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IIpencrapieHbl KIMHUYECKUE HAOMIOeHUs TPEX ClIyyaeB runeprpoduueckoii KapanoMmuonaTiu, 00ycJI0BIEHHONH MyTALMSMH B reHe
PRKAG2, c ne610ToM B paHHeM 1eTCKOM Bo3pacTe. OnucaHbl POIHbIE CECTPbI, Yeil OTell CTPAIAJ OT TsKenoi ¢opmbl runepTpodu-
YeCKOil KApIMOMHONATHH B coueTanuu ¢ cuuapoMoM Boabda—Ilapkuncona—Yaiita u ymep B MOJIOIOM BO3pacTe OT MPOrpecCcUpy-
01eli ceplieYHoll HeI0CTATOYHOCTH. XapaKkTepHa paHHsAs MaHU(ecTanus 3200JeBaHUs, IPU ITOM UMEJIOCh COYETAHNE CHHAPOMA
MPEIK3UTALNHN KeTyT0YKOB H IHNepTpodhun MHOKAPA ¢ OBICTPLIM MPOTrPeCCHPOBAHNEM A0 TOCTIKEHHS SKCTPEMAbHBIX 3HAYEHHIA.
Tuneprpodus 6bLIa KOHIEHTPUYECKOI CHMMETPUYHOI, HOCUJIA OMBEHTPUKY.IAPHBII XapakTep. OCHOBHBIM KJIMHUYECKUM CUMITOMOM
B NepBOM HAOI0eHNH ObLTM YACThie MAPOKCU3MbI CYNPABEHTPHKYISAPHOI Taxukapauiu. OTMe4eHO BbISIBJIEHHE HOBBIX Tpencep-
HO-2KeJIyA0YKOBBIX COOOIIEHHIT B X0e AHHAMHYECKOr0 HA0/II0/IeHHs, HeA0CTaTOUYHAA 3()()eKTUBHOCTh PATHOYACTOTHON adnauuu,
peluIMBbI CYNPABEHTPUKYISHOM TaxXuKapauu, xopoumii ekt ot HazHaueHus: nponadenona. Tperuii KIMHMYeCKuii ciyvaii cno-
paaudecKuii (MPeICTABIEHO JIMTeIbHOE HA0MI0IeHe B TedeHne 15 j1eT) u IpKo oTpaxkaeT NPOrpaueHTHOCTh HAPACTAHMS THIIED-
Tpodh K MUOKAP/A U HAPYLIEHWii puTMa cepaua. 3adoJieBaHue 1€0I0THPOBAJIO C PAHHETO BO3PACTA B BUJE TUNEPTPO(UH B COYETAHUU
¢ BbIPAXKEHHOIi OpaaMKapauMeii, 4To 3aTPyAHSIO MeJUKAMEHTO3HYIO Tepanuio. B cBS3M ¢ BHICOKMM PHMCKOM BHE3aNHOW CepaeYHoi
cMepTH Ha (hoHe IKCTpeMaIbHOIl runepTpohu MHUOKapAa MMILIAHTHPOBAH KapauoBeprep-aedudpuaiarop. Onucansl NPH3HAKY
MHTOXOH/IPHAIBHON HE0CTATOYHOCTH 1O JAHHBIM OMOINICHM CKeJIETHOI MbIIIIIbI.

Karouesote caosa: demu, PRKAG2, eunepmpogpuueckas kapouomuonamus, cundpom Boavgha— Ilapkuncona—Yaiima, paduouacmom-
Has abaayus, AHMUAPUMMUHECKAs. MEPANUSL.
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Clinical observations of three cases of hypertrophic cardiomyopathy caused by mutations in the PRKAG2 gene with a debut in early
childhood are presented. The sisters whose father suffered from a severe form of hypertrophic cardiomyopathy in combination
with Wolf—Parkinson—White syndrome and died at a young age from progressive heart failure are described. Early manifestation
of the disease is characteristic, while there was a combination of ventricular preexitation syndrome and myocardial hypertrophy
with rapid progression to extreme values. Hypertrophy was concentric symmetrical and biventricular. The main clinical symptom
in the first observation was frequent paroxysms of supraventricular tachycardia. New atrioventricular fenestrations were detected
during dynamic observation, insufficient effectiveness of radiofrequency ablation, recurrence of supraventricular tachycardia, and
a good response to propafenone were noted. The third clinical case is sporadic, a long-term follow-up for 15 years is presented and
clearly reflects the progression of the increase in myocardial hypertrophy and cardiac arrhythmias. The disease debuted from an
early age in the form of hypertrophy in combination with severe bradycardia, which made drug therapy difficult. Due to the high risk
of sudden cardiac death against the background of extreme myocardial hypertrophy, a cardioverter defibrillator was implanted. Signs
of mitochondrial insufficiency according to skeletal muscle biopsy are described.
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yrauusi B reHe PRKAG2, KOTOpbIi KOIUPYET TaM-
Ma-2-CyObeIMHUILY afeHo3uHMOHO(pochaTak-
TUBUPYEMOU TMPOTEMHKWHA3bI, TPUBOAUT K Pa3BUTHIO

TSDKEJION MeTaboIM4ecKol TrurepTpodruyecKoin Kapau-
OMMOMATUU BCJIEACTBUE OTIOXEHMS] TJIMKOTEHA B MUO-
Kapne u npoBoaguieit cucteme cepaua [1]. OcHOBHbIMU
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KIMHUIECKUMU TIPOSIBJICHUAMU  3a00JIeBaHUS  CITyKaT
pasBUTHE TUMIEPTPOGUM MUOKapAa B COYETAHUM C CUH-
JIPOMOM  TIpEIBO30YKICHUS KEeJIyTOUKOB. 3aboJieBaHue
XapaKTepHU3yeTcs] HeOJaronmpUsITHBIM TPOTHO30M, 00Y-
CJIOBJIEHHBIM TIPOTPECCUPYIOIINM HapyIIeHUSIM TTPOBO-
JVMOCTH C Pa3BUTHEM aTPUOBEHTPUKYISIPHOM OJIOKaIbI,
a TakxKe MapOKCU3MAJbHOM HAIKETyJI0YKOBOM TaxuKap-
JIUU C BBICOKOM YaCTOTOM TIPOBEACHUST IO JOTTOJTHUTE b~
HBIM TIpEICePAHO-KETYIOUKOBBIM COOOIIECHUSIM. XapaK-
TEPHBI TPOTPECCUPYIOIIast ceplevyHasi HeIOCTaTOYHOCTD,
BBICOKAsI YacTOTa BHE3aITHO# cepaedyHoil cmepTu [2—5].
Ipennonararot, 4yTo 3abojeBaHUe BCcTpevaetcst y 1%
MallMEeHTOB C TUTEePTPO(PUIECKO KapauoMuonaTuei
B COYETAHUU C CUHOATPUATbHOM OJI0KAION M/WITA aTpUO-
BEHTPUKYJISIpHOI Oiokamoit [6, 7]. Jlo HacTosiero Bpe-
MEHM TpeICTaBIeHbl eMIMHUYHbBIEC HAOMIOACHUS 3a TeThbMU
¢ PRKAG2-acconmmpoBaHHOI TUTIEPTPOGUIECKO Kap-
nuomuonaTueit [8, 9]. B Hamiem uieHTpe (B OTAeNeHUU
nerckoit kapmmoyiormu HUKMW memmarpum mMm. axkame-
muka FO.E. BenbruiieBa) HaOmomaauch 3 mnaiyeHTa
¢ runepTpoduyeckoii KapauoMuornaTuein Merabosmde-
cKoro reHesa Ha ¢oHe myTaiuu B reHe PRKAG2. Tpuso-
UM 3TH HaOTIOAEHUST C LIeJIbI0 OMUCAaHUs 0COOEHHOCTE
KJIMHUYECKOM KapTUHBI M TAaKTUKW BEIEHUS MallMeHTOB
¢ PRKAG2-accoliupoBaHHOM KapAMOMUOTIaTUEN.

Knunnueckmit cayyaii 1. Tlaumentka WM., 2006 rp.
B TeUeHHUe 2 JIeT HabJItoaaach ¢ IMarHo30M: CUMMETPUY-
Hasg TUnepTpoduyeckas KapIUOMHUOTATUSI C Topaxke-
HUEM 000MX XKeJTyI0YKOB, CEMEHBIN BapyuaHT, Ha (hoHe
MmyTaiiuu B reHe PRKAG2, HeKOMNAKTHBI MUOKap]
JIeBOTO kenynouka. MaHugecTHbI cuHIpoM Bonbha—
IMapkuHcona—VYaiita. CuHapoM cJ1abOCTH CUHYCHOTO
y3na. [TapokcuamanbHast HaIKETyIOUKOBasT TaXUKapIust
(MeaMKaMeHTO3Hasi peMuccusi). XpoHMYecKasl cepieu-
Hasg HEIOCTaTOYHOCTh, 2-U (DYHKIMOHAJBHBINA Kiacc
(mo NYHA).

HacnenctBeHHOCTb OTATOIIEHA: Y OTIHA TUIEPTPO-
duueckas KapamomuomnaTtusi, cuHaApoMm Boabda—Ilap-
kuHcoHa—Yailta (WPW) ¢ uactbiMu mpucTynamu
MapoKCU3MaIbHOW TaxukKapauu, ymep B 29 jieT oT mpo-
IPECCUpPYIONIEl XPOHUYECKOM CepAeuHOM HeToCTaTo4-
HOCTH; Y MJaIIeil pOAHON cecTphl 3 JIeT IMarHOCTUPO-
BaHa rurepTpoduIecKas KapaIuOMHUOITaTHSI.

