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Dunopunnaunsa npeacepaun C NPorpeccupyioLlen
ANCPYHKLMNEN NEBOrO XXeNnyao4uKa: YTo KpoeTcs

3a BepLUMHOM ancbepra (KNMNMHUYECKUN cy4vyamn)?
bnarosa O.B.*, AnHetguHoBa [. X., ManuH [.C., Uaperopogues A.A., Cepos B. 1., KoraH E.A.

®TAQY BO «[epBbit MOCKOBCKUI rOCyAapCTBEHHbIN MEANLMHCKNN yHUBepcUTeT M. M. M. CeyeHoBa»
MwuH3pgpaBa Poccum (CeveHoBckuni YHMBepcuTeT), MockBa, Poccus

OnHOBPeMeHHOe BhIfiBIEHMe yCTOMYMBOM hnbpunnaumv npeacepann (O) v ancdyHkumm nesoro xenyaoyka (JIX) craBut Bonpoc 06 1x B3avMocBs3v 1 Tpebyet
HO30/10r14eCKON AMarHOCTUKM. B NpefcTaBNeHHOM KNVHMYECKOM Cryqae y NauyveHTa 39 neT passuTuie peumavsypyiollen O conpoBoXAanoch yMepeHHom CUcTo-
nndeckon amcdyHkument JX. OpHoBpeMeHHOe Hanmyve CYHYCOBOM bpaamkapamm, npexoasiien 6nokabl NEBOM HOXKM nyyka lica v yanuHeHus nHtepsana QTc
[lenano HeBO3MOXHOM aHTUapUTMUYeckyto Tepanuio. B 2018 1. no nosogy napokcv3amansHor hopmbl DI BeiNonHeHa paanodactotHas abnsums (PHA) ¢ adpdektom:
B Te4eHye 5 NIET CUMNTOMOB He oTMedanock. OfHako B 2023 1. noseunach 60k 3a rpyanHON, OfbILIKa, BbISBNIEHO CHYXXeHMeE dpak-
LM BbIOPOCa NeBOro xenyaodka o 26%, AvarHocTvipoBaHa nepcuctmpyiowas dopma ®rM. Mocne ycrpaHeHns ON ayucdyHKLUS
coxpaHsinack, npy GLUOMNCUK MUOKapPAa BbISBAEH aKTVBHbIA BUPYCHEraTVBHbIA MMMQOLMTAPHBIA MVOKapPAWT, Ha4aTa Tepanis Kop-

TVKOCTEpoMaamm 1 asatnonpuHom. AucdyHkums JIX perpeccuposana, B 2024 1. BbinonHeHa noBTopHas PYA no nosogy napok- E I.
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cn3moB Ol1, 0gHaKo, HECMOTPS Ha MONHYIO M30NALMIO YCTbEB NErOYHbIX BEH, COXPaHAOTCA napokcv3mbl A1 Mpu NONHO3K30MHOM
CeKBEHVPOBaHMK BbIABAEH BapuaHT B reHe RBM20. Mowck stvonorum Oy 6onbHbIx ¢ ancdyHKumen JDK uenecoobpaseH ¢ Touku
3peHVIs NOBbILLEHNS S(MDEKTUBHOCTY NedeHs camot DT 1 BAUSHWSA Ha TeHeHUE U CXOAbl OCHOBHOTO 3a0051eBaHMs, KOTOPOE MOXET
CKpbIBATLCA 38 IMArHO30M «mavonatndeckas» Ofl.

KnioueBble cnoBa: hvOpUNNALMsS Npeacepanini, KapaMoBEPCHs, MUOKAPAWUT, SHAOMMUOKapAManbHas (cc BY 4.0 E

Guoncus, AunatalMoHHas Kapanommonatus, red RBM20.
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Atrial fibrillation with progressive left ventricular dysfunction: what lies beneath the tip of the iceberg (clinical case)?
Blagova O.V.*, Ainetdinova D.Kh., Panin D.S., Tsaregorodtsev D. A., Sedov V.P., Kogan E. A.
Sechenov First Moscow State Medical University, Moscow, Russia

The simultaneous detection of atrial fibrillation (AF) and left ventricular (LV) dysfunction raises questions about their relationship and necessitates a nosological
diagnosis. This case study presents a 39-year-old patient who has had recurrent AF and moderate LV systolic dysfunction. Concomitantly, the patient has experienced
sinus bradycardia, a transient left bundle branch block (LBBB), and prolonged QTc, which precluded the use of antiarrhythmic medication. In 2018, successful
radiofrequency ablation (RFA) for paroxysmal AF was performed. However, in 2023, the patient experienced anginal pain, with a reduced ejection fraction to 26%,
and persistent AF. After cardioversion, LV dysfunction persisted, and a myocardial biopsy revealed active, virus-negative, lymphocytic myocarditis (LM). The patient
was prescribed immunosuppressive therapy, including corticosteroids and azathioprine. Despite recurrent tachyarrhythmic AF, LV dysfunction regressed. A epeat RFA
was performed in 2024 but was clinically unsuccessful. Whole-exome sequencing revealed a variant in the RBM20 gene, suggesting that investigating the etiology of
AF in patients with LV dysfunction may improve the efficacy of AF treatment and influence the course and outcomes of the underlying disease, which can be obscured
by the diagnosis of «idiopathic» AF
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Qubpunnayus npedcepduli ¢ npozpeccupytoueli oucyHkyuel 1e8020 xeyooyka
Atrial fibrillation with progressive left ventricular dysfunction

BBegeHue

Oubpunnauns npencepamn (Pr) ocraetcs Hanbo-
fee YacTbIM BUOOM HapyLIEHUS pUTMa, C KOTOPbIM Na-
UMeHTbl 0bpalllatoTcs Kak K Kapamonory, Tak U K NHTep-
BEHLIMOHHOMY apuUTMOoSIory. B nocnefHto YeTBepTh BeKa
aKLEeHTbl B le4eHun D1 3aMeTHO CMeLLIatoTCa C MeauKa-
MEHTO3HOW Tepanum Ha XMpyprm4eckoe neveHme, KOTo-
poe TakXe He CTano naHaueen. [Npu 3TOM Kak B KINHM-
4eCcKoW NpakTuKe, TaK 1 B HAY4HOW NUTepaType BCE MEHb-
Lee BHUMaHWe yaensetcs atnonorin O v nposeaeHMto
3TUOTPOMHOWM, NAaTOreHeTNYECKOM Tepannn. B pekomeH-
naumsx EBponenckoro obulectBa kapauonoros 2024 r.
no auarHoctnke 1 nedeHnto AI1 (kak 1 B bonee paHHNX
BEPCMSAX) BMECTO «3TMOMOMMN» YNOMUHAKOTCA NALLb €KO-
MOPOUOHOCTL U hakTopbl pycka» [1].

