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CMHAPOM BAPTA B NPAKTUKE KAPAUOJIOrA

MenbHuk O. B.1, Jloesey T. C.1, BepwuHuHa T. J'I.1, lyokosa A. 9.1’2, ®domuyesa tO. B.1, KocTtapesa A.A.1, MepByHuHa T. M.1, Bacuukuna E.C.'

CvHppom Bapta — X-cuenneHHoe HacneACTBEHHOE peLeccuBHoe 3aboneBaHue,
¢ pacnpocTtpaHeHHocTbio 1:300000 — 1:400000 XMBOPOXAEHHDIX, 06YCNOBNEHHOE
MyTauusiMn B reHe TAZ; NposIBASIOLLEECS AWMNATaUMOHHOW KapavMOMMONaTuen,
HENTPONEeHnen, NPOKCMMaNbHON Myuonatunen, 3aaepXkon Gbru3n4eckoro n MoTop-
HOro passuTWs. B cTaTbe NpeacTaBneH KAMHUYECKUiA cnydain cuiapoma bapra,
NOATBEPXAEHHOIO NOCPEACTBOM TapreTHOro CEKBEHMPOBaHUs reHa TAZ, y mManb-
4KKa NepBOro rofa Xu3Hu, 1e6I0TMPOBABLLErO B 3-MECSYHOM BO3PaCTe 3n1M3040M
MHGbEKLMOHHOrO 3a60N1eBaHNS U AMNaTaLMOHHON KapAMOMUONaTHEN, C OTAMOLLEH-
HbIM CEeMEeWHbIM aHaMHE30M MO BHE3AMHOW CMEePTU Ha (OHE MHPEKLMOHHOrO
3ab0neBaHUs BHy4aToro Asam npobanaa. B avHamuke naumeHT 4EMOHCTPUpOBan
3aepXKy MOTOPHOIO Pa3BMTKS, OTCTaBaHWE MO MAcCO-POCTOBbLIM MOKa3aTeNsim
(<3 npoueHTUns), NMepCUCTUPYIOLYO abCONMIOTHYIO HEeWTPONEHWO, CTabuIbHO
BbICOKME YPOBHW kapawocneumbudeckmx depmentos, NT-proBNP, cumnTombl
TSXENON CEepAevHON HEAOCTAaTOMHOCTU C MOCNEnyIoWMM NeTanbHbIM UCXOL0M
B BO3pacTe 12 MecsLeB OT BHE3AMHOW CMePTU Ha GOHE 3anNM304a NHPEKLMOHHOrO
3aboneBaHus. MokazaHa MyNbTUANCUMNAVHAPHOCTb NPOBNEMbI, HEOOXOANMOCTb
YETKOrO MOHMMAHWS NPAKTUKYIOLLMMM Bpaiamm 0COBEHHOCTEN KIMHUYECKoi Kap-
TUHBI M TEYEHWSI [LAHHOW HO3010r MU B YCNOBUSX OTCYTCTBUS Cneumduyeckon naTo-
reHeTMYeCKONn Tepanuu, NOBLILEHHOrO PUCKA BHE3anHON CMepTV Yy AaHHOMN
KOropTbl MALMEHTOB, BbICOKOW BEPOSTHOCTY NPOrPECCHPOBAHNS CEPAEYHON HeJo-
CTaTO4YHOCTM Ha POHE MHPEKLIMOHHOMO NPoLeCcea.
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Barth syndrome is an X-bound inherited recessive disorder with the prevalence
1:300000 — 1:400000 of live bornt, caused by mutations in the gene TAZ;
manifesting with dilation cardiomyopathy, neutropenia, proxymal myopathy, delayed
physical and motoric development. In the article, a clinical case provided of the
Barth syndrome, confirmed by target sequencing of TAZ gene in a boy of 1st year of
life, presented in 3 months age by an episode of infectious disease and dilation
cardiomyopathy, with family anamnesis of sudden death at the moment of infectious
disease in the grand uncle of proband. In dynamics, the patient showed delayed
motoric development, as the delay in mass and height (<3 percentile), persistent
absolute neutropenia, stable high levels of cardiospecific enzymes, NT-proBNP,
symptomes of severe heart failure with following fatal outcome at age of 12 months
from sudden death during an episode of infectious disease. The multidisciplinarity
presented, as the necessity for clear understanding by practitioners of the specifics

Cpenn MyJTBTHCUCTEMHBIX 3a00JI€BaHUI, B CTPYKTYpE
KOTOPBHIX TOpaXeHHEe cepama WM CHUHIPOM CEpACIHOMU
HEIOCTaTOYHOCTH MMEIOT Beaylllee 3HAUCHME, 3a00IeBa-
HUS HEHPOMBIIIICYHOM CUCTEMBI U HapyIIeHUS oOMeHa
3aHMMAIOT KJII04eBoe MecTo. IIpm 3TOM, CIEKTp TaKuX
3a00JICBAaHUI CYIIECTBEHHO pa3IM4acTCs B JICTCKOM
W B3POCIIOM BO3pacTe, YTO B COUYCTAHMH C PEIKOCTHIO
A TOJIMMOPGHOCTHIO KIMHWYCCKOM KapTUHBI IejIacT

