI, mutation, PKP2 gene,
DSP gene, cardioverter-defibrillator, clinical case.
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OPUIHATIbBHAS CTATbA. AHATTING CTEMNEHW NMOPAXKEHWIA JTIK Y MALUVIEHTOB C BUBEHTPUIKYTIAPHBLIM
DEHOTUIMOM APUTMOIEHHOW KAPOVOMUIOMNATYVIV: OMVCAHVIE CEPVIV CJTYHAEB,

BBEJIEHWE

ApuTmorenHas kapauomuonatua (AKMIT) — HacneacTBeHHoe 3a-
6onesaHne MUOKapha, XapakTepu3yrLleecs NporpeccupyroLmm
(p16pO3HO-XKNPOBLIM 3aMeLLieHnemM Mruokapaa npasoro (MX) u/unu
neBoro xenyno4kos (JIXK), KOTOpoe MOXET BbICTYNATb B KA4€CTBE
cybcTpara ans Xenyao4koBbIX apuUTMUIA U BHE3AMHOM CepaeyHOl
cmeptu (BCC) [1]. K HacToswweMy BpemMeHun 6bin paclumpeH ge-
HOTUNWYECKNIA CNEKTP AaHHOW HO30/10TMM C WAeHTUdMKaLnen
OMBEHTPUKYNAPHOI 1 NEBO-AOMUHAHTHON POPM [2], YTO NpUBESNO
K UCMONb30BAHUIO B NOCMEAHME roAbl 605ee NPeanoYTUTENIbHOr0
TePMUHA «apUTMOreHHas KapAMOMUoNaTus» BMECTO «apUTMOreH-
Has aucnnasusa/kapamomMmonarus npasoro Xenynouka», npuMeHs-
emoro panee [1]. [danHblil coBur napagurMbl HaWén cBOE oTpa-
XeHne B 06HOBMEHHbIX B 2020 r. Kputepuax anarHocTukn AKMIT,
pa3paboTaHHbIX MEXAMCLUNIMHAPHON paboyen rpynno mexay-
HApPOZHbLIX MCCNefoBaTeNe U KINHUYECKUX KapAMONOroB Meau-
LMHCKOro dhakynbteta Yuusepcuteta lMagyw [3]. B onpegenerun
KOHKPETHON (hOpMbl 3TOr0 3a60MeBaHWS BaXHY0 PONb Mrpaer
MarHUTHO-pe3oHaHcHas Tomorpacpus (MPT) ceppua, kotopas
cTana «30M0TbIM CTaHZAPTOM» BU3yanu3auun LNif OLEHKU MOop-
(POYHKLMOHANBHOMO M CTPYKTYPHOIO CMEKTPa NOPXeHUs Xesy-
no4kos npu AKMI [2, 3]. NocnegHue nccnefoBanns, 0CHOBAHHbIE
Ha ayToncuu, reHoTUn-HeHoTUN Koppenauusax, u 6onee WMPOKOe
ncnonb3osanue MPT nokasanu, 4to nopaxeHue JIK BO3HuUKaeT
paHblUe, YeM MepBOHAYanbHO NPeAnonaranoch, U BCTPeYaeTcs B
6onee 4em B 50% cny4aes AKMI [4, 5].

PacnpocTpaHeHHOCTb apUTMOreHHOM Kapanomuonarii npasoro
xenynoyka (AKIMK) B nonynsaumum B Lenom oueHusaercs ot 1:1000
00 1:5000 ¢ y4eTOM BO3MOXXHbIX HEIMarHOCTUPOBAHHbIX Cly4aeB
C JIerKUMmn cumntomamm unu 6e3 Hux [1].

AKMI1 B HacToslLee BPEMS CYMTAETCS FeHETUYeCKU AeTepMu-
HUPOBAHHOM KapawomuonaTtueidl, B OCHOBHOM Bbl3bIBaeMOM Na-
TOrEHHbIMW BapuaHTaMi FeHOB, KOAMPYIOLLMX LECMOCOMHbIE U
accouMMpoBaHHble ¢ HUMU 6enku [1]. 3a6onesaHue 06bI4HO UMe-
eT ayTOCOMHO-JOMUHAHTHbIA XapakTep C BO3PACTHOW HenosiHo
NEHETPAHTHOCTLHO. [1aTOreHHble BapuaHTbl B J6CMOCOMHbIX MeHax
BbIsiBNAOTCA Y 33-63% npo6aHaos. Cpean AeCMOCOMHbIX FeHOB
Hanbonee 4acTom NpPUYNHON 3a60N1eBaHUS ABNAKOTCA NATOreHHbIe
BapuaHTbl reHa PKP2, Ha KoTopble npuxoantes ot 36 A0 92% my-
Tauuin [6]. B npeapblayLmnx MccnesoBaHmax ux CBA3bIBani ¢ U30-
NUPOBaHHbIM nopaxeHunem MK u TunuyHbiM peHoTunom AKIMK
[7]. B HacToALel paboTe NpuBEAEHbI PE3yNbTaTbl KOMMIEKCHOMO
KNMUHUKO-UHCTPYMEHTANIBHOTO 1 TEHETUYeCKOro UCCneaoBaHus
Tpex NaLueHToB ¢ OMBEHTPUKYNAPHbIM dpeHoTunom AKMII, npo-
aHanu3npoBaHa CTeneHb BOBNeYeHHOCTU JIXK y HocuTenen pas-
NINYHBIX NATOrEHHbIX MyTaLMUA B J6CMOCOMHbIX FeHax.

MATEPWAN U METO/Ibl

Tpém HepoACTBeHHbIM npo6aHaam (MyxuuHbl 42 roga, 40 net
1 23 rofa) 66110 NPOBELEHO KITMHUKO-UHCTPYMEHTaNbHOE 06Cne-
LoBaHue, Bktoyaslee IKI B 12 otBeaeHusx (IKM-12), cytoyHoe
mMoHutopuposanue IKI (CM IKT), TpaHCcTOpakanbHyl 3xokap-
pnorpacouto (TT3) n MPT cepaua ¢ OTCPOYEHHbIM KOHTPACTHBIM
ycuneHuem (OKY).