Bo MHoOrmx cnydasx yTodYHeHMe 3TUONOrm4yeckoro
akTopa Pl 1 ee natoreHesa (He CTONBLKO 31EKTPOPU-
3M0M0MMYECKIMX, CKOSTIbKO NaTOMU3MONOrM4eckmnx Mexa-
HN3MOB) OKa3bIBAaETCS HEBO3MOXHbIM, KaK U MpsiMoe Te-
paneBTNYEeCKOe BO3AENCTBME Ha 3TK dakTopbl. OAHako,
no MHEHWIO aBTOPOB [aHHOW CTaTbW, HeOMpaBAaHHOM
KpamHOCTbIO SIBASIETCA MOJIHbIA OTKa3 OT HO30J0rnye-
CKOro MOAXO0Aa WU CBefeHMe BCeX MPUYUH 1N MeXaHU3-
MoB DI K NOHATUIO O T.H. NpeAcepaHON KapaMommona-
K. MNepBbIV KOHCEHCYC, KOTOPbIV YTBEPA M 3TO MOHATME
(atrial cardiomyopathy), nossuncs 8 2016 r., ero oOHoB-
neHHas Bepcma — B 2024 1. [2]. B 3Tux gokymeHTax na-
Tonorua npeacepauy paccMaTprBaEeTCs B NMepBYto o4e-
penpb kak Mopdgonormnyeckas ocHoBa Ans passutig OI:
Kakue Obl 3ab60neBaHNs K Her He npuBoaunu (B AoOKy-
MEHTE YNOMMHAIOTCSH U MUOKAPAMUT, N aMUIona03, 1 Kap-
OMOMMOMNATUN), NCXOAOM Pa3fUYHbBIX MATONOrMYeCKnX
NpPOLLeCCOB CTaHOBUTCA h1OpPO3 Npencepami C Ux gmna-
Taumemn 1 U3MEHEHNEM 31EKTPUYECKMX CBONCTB.

C TOYKM 3pEHUSA NHTEPBEHLMOHHOMO apuTMosora Ta-
Ko noaxof ynobeH, Ho OH He AaeT BO3MOXHOCTM TOYHO
npenckasatb 3PdeKTUBHOCTb NEHEHUA 1 MOBNATbL Ha Te-
yeHuve @I, HeogHOKpPaTHO MOKa3aHo, YTO yTpaTa aHT1a-
pUTMMYeckoro addekTa nocne nepeom NpoLeaypbl pa-
OmnoyactotHon abnsaumm (PYA) unu Kproabnaumm na-
NeKO He Bcerfa CB3aHa C HEMOJSIHOM M30M5LMeN YCTbeB
NEeroyHbIX BEH, 00 4eTBepTn OOoMbHbIX C peunamnmBamm
MIMEeIOT He-BEHO3aBUCVMbIV MEXaHW3M peLyanBUPOBa-
Hua OIM [3]. Mopdonormdecku y 4acTu NaLmeHToB C pe-
UMAMBaMU BbISBASNNCG NMPU3HAKK BOCMaNeHus, OfHaKo
JoonepaLnoHHas AMarHocT1ka MMokapamTa 1 nocieny-
folLiee ero fieveHme He NPOBOAMIUCS.

C opyrov CTOpOHbI, MMeeTcs TeHAeHUMs K abcontotu-
3aumm ponu camon @I B pa3BUTUM rMobanbHOM CUCTO-
nnyeckon aucdyHkumm neBoro xenygoyka (J1XK), koto-
pas HepeaKo PacCMaTPUBAETCS Kak MPOSIBIEHWE T.H. Kap-
OvomMuronaTimn, MHAYUMpPOBaHHOW Taxukapamen. OgHako
ONs pa3BUTUSA NocnenHer HeobxoammMa OnmTesibHas CTon-
Kast Taxmkapams, KoTopas BbI3bIBAET BECbMa XapakTepHble
Mopdonormyeckme M3MeHeHMS B MUOKapae, NO3BONSAO-
wime anddepeHLMpoBaTh ee OT BOCNANUTENbHOM W AMNa-
TaumMoHHoW Kapanomuonatum (AKMIT), n perpeccrpyet

nocne ycrpaHeHus Taxmkapaum [4]. Bo MHOMMX ciydasx
creneHb ANChYHKUMK JIXK He COOTBETCTBYET AJINTENBLHOCTU
TaxMapuUTMUM 1 ee BblPaXKeHHOCTW, HaNpPOTKB, OHa npef-
WwecTByeT nossnenHuto P, KoTopas CTaHOBUTCA NULLb 3a-
KOHOMEpPHbIM OCNOXHEHNEM HeANarHOCTUPOBAHHOIO
CBOEBPEMEHHO OCHOBHOIO 3300/eBaHMS.

Llenb onncaHus KNMHUYeCKoro cy4as — NpoLeMOH-
CTPUPOBATb CNOXHOCTb U BaXXHOCTb HO30/10MM4€CKOM
AMArHoCTUKK y Mofiogoro naumeHta ¢ A1 v npuymH-
HO-CNeACTBEeHHbIe B3aMOOTHOLEeHWS Mexay DI v guc-
dyHkumen JTXK.

OnuncaHune cnyyas

BonbHow Y. Bnepsble noctynun B MakynsreTckyto Te-
paneBTUYeckyto KnuHuky (PTK) rm. B.H. BuHorpagoBa
B eBpane 2018 r. B Bo3pacte 39 ner ¢ xanobamu
Ha NPUCTYNbl HEPUTMUYHOIO CepALEOUEHNS U OLbILLIKY
NPy yMepeHHOW hr3NHecKorn Harpyske.