WNUsmeHnenns B cepaue BbuIgBIEHB B 1,5 roma
Mpu  0OCIETOBAHUM IO TIOBOLY OIHU30I0B BSIIOCTH.
Ha »snexrpoxkapauorpamme (BKI) peructpupoBanach
opanukapnusi, ¢eHomeH WPW. Ilpu XontepoBckoM
MoHuTopupoBaHun DKI perucTpupoBainch 3TU30IbI
MWTpay BOIUTENSI pUTMa, CUHOATPHAIBHOM OJTOKAIbI.
IMpu sxokaparorpaduy BBISIBJICHO TOBBIIIEHUE Tpade-
KYJISIPHOCTH JIEBOTO KeJTyI0UYKa.

C 3 jeT NMosIBWIKCH Xaao0bl Ha MPUCTYIbI OECIo-
KOMCTBA M y4allleHHOTO CepAleOreH s, BIIEPBbIE BHISB-
JIeHa yMepeHHas CUMMETpUYHasl TUTIEPTPODUS JIEBOTO
KeTyaouKa (TOJIIMHA MEXKETyIOUKOBOMN MePerOpOIKHI
U 3aJHEN CTeHKU JIEBOTO XeJyIouKa COCTaBUIU 7 MM,
YTO COOTBeTCTBOBano 3 Z-score). C 4 jeT mosiBUIach

KJINMHUYECKUE CJT1YHAU

OfIbIIIIKA TIPU MOaBEME 10 JIECTHHUIIE, B BO3pacTe 5 JeT
MaHU(ECTUPOBATIU TIPUCTYIBI MTAPOKCU3MATbHONW TaXu-
Kapauu ¢ 4actoroir cepaeuyHbix cokpamieHuii (HCC)
1o 240 yn/MuyH, TIPOAOKUTETbHOCThIO OT HECKOJbKUX
MUHYT 710 1,5 4, c yacToToii 1 pa3 B 2 Hefl, KOTOPbIE KYITH-
POBAJTMCh BaryCHBIMM TTPOOAMU UV TIPUEMOM BaJIOKOP-
nuHa. [Tpyu MTOBTOPHOM XOJITEPOBCKOM MOHHMTOPUPOBA-
HUM COXpaHSIIUCh YMEpeHHasl OpanuKapausi, MUTpaLus
BOAUTEJNS PUTMa, TIOCTOSTHHO PETUCTpUpoBasics (heHOo-
meH WPW; nay3sl putma He mipeBbiinanu 1450 Mc; anm-
30/ CMHOATpUaJIbHOUW Ojokanbl 2-if crenenu. C 9 jer
OTMEUEeHO HapacTaHWe TOJIIMHBI MUOKapaa, B 10 JeT
MaKCUMaJlbHasi TOJIIMHA MEX KeJTyIO0UKOBOU TIepero-
ponku coctaBusia 20 MM (4,5 Z-score), OTMEUEHO paciiv-
peHue JeBoro rnpeacepausi. B Bospacte 10 get mpoBeneHa
panroyYacToTHas KaTeTepHas abialysi JOMOTHUTEIbHOTO
MPEeNCEPAHO-XKETYAOUKOBOTO MYyTH MPaBOM TMepeaHein
Jokanu3auuu. Ilapokcu3manbHasi TaxXWKapaus pelu-
NUBUpPOBaJia U yepe3 1 Mec ObUTa MpoBeneHa MOBTOPHAS
pagMovacToTHass KaTeTepHas abjauusl ¢ JUTMTETbHBIM
(mo 45 muH) Bo3neiicTBueM — 0e3 addekTa, Tpoueaypa
OCJIOKHEHa ruaponepukapaoMm. s mpoduiakTuku
PELMANBOB TTAPOKCU3MAabHOW TaXWKapAUKW ObLT Ha3Ha-
yeH mponadeHoMm B mo3e 15 mr/cyt — 06e3 addekra.
TTpucTymnbl TapoOKCU3MaTbHON HAIXKeTyTIOYKOBOM TaXu-
Kapauu ctanu 0ojee MpoAoJIKUTETbHBIMU, COTTPOBOXIa-
JIUCh OOJIIMU B Ceplilie, c1aboCThio, TOJIOBOKPYXKEHUEM,
KYIMMPOBAJIUCh B CTallMOHApe MapeHTepaJbHbIM BBe-
neHrueM amuomapoHa. OTHOKpATHO TIPW BEHETYHKIIMU
pa3BUJIOCh KPAaTKOBPEMEHHOE CMHKOIAJIbHOE COCTOSIHUE
¢ OJIEIHOCTBIO, TIPUIILJIA B ce0s TTOCIe MHTAISIIIAN T1apOB
HamaTteipHoro crnvpra. C aHTHUApPUTMUYECKOW IEbIO
Ha3HAuYeH aMUOJApOH B HauyajdbHOW no3e 10 mr/kr/cyr,
3aTeM B J103€ 8 MI/KT U B KOMOMHALIUU ¢ OMCOMPOIIOIOM.

B Bospacte 11 ner jmist ompeneieHus AajbHeEWIIe
TaKTUKU BeIEHUST BIIEPBbIC TOCMTUTAIM3NPOBAHA B OT/IE-
nenue Kapauojornu HUKHW nenuarpum nm. akageMuka
I0.E. Beasruiiena.

Ilpu mnocrtyruieHUM cocTosiHue pebeHKa YIOBIET-
BOpUTeJIbHOE, (DU3MYECKOe pa3BuUTHE cpenHee. Macca
tena 53 xr (90—97%o), poct 151 cm (25—50%0). NHoekc
Maccel Tea 23,24 kr/m?. MbllieyHast cucreMa pa3BHTa
YIOBJIETBOPUTENbHO. TOHBI Cepilla OTYETIUBHIE, PUT-
muyHble, Opanukapaus, YCC 51 yn/MuH, apTrepuaibHOe
napnenne 110/60 MM pr.cT. BeichymuBaics cUCToInde-
CKUIA 1IIyM JIEBOMY Kpalo IpyAuHbI. JKUBOT MSITKUIA, O6€3-
00JIe3HEHHBIH, JOCTYIIEH TIyOOKOH Mmajiblaluu, eYyeHb
Ha | cM BBICTyIajia U3-TIO/ Kpasi peOepHOi ayru, cese-
3€HKa He MaJbITMpoBaiach.

ITpu naGopaTopHOM MCCIENOBAHUU KPOBU IIIOKO3a,
KpeaTMHWH, MOYeBMHA, ModYeBash KHCJIOTa, XOJIeCTe-
pUH, JIUTIONPOTEUABI BBICOKOW M HU3KOW TUIOTHOCTH,
9JIEKTPOJINTHI, acmapTaT- U aJlaHWHAMMHOTpaHchepasa,
TOPMOHBI IMUTOBUIHOM XeJe3bl 6e3 matojorun. OTMme-
YEeHO TTOBBIIIEHNE YPOBHS KapAnOMapKepoB: TPOITOHWHA
I no 0,53 ur/mn npu Hopme no 0,04 Hr/mi, dpakuuu
MB kpeatnHdochokmnHaza n1o 10,9 Hr/mu nipu HOpMme
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no 4,4 Hr/mi, HaTpuilypeTuuecKoro rnentuiaa (KoHIe-
BOI TIPENIIECTBEHHUK MO3TOBOTO HATPUIYPETUYECKOTO
nentuga — NT-proBNP) no 500 nr/min mpu HopMme
1o 100 rir/mut.

Ha peHTreHorpamMmmMe opraHoB IpyqHOM KJIETKU T€Hb
cepila paciiMpeHa B MOMepeyHOM pa3Mepe, KapauoTo-
pakajnbHBI MHAEKC cocTaBui 0,66 — Kapauomeraaus,
MPU3HAKA YMEPEHHON TIepeTrpy3KHd MaJjioro Kpyra Kpo-
BooOpaieHusi. Ha OKI' BbipaxkeHHas cMHycoBast Opanu-
kapaust ¢ YCC 48—60 ya/MUH, TOPU30HTAIBHOE TIOJIO-
JKeHUe ajeKkTpuueckoit ocu cepaua; P—Q 70 mc, Q—Tc
445—500 mc (BTopmuHOe ymiauHeHue uHTepBaga Q—T);
BBICOKMI BOJIbTaX KoMruiekca QRS; mosbiieHne 371eK-
TPUYECKON aKTUBHOCTH JIEBOTO TIPEICEPAUs; TTPU3HAKKI
¢denomena WPW B Bujie nenbra-BOJTHBI BO BCEX OTBEIE-
HUSIX, HApYIIEHMS Tpoliecca pernoisipu3aliu, paciimpe-
Hus koMruiekca QRS mo 150 mc (puc. 1).