IuarHo3z AKMI1 ycTtaHaBnuBancs COrnacHo Kputepusm, pas-
PaboTaHHbIM MEXAUCLUUMIMHAPHOA paboyelt rpynnoin Mexnay-
HApPOAHbIX MCCNeoBaTeNel N KINHUYECKUX KapAMONOroB Meam-
LMHCKOro dhakynbTeta YHusepcuteta lMagyw [3]. OcHoBaHMeM Ans
NOCTAHOBKW «onpeaeneHHoro» amardosa AKMI1 6bino Hanuyume 2
60nblunx, 1 60MbLIOT0 U 2 MarnblX, UAKN 4 ManbIx KpUTEpUeB u3
6 pasHbIx KaTeropmii (MopmOogYHKLMOHANIbHbIE aHOMANUK Xeny-
[04KOB, CTPYKTYPHbIE aHOManuM MWMOKapaa, aHoOManuu Aenons-
pu3auun, aHoManuu penonspu3aunu, XxenyaodkoBble apuTMuu,
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CEMENHbIA aHaMHe3/reHeTuka). «bUBEHTPUKYNAPHbIA» BapuaHT
AKMI BbicTaBnsncsa npu BbIfBIEHN > 1 MOPOPYHKLMOHANBHON
W/nn CTPYKTYPHOI aHoManuu Kak MK, Tak n JIK, 0AHOBPEMEHHO.

MPT cepaua 6bi10 npoBegeHo Ha 1.5 T Tomorpadpe (Siemens
Healthineers, Magnetom Aera) ¢ wucnonb3oBaHuem K-
CUHXpOHM3aumn. CKaHMPOBaHWe NaLMEHTOB OCYLLECTBAANOCH CO-
rNacHo cTaHaapTu3osaHHomy npotokony ans AKMIT O6uiecTtsa
CepaeyHo-cocyauctoro MaruutHoro PesoHanca (SCMR) 2020 r.
[8] 1 661110 LONONHEHO BbINOSIHEHMEM HATUBHOMO M MOCTKOHTPACT-
Horo T1-KapTMpoBaHWs MUOKAPLA C LIeNbio ONTUMU3ALUN U YTON-
HEHWA TKAHEBbIX XapPaKTePUCTUK KapauanbHbIX CTPYKTYP.

OueHka cmbpo3a Muokapga metogom OKY BbinonHAnach ¢ Uc-
NoSb30BaHNEM ABYXMEPHBIX CErMEHTUPOBAHHBIX NOCeA0BaTebHO-
CTell UHBEPCUS-BOCCTAHOBIEHNE Yepe3 10 MUHYT Nocne BHYTPUBEH-
HOTO BBEAEHMA KOHTpAcTHOro Bewectsa (ragobytpon, 0,15 mmone/
Kr Maccbl Tena) B CTaHAAPTHBIX MPOEKLUAX NO KOPOTKOM U [STUHHOM
0CH, a TaKxxe B Npoekuum BbiHocAwwero Tpakta MK (BTMXK) n 3-ka-
mepHoi npoekuun MK. Bosnedenune JIK onpegensnach kak Hanu-
4ne > 1 13 crefyroLLmx Npu3HakoB: (1) CHUKeHue rno6ansHoM n/unm
HapyLeHWe NOKanbHOWM COKpaTUMOCTU MUoKapaa, (2) OKY cy6anu-
KapauanbHOA Unu WHTPamypanbHoil nokanuaaumn B 04HOM 1 6onee
cermeHTax J1K B 06nactu Mexokenyfo4kooin neperopogku (IMXKIT)
n/mnn cBo6ofHON CTeHkn JDK (kpome Tovek coedmHeHus MXKIT ¢
XKeNyaouKamum).

KupoBas WH(UNLTPAUMS OLEHWBANACh MyTEM CPaBHEHUS KU-
HO-N306paXeHNii, T1-B3BELLEHHbIX N306paxXeHnii Turbo Spin Echo
(TSE) ¢ n 6e3 nofaBneHns CurHana ot XXUPOBOIA TKAHWN U NMOCTKOH-
TPacTHbIX n306paxeHnn OKY, 4To6bl OTAMYUTL HOPMAnbHbIA 3NK-
KapauanbHbIiA X1Up 0T NaToN0ornieckoro hmépo3HO-XM1POBOro 3ame-
LLieHnst Muokapa. OueHKa Hanuymus XXUPoBOM MHAUbTPaLMK Bbina
[0MO0/HeHa BbINOMHEHWEM HATUBHOMO T1-KapTMpOBaHUs MUOKapLa,
rae Xup Onpeaensncs Ha LBETOBbIX T1-napameTpUYeckmx Kaprax
BU3Ya/IbHO 1 KOJIMYECTBEHHO KaK 30HA C HUSKUMM 3HA4eHUAMU Bpe-
MeHn T1-penakcaumu no cpaBHEHNIO C HEU3MEHEHHbIM MUOKAPAOM.

Mpn CM 3KI oueHMBaNu KONMYECTBO XENyao4KOBbIX IKCTpa-
cucton (XK3C), Hann4ne 3NN300B HEYCTONYNBOI XKeNya04KOBON
Taxukapauu (KT) n apyrue HapyLweHus putma u npoBOAMMOCTH.