Anamues. [lo 2017 1. kKakuMn-nnbo 3abonesaHus-
MU He ctpagan. C asrycta 2017 1. naumeHT CTan oTMme-
4yaTb NOsBEHME OAbILIKL NPU YMEPEHHOW (DU3NYEeCKOM
Harpy3ke. [1py N1aHOBOM OCMOTPE Ha 3MeKTpoKapamo-
rpamme (3KI) 3aperncTpmpoBaHbl M3MeHeHWs (apuT-
MUA?), peKkoOMeHAOBaHa KOHCyNnbTauua KapAuonora.
B Hoabpe 2017 1. B NOAUKIMHMKE MO MECTY XUTefb-
ctBa Ha DKI — O, 6puragon ckopon MeamnLUHCKOM
MOMOLLM rOCMNTaNM3NPOBaH B BOMbHULLY MO MeCTy XW-
TenbCTBa. [py axokapamorpapu4eckom NCcCrenoBaHUm
(2x0KT) dpakums Bbibpoca (OB) K — 64%, HapyLle-
HWS NIOKaIbHOM COKPaTUMOCTW HeT. Ha3HaueH BapdapuH.
B nekabpe 2017 r. rocnTann3vpoBaH NoBTOPHO, MpoBe-
[leHa 31eKTpoMMMyNbCHas Tepanuns C NocnenyoLmnm pe-
umamsom napokcmsmos DI, npogonxkeHa Tepanus Bap-
daprHom, cotanonom 160 mr/cyT. HanpaeneH B GTK vm.
B. H. BuHorpagosa.

[py NOCTyNAEHUN B KIWHKKY COCTOSIHME YAOBNETBO-
puTenbHoe. OTekoB HeT. PocT 164 cm. Bec 80 kr. Haekc
MaccbiTena 29,7 kr/m2. ToHbl cepaua: 11 2 ToHbl Hag Bep-
XYLUKOW NPUIAYLLEHbI, PUTM NpaBUbHbIV. YacToTa cep-
Oe4HbIx cokpauleHmn (YCC) 66 B MUH., apTepuranbHoe
nasneHve 110/70 pr.cT. B obuwem 1 BUOXMMMYECKOM
aHanmM3ax KpoBW OTKJIOHEHWI OT HOPMbI He ObIfo.

Ha 2KT p1T™ cMHyCcOBbIN, 0Opalliano Ha cebs BHUMA-
HVe HeKOTOpOoe CHVXeHWe BonbTaxa KomnnekcoB QRS
(puc. 1 a, 6).

Mpw MoHWTOPUpPOBaHKKM DKI no Xontepy Ha hoHe npu-
emMa cotanona 80 Mr/cyT. 1 nannakoHUTHA rMapPobPOMM-
na 50 Mr/cyt., HazHa4YeHHOro NPW NOCTYNEHNM B KINHN-
Ky — pUTM clHycoBbIn, YCC 46-124 B MUH, OAMH Napok-
CY3M TpeneTaHus npeacepamin (ANnTenbHOCTbIO 4 Yaca),
3NM30Abl Taxvkapaum ¢ Wnpoknmy QRS-komnnekcamm
(npexopasiias bnokana neBor HOXKM nyyka Mca (JTHMAN));
nannakoHUTUHA rMapoOPOMUL OTMEHEH.

Mpu DxoKT: pa3mepsbl JIK — BepxHAa rpaHMLa HOP-
Mbl, ®B 50%, nonocTb NeBOro Npeacepamns HeCKOMbKO
yBenuyeHa (68 mn).
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a, 6,8 —23Kr2018r. (a, 6) 1 2023 (B) rogoB, CKOPOCTb 3anucb 25 MM/C; T, 4, — 3HAOMUOKapAnanbHble bruonTaThbl
NpaBoro Xenynoyka, okpacka reMaToKCUINHOM-303MHOM (yBenuyeHue x 200) 1 UMMYHOTUCTOXMMUYECKOE
nccnepoBaHue ¢ aHtutenamm k CD45 (g, ysenmyeHume x 100). B LeHTpanbHOM YacTu — pesynbsTaThbl
MOJSIHO3K3OMHOIo cekBeHMpoBaHusa JHK
AKA — aHTukapamansHble anTutena, KAP JIXK — KoHeYHo-Anactonnyeckni pasmep neBoro Xenygouka,
KOO — koHe4yHo-auacTonmyeckm oovem, JIMN — nesoe npeacepanin, MM — npaeoe npeacepave,

CP — cnHycoBbIn putm, @B — dpakums Boibpoca

PucyHok 1. Pe3ynstaThl 00c/iejoBaHUs U nevyeHus 6onbHoro Y.

MpW MarHUTHO-pe3oHaHCHoW Tomorpadum (MPT)
cepiua BbIfBNEHO yBenuyeHune pasMepa JIXK (KoHeu-
HO-AMacTonuyecku pasmep 6,4 cm), cHkeHme OB JTK
00 36% 6e3 npu3HaKoB rMnepTpodunin MmMokapaa, ote-
Ka, HEKOMMNAaKTHOrO Mmokapaa. Npu oLeHKe oTCpoYeH-
HOro KOHTPACTMPOBaHWS BPeEMs MHBEPCUM NofobpaTb
He yOanoch.

Mo AaHHBIM MYABTUCMNPANBEHOW KOMMbIOTEPHOM TO-
MOrpadum KOPOHaPHbIE apTeEPUM UHTAKTHbI, NMPaBble ne-
roYHble BEHbl BMaJaloT B NleBoe npefcepame Tpems oT-
[LenbHbIMW CTBONAMM, B OTCPOYEHHYIO a3y KOHTpacTu-
POBaHMA y4aCTKM TUNEPKOHTPACTUPOBAHNA B MUOKapae
JIK He BbISBMEHbI.

Mpw NCCNefoBaHUM YPOBHSA aHTUKaPAMANbHbIX aHTU-
Ten B KPOBM MOBbILLEHNS VX TUTPOB He OTMe4eHo (puc. 1)

onbITKa Ha3HaYeHA aMUOAAPOHa B KITMHKKE COMpo-
BOX/[aNnacb pa3BUTMEM CUMHYCOBOW Dpaaukapomm v ya-
MHeHneM nHTepsana QTC. Y4nTbiBas pUCK Ha3Ha4YeHMs
AHTUAPUTMMYECKIX NpenapaTos, B nioHe 2018 . Bbinon-
HeHa pafyo4acToTHaA M30NALMA YCTbeB JIErOYHbIX BEH
B coveTaHum ¢ PHA KaBaTpurKyCnnaanbHOro nepellenka.

B TeyeHue 5 nmet ofpllkn U NPUCTYNOB apUTMUK Na-
LUMEHT He ollyllan, 4yBCTBOBan cebs xopouwo, K Bpa-
Yyam He obpauancsa, OKI He perucTprpoBanacs, IxoKr
He NpoBoAMNAaCh.