Ilpu »sxoxkapauorpacduu HHAEKC o0ObeMa MPaBOTO
npeacepaust 29,5 mi/M? (HopMa), JIEBOTO MPEACEPINsT —
35,5 mui/m? (mumarauust). Tuneprpodust mpaBoro (Tos-
IIMHA CBOOOIHOM CTEHKHM 10 8§ MM B IMACTOJIY) U JIEBOTO
(mHmekc Maccel Muokapma 195,1 r/m?) KellymIOdYKOB.
KoHeuHbIl 1MacTONIMYECKUi pa3Mep JIEBOTO KeTyaouKa
yMeHblIIeH 10 32 MM (Z-dakTop —3,24). TonmmuHa Muo-
Kapja JIEBOTO Xejlyloyka B 0a3aJibHOM OTAeJe: HUKHE-
MeperopOIOYHBIN U TiepeHui — 20 MM, TIepeaHeTepero-
ponouHblit — 21 MM, TilepeAHe00KOBOM, HUKHEOOKOBOIM
U HIKHUI — 29 MM (Z-bakTop 6,09); B cpenHeM oTaere:
HUDKHETIEPETOPOIOYHBIN 1 MepeAHuir — 19 MM, mepaHe-
neperopoouHbIit — 20 MM, TiepeHe00KOBOI, HUXKHE00-
KOBO# 1 HUXXHMI — 31 MM; B allMKaJIbHOM OTJIeJIe: TIepe-
ropofouHbiii — 14 MM, nepenHuit — 15 MM, OOKOBO¥

u HkHU — 30 MM. 3agHsisl CTEHKA JIEBOTO XeJlyaTouka
28,3 MM (Z-daktop 5,3). [umeprpodusi nanmwiisp-
HBIX MBIIIII, BbIpak€HHOE TOBBIIIEHUE TPaOeKyIsIpHO-
CTU JIEBOTO Keylo4yKa CO MHOXECTBOM THMIepTpohu-
POBaHHBIX 3KTOMUYECKMX TpaOeKys, OTHOIIEHWE 30H
KOMIAKT/HEKOMITAKT Ha YPOBHE 0Oa3ajJibHbIX CETMEHTOB
1:1,5, Ha ypoBHEe CpemHUuX JiaTepaibHbIX CETMEHTOB —
1:3 ¢ Hanuuuem xiIM@T. BblpaxkeHa HEOTHOPOIHOCTH
Muokapna. MuHuMaibHas AMHaAMUUYecKasi OOCTPYKIIMS
Ha YpOBHE Cpe/IHEl TPETH JIEBOTO XKeJIyI04YKa, BBIXOIHOTO
TpakTa JIEBOTO XeJIyJ0uKa C TpaAueHTOM /10 18 MM PT.CT.
MuTtpanbHas peryprutaumsi 1+, TiepegHecucToInYe-
CKOe JBMXEHHE CTBOPOK MepeaHell CTBOPKU MUTpasib-
HOTO KJjlallaHa, Ha YpPOBHE CTBOPOK, TPUKYCIMIaTbHas
HegocTaToyHoCTh +1,5. ImoGanmbHasg cucTonmyecKast
GyHKIMST MUOKapJa JIEBOTO Kelylodka He HapylleHa
(bpakuus BwIOpoca Teicholz/Simpson 81/80%). dna-
croimyeckast TMCYHKIIMS MUOKap/a JIEBOTO XeJlyTouka
no 2-My THUITy; MUOKapja IMpaBoro Kejayaodka mo 1-my
TUITY; pacyeTHOE CUCTOJIMYECKOEe NaBJIeHWE B JIETOYHOM
aprepuu B HopMme (33 MM PT.CT.).

ITpu xontepoBckom MoHuTOoprpoBaHuu DKI' B mHeB-
HOE€ M HOYHOE BpeMs PerMCTpUpOBAIaCh BbIpasKEHHas
CUHYCOBasl OpanuKapausl C 3MU301aMU MUTPALlUU BOIM-
TeJIsl pUTMa TI0 TIpeCepansiM; MPU3HAKKU TIPEeIBO30YXKIIe-
HUs1 XenynoukoB (peHomeH WPW) B Buze TpaH3UTOPHOI
JieibTa BOJIHBI, IIMpoKoro kKoMruiekca QRS, HapyiieHust
penonsipu3anvu; Taysa putMa ao 1604 mc. Bo Bpems
Kajob Ha cepalieOMeHre ObLT JTOKYMEHTUPOBAaH TapoK-
CcH3M HaKenymoukoBoii Taxukapauu ¢ YCC 126 yn/mMuH,
JUTUTEJIBHOCTBIO 7 ¢, C TIPOBEIEHUEM I10 JOTIOJIHUTEIb-
HOMY TpeACepaHO-KETYTOUKOBOMY COOOIICHUIO.

Cny(o:ui parM. Ilay3st 32 cqer cnycoloi aparmun (5 cem 04:53:03)

’n\ﬂ

Ipmxep apamaom 0 1688 Mc

"
V. SOMIAC AL SMM

Bceero: 65 (3 B wac). Jdren: 13 (1 3 wac). Howsio: 52 (5 B =ac).

Puc. 1. Dnexrpokapauorpamma nanuentku U., 12 jer: BbipaxkeHHas OpaauKapausi, YKOpoueHUue HHTepBaia

P—Q, yBeauuen BoJsTax kommiekca QRS.

Fig. 1. Electrocardiogram of patient I., 12 years old: pronounced bradycardia, shortening of the P—Q interval,

increased voltage of the QRS complex.
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MarHuTtHO-pe30HaHCHAas ToMorpadun cepaua
BBITIOJTHEHA 0€3 KOHTPacCTHPOBAHUSI, YYUTHIBASI OTSITO-
IIEHHBIN ceMeMHbBIN aHaMHe3 (Y OTIA JeBOYKU OTMEUYEHBI
MapOKCU3MbI HA/IKETYIOUKOBOM TaXUKAPANK MPU BBEIE-
HUU KOHTPACTHOTO BelllecTBa). BhisiBieHa BbIpakeHHast
rUTIepTpOdUS MUOKapAa JEBOTO JKeJTyao4YKa IO PeCTPUK-
TUBHOMY THITy C MaKCHUMAaJIbHOM TOJIIWHOM CTEHOK
29 MM (MeXKelnyIouKoBasl Teperopojaka W TMepenHsist
CTEHKa JIEBOTO XKeJyJI04Ka), 3aaHsIsT CTeHa JIEBOTO JKey-
nmouka 20 MM, OokoBasi — 24 MM, KOHEUHBIH IUacTO-
JIMYeCKuii o0beM JIEBOTO Keayaouka B Hopme (48,5
). JleBoe mpencepare He paciimpeHo (auametp ao 33
MM). CTeHKU TIPaBOTO XKEJIyIo4yKa TMIepTpOohUpPOBaHbBI
1o 9 mm. JlokanbHas ¥ r1o0aabHast COKpaTUTebHasI CIio-
COOHOCTh MUOKapJa He HapylleHbI, (Qpakius BeIOpoca
85%. TlepemHeCHCTOIMYECKOTO IBVIKEHUST TepeaHeit
CTBOPKM MUTPAJIBHOTO KJIallaHa He oTMedeHo. [Tpu3Haku
VYACTKOB CJIAaOOBBIPAXKEHHOTO WHTpaAMypaJbHOTO OTeKa
B YTOJIIIIEHHBIX CTEHKAX JIEBOTO XeIyaouka. B anmukaib-
HBIX OT/AeJaX MPaBOrO XKeJIyIo4YKa OTMEUYEHBI CyKeHUe
MOJIOCTH U yMepeHHasl TUurepTpodust creHoK. [TpaBblii
TUIT KPOBOCHAOXEHUs cepAla. BBULy OTCYTCTBHUSI KOH-
TPacTUPOBAHUS PaCIPOCTPAaHEHHOCTh (HPUOPO3a OLIEHUTh
HEBO3MOXHO.

IMpun Tecte ¢ 6-MUHYTHOW XOABOON TPOWIEHO pac-
crogane 560 M (3—10-it mepueHTwnb 1o Vandoni
2018), 6e3 ocraHoBOK. Kaynod He mpenbssisiiaa. [locne
uccnenosanuss YCC 57 ya/mMuH, aprepuajibHOE [aB-
nenune 120/60 MM pT. cT., omblka 1mo bopry 5 6aios,
HachlllleHWe (caTypalusi) KpOBU KHUCIOPOIOM 1O TTYJIb-
cokcumetpy 98%. Ilpm sprocnmmpoMeTpuu TOJIEpaHT-
HOCTb K Harpy3ke cHuxeHa (1,1 Bt/kr), Tect npekpalieH
B CBSI3U C yCTAJNIOCThIO. OTBET apTepHaibHOTO JTaBJICHUST
Ha Harpy3Ky HOPMOTEH3WBHBIN. OTBET YacTOTHI cep-
JNEYHBIX COKpallleHWii Ha Harpy3ky cHmkeH (61%
ot HopMmbl), pesepB UCC 91 yn/mun. Kputepuit mak-

KJINMHUYECKUE CJT1YHAU

cumasibHoro Ttecta He BbinmosiHeH (RER <1,05). Chu-
XKEH CHCTEMHBIN TTOKa3aTesib TOTPEeOJIEHUs] KUCIOpoIa
Ha Harpyske: VO, nuk 0,394 j1/MUH, 4TO COCTaBUJIO
20% npu HopMme Oonee 84%. Pe3ko CHUXEHO TOTpe-
OieHMe KMCIopola Ha MakcuMyme Harpysku: VO, muk
7,4 Mu1/KT MUH Tipu HOpMe 38,5 MJ1/Kr/MuH. Beixo moka-
3areNisi Ha TUIaTO He OTMedeH. Pe3ko CHIDKEHO ToTpe-
OreHue Kuciaopofa Ha aHaspoOHoM mopore: VO, All
(V-slope) — 0,294 ni/mun — 15% nipu Hopme Goiee 40%;
VO, ATl — 5,5 MJ1/KT/MUH (HUKE KDUTHIECKOTO MOpora
12 ma/mun xr). O,-nynee (VO,/9CC) — 3,4 mn/yn/
MuH (32%). YacToTa npIxaHUsT HA MaKCUMyMe Harpy3KH,
nbixatenbHblid peseps, PetCO, mokos — 42,7 MM PT.CT.
B HOopMe. TakuM 00pa3oM, pe3yJabTaThl CIUPOIPTOME-
TPUU COOTBETCTBYIOT XPOHUYECKOI CepleTHON HemocTa-
TOYHOCTH TSKEJIOW CTETICHU.