Mouck myTauuii B KOAUPYHOLWIMX NOCNEA0BATENbHOCTSAX MEHOB,
acCOLMUPOBAHHbIX C PasBMTWEM CepLeYHO-COCYAMCTON naTto-
noruu, NpoBOAWNIM METOAOM BbICOKOMPOU3BOAWUTENLHOIO CeK-
BeHupoBaHua (NGS) Ha reHeTmyeckom aHanusatope MiSeq u
NextSeq (lllumina). Mpo6onoAroToBKY 06pasLoB OCYLECTBASANN
¢ ucnonb3osaHmem naHenu reHos TruSight Cardio Sequencing Kit
(llumina) u Extended Cardio (Sophia Genetics). UHTepnpeTauus
NaToOreHHOCTW HOBbLIX 1 PaHee OMUCAHHbIX FEHETUYECKUX BapuaH-
TOB OCYLLECTBNIANACH COrMACHO pekoMeHAaunaM AMepruKaHcKoro
obuiecTea MeauuMHCKON reHetuku 2015 r. [9]. [marHoctnyeckm
3Ha4YMMbIMU CHMTANN naTtoreHHble (V Knacc) W BEpOATHO naro-
resHble (IV knacc) reHetm4yeckue BapmaHTbl. [eHOTUNMPOBAHME U
AHOHMMHas Ny6MKauus pe3ynbTaToB NPoOBeAeHbl C MMCbMEHHOM0
cornacus nauueHra.

PE3YJIbTATDI
CBOAHAA KNUHWYECKAS W FeHeTUYecKas XapakTepyucTika Habo-
AaemMblx NaLMeHToB npeacTasieHa B Tabnuue.

Knunuyeckuit cnyyait Net

MaumneHT L. — 42-neTtHuit myxxyuHa noctynun B PHIL «Kapawn-
0norus» C PeunanBupyioLLeidl NapoKCM3ManbHON HeyCTONYNBOR
JKT ¢ mopdhonoruen nonHoi 610Kaabl NeBOI HOXKM Nyyka Mnca
(MBJTHMT) (puc. 16-T).

Ha ctannapTtHoi 9KIM-12 3aperncTpmpoBaHbl XapakTepHble aHo-
manum penonspusauum (puc. 1A). Ha cepun CM 3KT peructpupo-
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Ta6nuua 1. Knuiudeckas u reHeTMYecKas XapakTepucTuka nauueHTos ¢ GuBeHTpuKynapHoin AKMIN.
Table 1. Clinical and genetic characteristics of patients with biventricular arrhythmogenic cardiomyopathy

XapaktepucTuka Maument 1 Mauwent 2 Maument 3

Bo3spact nocraHoBKK

[narxosa (net)/non 42/myx 32/myx 33/myx

BCC 6nn3knx poLiCTBEHHNKOB

CeMmerliHbIn aHamMmHe3 BCC otua B 54 roaa B 25 1 40 et

He oTdaroweH

[le6t0T NpecuHKone/CMHKonNe

32 22 33
(Bo3pacr, ner)

dncunoH BonHa, [ITA

komnnekca QRS > 55 WHBepcus 3ybua T B
VI3MeHeHms Ha 3KT-12 VHBepcusa 3ybua T B MC B OTBGLI,EHI/IHX V1-V3; otBefeHuax V1-V6; [TA
otBefeHusx V1-V6 HU3KWIA BONbTAX KOMMIEKCA komnnekca QRS > 55 mc
QRS B otBeaeHusx I, Il B oTBefeHusX V1-V3
[ll, aVR, aVL, aVF
AIC no patiim CM 3K 2500-4000 280 17526
(KONMYECTBO B CYTKM, ThICAY)
XT (ycToi4nBas/HeycTon4msas) ectb/ectb ecTb ecTb
N3meHeHus no AaHHbIM TTI
KAP TOK 8 4-xkamepHod 33/63 32/56 40/80
nosmumm (Mm)
N3P MX (Mm) 34 22 26
OUIT MK (%) 59 - -
TAPSE (mm) 23 - -
KOO JIX (mn) 97 107 202
OB XK (%) 55 65 44
HapyLueHne NoKanbHo
COKPATUMOCTU MUOKapAaa ectb (1,31) HeT ecTb (1,69)
JDK (I1C)
W3meHennsa no ganHbim MPT cepaua
nKZO0 MX (mn/m?) 107 86 95
®B XK (%) 37 40 41
HapyLeHne nokanbHo
ecTb ecTb ecTb
COKpaTuMocCTn Muokapga Mx
Hanu4une dombposa
ecTb ecTb ecTb
muokapga Mx
nKIO0 JIX (mn/m?) 69 73 108
®B JTX (%) 57 59 50
HapyLueHne nokanbHoi
COKpaTMMocTu Muokapga JIK/ HeT eCTb/2 ectb/11
KONIMYECTBO CErMEHTOB
Hannyune dmbposa
ecTb ecTb ecTb
muokapaa JK
0,
Yo mmpposa muokapga JTX ot 36 12.7 36,5
o6LLein macchl Muokapaa JIK
Hann4ne xuposoit
HeT eCTb HeT

UHGMNbTPaLmn Muokapaa /K
[eHeTMYeCKas XapaKkTepucTuka
MyTauuu B reHe PKP2 PKP2 DSP