B koHue aBrycta 2023 . BO3HUK MPUCTYN yYalleH-
Horo cepauebueHus, 6onb B anMracTpansHon obnactu
CKMMAIOLLETO, XryLLero xapakrepa AnuTenbHOCTbIo 60-
nee 4aca, He CBfI3aHHas C Harpy3KoW, HexBaTka BO34yxa,
NPV rocnuTann3aLmm No MecCTy XMUTeNbCTBa Yepes 5 agHen
Ha OKI' — ®M ¢ YCC 155 B MuH, OB JIK 28%; Tpono-
HWH OTpuMLATENbHbIN. B ceHTabpe 2023 . NOBTOPHO ro-
cnutanusmposaH B OTK, raoe npm permcrpaumm KT co-
xpaHsnacb Taxucucronnyeckas O cHCC 90-140 B MUH,
npv OxoKTI OB J1X 26%, oTMeYeHO yBenndeHme KoHeu-
HO-AMacToNM4yeckoro pasmepa JIXXK go 5,9 cm.

B kNMHMKe npoBefeHa NonblTka HeMeaIeHHOW 3neK-
TPOUMMYNbCHOW Tepanuu (Nocie NUCKIOYEeHUS BHY-
TpUnpeacepOHoro Tpombosa) — 6e3 adhdekra, CUHY-
COBbIVI PUTM BOCCTaHOBJIEH B MPOLECCe HACbILEHNS
aMnodapoHoM, npu 3ToM Ha KT peructpmpoBanach
sneBaums cermenTa ST B oTBefeHusx V-V , nepexo-
adulas B AByxdasHbin 3ybel, T); aMnogapoH BCKope
OblN1 OTMEHEH B CBA3WN C pa3BUTMEM 3Ha4YMMOM Bpaam-
kapaun (43-45 ya./MUH) 1 yANVHEHVEM MHTepBana
QTc >500 mMc. Ha dhoHe ycToM4mMBOro CUHYCOBOTO pUTMa
perpecca aucdyHkumm JIK B nepsble 10 AHeNn He oTMe-
4yeHo (DB 25-27%). B aHanu3e KpoBW Ha aHTUKApAMU-
anbHble aHTUTENa BbISIBNIEHO MOBbILLEHWE TUTPA aHTUHY-
kneapHoro daktopa B TUTpe 1:80. MNMpn nosTopHOW MPT
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CepfiLia OTCPOYEHHOrO HaKOMMeHWs rafonuMHUs He obHa-
py>xeHo. AunddepeHuansHag oarHoCTika No-npexHe-
My MPOBOAMMACh MeXAY MNOKAPAMTOM W1 FreHeTUYeCcKM
OEeTEPMUHMPOBAHHOW KapAroMmMonaTnen.

B koHUe ceHTabps 2023 1., BCKOpe nocsie BOCCTa-
HOBJIEHUSA CMHYCOBOrO PUTMa, BbIMOMHEHa 3HAOMMWO-
KapauanbHas Groncns npaBoro Xxenygoyka 13 obna-
CTW cBOOOAHOW CTEHKM U BEPXYLLKM NPaBOro Xenyaoyka
(pnic. 11, &): BbISIBNEHbI MPU3HAKM aKTUBHOIO NMMO-
LUMTAapHOIO MUOKapAMTa C NPOAYKTUBHbBIMY BackynuTa-
MU N HEKPO3OM KapAMOMMULNTOB (C peakTUBHOM HeW-
TPODUNbHOW MHDUALTPaUMEN). [eHOM KapaNOTPOMHbIX
BMPYCOB He ODHapyXeH, HavaTa Tepanus MeTunnpes-
HW30MIOHOM 24 Mr/CyT. B COYETaHVM C a3aTMONMPUHOM
100 Mr B CyTKM 1 KOMMNIEKCHOM KapANOTPOMHOW Tepa-
nuen (BancaptaHa cakyoutpun 200 mr/cyT., CnMpoHo-
NaKTOH 25 Mr/cyT., ganarmndnosnH 10 mr/cyT., Topace-
MUL 5 Mr/cyT., anukcaban 10 mr/cyt.). Yepes Hemento
OT Ha4ana Tepanun OB Bo3pocna Ao 40%, NaumeHT BblI-
nMcaH Ha ambynaTopHoe neveHue. K mapty 2024 r. pas-
Mepsbl JIK HoOpMann3oBanmch, CTeneHb CUCTONMUYECKOM

ONCDYHKUNM 3HAYMTEeNbHO yMeHblimnnach (PB cocra-
BMna 40%), a Kk ceHTs0pio 2024 r. ®B pocturna 53%,
BEPHYUCb K HOPMallbHbIM 3Ha4YeHnAM pa3mepbl JIXK.
3Ha4YMMOro yBenunyeHus obbema neBoro npeacepams
He oTMe4eHo (obbem 47 mn).

CybbekTMBHO 1 Ha DKT oT masa 2024 r. perucrpupo-
Banucb anm3ofbl Gl pasznnyHoM NPOAOIKUTENBHOCTH,
YacTas HagXKenyno4KoBasi SKCTpacncTonms ¢ abeppaum-
en npoBeneHus (no Tuny Gnokanbl JIHMM, puc. 2), B cBA-
31 c4eM B Hosibpe 2024 1. NOBTOPHO BbIMONHEHa pPaamo-
4YacTOTHaA M30MALMS YCTbEB NErOYHbIX BEH (MHTpaonepa-
LIMOHHO BbISIBNIEHA yTpaTa U30NALMN OHOW N3 NIErOYHbIX
BeH, BNIOK NpoBeaeHus No KaBaTpUKyCnnaanbHoOMy ne-
peLLEenKy COXPaHsANCcs).

[NpoBeAeHO MOMIHO3K30MHOe cekBeHnpoBaHme OHK
(pnc. 1): BbIABNEH BapWaHT C HEU3BECTHbIM KIIMHMNYe-
CKWM 3Ha4veHueM B reHe RBM20, xognpyouwem PHK-
cBasbiBatowm 6enok (RNA-binding motif protein 20)
N ABASIOWMMCS KTIOYEBbIM PerynsTopoM CriflavCUHra
B reHax OenkoB capkomep.