[eHeTnyeckoe TecTUpoBaHUE (CEKBEHUPOBAHME KC-
3oma B jaboparopuu Genotek) BBISIBUJIO BapuaHT TUIIA
MHCCEHC B TeTepo3uroTHoii ¢opme B TeHe PRKAG2
(NM_016203.3: ¢.1007T>A; p.Val336Glu). BapuanT
paclieHeH KaK BepOsITHO MaTOTeHHBIN, KOcCeTperalms
B CeMbe TIOATBEPXKICHA.

B cBsI3M ¢ coxpaHSIOMIMMUCS TPUCTYIIaMU TapoOK-
CU3MaJIbHOM TaXWKapIuW TUIaHWpOBalach TOBTOP-
Has paguodvacTOTHas abyalusi, B CBSI3M C 4eM aMUO-
MapoH OBbIT OTMEHEH, Ha3HaueH IpormadeHOH B 103€
10 mr/kr. Ha ¢doHe Tepanuu COXpaHSIIUCh KOPOTKHUE
snuzonsl cepaueduenust ¢ YCC no 140—130 yn/mMuH.
IIponomkena Tepanus mporaddeHOHOM B KOMOMHAILIMU
¢ 6eTasiokoM B 103€e 45 MT/CyT.

IIpu KoHTpoOJEe Yepe3 TOA Yy JAEBOYKU 3HAYUTEITHHO
yBeJn4unaach macca teja (+12 Kr 3a mojroja), JIBaskKIbl
pelMaBHApOBaIa MapoKCU3MallbHasl TaxXUKapAus: Tep-
BBIA TIPUCTYN KYMMPOBAaH BaryCHbIMM TPOOAaMM, BTO-
poit — BBeneHreM AT®. Jlo3a nmpomadeHoHa MOBBIIIEHA
¢ 450 mo 562,5 mr/cyT, Ipogo/KeH TIpueM OeTa-ampe-
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Puc 2. d)parmem 3JIEKTPOKAPIAMOTPAMMBI MPH XOJTEPOBCKOM MOHHUTOPUPOBAHUMI nauueﬂTKn PI 12 ser:
NpUMep MAKCHMMAJIbHOI U MUHMMAJIBHOI YACTOTBI Cep/leYHbIX COKPAILEHMIl.
Fig. 2. Fragment of Holter monitoring of patient I., 12 years old: an example of maximum and minimum heart rate.
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Jleonmvesa U.B. u coasm. Tuneprpoduueckas KapauoMuonarus, 00ycIoBIeHHas MyTauusmu B reie PRKAG2

HoOJIoKaTOpa MeToTposioa petapta 12,5 Mr/cyt, Ha3Ha-
yeHMne 0osiee BHICOKMX 03 OBUIO JIMMWUTHPOBAHO BBIpa-
>KeHHoi Opanukapaueii. C aHTU(GUOPOTUYECKON 11ebI0
Ha3Ha4YeH CIMPOJIAKTOH B 103¢ 25 MT. C 1IeJIbI0 KOppeK-
IMM MWTOXOHAPHAJIBHOM HEIOCTAaTOYHOCTU Ha3HaueH
younekapeHoH (kosH3uM Q10). YuuteiBas Heahdek-
TUBHOCTh TIPEIBIIYIINX ONEPAaTUBHBIX BMEIIATEIBCTB,
Xopomnit 3(GeKT MeIUKaMEHTO3HOM aHTHapUTMHYe-
CKOI Tepanuu, OTCYTCTBHE TPUCTYIOB MAapOKCH3MalIb-
HOM TaxWKapAUW B TE€YeHUE Troja ITOCje TOBBIIICHUS
JT03bI TiporacheHOHa, OTCYTCTBHE TTPOBEIECHMS IO TOTTO-
HUTEJbHBIM  TIPEACEPIHO-KEIYIOUKOBBIM  TIYTSIM ~ CO
2-1i CTYTIeHU MPpHU TecTe ¢ (GU3NIECKOI Harpy3Ku, a TaKKe
Hea(hHEeKTUBHOCTb pagnMoOvYacTOTHON KaTeTepHOil abia-
LIMU Y €€ OTIIa C aHAJIOTUYHBIM (DEHOTUTIOM, OT TIPOBEIE-
HUs TOBTOPHON paanMovyacTOTHON KaTeTepHOU abjaiuu
PEIIITA BO3AEPKATHCSI.

IMpoBeaeHa crpaTudukamyss pucKa BHE3aITHOM
CepIeyHol cMepTh. Y JeBOYKM B HACTOSIIEE BpeMs
nMeeTcss OIMH (haKTOp pHCcKa — BIKCTpPEeMaJlbHOE YBe-
JINYEHWE TOJIIUHBI MEXCKETYIOYKOBOW TMeperopoaku
U 3a/IHEN CTEHKM JIEBOTO KeJylouKa, aOCOMIOTHBIX MOKa-
3aHW K WMIDIAHTAMU KapauoBepTepa-aehuopuiis-
TOpa IJIsST TIEPBUYHON MPOMWIAKTUKN BHE3AITHOW cep-
JIEYHON CMepTH B HAcTosIIee BpeMsT HeIOCTAaTOYHO.
Heob6xoaum gaabHEUIINIT MOHUTOPUHT (haKTOPOB pUCKa
KaK OCHOBHBIX (CMHKOTIAJbHbIE COCTOSTHUS, HEYCTONIM -
Basl XXeJTyIOUYKOBas TaXUKapavs, TUTTOTOHWYeCKasl peak-
M Ha (DU3UYECKYIO HArpy3Ky), TaK W TOMOJTHUTEIBHBIX
(0OCTpYKIIMSI BBIXOJAHOTO TpaKTa JIEBOTO XeJlyaouka,
IUJaTalus JIeBOro Tipeacepausi, ¢huOpo3HbIE M3MEHe-
HUST B MHOKapje). BMecTe ¢ TeM TporHo3 B JaHHOM CJTy-
yae OCTaeTCsl HeOJIarompusiITHBIM BBUIY OTATOIIEHHOM
HACJIeICTBEHHOCT — CMEPTh OTIIa B MOJIOJIOM BO3pacTe
OT TIPOTPECCUPYIONIEH CepAeUYHON HETOCTaTOYHOCTH,
pe3yJIbTaThl CIMPOIPTOMETPUM, OTpaxarollue pe3Koe
CHUXEHME TIOTpeOJIeHUsT KUCIOpoia Ha Harpy3Ke, acco-
ILIMMPOBAHHOE C TSIKEJIOW CepAeYHON HETOCTATOYHOCTHIO
MMO3BOJITIOT TIPEATONOXUTh BBICOKUI PUCK €€ Iajlb-
HEeWIIero mporpeccupoBaHMsl, YTO MOTpeOyeT peleHust
BOITpOCa O TPaHCIIAHTALIMU Cep/Lia.

Kmunnyeckoe Ha0Omoaenne 2. Cubc — neBouka 3.,
2014 1. p., Bo3pact 4 ymer. OOciaenoBaHa B CBSI3U OTSI-
TOIIEHHOW TIO0 TUMepTpOoHUUECKOil  KapAaruoMHuoTa-
TUM HACJENCTBEHHOCTbIO (y OTLA W CTapllieil cecTphl).
JwnarHos: rtuneptpoduueckas acuMMETpU4Hasi Heo0-
CTPYKTUBHAs KapIMOMMOMATHS, CEMEWHBI BapHaHT.
AddexTuBHO- pecrnupaTopHble TTapoKcu3Mbl. CUHAPOM
TUNEPBO30YIUMOCTH.

PeGeHok oT BTOpOit OEpeMEeHHOCTH, IMpOTeKaBIIeH
Ha (hOoHE TOKCUKO3a B TE€PBOIl MOJOBUHE OEpeMEHHO-
CTH, TIpEdKJIAMIICUsI Tepea poaamMu. PaHHee pa3BuUTHE
0e3 ocobeHHocTell. C poxneHns adpOeKTUBHO-pecIInpa-
TOPHBIE TAPOKCU3MBI, BO30OYIUMOCTh, TUTIEPAKTUBHOCTD.
He6onbiras runeprpodusi MUoKapaa BbISIBJIeHa B BO3-
pacte 4 Mec. [lpy mombITKe Ha3HAYeHMS] aHATIPUIMHA
OoTMeuajach BeIpaXkeHHast OpaguKapaus.

Ilpy  ocMoTrpe: TeloCIOXEHWE TapMOHUYHOE.
Macca Tena 15,8 xr (25—50%o0), poct 99 cM (25—50%o0).
MpEIIeuyHbIii TOHYC B HOpMe. OBIIIKK HET, 4YacToTa
IbIXaHUsI 24 B MMHYTY, B JIETKUX IbIXaHUE BE3WKYJISAP-
Hoe, xpunoB HeT. YCC 96/MuH, apTepualbHOE IaBiie-
Hue 103/65 MM pr. cT. [paHULIBI cepalia He pacIIMpPEHbI,
TOHBI CEP/LIa TPOMKHE, PUTMUYHBIE, KOPOTKUI CUCTOTH -
yeckuii yM. ZKuBoT MsITKuiA, 6€300JI€3HEHHBIN, TEYeHb
Ha 2 CM BBICTYMaeT U3-MoJ Kpas peOepHOil ayru, ceje-
3eHKa He najbnupyetcs. [ToBbIIeHHAst BO30YIMMOCTb.