Cokpatyenns: [JTA — 4nnTenbHOCTb TEPMUHANBbHON akTuBaummn, IV — akctpacuctonnyeckmii nsgexc, 390U — aHpokapanansHoe
3NeKTPOU3N0A0rn4eckoe nccnenosanne, KLP — koHedHo-guactonndeckuii paamep, [13P — nepeaHesanHuii pasmep, OUI — chpakuyns
uameHeHns nnoiaan, TAPSE — cuctonn4eckas aKCKypeus KoabLa TpMKycnnaanbHoro knanaua, KLO — KOHe4YHO-AnNacTonn4eckmi
06vem, UJIC — uraexc nokanbHow cokpatumocty, nk[jO — UHAEKC KOHEYHO-ANACTONYecKoro 06bema, OB — gppakuyns Bbibpoca
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Banuch Yactble XKIC, ann3oapl HeycTon4neoi XKT ¢ mopdonoruei
MBJTHIT. TMpu TT3 06HapyeHbl 30HbI FTUNOKMHE3A B 6a3aNbHbIX Y
CPESHNX HMXKHUX U NeperoposioyHbIX, BEPXYLLEYHOM HUXKHEM Cer-
MeHTax Muokapaa JIK 6e3 CHuxeHus rnobanbHON COKpaTuTenb-
HOW doyHKUMKM JTXK (cm. Taén. 1). Mo gaHHsim MPT cepaua (puc. 2)
BbISIB/IEHO HE3HA4MTeNIbHOE paclumperue nonoctu MK ¢ cuctonu-
4eCKOI OMCYHKLMEN M HApYLIEHNEM NOKaJIbHOM COKPaTUMOCTU
Muokapza MK B BUAe 30H AMCKMHE3A U MENIKUX aHeBpU3MaTuye-
CKUX BbINA4MBAHWA GOKOBOW U HIKHEN CTEHOK (CM. Tabn. 1). Mpu
OKY onpepaensnca TpaHemypanbHbln oubpo3 Muokapaa 60KoBoiA
W HWKHeN CTeHOK XK, a Takxe JIMHeHbIA Cy63nuKapananbHbIi
(hbn6p03 60KOBOI U HMKHEI CTEHOK JTXK.

A .

AR RRE
-4

PucyHok 1. IKI-12 naumenta L. Pucyrok 1A. MHBepcus 3ybuya T
(vka3aHa 4épHbimu cTpesikamu) B rpyaHsix (V1-V6) otBegeHunsx.
Pucyrok 16-I". 3KT-12 B otBegennsx |, aVL, V5. XKenynoykosas
Taxukapans ¢ YCC 214 ya/mun n mopghonorned NBJIHIT

Figure 1. ECG-12 in patient LLl. Figure 1A. T-wave inversion
(indicated by black arrows) in V1-V6 leads. Figure 1b-I. ECG-12
in leads I, aVL, V5. Ventricular tachycardia with a heart rate
214 beats/min and morphology of left bundle branch block

Pucynok 2. MPT ceppua nauuenTta W. /so6paxenns cepaua
B YeTbIPEXKAMEPHOVI TPOEKLMN U1 110 KOPOTKOW 0CH

B KOHEYHO-ANACTO/INYECKYI0 (ha3y (A — KNHO-U300paXKEHNE,
b, B— OKY). Mesikne aHeBpn3maTn4eckmne BoinssynBaHus
60k0BoV cTeHkn DK (A — ToHKMe Gesible cTpeskn). dubpos
Muokapza 60koBov n HmxHe cteHok K (b, B — 6enbie
rOJI0BKY CTPEJIOK), CYOINNKAPANaNbHbIN ubpo3 Muokapaa
HUXHE060k0BOW cTeHKku JIK (B — KpacHbie rofioBKku CTPesok)

Figure 2. Cardiac magnetic resonance findings in patient LLI.
Images of the heart in four-chamber and short axis views,
end-diastolic phase (A — cine image; b, B — late gadolinium
enhancement image). Small aneurysmal protrusions of the lateral
wall of the right ventricle (A — thin white arrows). Myocardial
fibrosis of the lateral and inferior walls of the right ventricle

(b, B — white arrowheads), subepicardial myocardial fibrosis of
the inferolateral wall of the left ventricle (B — red arrowheads)

Ha ocHosaHum faHHbIx MPT cepaua (2 6onblwimx Kputepus ans
MK n 1 6onbwon kputepun ang JIXK), Hanu4ms aputMm4ecko-
ro KoMnoHeHTa (1 6onbLioi Kputepuii gna MXK), aHomanuin IKT
(1 6onblon kputepuin ang MX u 1 manbiit kputepnii ansa JHK),
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OTArOLEHHOWN HACNeACTBEHHOCTK (1 Manbiil KpUTEPWit), nauueH-
Ty L. 6bI1 yCTaHOBNEH [MarH03 GMBEHTPUKYNAPHOrO BapuaHTa
AKMI. C y4etom pucka peumgusupytowenn XT n BCC naumneHty
Obl1 UMNNAHTMPOBAH [BYXKAMEpPHbIA KapaunoBepTep-Aedmnbpun-
narop (MKO) u HazHayeHo neveHue MEeTonposonoM CyKLMHATOM
50 mr 2 pasa B CyTKW.

Mo pesynbTaTam reHeTUYECKOro TeCTMPOBAHMA Y nauueHTa B 9
9K30He reHa PKP2 B retepo3uroTHOM COCTOSIHUW BbISIBNEH NMaTo-
reHHbIn Bapuant V knacca ¢.1912C > T (p.GIn638*, rs397517012),
rs397517012), KOTOpbIA NPUBOAUT K NPEXAEBPEMEHHON 0CTAHOB-
Ke CUHTe3a 6eJika nnakomuimHa 2.

Knuunveckuii cny4ail No2

MaumeHt M. — myxyuna 32 nert. Moctynun 8 PHIL «Kapauo-
norus» ¢ AMarH030M «MauonaTnyeckas napokcuamManbHas yeTon-
yueas XT u3 K, yactaa X3C u3 BTIK, vactas npeacepaHas
aKcTpacuctonus». B TeyeHue nocnedHux 10 neT y naumeHTa Ha-
6n1aannuch peLuauBupyoLLne NpecuMHKonanbHble U CMHKONanb-
Hble COCTOSIHUA, KYNUPYIOLLMECS CamMOCTOATENIbHO WAWN nocpej-
CTBOM 3NeKTPOMMNYNbCHON Tepanum (AUT).