: 10 Mmm/mMB,25 mmic

i g_;g"ﬁ!f- ]

CkopocTb 3anucn 25 mm/c

PucyHok 2. 3KT (BepxHuI psg) n pparmeHT MoHUTOpUpoBaHust KT no XonTtepy (HUXHUI pag) 6onbHoro Y. ot mas 2024 r.
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KnnHuyeckmn anarHos chopmynmpoBaH clenyto-
LM 0bpa3oMm:

OcHoBHoOe 3aboneBaHue:

1. XpOHUYECKNI BUPYC-HEraTUBHbIN NMdoumntap-
HbI aKTUBHbIN MUOKapAMUT CPeaHeTAXeNoro Te-
YeHWs, NeYEHHbIN MMIOKOKOPTUKOMAAMW 1 a3aTu-
OMPUHOM.

KoHkypupyioLiee 3aboneBaHue:

2. MepBun4yHas (reHeTUYeCkn OETEPMUHMPOBAHHAN)
kapanommonatns (VUCs B reHe RBM20).

OCNOXHEHWNSA: HapyLIeHNs pUTMa M MPOBOAVMOCTA

cepaua; HaaXxenyoo4koBas 3KCTPACKUCTONMS, NAPOKCM3-
MalibHas dopMa bubpunnsumm-TpenetTaHus npeacep-
ONW, CUHOPOM CnabocT CUHYCOBOTO y3na (C1HycoBas
Opagvikapaoms, npexoasilas cMHoaTpuanbHas bnokana,
nay3sbl Ha BbIXOAe 13 Taxmkapaum fo 2,4 cek.), npexo-
oAllas 6nokaga JIHML DnekTpodusnonormyeckoe mc-

CnefioBaHMe M PaLMO4acTOTHAsA M30MAUMA YCTbeB ne-
roYHbIX BeH, PYA KaBaTpuvKyCcnmMOanbHOro nepeLlemn-
Ka oT 26.06.2018. Peungms Taxmcmucronmnyeckon OT1
oT 21.08.2023, BOCCTaHOBJEHME CMHYCOBOrO pUTMaA
o1 19.09.2023 PYA apuUTMOreHHbIX 30H 0T 26.11.2024.
XpoHuYeckasa ceppeyHas HeLoCTaTo4HOCTb A ctagun,
2 dyHKUMoHanbHoro knacca (NYHA).

Mocne BTopor PHA NONHOro aHTUapUTMIMYECKOro -
ekTa He Nofy4eHo (Npm KOHTPOSIbHOM MOHUTOPUPOBA-
H1K KT no XonTepy ot MapTa 2024 r. B OTCYTCTBME aH-
TUAPUTMNYECKOW Tepanum (UKCUPOBANMCb 3MMU304bI
ycromymson n Heyctomdmson O ¢ HCC go 200 B MUH
n abeppaunen nposefeHns no tuny Gnokanbl JIHMT
npofomkutensHocTbio o1 10 ¢ go 1,5 4, cymmapHo —
12 4 38 MUH (puc. 3), 6Gonee 4 TbIC. HAOXKENYOOYKOBbIX
3KCTPACUCTON), OAHAKO CYyOBEKTUBHO MPUCTYNOB apuUT-
MUK GOMnbHOM He oLlyLlan, Npu3Haky ancdyHkumm JIK

\

CkopocTb 3anucn 25 mm/c

PucyHok 3. ®parmeHTbl MOHUTOpUpoBaHMa KT no Xontepy 6onbHoro Y. ot mapTa 2024 1.
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npwv KOHTPONbHbIX DXOKT He BbisiBNaioTca. [naHmpyeTcs
BbINONHEHME MOBTOpHOM PYA C OLEHKOW 31eKTpo-
PU3MONOrNYeckoro MexaHmsmMa peunarea aputMnu.
KapavorponHas v nogaepxu1satoLlas Tepanmns M1Mokap-
ONTa NPOLOMKAOTCA.

OOcyxpeHue

MpencraBneHHoe KMHUYecKoe HabnoaeHme aBns-
eTCs UNMIOCTPaLMen HeNpPoOCTbIX NPUYUHHO-CeACTBEH-
HbIX CBsi3en TaxmcucTonudeckom O n ancdyHkumm JIX,
a Tak>kKe BaXKHOCTW YCTaHOBNEHWS HO30M0rMYeCckoro amna-
rHO3a C NpoBefeHneM AnddepeHUPOBaHHOM Tepanmu.

Mpn nepBoM oOpalleHUN NaUMeHTa B KIMHUKY
(B 2018 1., B BO3pacte 39 net) B KapTuHe 3aboneBaHus
OTYeTMBO Npeobnafan HapyLeHus pUTMa 1 NPoBOaM-
MocTu: nepcnctmpytowas @I 1, nocne ee ycrpaHeHus,
CMHyCcoBas bpadnkapoms 1 npexodsiias nokana JIHMT,
BO3HMKABLUASA Ha POHE TaxMKapAUMU UAU NPUMEHEHNS
aHTMapUTMUMYeckMx npenapatoB | knacca (4To coena-
N0 NX AalibHeKlee MCNOofb30BaHMe HEeBO3MOXHbIM).
MonbITKa HacbILEeHUS aMMOJapOHOM Obla NpepBaHa
B CBA3M C yANMHeHneM nHTepBana QTc, eANHCTBEHHbIM
MeTOLOM fNeYeHns aputMun octaBanacb PHA, kotopad
B TOT Mepumopf okaszana xopowwnn apdekT (B AanbHen-
LeM pUTM PerysisipHoO He KOHTponupoBancs). MonobHas
CUTyaums ABNAETCS LOBOSIbHO TUMWUYHOW, OCOBEHHO
0N LeHTPOB MHTEPBEHLMOHHOM apUTMONIOTUM, apuUT-
MUS B MOLAOOHbLIX CUTYaUMsAX HEPEOKO pacLeHNBAETCS
KaK ManonaTmyeckas, U HO30N0rm4yeckon AMarHocTunke
He yaenseTcs AOMKHOro BHUMaHMa — Mo KpanHen Mepe,
0o peumanea OI.