TIpu naGopatopHOM HCCIIEIOBAHUM KPOBU YPOBHU
KapiroMapkepoB B HopMe: TporioHrnHa I — 0 Hr/mut, hpak-
st MB kpeatnHdochokrHaza — 2,4 Hr/mJ, HaTpUii-
ypetuueckoro mentuaa — 25 nir/mia. Ha anekTpokapau-
orpaMme peructpupyercss cuHycoBasi aputMusi ¢ YCC
oT 65 10 94 yi/MUH, HOpMaJTbHOE TOJOXEHNE DJIEKTPHU-
YeCcKOW OoCHu cepala, KOPOTKUM 3Mu304 IpeacepaHOro
puTMa, MPU3HAKK TIEPEerpy3KH JEBOTO XKeJIyiouka ¢ Hapy-
ILIEHUEM PEToISIpU3aliuy U TeHASHIIUU K JIETPECCUU Cer-
meHTa ST, MoBbIllIeHUE aKTUBHOCTH TIPABOTO TIPEICEPINS;
uHTepBas Q—Tc B HopMme. [Ipu axokapanorpacduu mpaBoe
W JIeBOe TIpencepavsi He paciuupeHbl. [IpaBblil keaymo-
yek He M3MeHeH. JIeBblil XelymoueK YMEpPeHHO THUIep-
TpodupoBaH. ToyMHAa MUOKapaa JIEBOTO KeTylnouykKa
B 0azaJIbHOM OTJeJie: HUKHENeperopoJoyHblii — 8 MM,
nepeaHerieperopogouHslii — 11 MM (Z-dakrtop 3,49),
nepeaHuii — 10 MM, riepenHe00KOBOIT — 7 MM, HUXKHE0O-
KOBOM — 12 MM, HIDKHMIT — 6 MM, 3aHsIsI CTEHKa JIEBOTO
Xemynodka B HopMme (6 MM, Z-dakrop 0,4). KoHeuHbIi
nracTonnueckuii pasmep B HopMme. [loBbilieHre Tpabe-
KYJISIPHOCTY Ha YPOBHE JIaTepaJIbHbIX CETMEHTOB OT CPe/I-
Hell TpeTu M0 BEepXyILIeYHOTrO OT/esa, OTHOIIEHUE 30H
KOMITaKT/HeKOMIMakT 1o 1:1,5 u yyacTkamMyu UCTOHUEHUS
KOMITAaKTHOTO cJiosg A0 2 MM. [ImHamudeckass oOCTpyK-
1IMS1 BBIXOJTHOTO TPAKTa JIEBOTO XKeJIya0uKa MaKCUMaTbHO
o 15 MM PT. CT., HEOMHOPOIHOCTb 3XOCTPYKTYPhl MUO-
Kapna. [oGanbHast cuctoiamyeckas (PyHKIMSI MUOKapjaa
He HapyuieHa. Jluactonuueckasi TUChYHKIIMS MUOKapaa
JIEBOTO XeJTyI04YKa IO PECTPUKTUBHOMY THITY.

TIpu xontepoBckom MoHuTopupoBaHuu DKI peru-
CTPUPOBAIMCH CUHYCOBBII PUTM, TaXUKAPIUS, BBIpaXKeH-
Hag qHeM (YCC 131 ya/muH nipu HopMme 99—112 yo/MuH)
U He3HauuTebHast Bo Bpems cHa (90 yi1/MUH npu HOpMe
80—89 yn/mMuH); Tay3bl puTMa B TIpe/iesiax BO3pacTHOM
Hopwmbl. [IpopoimkurenbHOCTh UHTEpBasioB P—Q u Q—T
B HOpMe. PeGeHOK KOHCY/IBTHUPOBaH HEBPOJOTOM, MUO-
MaTUYECKUI CUHAPOM HE BBISIBIIEH, pecriupaTopHo-ad-
(beKTUBHBIE TTAPOKCHU3MbI B aHAMHE3eE.

Ilpu reHernueckom TecTupoBaHUU B TeHe PRKAG2
xpomocombl 7 (chr7:151269 794), B 9-M 9K30HE BBISIB-
neHa mytamust ¢.1007T>A, tpanckpunt (NM_016203.3),
aMUHOKMCI0THas 3ameHa p.Val336Glu B rerepos3uror-
HOM COCTOSIHUM (HECMHOHMMWYHAsI 3aMeHa), KOoTopas,
cornacHo kputepusim ACMG, orpezesieHa Kak BEpOSITHO
naroreHHasi. TOT Xe BapyuaHT ObLJT BbISIBJIEH y ITpobaHma —
crapiieit cectpbl. HazHaueHbI 6eTa-anpeHo0I0KaTop Mpo-
MPaHOJIOH B 103¢ | Mr/KT, KapauoTpodurueckast Teparnusi.
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Takum obOpa3om, y pebOeHKa B HacTosIee Bpemsi
BBISIBJIEHAa TOJIbKO YMEpeHHass aCUMMETpUYHasl TUIIep-
Tpodudeckass KapaAUOMHOTATUS; MAHHBIX, TOITBEpPK-
malommx — cuHapoMm  Bomnbda—IlapkmHcona—VYaiira,
He nostyyeHo. PeGeHOK B34T 1o AucriaHcepHoe HabJTo-
JleHWe; He WCKIIOYEeHO, YTO CHUMIITOMAaTHKa MOXET
JeOI0TUPOBATh B TaJIbHEHIIIEM.

Knunnyeckuii cmyyaii 3. /leBouka 17 net, 1998 . p.,
B TeueHue 11 et HabGMOAaMaCh B OTAEICHUN KaparuoJio-
rmn HUKMUM nmeguatpun M. akamemunka HO.E. Benbru-
IeBa ¢ IUarHO30M: THIepTpodrdecKas CUMMETPUIHAsT
kapauomuonatusi. CUHAPOM cj1aboCTU CUHYCHOTO y3Ja.
CocTrostHUE MOoCce UMIUTAaHTAlUKA KapauoBepTepa-aedu-
opwinsitopa. MHTepMuTTUpYOMMii cuHapoM Bombda—
IMapkuHcona—VYaiita.  CocrossHue  Tocie  paauo-
YaCTOTHOM KaTeTepHOW abjallM  MHOXECTBEHHBIX
JIOTIOJTHUTENTBHBIX MPEeACepIHO-KEITyT0UKOBBIX COO0IIIe-
HUI (JIEBBII 3aHeIaTepaibHbIN U TIPaBbIii JJaTepabHbI
B 2010 r., mpaBbIii 3agHecenTanbHbIl B 2011 ). [peas-
SIBJISIET KaJOObl Ha YTOMJISIEMOCTh, KOPOTKHUE STTHU30/IbI
cepaLeOreHNsT ¢ KOMIOMMMU 00JIsIMU B 00JIaCTH cepaia,
ONIBILIIKY MU pu3mveckoit Harpy3ke. HaciencTBeHHOCTh
10 CEPJIEYHO-COCYAUCTHIM 3a00JIEBAHUSIM HE OTSITOIIIeHA.

Tuneprpodust  neBOro  Kelymoyka  BBISIBIeHA
B 1,5 roma, Torma Xe obGpaTuid BHUMaHWE Ha Opamau-
kapauio 1o 80 ya/MuH, B HajbHENIEM YyCyryOuBHIY-
focs (mo 60 yn/muH). B Bo3pacte 3 JieT BBIPakeHHOCTh
TUTIEPTPOUN  yBEIWYMIACh, TOJNIIMHA MEXKeTymT0d-
KOBOW TIeperopoiiku coctaBuiaa 8—9 MM, MakKCHUMaJIbHO
B cpeaHell TpeTw mo 12 MM, TONIIMHA 3agHEd CTEHKU
JIEBOTO Xeyynouka — 8 MM, 0e3 00CTPYKIIMY BBIBOTHOTO
TpakTa JieBOro xejuymouyka. Ha cranmapTHO# 371€KTpo-
KapauorpaMMe pPerucTpUpOBATIUCh OpaauKapaus, Tpu-
3HaKM TUIEepPTPoUU OO0OMX KEJyIOUKOB, TPU3HAKHU
CyOOHI0KAPAMATBHOM UIIEMHUH, YKOPOUEHUE MHTEpBaIa
P—Q. TIpu xonTepoBCKOM MOHUTOPUPOBAHUW HapyIle-
HUSI PUTMa He 3aperMCTPUpPOBAHBI, UMeIach BbhIpaXKeH-
Hasi cuHycoBasi Opamukapausi co cpenHeir YCC nHem
75 yn/MUH 1 HOUbIO 57 yn/MUH, May3bl pUTMa B Mpele-
siax HopMbl. [Ipu obGcnenoBanuu B Bo3pacte 9 et Opa-
nukapausi nporpeccuponana (YCC 54 yn/mMuH), yBenu-
YUJIach TUTIEPTPODUST MEXKKETYTOYKOBOW MEePETOPOIKH
(6azanbHBIE OTHENBI A0 11 MM, B cpemHeit TpeTu a0 16
MM, TOJIIIIMHA 3agHeil cTteHku 9 mMMm). Ha smekrpokap-
IUOTpaMMe WMENNCh TIPU3HAKU TUIEepTPOoGUr 000UX
JKeJTyIOUKOB, BBICOKMIA BoJbTax KoMmruiekKcoB QRS,
ryookue 3youbsl Q, TIpU3HAKM CYO3HIOKapIvaib-
Ho#l umemuu, ykopoueHue PQ (mo 70 mc). Haznaue-
Hue OeTa-afpeHO07I0KaTOPOB ObUIO HEBO3MOXHO H3-3a
BbIpakeHHOIW Opanukapauu. B maiapHeiiiieM Hapactaia
CTeTieHb TUTIePTPOGUN MUOKAP/IA, TTOSBUINCH MPUCTYIIBI
HaKeTyI0YKOBOM MapoOKCU3MaTbHOM TaXUKapInH.