Ha craHgapTHoii 9KI-12 3aperucTpupoBaHbl XapakKTepHble
aHomanun genonspusauumn (puc. 3). Mpu CM 3KT BbifiBNEHbI Ya-
CTble OAMHOYHbIE U NapHble NPaBOXENYA04KOBbIE IKCTPACUCTONbI
(cm. Ta6n. 1), napokcuambl HeycTon4nson XXT ¢ mopdponorueit
MBJTHIT, yacTas npeacepaHas akctpacuctonus (AN 2,5%).

II\ .‘I | . k |
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PucyHok 3. 3KI'-12 naumenTa IN. PucyHok 3A. Huskuii BonbTax

(<0,5 mMB) komninekcoB QRS B 018e4eHUsX OT KOHEYHOCTEN (1, I,

Ill, aVR, aVL, aVF) — BbigeneHbl KpacHbIM 371/IMNCOM. PUCYHOK

3b. YépHbimu cTpEnKamu yKkazaHa 3rcusioH BOJIHA B MPaBbIX

npekapananbHbix oreegenmax (V1-V3). Pucyrok 3B. JTA
komnnexca QRS (60 mc) ykazaHa 46pHOV ABYCTOPOHHEN CTPEKOM

Figure 3. ECG-12 of patient I. Figure 3A. Low voltage (<0,5 mV)
QRS complexes in limb leads (1, II, lll, aVR, aVL, aVF) are
highlighted with a red ellipse. Figure 3b. Black arrows indicate the
epsilon wave in the right precordial leads (V1-V3). Figure 3B.

The duration of terminal activation of the QRS complex

(60 ms) is indicated by a black double-sided arrow

Mo ganubiM MPT ceppua (puc. 4) BbISIBNEH peruoHanbHbIiA runo-
KUHE3 cpefHuX 60KOBbIX CErMeHTOB Muokapaa JIXK, o6HapyXeHo
CHIWKeHUe rnobanbHOM 1 HapyLleHue NOKaNbHOA COKPaTUMOCTM
muokapaa XX B Buae pernoHapHoro AMCKUHe3a neputpukycnu-
[anbHON 30HbI U MENKWUX aHEBPU3MATUHECKNX BbINAYUBAHWA CBO-
60/HOII CTEHKM 1 BbiHOCALLEro TpakTa XK (cm. Taén. 1). Mpu OKY
1 HaTMBHOM T1-kapTupoBaHun onpegensncs uopo3 Muokapaa
[TXK, 30HbI (PMOPO3HO-XXMPOBOr0 3aMeLleHns Mokapaa 60KoBOiA
U HUDKHER CTeHOK JIXK, Mefikue GhoKyCbl XXUPOBON HGUbTPALIMI
1 onbpo3sa muokapaa MXKI.

Yyutbisas fganHole MPT cepgua (2 6onbwunx kputepus gns Mx,
1 6onbwon n 1 manslii kputepnii gna J1XK), Hanu4ne aputmnye-
CKOro KomnoHeHTa (1 6onblion Kputepuii ang MX), aHomanumn
9K (2 manbix kputepus ansa MK n 1 manbin kputepuii ansa JHK),
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PucyHok 4. MPT ceppua naumenta I. /1306paxenns cepjla B
YeTbIPEXKAMEPHOI NPOEKLUN U 110 KOPOTKOM OCYU B KOHEYHO-
Auacronudeckyro gasy (A, [, 3 — knHo-n3obpaxenns; b — TSE;
B - Fat-Saturated Turbo Spin Echo (TSE FS); ', E — OKY,

X — HatusHoe T1-kapTuposanne). ®nbpo3s mmokapgaa MK

(I — 6enbie ronosku CTPENoK, E — KpacHble rofioBKu CTPEOk)
W aHEBPU3MATUNYECKNE BbINAYnBarns cteHok K (A, 3 —
TOHKWE 6€sible CTPEKM). DNOPO3HO-XNPOBOE 3aMeLLeHne
muokapza 60koBovi cteHkun JIXK (A-I — ToncTeie 6esble
cTpesniku; []-)K — 6esibie ronosku CTPenok), hokyc ¢pnbposa
muokapaa MXIT (E, XK — yepHbie rofnoBku CTPeoK ¢ 661bim
KOHTYPOM). Y4aCTOK XUPOBO# UHGDULTPAUNY MUOKAPAA
60K0BOVI CTEHKU JIXK C HUSKUMU 3HAYEHNAMU BPEMEHU
HatnsHoW T1-penakcaymm (255 mc) (XK — 3enEHbIN KOHTYP),
yyactok HenameHEHHOro mmokapga MXIT ¢ HopmasbHbIMy
3Ha4YeHNAMY BpEMeHN HaTuBHoW T1-penakcaymy (974 mc)

Figure 4. Cardiac magnetic resonance findings in patient I.
Images of the heart in four-chamber and short axis views,
end-diastolic phase (A, [, 3 — cine images; b — TSE; B — (TSE FS);
I, E — late gadolinium enhancement images, X — native
T1-mapping). Fibrosis of the right ventricle myocardium

(I — white arrowheads, E — red arrowheads) and aneurysmal
protrusions of the right ventricle walls (A, 3 — thin white arrows).
Fibrofatty replacement of the left ventricle myocardium in the
lateral wall (A-I — thick white arrows; []-)K — white arrowheads),
focal myocardial fibrosis in the interventricular septum (E,

X — black arrowheads with a white outline). The area of fatty
infiltration in the myocardium of the left ventricle lateral wall with
low native T1 relaxation times (255 ms) (X — green outline),

the area of unchanged myocardium of the interventricular
septum with normal native T1 relaxation times (974 ms)

OTArOLLEHHYI0 HACNeACTBEHHOCTb (1 Manblil KpUTEPUIA) NauneHTy
ObIN YCTAHOBMEH AWMArHo3 6MBEHTPUKynsApHoro BapuaHta AKMII,
umnnanTmpoBaH VK[ v npofo/iXeHo Ha3HaYeHHOe Ha ambynartop-
HOM 3Tane fiedeHne cotanosiom 80 Mr 2 pasa B CyTKM.