B KnMHMYeckoM cnyyae obpatlan Ha cebs BH1UMaHue
psf 0CODEHHOCTEN: YNOPHOE TeYEHWE apUTMUN U ee CO-
YyeTaHMe C HapyLleHNsIMM aBTOMaTM3Ma M NPOBOAMMO-
CTU; HU3KNUW BOMbTax KomnnekcoB QRS U ymepeHHas
cucTonuyeckasn aucdyHkuma JIK 6e3 ero gunatauunu.
Takas cMMnTOMaTMKa y MOSIOAOro naumeHTta 6e3 ka-
Knx-nnbo 3abonesaHni cepala B aHaMHe3e 1 nopaxe-
HWSI KOPOHapPHbIX apTepuit (MO AaHHbIM KOMMbIOTEPHOWM
ToMorpadun cepaua) Tpebosana B nepyto ovepesb UC-
KITIO4EHVA MMOKapAMTa 1 NepBUYHbIX (FeHeTMYeckn ae-
TEPMUHUPOBAHHBIX) KapAnomumonatii. [JoCcToBepHbIX
KpUTepueB rmneptTpoduyeckon, HeKOMMNakTHOM, apuT-
MOTeHHOW MpPaBOXeNyA04KOBOW KapauomMyonatmm
He ObINo, OAHAKO HeMb3s ObINO UCKIIOYNTL HegMNaTaLm-
OHHyt0 hazy AKMIT.

YbeauTenbHbIX AaHHbIX B MOMb3y MUOKapAMTa Takxke
NoSy4eHO He ObINo: TUTPbI aHTUKAPAMANbHbBIX aHTUTEN
0CTaBaMCb HOPManbHbIMU (4TO He NCKIOYaEeT HENM-
MYHHbIX MeXaHW3MOB MWOKapamnTa), OTCPOYEHHOe Ha-
KOM/eHne OTCYTCTBOBANIO NPV MYALTUCAMPANbHON KOM-
NblOTEPHOW TOMOrpacunn 1 He MOMMo ObiTb TOYHO OLle-
HeHO B 3TOM MccnenoBaHmn. Mpu MPT, BbINONHEHHOW
Ha coHe DT, obpallano Ha cebs BHUMaHMe BbIpaxeH-
Hoe cHuxeHre OB fo 36% B coYeTaHMM C yMepeHHOW
ero amnataumen, ooHako npu NoBTOopHbIX IxoKl gumc-

dyHKuMs JIX BbIrmsiaena MeHee BblpaXkeHHOW, YTO COOT-
BETCTBOBAJIO M OTCYTCTBUIO KITMHNYECKMX CUMMTOMOB 3a-
cToA1. YMepeHHoe cHuxeHne OB ele Morno paccmaTpu-
BaTbCs B paMKax KapAMOMMONaTUM, MHAYLMPOBAHHON
TaxmMKapamen, xota npudmHa passutma camom Ol octa-
Banacb HesCHOW.

[lnarHo3 kapamomMmonatnmy, MHAYLMPOBAHHOM Taxu-
Kapavew, CTaBUTCS 3a4acTyio Oe3 JOCTaTO4HbIX OCHOBA-
HUM 1N MOXET «YBOAUTbY KIIMHULLMCT OT NMOMUCKa NUCTUH-
HOW NMPU4KHbI 3a00neBaHus. DTOT AMarHo3 npefnonaraet
He TOMbKO YeTkMe KIMHUYeCKMe KpUTepum (CyLLecTBOBa-
HVe cTonkow Taxukapaum bonee 100 ya./MUH Ha NpoTs-
KEHWW HeCKOMbKUX Hedenb-MecsLeB, MOMHbIN perpecc
CUCTONMYECKOW ANCHDYHKUUM NOCne yCTpaHeHUs Taxu-
Kapauu), HO MMeeT 1 cBoeobpasHble Mopdonormyeckme
0COBEHHOCTUM, KOTOpble OTIMYAIOT 3Ty KapAuomuona-
TWUIO OT BOCManuTenbHou 1 nepsuyHon JKMIM: npeobna-
OaHve MakpodaroB B MHUILTPaTax v NPU3HaKM ouc-
QYHKLUNN MUTOXOHAPUI MPU MeHee BblpaXeHHOM (K-
Opo3e [4].

Bropas rocnmutanm3aums nauMeHTa B KIWHUKY
B 2023 r. Obia CBsi3aHa He NPOCTO C peunanBOM Taxu-
APUTMUN, HO C BblPaXKeHHbIM HapacTaHWeM CUCTONK-
yeckon amcdyHkumm JIK (OB JIK cHm3mnach oo 26%,
YTO He MO3BOMANO AMATHOCTVPOBATL TaxM-UHAYLMPO-
BaHHYIO KapaMommonatuio). KnnmHuyeckas cumntoma-
TUKa (bOonb aHMMHO3HOrO XapakTepa WM ofplllika), NosB-
neHve oTpuuatenbHbix 3ybuos T Ha DKI notpebGoBanu
PEeTPOCNEeKTUBHOIO UCKITIOYEHUS MH(APKTa MUOKapaa
(naumeHT 0bpaTUNCS B KIMHMUKY CMYCTS HECKOMbKO He-
[0enb OT Havana yxyaweHus coctoanus). Mpu MPT cepa-
Ua C rafonMHMEM He ObIfo NONYYEHO AAHHbIX He TOfb-
KO 3a pybLIOBOE NopakeHme MUOKapAa, HO U OTHETINBbIX
KpuUTepmeB MMOKapAMTa, OQHAKO KMHMYeCKas KapT1Ha
B COH4ETaHMM C HEKOTOPbIM HapacTaHeM TUTPa aHTMKap-
LVanbHbIX aHTUTEN caenany abCoMOTHO onpaBaaHHbIM
npoBefeHme DUONCUKU MUOKaPAa.