B Bospacte 12 neT BrepBbIe BBISIBIEHBI BBICOKHE
YPOBHU MOJIOUYHOH (IO 5 MMOJIb/JI) U MUPOBUHOIPAI-
Hoit (0,4 Mmonb/n) Kucior, runepkaauemust (5,4—5,1
MMOJIb/JT), YTO TIOCIYXHWJO OCHOBAaHMEM IJISI WCKIIIO-
YeHWS MUTOXOHAPUAJIbHOW matoioruu. I[lo JaHHBIM

KJINMHUYECKUE CJT1YHAU

OUOTICUM CKEJIETHOM MBIIIIbI, BBbIpAaXKeHbl TMPU3HAKU
MUTOXOHAPHAIIbHOM MUOMTatTi — B 20% MUOHOB OIpe-
nensiercst CAIN-mo3utuBHBIN 1 LO-nmo3utnBHEIN heHo-
meH RRF (mpu Hopme mo 5%), BbIpakeHHOCTh RRF
2 bajta, MUTOXOHIPUAIbHBIN MHIEKC 2 Tpu HOpMe 1o 1,
OTIpPEeIENISIIOTCSl cyOcapKoJieMMasbHbIe CKOIJIEHUST TJIM-
KOTeHa, JIUTTUIOB U KaJbLIKS, B YaCTU MUOHOB OTIPEIeIIsI-
J0TCS TIOBBILIEHHBIE CyOCapKOJIeMMallbHbIe CKOTUICHUS
MUTOXOHAPHI, 4acTh CcyOcapKoJeMMaTbHBIX W WHTEp-
MUODUOPUIUISIPHBIX MUTOXOHAPUI UMeeT ehopMalinio
KPUCT, OTAETbHbIE MUTOXOHAPHUH MOTMOAOT, MpeBpalia-
sICb B MEMOpaHHBIe TeJblla, CPeI MUTOXOHAPUIA OTMe-
YarTCsl KPYITHBIE JTUMUAHbBIE BKIOYeHUS (puc. 4).

B Bo3pacrte 12 ner mpoBeneHa paanoyacTOTHAsl KaTe-
TepHas abjaiuys  JTOMOJHUTEbHBIX  IpeICepIHO-XKe-
JIyTOYKOBBIX COOOIIEHWI (JIeBbIii  3amHeaTepabHbIM,
MpaBblii  JTaTepalbHbI). YYUTBIBAs TIPOTPECCHUPYIOIIYIO
OpaauKapanio, OrpaHUYMBAOIIYI0 Ha3HAUGHUE MeTuKa-
MEHTO3HOI1 TepaIii, U BbIPAXKEHHYIO TUTIEPTPODUIO MUO-
Kapia WMIUIAHTAPOBAaH KapauoBepTep-aehrOpuIIsITop.
B 13 ner mpoBeneHUsT TIO MOMOTHUTEIBLHBIM TIPEACEPI-
HO-3KEJTyTOUKOBBIM TTyTSIM PEIUINBUPOBAJIO, BBITTOJHEHA
MOBTOpPHAs PaavMoyacTOTHAsl KaTeTepHasl abjamus ere
OJIHOTO JIOTIOJTHUTEJILHOTO  TIPENICEPIHO-KETYT0OUYKOBOTO
coob1IeHns (TIpaBbIi 3aHECENTaIBHbIN). 32 BpeMsT Jallb-
Helilrero HaOoIeHUS cpabaThIBAHUI KaparoBepTepa-Je-
dubpusitopa He oTMedeHo. [1pu TecTupoBaHMM Kapanuo-
BepTepa-aedudpusuisitopa Ha ¢GoHe XKajmod Ha KOPOTKHE
9MU30/Ibl CePALICOMEeHNI 3apernCTpUpoOBaHa TpeacepaHast
taxukapaus ¢ nposeaeHuem 1:1 ¢ YCC 240—280 yn/muH,
JTUTEeNIbHOCTBIO 2 ¢. [1pu HeMHBa3MBHOM 3J1eKTpO(hU310-
JIOTMYECKOM UcclienoBaHUU ucxoaHo Ha DKI putMm HaBs-
3aH OT MMIUIAHTUPYEMOIO KapauoBepTepa-aeduopui-
JgTopa ¢ 0a3oBoi yacTtoToil ctumyssiudu 50 MMIT/MUH.
PQ 80 mc QRS 150 mc. AHTerpangHo Touka Benkebaxa —
210 wmmn/muH, 3(deKTUBHBIN pedpakTepHBI Tepuo
aTPUOBEHTPUKYJISIpHOTO y371a 270 mMc. PeTporpanHo: Touka
Benkeb6axa 190 nmm/mMuH, 3(pheKTUBHBIN pedhpaKkTepHbIi
Tepro aTpuOBEHTPUKYJIsipHOTO y371a 330 Mc. [1pu Bbimos-
HEHWM y4Yallalouieil W MporpaMMUPOBAHHOM CTUMYJISI-
I M3 KOPOHApHOTO CUHYca IpoBelcHNEe 0e3 3amejlie-
HUS ¢ He3HAYUTEIbHBIM paciimpeHreM Komruiekca QRS.
IMpu cTUMYIALIMM U3 TIPaBOTO KETyIOoYKa OTMEYaloTCst
JIEKPEMEHTHBIE CBOMCTBA aTPUMOBEHTPUKYJISIPHOTO (aHTe-
rpajHOE) W BEHTPUKYJIOATPUATBHOTO (PEeTPOrpagHoOe)
MPOBEACHUS, TAaXUCHUCTOJIMUECKUX HApyIIEeHW puTMa
He nHayuposaHo. [TpoBeneHa poda ¢ AT®D: otMeuaeTcst
COXpaHEHNe aHTerpaJiHOTO U PEeTPOrpajHOTO MPOBEICHUSI.
B Bo3pacte 17 nieT B moKoe ABaXKIbl OTMeUacsl KpaTKOBpe-
MEHHBII SMHM30J CepaLeONeHNs] ¢ KOMIOIUMU OOJISIMU
B 00J1acTH cep/iia, KylmpoBajcsl CaMOCTOSITETHHO.

Ilpyu ocmoTpe cOCTOsSIHME YIOBJIETBOPUTEHLHOE,
¢dusnueckoe pasButue cpeaHee. Macca tena 55 xr (25—
50%o0), poct 155 cM (10—25%0). Koxa uwncrasi, Gien-
HO-po3oBas. JpIxaHKWe B JIETKUX BE3UKYJSIPHOE, XPUTIOB
HeT. ApTepuajibHoe gaBieHue 123/64 mm pr. cT. [paHuIisl
cepilla He pACIIMPeHbl, TOHbI CEpJlla MPUIIYIIEHbI,
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putMuuHbie, opagukapaust ¢ YCC 50 yn/MuH, CUCTOM-
YecKMH 1IyM 10 JIeBOMY Kpato rpyanHbl. [leueHb He yBe-
JudeHa. MMonaTH4ecKoro CUHApOMa HeT.

B aHanm3ax KpoBM TOBBIIIEHHBI YpOBEHb Kap-
ITUOMAapKepoB:  HATPUMypeTUYeCKUW  MenTun  —
742,5 nr/mn nipu HopMme no 50 mr/mi; ¢pakuuss MB
KpeaTMHKWHA3bl 8,8 HT/MJI TIpu HOpMe 1o 6,3 HT/MIL.
Mwormno6un 25,0 Hr/mit (HopMma 14,3—65,8 Hr/miT), BEICO-
KOUYBCTBUTEJbHBIN TPOITOHWH TTOBBIIIIEH.