[Mpu KoHTpone pa6otsl VK[ yepe3 1 mecsl y nauueHTa 3aperu-
CTpUpoBaHbl ann3oapl yctoinynBomn XXT ¢ HCC 190/MuH 1 245/MuH,
KOTOpble ObINU YCMEWHO KYnupoBaHbl Kak ¢ nomolblo ATP-
Tepanuu (1 Burst), Tak n kapauosepcuenn (paspag 41J). Perun-
cTpaumnsa anu3onos XKT ¢ pasnuyHoii YCC no3BonsieT KOCBEHHO
NPeanonoXnTb PasinyHbIA NCTOYHUK XXENYA04KOBOWA dKTONUN, B
TOM 4UCNE W He 3aperncTpupoBaHHbie paHee Ha K n CM KT XKT
NEBOXENYA04KOro NPOUCXOXKAEHUS.

B pesynbTaTe NpoBEAEHHOr0 reHETUYECKOr0 WUCCNEefOoBaHNs Y
nauueHTa 06HapYXXeH NaToreHHbIi BapuaHT V knacca ¢.1237C > T
(p.Arg413*, rs372827156) B 5 3k30He reHa PKP2, npmBogAaLniA K
(hopMUpPOBaHNIO NPEXAEBPEMEHHOr0 CTOMN-KO0HA.

Knununyeckwii cnyyaii Ne3.

MaumeHt P. — myxyuHa 33 net noctynun B PHIL «Kapauono-
rms» ¢ AMarHo3oM «manonarnyeckas yactas X3C, HeyCTouNBbIe
napokcuambl XXT ¢ peLuanBupyoWMMU NPECUHKONANbHBIMU CO-
cTosHuamm». Ha 9KI-12 BbIfBNEHbI XapakTepHble aHOManun ae-
nonapusauuu 1 penonsapusaumm (puc. 5).
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PucyHok 5. IKI'-12 naumenTa P. PucyHok 5A. MiuBepcus 3ybua
T B oTBefeHNAX V1-V6 (46pHbIE CTPEIKN); 0ANHOYHBIE X3C
no tuny MBJIHIT (kpacHeie annnmcel). PucyHok 5b. Yka3aHa
3a/l6pXKKa TepMUHaIbHOI aktneaymm (60 Mc) komrnekca

QRS B npasbix npexkapanansHeix orsegennsx (V1-V3)

Figure 5. ECG-12 of patient P. Figure 5A. T-wave inversion
in leads V'1-V6 (black arrows); ventricular extrasistoles with
left bundle branch block morphology (red ellipses). Figure
56. The duration of terminal activation of the QRS complex
(60 ms) in the right precordial leads (V1-V3) is indicated

Mpn CM 3KT 3apeructpupoBaHbl HacTble XK3G. Ha TT3 BbisiBne-
Ha gunarauma u cuctonmyeckas amcyHkuma JDK (cm. 1aén. 1).
[To nanubim MPT cepgaua (puc. 6) onpegensietcd yMepeHHoe pac-
LUMPEHNE NONOCTI U CUCTONMYECKas ANCAYHKUMA JTXK ¢ HapyLue-
HUEM NOKaNIbHOM COKPATUMOCTM MIUOKApAA B BUAE MHOMOYUCIIEH-
HbIX 30H runokmHesa (11/16 cermeHToB JXK), @ TaKxXe CHUXKEHUe
rnobasnbHON CUCTONMYECKON OYHKLMUW W HapyLIeHWe NoKanbHoi
COKpaTMMOCTL MUoKapaa MK B BuAe 30H akmMHe3a U rmnokuHesa
HKHEN 1 60KOBOIA CTEHOK 63 pacLUNpeHms NosiocTy (M. Taos. 1).
Mpn OKY onpenensetca TpaHCcMypanbHbli hubpo3 Muokapaa
MPUHOCALLEr0 W BbIHOCALLEr0 TPAKTOB, HUDKHEH cTeHkn MK, a
TaKXe AMAMY3HbIA LMPKYNAPHbIA cy6anukapauanbHblii (uopos
muokapaa JIK.

YyutbiBad fanuble MPT cepgua (2 6onbLimnx kputepus gns MK,
1 60/1bLUOI 1 2 ManbIx Kputepus ang JIK), Hanm4ne apuTMu4ecko-
ro KomnoHeHta (1 6onbLoit kputepuin ana MXK, 1 manbiii KpuTe-
puit ana JDK), aHomanuii penonspusaumn (1 60MbLLOA KpUTEpUii
ana MK u 1 manbiit kputepuii gna JIK), aHomanumii genonspusa-
umn (1 manbiit Kputepuin ana MXX) naunenTy 6bii yCTaHOBNEH Ana-
rHO3 GUBEHTPUKYNAPHOro BapuaHta AKMI.

Mpu BbINONHEHUM NALMEHTY 3HAOKAPAMANBLHOrO 3NEeKTPOdu-
310N10rMYeckoro nccneaoBanHns BoiseneHa XX3GC AByX pasfnyHbIX
mopdonorui, npuyém aomuHupytoLLen aenanack XK3G B o6nactu
3a/iHe6a3anbHomn cTeHkn JIK. BbinonHeHa paano4acToTHas abna-
UM apuTMOreHHoro cy6erparta. B cBa3n ¢ BbicokuM puckom BCC
nauneHTy Takxe Oblna NPoBeAEHA dHAOKApPANANbHAA UMMNAHTa-
ums ogHokamepHoro VKO v HazHa4eHO MeANKaMeHTO3HOe neye-
HMe (MEeTOMpPOJIoA CYKLMHAT No 25 Mr 2 pa3a B CyTKM).