[aHHbIN cnyd4an pKO UAMIOCTPUPYET MOMNOXeEHUe
0 TOM, 4YTO BO MHOIMX (XOTSl 1 He BO BCEX) Ciy4asx auna-
FHO3 MMOKapAUTa HE MOXET ObITb OCTOBEPHO YCTaHOB-
neH Jaxe npu UCMONb30BaHNN BCEX COBPEMEHHbIX He-
WMHBA3MBHbIX MeTOAMK — Takux, kKak MPT ceppua c ra-
LONMHMEM W onpefeneHmne ypoBHSA aHTUKAPAMANbHbIX
aHTUTen. Takxxe B OTCYTCTBME MOPGONOrMyeckon Bepu-
durKaLnm OnmarHosa HeBO3MOXHO ObINo Obl Ha3HAYUTb
aKTMBHYIO MMMYHOCYNpeccrBHYyto Tepanuio [5]. broncus
MMOKapa nokasana HeCOMHEeHHble MPU3HakM akTUBHOIO
BMPYC-HEraTMBHOMO MMUOKApPAMTa; B 3TOM CUTyaLLUM TaxXK-
CUCTONMSA MOra BHOCUTb NNLUb AOMOAHUTENbHbIN BK1a
B HapyLUeHme CUCTONMYECKON (DYHKLMM, OLHAKO NepBuY-
Hast KM no-npexHeMy He Morna ObiTb WCKIOYEHa.
HecmoTps Ha o4eBUOHYIO 3PDEKTVBHOCTL MMYHOCY -
NpeccMBHOW Tepanun B AOMOSHEHME K KapAMOTPOMHOWM,
naumeHTy ObINO BbIMOMHEHO MOTHO3K30MHOE CEKBEHM -
poBaHve OHK, npn KOTOPOM BbIsiBNIeH BapMaHT C Heu3-
BECTHbIM KITMHNYECKMM 3Ha4eHneM B reHe RBM20.

CoBpemMeHHble MeToabl OHK-amnarHoctnkm (cekse-
HMPOBaHME HOBOIO MOKOJMEHMS, MOMIHO3K30MHOe CekBe-
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HWUPOBAHME) He TONbKO 3HAYUTENbHO PaCLUMPUAN BO3-
MOXHOCTU NMPUMEHEHNS FreHeTUYeCKNX UCCIefoBaHNM
B KNMHNYeCKOM NPakTMKe, HO M OCTPO MOCTaBUAM BONPOC
KOPPeKTHOW MHTeprpeTaLMm, NOAYYEHHbIX NPU aHanm3e
OOnbLIOro KONMYeCcTBa reHoB AaHHbIX. POCCUICKOE reHe-
TUYecKoe COODOLLEeCTBO PYKOBOACTBYETCS Kak eBponem-
CKMMW JOKYMEHTaMU, Tak U POCCUMCKMM PYKOBOACTBOM
no UHTepnpeTaumy OaHHbIX nocnefosartenbHocT IHK
yenoseka [6]. CornacHoO 3TMM OOKYMEHTaM, BapuaHT
C HEM3BECTHbIM KITMHNYECKMM 3Ha4YeHreM OTHOCUTCA K 1]
KJlacCy NaToreHHOCTU 1 AMArHOCTMPYETCS B TeX CyyasXx.
KOrfa OH He OTBeYaeT KPUTEPMSiM MNAaTOreHHOro 1 Bepo-
ATHO MaTOreHHOro BapnaHToB NMbO KpuTepnn nobpoka-
4eCTBEHHOCTM 1 MAaTOreHHOCT NPOTMBOPeYaT Apyr APYrY.
Takowm Bap1aHT BbIHOCKTCS B 3aK/O4YEHME, MOCKOSbKY 03-
Ha4aeT, YTO Ha AaHHbIN MOMEHT eLLe He HaKOMIeHOo AOKa-
3aTeNIbCTB ero NaToreHHOCTH, HO M OCHOBAHWM A1 OTHe-
CeHUs K L0DpOKaYeCTBEHHbIM BapMaHTaM Her.

MyTauum B reHe, B KOTOPOM OOHapyeH nogobd-
HbI BapuWaHT y npencraBneHHoro 6onbHoro (RBMZ20,
RNA-binding protein 20), accouMmnpoBaHbl C pPa3BUTA-
em [IKMT, B T.4. B poccumnckon nonynsumm [7]: 6enok
RBM20 aBnsetcs perynsiTopom chnnancuHra B cepale
1 CKeNETHbIX MbILLLAX, OH HaNpPsIMYIO CBA3bIBAETCA C Nep-
BMYHOW PHK MHOrmx reHoB, CBSi3aHHbIX C KapAMOMMO-
natven (B NepByto ovepefb TUTUHA), 1 NyTeEM UCKIToYe-
HUS 3K30HOB 0DecneymBaeT NpoayKLUMIo 130dopM 3pe-
noro 6enka (1. e. cnnanc-msochopMm). HegaBHO oNMcaHsbl
accoumauum Mmytaumm B reHe RBM20 n O — B oTnu-
YyMe OT paHee OMMCaHHbIX MyTaLM, aCCOLMMPOBAHHbBIX
¢ OKMTIT, 3T MyTaumm MOTyT NPUBOLUTL K NoTepe yHK-
umMoHanbHocTK benka RBM20 v nocnenyoliemMy Hapy-
LWEHMIO DYHKUNI MUTOXOHAPUIA U CapkoMepoB [8].

ABTOPbI OTMEYaIOT, YTO Yy MaLMEHTOB C MyTaLMAMU
B reHe RBM20 MOryT M3Ha4anbHO pa3BMBaATbCA NMOO
OKMI, nubo O, xoTs y HeKoTopbix BOMbHbLIX CO Bpe-
MeHeM pa3BMBAaeTCs U To, 1 Apyroe. OBCyXaaeTcs Takxke
r1MnoTesa o ToM, 4To Ang pas3sutia Oy naumeHToB C My-
TaumaMm B reHe RBM20 HeobxoommMo BO3OencTere fo-
NOMHUTENBHOrO, B T.4. 3NMNIEHETUYECKOro hakTopa, KOTo-
pbIM B HaLleM cfly4ae, HECOMHEHHO, MOCYXXWIT MUOKap-
onT. na 6onee TOYHOro CyXXaeHWs 0 yHKUNOHANbHOM
3HAYMMOCTW BapUaHTa, BbISIBIEHHOIO Y Hallero 6051bHO-
ro, Heobxoanm BUOUHMOPMATUHECKMI aHAMN3.