Ha »snexkTpokapmuorpamMmme — pUTM, HaBsI3aHHBIN
Ha TIpeAcepaMs OT  KapauoBepTepa-aeduopuisitopa,
YCC 56 yn/mM1uH, HOpMaJTbHas 3JieKTpUJecKast OCh cepaiia,
MPpU3HAKU TUMEPTPODUU JIEBOTO XKeJTylIoukKa, YKOPOUEeHHe
nnHTepBana P—Q (80—100 mc), meperpy3ka mpaBoro Impe-
cepaus 1 JIEBOTO XXeJTyI04YKa C BbIpaKeHHBIMUA U3MEHEHU-
SIMM B MUOKapje (BbIpakeHHast MHBepcHs 3yora T B oTBe-
nenusix 1, 11, 111, avF, V2—V6 ¢ BepaxkeHHOI Aenpeccueit
cermeHTa ST B aTHX Xe oTBeneHusix — oT 1,7 10 9,0 mm);
yummHeHne uHtepBaia Q—T (Q—Tc 503mc). Tlpu sxokap-
nuorpaduy BU3yaM3UpOBaiach TMIepTpodusi Muokapaa
JIEBOTO KeTyIoYKa (MaKCUMAJIbHO — MeEXKeTyI0uKoBast
Meperopoyika Ha TrpaHulie 0a3aabHOrO OTIE]a U CpelHel
TpeTu 10 32 MM, TOJIIIMHA 3a[HEl CTEHKU JIEBOTO Xey-
nouka 24 MMm); runeptpodusi MUOKapaa TPaBOroO Key-
JIoYKa; MMOKapJ HEOTHOPOAEH; YCWIEH KOpPOHApHBII
KpoBoTOK. [emMoamHamuyeckass OOCTPYKIIMSI B arnuKasib-
HOM OT/IeJie JIEBOTO KeJya04Ka ¢ TpaaueHToM 50 MM pPT.CT.,
B CpemHeill TpeTu JieBoro xeiaymouka — 30 MM pT.CT,
B BBIBOTHOM TpPaKTe TPABOTO KeJayaouka — 12 MM pT.CT.;
yCUJIEeHUE KPOBOTOKAa B BBIBOJHOM TPAaKTe JIEBOTO KEITy-
JIoyKa ¥ Ha TpaHMIIE TTPUTOYHOTO U OTTOYHOTO OTIEIIOB
MPaBOTO XeJyIouKa ¢ TPaIueHTOM 10 9 MM pT.CT. BbisiB-
JIEHBl HEJIOCTAaTOYHOCTh AOPTaJbHOTO KjamaHa 2-f cTe-
MeHW, Jwiatalys JieBoro rmpencepausi. MuTpaibHast
peryprutanys 1+. [Tpu XoITepOBCKOM MOHUTOPUPOBAHUU
PErrCTpUPOBANach BBIpaXKeHHas OpagvKapausi B Tede-
Hue cytok co cpenHeit YCC gHem 54 yn/MUH Tpu HOpMeE
85 yi/MMH U HOUbIO 54 yiI/MWH TIpu HOpMe 65 yu/MuH.
ITpakTU4ecKy MOCTOSTHHO PETMCTPUPYETCS PUTM MMILIAH-
TUPYMOTO KaparoBepTepa-aedudpusuistopa (pexkum DDD
¢ 6azoBoit YCC 55 umrn/muH, AV-paced 180 mc, AV-sensed
160 Mmc), mpeacepaHast CTUMYJISALNS, WHTepBal P—Q HaBs-
3aHHOro putma 100—120 Mc; TpeacTaBIeHHOCTh HaBsI-
3aHHOTO pUTMa 3a CYTKU 98,9%. 3aperncTprpoBaHbl eau-
HUYHBbIE OIWHOYHBIE HAIKETyTOYKOBBIE 3KCTPACHCTOJIBI
U eNMHUYHbIE OMHOYHBIE MOHOMOP(MHBIE KeTYIT0UYKOBBIC
9KCTPACUCTOJIBI, | 3am XemymoukoBoii Taxukapauu ¢ YCC
158 yn/MuH MpoaoKUTEIbHOCTBIO 3 ¢. MHOXECTBEHHbBIC
rmay3bl puTMa JUINTeIbHOCTHIO 10 1591 Mc. [TponomskuTesnsb-
Hoctb uHTepBasia Q—T B HOopMme. [1py KOHTpoJEe crucTembl
KapanoBepTepa-aepuoprIIsiTopa 3apPEeTUCTPUPOBAHEI
3 onm3oma  kemymnouykoBoir  Taxukapmuun ¢ YCC
1o 170 yn/MUH IUTeIbHOCTHIO 10 3 ¢. BkittoueH MoHUTOP
JKeJTyNO0YKOBOM Taxukapauu oosee 140 yn/mMuH.

IIpu reHernyeckom TecTupoBaHMM B TeHe PRKAG2
B 11-M 3KC30HE XpOMOCOMBI 7 BBISIBJIEHA MUCCEHC-MYyTa-
mus c. 1016 A>G, p.H339R, tpanckpunt NM-001040633,

B TETEPO3UTOTHOM COCTOSTHMM, KOTOpasl oOTpeesieHa
cornacHo KputepusiMm ACMG Kak BepOsSITHO TTaTOTeHHasl.

JleueHue BkIOUasio Ha3HauUeHUE OeTa-aapeHo0IoKa-
TOPOB: METOTIPOJION 75 MT/CYT, C 1Ie/Ibl0 TTPOPUIaKTUKUA
(GUOPO3HBIX U3MEHEHWI TMPUMEHSJICS aHTarOHUCT ajlb-
JIOCTEPOHA CITUPOHOIAKTOH 25 Mr/cyT. Ucronb3oBanach
MeTaboMyecKkasi Tepanus C el YIydlleHUsT KJIeToY-
HOTO 3HEPreTMYeCKOro oOMeHa, KOPPEKIUU MUOXOH-
NpUajibHBIX HapylieHuit L kapHUTHUH 5 1/CyT, yOouaeka-
peoH (koaH3um Q10) 900 mMr/cyT.

OO0cyxaeHue

PRKAG?2 cunapoMm nuarHOCTUPYeTCSI B OOJIBIIIMH-
CTBE CjlyyaeB Ipu coueTaHuu cuHiapoma Bonbda—Ilap-
KMHCOHa—YilTa u runeprpoduyeckoil KapauoMuo-
naTuy, pa3BMBIIENCST Ha (pOHE OTJIOKEHUSI TJIMKOTeHa
B KapIMOMMOIIMTAX, a TAKXKe HapyIIeHUI B TTPOBOSIIEIH
cucteMme cepaua [6, 7, 10]. Mbl ipeacTaBuan 3 KJIMHUYE-
CKMX CJIydasi MeTaboJIMueCKoi runepTpoduieckoin Kap-
MMOMUOIIaTUHU, aCCOUMUPOBAHHON C MYyTallUSIMU B T€HE
PRKAG2 ¢ ne6ioToM B paHHEM JETCKOM BO3pacTe.

TlepBble nBa TallMEHTa POJHbBIE CECTPhl U3 CEMbH
C OTSITOIIEHHOW MO TUIEepPTPOoUUEeCKO KapauoMuomna-
TUM HaCJIeACTBEHHOCThI0. VX oTell cTpaiall OT TsKeJlon
GopMBI THTIIEPTPOGUUECKON KapAMOMUOTIATUN B cOYeTa-
HuM ¢ cuHapoMmoM Bonbda—ITapkuHcona—Yaiita u ymep
B MOJIOIOM BO3pacTe OT MPOrpeccUupylolieit cepacuHom
HEeIO0CTaTOYHOCTH. JIJIsI ONMMCAaHHBIX HaMU HaOJoe-
HUIl XapaKTepHa paHHssI MaHUdecTauusi 3a00JeBaHUs,
Mpu 3TOM MMEJIOCh COYETaHME CHUHApPOMa TpeeK3uTa-
LUK XKeJIyTOYKOB U TunepTpoduu mMuokapaa. OMeueHo
MOCTOSIHHOE ~ OBICTPOE  TIPOTPECCUPOBAHUE  CTENEHU
runeprpoun MuokKapaa M0 JOCTHXEHUS] IKCTpeMaib-
HBIX 3HavYeHUi. [umnepTpodust ObUTa KOHLEHTPUIECKOM
CUMMETPUYHOM, HOCHJIA TIPEUMYIIIECTBEHHO OMBEHTPU-
KyJIIPHBII XapakTep, OTMEUYeHO paHHee pa3BUTHUE IMa-
CTOJIMYECKON NUCHYHKIIMU, YTO COIIacyeTcsl ¢ HaOJIo-
neHueM aApyrux asTopoB [2, 3, 11]. KiumHuueckue
MpPU3HAKKA CEepACUYHON HEIOCTAaTOYHOCTH, a Takxke Ouo-
XUMHUUCKME MapkKepbl (ypoBeHb proBNP) Obliu mpes-
CTaBJICHbl HE3HAUMTEJbHO. [IJ11 OOBEKTUBHON OLIEHKU
CepJeYHOl HEeIOCTATOUOCTHU OOJIBIIIOE 3HAYEHUE MMEeTU
pesyJibTaThl CIIMpo3proMeTpuu. JlaHHBIE, TOJIydeHHbIE
B XOjie uccienoBaHusl (pe3Koe CHUKEeHUE TOTpeOIeHUs
KHUCJIOpO/ia Ha TIMKE Harpy3ku M Ha ypOBHE aHa’po0-
HOTO TIOpoTa, HU3Kas TOJEPAaHTHOCTh K (U3NUYECKOM
Harpyske), OTpaXajJii BbIpaXKEHHYIO CEepAeYHYI HEeI0-
CcTaTOYHOCTb. OCHOBHBIM KJIWHUYECKUM CHMITTOMOM
B TepBOM HaOJIIOIEHUM ObLIA YacThie TTAPOKCHU3MbI HaJl-
JKeJTyTOUKOBOM TaxuKapauu Ha (OHE TOTMOTHUTEbHBIX
MpeacepaHO-KeyIOUKOBBIX coobiieHuit. OOpaianu
BHMMaHUE BBISIBIICHWE HOBBIX IPECepIHO-KeTyI0YKO-
BBIX COOOIIEHUII B XOA€ TUHAMMYECKOTO HaOJIIONEeHUS,
HenocTtayHasi 3(POEKTUBHOCTh pPaJMOYacTOTHOM abia-
IIUU, PEUMIVBBI HAIKETyIOYKOBOM Taxukapauu. [Tpu-
MEHEHHWEe paJuoyvyacTOTHO abialuu Npu  JICYeHUU
CUHIpOMa TMPeeK3UTalluM KEeJIyIOYKOB Yy TallMEeHTOB
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¢ PRKAG2-accounpoBaHHOM KapaMOMUOIIaTUE! B psizie
cJTyyaeB TPOTUBOPEUYMBO. B omHMX MccienoBaHMsIX MoKa-
3aHa 3(h(GEKTUBHOCTb 3TOTO BO3AEUCTBUS IS yCTpa-
HEHMST TapOKCU3MOB HAIXKEJyTOYKOBOW TaXuKapauu
U TIpoUIAKTUKN ee TpaHchopMaluuu B GUOPUIUISLINIO
JKeJTyJIOUKOB M pa3BUTUE BHE3aIMHOW CEepAeYHON CMEepTHU
[2, 3, 11]. B npyrux ciyyasix oTMe4eHbl BO3MOXHOCTb
TOSIBJIEHUST «HOBBIX» JIOTIOJTHUTEIbHBIX TTPECePIHO-XKE-
JIyTOYKOBBIX COOOIIIeHN 1 Hea(PHEeKTUBHOCTD pamroya-
cToTHOM abinaumu [6, 9]. HeqoctaTtouHast 3¢ eKTUBHOCTh
panrovyacToTHOM abjauMu B JaHHOM  cllydyae oO-
ObsicHsIETCST MOP(OJIOTUYECKUMU OCOECHHOCTSIMU MMO-
Kapaa y nauueHToB ¢ PRKAG2-accouuupoBaHHOW Kap-
NUOMUMOTIATHE, KOrJa JOIOJTHUTENIbHBIE Tpeacep-
HO-XEJYIOUYKOBbIE COOOOIIEHUSI BO3HUKAIOT 3a CYET
OTJIOXEHUSS] TIIMKOTeHa B KapauoMmuonutax [2, 6, 7].
B namrem HabGIt0IeHU M TTOCTIE IBYX HEYIaYHbBIX TTPOLIETYD
panrovYacTOTHOI abaalvu Mbl TIEPEIUIM Ha MEIUKAMEH -
TO3HOE JIeYeHUE HaJKeTya0uKoBo Taxukapauu. [Tpme-
HeHMe nponadeHoHa okazanoch 3 GEKTUBHBIM.