Mpu reHeTUHECKOM TECTMPOBAHMW Y MaUMeHTa BbISBNEH HO-
BbIl BEPOATHO NATOreHHbIA BapuaHT MyTauuu B BUAE Adeneunu
€.3494delA B reTepo3nroTHOM COCTOSIHUM B 23 3K30HE reHa DSP,
NPUBOASLLMIA K CABUTY PaAMKI CHUTbIBAHMSA U (DOPMUPOBAHMIO Npe-
XOeBPEMEHHOro cTon-koaoHa p.Lys1165Argfs*10.

OBCYX[EHUE

OnucaHHble KNUHUYECKME CIlydanm AEMOHCTPUPYIOT, YTO Ha-
pagy ¢ nopaxeHuem MK y nauuentoB ¢ AKMI, Habnioganace
pa3nnyHas CcTeneHb PacnpoCTPaHEHHOCTU U3meHeHuid JDK. 3tu
pe3ynbTaTbl COrNacytoTCAd C COBPEMEHHON KOHLEMNuMein, cornac-
HO koTopon AKMI1 aBnsetcs kapauMomuonatuen, nopaxaroLlen
062 Xenyfo4ka B npesanupytowiem ducne cnydaes [10]. JanHble
MPT cepaua ¢ OKY nemMOHCTpUpoBanu y UCCNef0BaHHbIX Naum-
€HTOB MOPOYHKLNOHANBHBIA NATTEPH «TUNOKUHETUYHOIO, He-
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PucyHok 6. MPT cepaua nauuenta P. /i306paxenns cepaua

B YETbIPEXKAMEPHOM nPoeKymm (puc. 6A) 1 o KOPOTKON ocu
Ha ypOBHE OCHOBAHUS, CPEAHNX U BEPXYLLIEYHbIX 0TAen08 JDK
(pnc. 6b-I) B KoHeYHO-AMAcTONNYECKyro gpasy, cepum OKY.
@ubpo3 Mnokapaa 60K0Bo v HxHel cTeHok [1XK (6esbie
rOJI0BKY CTPEJIOK), UNPKYIIAPHBIN CyO3nnKapananbHbii
n6po3 mmokapga JIX v MXKIT (kpacHbie rosioBKu CTpesok)

Figure 6. Cardiac magnetic resonance findings in patient P. /mages
of the heart in four-chamber (Fig. 6A) and short axis views at the
basal, mid and apical levels of the left ventricle (Fig. 6b-T), end-
diastolic phase, series of late gadolinium enhancement. Myocardial
fibrosis of the lateral and inferior walls of the right ventricle (white
arrowheads), circular subepicardial fibrosis of the left ventricle

and interventricular septum myocardium (red arrowheads)

AUNaTUpOBaHHOIo M rbpo3Horo» JIXK, AN KOTOPOro xapakTepHa
nerkas cucronuyeckas AUCAYHKUMA W aunatauus JDK, unn unx
OTCYTCTBME NPWU HanMymMn OMOPO3HOA UM PUEPO3HO-KUPOBOI
NHUNbTpauMm muokapga JDK. V Tpéx wccneayemblx nauueH-
TOB 06beM monocTn JIK Konebancs or HopmansHoro (MKOO 69
MN/M?) [0 ymepeHHO yBenudeHHoro (108 mn/m?) (cm. Tabn. 1).
Hanbonee BbipaXKeHHble U3MeHeHus JDK Habntopanuch y na-
uMeHTa 3, HocuTens Mytauum B reHe DSP, KOTOpbIA npo-
[EMOHCTPUPOBANT  KaK  Hanu4ume  CUCTONMYECKOW  AMCHYHK-
uun (®B JIK 50% npotus 57% wu 59% y naumeHtoB 1 un 2,
COOTBETCTBEHHO), TaK W 6onee BblpaXXeHHOe (UOPO3HOE 3a-
MelleHne Muokapga JDK (npoueHT dombposa 36,5% npoTuB
3,6% wn 12,7% y naumeHToB 1 1 2, COOTBETCTBEHHO) N0 CpaBHe-
HWIO C ABYMSA HOCWUTENsMW MyTauuii B rene PKP2 (cm. Taén. 1).
Y naumeHTa 2 BblsIB/IeHa COMYTCTBYIOLAA WHTPAMUOKapAManbHas
XnpoBas MHGuNbTPauma JIK, KoTopas pacnonaranacb npeumy-
LLIECTBEHHO B 30HaX, COOTBETCTBYHOLUMX (HMOPO3HOMY 3amellie-
HWt0. Viccneayemble NauUneHTbl ¢ GUBEHTPUKYNAPHBIM (DEHOTUMOM
AKMI nokasanu TunuyHble nattepHbl IKM-12, Takne kak Hapylue-
HWS pENonapu3aLmMn B Buae MHBepcun 3ybua T B NpaBbIX UM NO
BCEM NpeKapAnanbHbIM 0TBEAEHUAM; HApYLLEHUS [eN0nspu3aLmm
B BUAE 3a[ePXKuU TepMUHaNbHOI aktueauuu komnnekca QRS u
3NCMIOH BOJIHbI B MPaBbIX NPeKapananbHbIX 0TBEAEHNSAX, HU3KOTO
BoNbTaXa Komnnekca QRS B 0TBeAeHUAX OT KOHeYHOCTEN. 3Tn KT
aHOMa/IMK OTPAXKAKT 3aMeLLeHNe Macchl MUOKapAa »enya04Kkos
3NEKTPUYECKN UHEPTHON DNBPO3HO-XUPOBOI TKaHbI, KOTOpas B
OCHOBHOM 3aTparnBaeT NPUHOCALLIMIA, BbIHOCSLLWA OTAENbI 1 Bep-
xywky MK, a Takxe 3agHe6asanbHyto (68%) 1 nepeaHe60KOBYHO
(58%) cTeHKkn JIK — TaK HasblBAaeMbIA «4HeTbIPEXYrONbHUK ANC-
nnasum» [2, 3, 10]. bonee Toro, y BCex NauMeHTOB Habnaanmchb
XeNy[04KOBblE aPUTMUM, HEYCTOMYNBbIE W YCTORYMUBbLIE FEMOAM-
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Hamuyecku 3Hayumble XXT, noTpeboBasLine umnnaHTauum UKL ¢
Lenbto BTOpuYHO npodpunaktuku BCC.