C Apyrov CTOpPOHbI, B NOC/eHMe HECKOMBbKO feT pas-
BOPayMBalOTCA MCCNefOBaHWA CNeKTpa reHeTU4eckmnx
M3MeHeHUN Yy BOMbHbBIX C OCTPLIM U NMOAOCTPLIM MUO-
KapAMTOM, KOTOpble BbIABMASIOT HEOXMAAHHO BbICOKYIO
OO0 HAaXOA0K B reHax, acCoLMMPOBAHHBIX C Pa3BUTU-
eM Kapanomuonatii. Tak, B MeTaaHanuse 8 nofgobHbIx
MCccnenoBaHni, BKIKUYMBLUMX 586 OOMbHbIX, MOKa3aHo,
YTO MATOreHHble U YCNOBHO MaTOreHHble BapMaHTbl Bbl-
aBneHbl B 30% cnydaes, B T.4. B reHe RBM20y 4 ©onb-
HbIX — Yallle, 4em B reHax gecMuHa, punammnda C n ot-
OenbHbIX 0EeCMOCOMHbIX reHax [9]. Mpw 3ToM ganeko
He y Bcex DOMbHbIX, BKJIIOYEHHbIX B MeTaaHanus, ou-
arHo3 Muokapauta Obin noaTsepXxaeH Mopdonorn-
4eckn — B 3TOM OTHOLUEHWM NpeacTaBieHHOe Oonunca-

HWe SBNAETCSH YHUKAaNbHbIM, MOCKOMbKY M MUOKAPAMT,
N reHeTn4eckas NaTonorus BepnuunuMpoBaHbl y Naum-
€HTa C NOMOLLbI0 METOAMVK, ABASIOLMXCSH Ha CErofHs
«30M10TbIM CTaHZapToM». Nog4epkHeM Takke, YTO OT-
[enbHble ONMCaHUA NOATBEPXKAEHHOMO C MOMOLLBIO 3H-
LLOMUOKapAManbHoM O1oncum MruokapamnTa y naumeH-
TOB C MyTauuamu B reHe RBM20 B nutepatype obHapy-
KWTb HE YAAN0Ch.

CnenyeT OTMETUTb, YTO MyTauus B reHe RBM20 no-
cnyxunna dnaronpusTHbIM GOHOM ANS Pa3BUTUS MUO-
KapamTa, OHaKO CPOKW ero pa3BmTMS y NaLueHTa onpe-
[enuTb CnoxHo. HecmoTps Ha nebior B 2018 . ¢ pas-
BUTUS Napokcm3mManbHom dopmbl PI1, camo nossneHne
APUTMUKM B COYETAHUU C HapyLUeHNsSIMU NPOBOAMMOCTM
1 yMepeHHoe cHukeHne OB MoryT ykasbiBaTb Ha AebtoT
MUokapamTa. B 2023 . HacTynuno, BeposaTHo, ero obo-
CTpeHme, NPUYMHBI KOTOPOrO OCTaOTCA HEBbLISICHEHHBIMM
(BMpYyCHOro reHomMa B MuMokapae He obHapyXeHo, YeT-
KOW aHaMHECTUYECKOW CBS3M C NMepeHeceHHoU MHdek-
LUMEN U UHBIMK aKTopaMm Takxe HeT). OfHaKo Hefb-
38 VICKITIOYUTD, YTO MMOKaPAMUT NPUCOEANHUNCSA K reHe-
TNYeCKN AeTEPMUHMPOBAHHOMY MOPaXXeHMIO MMOKapaa
nrwb B 2023 1. B niobom cnyyae, nokasaHus K akTUBHO-
My NnedyeHuIo MrmokapauTa noasmnmce B 2023 1., yTouHe-
HVE LLenecoobpasHoCT MMMYHOCYNPECCUBHOM Tepanum
N CTano OCHOBaHWeM A5 NPOBeAeHNS SHOOMMOKapaN-
anbHom Groncuu.

Mo>xHO npefnonaratb, YTO BbISIBAIEHHbIN Y NaLEHTa
reHeTNYeCckmin BapuaHT B DosblUen cTeneHn onpeaens-
€T Te4yeHue HapyLUEeHUA pUTMa 1 NPOBOANMOCTU CEePA-
ua (Henb3s NCKNIOYUTb, YTO B NepCrnekT1Be NoTpedyeTcs
NMNNaHTaLUMa KapanocTUMynsTopa Wnm Kapavosepre-
pa-nechnbdpunnaTopa), ofHako ycrnewHoe NoAaBneHne
aKTMBHOCTM MUOKapAMTa B COYETaHUM C KOMMIIEKCHOW
KapOnoTPOMHOW Tepanuer, BepoaTHO, No3BONUT 13be-
KaTb MPOrpeccpoBaHUa CUCTONMYECKON ANCHYHKLUN
W TpaHCMNaHTaLMmM cepaLa.

3akJioyeHune

B npencraBneHHOM YHWKaNbHOM KIIMHUYECKOM CI1y-
Yae y naumeHTa 39 neT B Ka4ecTBe BEPOSTHOW MPUYMHbI
HapyLleHU pUTMa U NMPOBOAMMOCTI MOXKET pacCMaTpu-
BaTbCs AMArHOCTMPOBAHHOE Y Hero coveTaHue reHeTu-
Yeckn OeTepMUHUPOBAHHOM KapAMOMMONaThmM, acco-
unmposaHHou ¢ VUCs B reHe RBM20, n mopdonormye-
CKW BEPUPULIMPOBAHHOTO aKTVBHOIO NMM@OLNTaPHOro
MuoKapauTa. B nebiote 3abonesaHms 3Ha4yMMom Ouc-
PYHKUMM MUOKapAa He OTMEeYanocb, HECMOTPS Ha pe-
unamsmpytowyto @I, MOXHO Npegnonaratb OTCYTCTBUE
Muokapamta B 2018 r. OcTpoe nosBneHmMe TUMUYHOW
CUMMTOMATUKM C ObICTPbIM Pa3BUTUEM CTOMKOM AMC-
PYHKLMN MUOKapAa, COXPaHsBLUeecs 1 Noce ycTpaHe-
Hus @I, ¢ GonbLON BEPOSTHOCTLIO YKa3bIBaeT Npuco-
efnHeHne (Mnu oboctpeHme?) Muokapamta B 2023 r.
@I ynanock ycrpaHuTb eLlle A0 NOAaBNeHMUS aKTUBHOCTY
MuroKapauTta, anchyHkuma JIK perpeccuposana B pe-
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3ynbrate KOMMAeKCHOW (B T. 4. MMMYHOCYNPECCUBHOM)
Tepanum 1 He BO30OHOBNANACh, HECMOTPS Ha peunam-
Bbl Taxmcucronuyeckor O, AKTUBHbIM MOWCK 3TUONOTNM
@M y bonbHbIX ¢ AnuchyHKUMen JDK TpebyeT nprmMeHe-
HWNS LLeNoro KoMmnekca CoBpeMeHHbIX MeTOAMK (BKJTo-
yas MPT, 6uoncuio Mnokapga u AHK-gmnarHoctuky),
Ho abcontoTHO onpaBhaH U LenecoobpaseH kak C Tou-
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