B Hamux HaOMOneHUsIX OTCYTCTBOBaM dKCTpaKap-
NUaJIbHbIE TIPOSIBIIEHUsI 3a00JIeBaHUSI B BUJIE MMUOTIATH-
YeCKOro CMHJIpOMa M 3a/Iep>KKW YMCTBEHHOTO pa3BUTHUS,

H ﬂ
il

-

| i |

KJINMHUYECKUE CJT1YHAU

BO3MOKHOCTbh KOTOPBIX OMUCHIBAJIACh B IPYTUX UCCIIEI0-
BaHMsIX [2, 11].

IlpencraBieHHbI TpeTUl KIMHUYECKUI Caydai
NEMOHCTpUpPYeT Haubojee IIUTebHOEe HaOIoAeHNE
B Te4eHMe 15 JIeT 1 SIpKO oTpaxkaeT MpOorpajirueHTOHOCTh
HapacTaHUWsl TUNEpTpoUU MUOKapla W HapylleHUi
puT™Ma cepaua. B maHHOM ciyyae HacieacTBaeHHOCTD
He OTMrollleHa, cliydyail copaauuyeckuii. 3abosieBaHUNE
NeOITUPOBAJIO C paHHETO Bo3pacTa B BUE TUMIepTpodhrmn
B COUYETAHUM C BbIpaXKeHHOU Opamukapaueil. BeipakeH-
Hasl OpanauKapaust 3aTpyaHsIa MeIMKaMeHTO3HYIO Tepa-
MU0, He TI03BOJIsIJIa Ha3HAYUTh OeTa-aapeHOOJIOKTOPI
U GJIOKTOPHI KaTblMeBbIX KaHaoB. O0OpaliiaeT BHUMaHUe
nuddy3HbIN XapakTep Tuneprpo@uu Muokapaa ¢ BOB-
JICYUHUEM B TaTOJOTUYECKUI TTPOIIECC JIEBOTO U MPABOTO
KeJyIoukoB U mpenacepauii. Kak u B mepBoM HaO0-
NIEHUW, BBISIBJIEHBI MHOXECTBEHHBIE TOIOJTHUTEIbHBIC
MpeaCepaHO-KEYI0UKOBbIE  COOOIIEHUs,  KOTOpPbIE
HE yAaJoCh TOJHOCTBIO YCTPAHUTh MPU TIPOBEICHUU
panuyacToTHO# abnaiuu. B cBSI3M ¢ BBICOKMM PUCKOM
BHE3AITHON cepAeuHOoil cMepTH Ha (poHe IKCTpeMalbHOM
rurnepTpoduu MUoKapaa U HAJIMUMU 3aJITTOB HEYCTOMYM -
BOI 3KETyIOYKOBOM TaxuKapIMu MMIUIAHTUPOBAH Kap-
IroBepTep-aePuOpuIIATOp.

B cBs3M C MOBBINIEHWEM YPOBHS JIaKTaTa v IUpyBaTa
B KPOBHU, CHUXXEHMEM TOJUIEPAHTHOCTU K (PU3UUYECKOM
Harpy3ke TpOBOAMJIOCH MCKJIOUEHUE MUTOXOHAPUAITb-
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1om/my

N
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Puc. 3. Dnextpokapauorpamma namueHTkn K., 10 jer (3-ii coryyaii): BoIpakeHHass OpaaMKap/aus, yBeJM4eH BoJbTaxk Kommiekca QRS,
KopoTkuii uHTepBai P— Q — 80 Mc; BblpazkeHHOe HapyIleHHe PenosIpu3alim, 3aMe/IjieHie NpoBeIeHus o MpaBoii HoxKKe myyka [iaca.
Fig. 3. Electrocardiogram of patient K., 10 years old (3rd case): pronounced bradycardia, increased voltage of the QRS complex,
a short interval of P—Q — 80 ms; pronounced violation of the repolarization process, slowing down the right leg of the Gis beam.
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Puc. 4. CBeToBasi MUKPOCKONHSI OMONTATA CKEJIETHOM MBIIIIIbI
namuentkn K.: cyOcapkoseMMaibHble OTIOKEHHSI MapKepa
CYKIMHATAETHAporenassl. Y. x 200

Fig. 4. Light microscopy of Patient K.skeletal muscle biopsy:
subsarcolemmal deposits of the succinate dehydrogenase mark-
er. Magn. x 200

HOIf TraTojioruu. JlaHHbIE OMOIICMU CKEJIETHOUM MBIIIIIIBI
MOATBEPAVIN NPU3HAKM MUTOXOHIPHUATLHON HemocTa-
ToyHOCTU. [lprumHamMu HapylleHUs KJIETOYHOW 3Hep-
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Konghauxm unmepecos:

Aemopbl dannoil cmamvu n00mMeepousU OMcymcmaue KoH-
(haukma unmepecos u PUHaAHCOB0I NOAOEPIUCKU, O KOMOPbIX
Heobxo0umo cooouums.

TeTUKKW B JaHHOM CJIydae CIYKUT CHWXKeHUe (QYHKIUHN
aIeHO3MHMOHOMOCHATAKTUBUPYEMOM POJTEUMHKWHA3HI,
YTO MPUBOJAUT K CHUXKEHUIO YPOBHS M HEIOCTATOYHOM
a¢dekTrBHOCTU (PYHKIIMM aaeHo3uHTpudocdara [1].

K  coxameHuio, 10  HACTOSIIETO  BpeMEHU
He  CYIIECTBYeT  OTHUOIMATOTeHETUYECKOTo  Jieue-
HUS PRKAG2-acoiiunpoBaHHOM KapauMu-
ormatuu. B CBI3M ¢ OTWUM OCHOBHas TaKTHKa
BEJCHUS TTallMEHTOB BKJIIOYAaeT MPOMWIAKTUKY YIpoO-
JKAIOIIMX KU3HU apuTMUil. IS 3TOro mpuMeHseTCs
paIMoOYacCTOTHBST KaTepHasi abiamust JOTOJTHUTEIBHBIX
MpeaCcepaHO-KETYyIOUKOBBIX COOOIIEHU, MpU HeaD-
(EKTUBHOCTU WMHTEPBEHIMOHHOTO JIEYEHUS] paccMa-
TpUBaeTCA BOIMPOC 00 AaHTUAPUTMUYECKOW Teparvu.
ITpu pa3BUTH TIOJIHOM aTPUOBEHTPUKYJISIPHOW OJOKAIbI
MpUMEHSIETC  UMIUTAHTAlsS  DJIEKTPOKApANOCTUMY-
naropa. [Ipy BBICOKOM pHCKe BHE3AITHOM CepaeaHOit
CMEpTU TIPOBOIUTCS WMITIAHTALMS KapAuoBeTepa-Je-
dubpuaaropa. [Ipy pa3BUTHUM XOHWYECKOIN CepIeuyHOI
HE/IOCTaTOYHOCTH B JiIeYeHUEe J00aBJISIIOT MHTUOUTOPBI
aHTMOTEeH3MHITpeBpalapiero ¢epMeHta wiu OJioKa-
TOPBI PELIENITOPOB aHTMOTEH3WHA, TP Hea(D(HEKTUBHO-
CTU MeTMKAMEHTO3HOM Tepanuu cepAeuHOM HeI0CTaTOU -
HOCTU BBITIOJTHSIETCS TpacIlaHTalus cepaua [2, 5, 11].
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