B pesynbTarte reHOTUNMPOBAHUSA Y BYX NALMEHTOB C GUBEHTPU-
kynapHoi AKMIT BbISiBNeHbl NaToreHHble MyTaunu B reHe PKP2:
€.1912C > T (p.GIn638™, rs397517012), rs397517012) B 9 3kK30-
He, KOTOpas NPUBOAUT K NPEXJEeBPEMEHHON OCTaHOBKE CUHTE3a
6enka nnakopunuHa 2 —y nayuenta 1 m ¢.1237C > T (p.Argd13™,
rs372827156) B 5 3K30He, NpMBOAALLAA K (DOPMUPOBAHUIO Npe-
XJEBPEMEHHOr0 CTON-KOAOHA — Y nauueHTa 2. Y nauuedta 3 ¢
60onee BbIpaXXeHHbIM nopaxkeHnem JIK BbISIBIIEH HOBbIA BEPOSTHO
NaToreHHbIN BapuaHT mytauumn B Bugae geneumnn c.3494delA B re-
TEPO3Ur0THOM COCTOSIHUM B 23 3K30He reHa DSP, npusojaLmin K
CLBUTY PAMKMN CYUTBIBAHWA 1 (POPMUPOBAHUIO MPEXAEBPEMEHHO-
ro cron-kopgoHa p.Lys1165Argfs*10.

HecmMoTpst Ha MHOXECTBO NPOBEAEHHbIX WUCCNef0BaHWA B3au-
MocBA3b reHotun-goeHotun npu AKMI fo koHua He u3ydeHa. B
o6wwmpHoi pabote Casella M. et al. (2020), sknto4msLueit 101 naum-
eHTa ¢ AKMTT, 6b1in npoaHanusupoBaHbl pasfiuyHbie (oeHoTMnnYe-
CKIE Bap1aHTbl JaHHOI HO300MMKM 1 JONTOCPO4HbIA nporHo3 [11].
B uccnenoBaHnu y naumeHToB ¢ GUBEHTPUKYNAPHBIM (DEHOTUMNOM
AKMIT 6b1nm BbIfBneHbl MyTauuu B reHax PKP2 (50%), DSP (25%)
u DSG2 (25%) v NpoJeMOHCTPUPOBAHO, YTO HOCUTENU HeKNnaccu-
yeckux chopm AKMIT (neBOJOMUHAHTHOrO U GUBEHTPUKYNAPHOMO
BApPWAHTOB) MMENW XyALWMWA [ONTOCPOYHBIA MPOrHO3 B OTHOLLE-
HUM aPUTMUYECKOr0 PYUCKA MO CPABHEHUIO C Knaccuyeckon AKIMK.
Mattesi G. et al. (2021) ony6nukoBanu HaHHble, CyMMUpYIOLLME
HAKOMJ/IEHHYI0 UH()OPMALIMIO O FeHETUYECKON OCHOBE U ee Koppe-
nauum ¢ pasnuyHsimu doeHotunamm AKMIT [12]. UuTepecHo oTme-
TUTb, Y4TO BUBEHTPUKYNAPHLIA DEHOTUN HA6NANCA Y HocUTenen
MyTaUWUi B TakuxX reHax, kak JUP, DSG2, DSC2, TMEMA43, LMNA,
DES, CTNNAS3, PLN, TTN, SCN5A, CDHZ2, a Takxe PKP2 n DSP, ko-
TOpble ObISIN BbISBMEHbI Y NALWEHTOB B HALLEM UCC/eA0BaHNM.

OTMeYeHO, 4YTO Y NaLMeHTOB ¢ MyTauuamu B reHe DSP B 4 pasa
Bbllle BeposATHOCTb BCC, amcdhynkumm JDK 1 cumnTomoB cepled-
HOIl HeLJOCTAaTO4YHOCTM N0 CPABHEHMIO C HOCUTENSMMW MyTaLWii B reHe
PKP2.Y obnapatereii reHeTU4eCKMUX HapyLueHuin B reHax PLN, DSP,
DSG2 v DSC2 Takxe BbisiBNgHa 60ee BbICOKAA 4acToTa AUCHYHK-
uuu JIK o cpasHeHMIO ¢ HocuTensamu Mytauui B reve PKP2 [13].

3AKJIHO4YEHUE

Haww HabniofeHus nokasanu, 410 cpean TpéX aHanuaumpye-
MbIX NaUUeHTOB ¢ 6UBEHTPMKYNAPHbIM peHoTunom AKMIT 6onee
BbIDOXKEHHAA CUCTONNYECKAA AMCKYHKLMA U BOMbLINA NPOLEHT
(hmbpo3HOro 3amelleHns mMuokapga J/IK Habnwoganucb y Hocu-
Tens myTauum B reHe DSP no CpaBHEHWIO C ABYMS HOCUTENAMM
myTaumin B reHe PKP2, y KOTOpbIX 6blna BbISBIIEHa MUHUMAbHASA
UM yMepeHHas cTeneHb BoBneyveHns JIXK. B cepun uccneayembix
C/ly4aeB natoreHHble Mytauum B reHe PKP2 1 HOBas BEPOSTHO na-
TOreHHas MyTauus B reHe DSP y NauMeHToB ¢ GUBEHTPUKYNSPHON
AKMI 66111 acCoLMMPOBaHbI C XXM3HEYTPOXAKOLLMMU apUTMUAMM
C Heo6x0AMMoCTbi0 uMnnaHTauun UK.
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