of the disease course and absence of specific pathogenetic therapy, of high sudden
death risk, high probability of progression of heart failure at the background
of infection.
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MAHHYIO HO30JIOTHIO KpaifHe HeIPOCTON B IMAarHOCTHYC-
ckoM 1utaHe. [1pm mebroTe HapyIIeHW puTMa M cepacd-
HOM HEIOCTaTOYHOCTH B paMKaxX MYJIbTHMCHCTCMHOM
MaTOJIOTUM Y B3POCHBIX TPEXOE BCEr0 HEOOXOAMMO
WCKJTIOYATh CUCTEMHBIN HACNeNCTBeHHBIN Wi AL-amu-
JIONI03, TeMoXpoMaTo3, aTakcuio Ppumpeiixa Uil pas-
JIMYHBIC BApUAHTHI MUIOAUCTPOMUIL, B TO BpeMsI KaK IIpH
nIebioTe 3a00IeBaHUS B IETCKOM BO3pacTe CIIEKTp 3a00-
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KIMHWUYECKNIA CNYYAI

Tabnuua 1

OcHOBHbIe KNMHUYECKMe NposiBieHns cuiapoma bapra

CumnTom

Kapanomuonatus (70-90%), koTopas kak npasuno
MaHUbECTUPYET HA NEPBOM rOAY XMU3HU

(4aLLe B nepsble 6 mec.)

HeliTponeHusi (aGCONOTHOE KONMNMYECTBO
HerTpodunos <0,5x109/n aensetcs

JeTanbHoe onucaHve

[JunataupoHHas kapaommonaTus (MOXET ObiTb C 3HAOKapAVanbHBIM GUOPO3NACTO30M) N HEKOMNAKTHBIN
MMokapa neBoro Xxenyaoyka — camble 4acTble (1)0pr| KapanmoMmonatun y naumMeHToB, 04HaKo, BCTPeYalnTCcs
M runepTpodrYeCKNE BapuaHThl.

[MoBbILIEHHAs BOCMIPUMMYMBOCTb K 6akTepuasibHbIM areHTaM, BbipaxaloLasics B peLyanBupyoLLmx abTo3HbIX
A3BOYKaX, NepmaHaibHOM aepmMatute, peunanBupyowmnx THOVHBIX VIHd)eKLLVIFIX, GaKTepVIaﬂbeIX MHEBMOHUAX,

MPOrHOCTHUYECKU He6ﬂal’0|’|p|/|‘i|THbIM Npr3HaKom) nmMxopagkax, centuuemMmun

CkeneTHasi MyonaTms

VIMeeT npokcumanbHbIii HEMPOTrPECCUPYIOLLMIA XapakTep (MbllLeYHast cnaboCTb, BbIPAXEHHAs yTOMASEMOCTb,

BANIOCTb, CHUXEHWE TONEPaHTHOCTM K HDU3NYECKUM Harpy3kam). 3aaepxka MOTOPHOro PasBuTHS.

3agepxka pocTa v TeMMOBbLIX NPUGABOK MacChl Tena

KocTHbI Bo3pacT B npenybepTaTHbIi Nepuog, 0TCTaeT OT MacnopTHOro Ha 1-2 roga.

Mpo6nembl BCkapMavBaHus, 06yCNOBAEHHbIE TPYAHOCTSMM NPOrAaTbIBAHNS TBEPAOH NULLM, PBOTHBIMU
no3blBaMy, 3AMM30AMHECKas UM XPoHNYeckas avapes.

Jlvueson gucmopduam

prrnoe MU0 C NOJIHBIMU LWEeKaMu, I'J'Iy6OK0 nocaxeHHble rnasa, 6onblime yuwin. C BO3PACTOM MPU3HaKN

HUBENMPYIOTCS, OAHAKO YLLUHbIE PAKOBUHbLI POTUPYIOTCS 1 MPUOOPETAIOT BUA OTTOMLIPEHHbIX.

JIErkne KOrHUTUBHbBIE HAPYLLIEHNS

MeTtabonmyeckme HapyLLEHMS

YMepeHHoe oTcTaBaHue B y4€6e, AeuLmUT BHUMaHUS, 3PUTENBHOTO U CAIYXOBOTO BOCTIPUATHS.

YBenu4eHvie ypoBHS 3-MeTUNrIyTakoOHOBOM KUCNOTbI B MoYe B 5-20 pa3. TpaH3UTOPHbI nakTaT-aumaos.

CHWXEHME YPOBHS aprMHUHA U KapHUTVHA B Nnasme, I'IpeaﬂbéyMV]Ha, JIMMONPOTENHOB HI3KOI MNOTHOCTK,
X0NleCTepunHa, rMioKOo3bl, MNOBbILLIEHNE aKTUBHOCTM CbIBOPOTOYHLIX TDAHCAMWNHAZ, rMnepaMMOHUeMuns,
NOBbILLIEHHbIN YPOBEHb KPEaTUHKMHASbI.

JIEBaHMII TOpa3no IIMpe M MOXKET BKIIOYATh B ce0s Kak
BpPOXICHHBIC HapylmIeHHSI OOMeHa U MeTaboam3Ma
(6ome3np Tome, 60e3Hb JlaHOH), BPOXKICHHBIC MUOIIA-
THU U MAOTUCTPODUHU, TaK I MATOXOHIPHATIBHBIE 3200-
JIEBaHMS M BPOXICHHBIC CHHAPOMBI 13 TPYIIIIHI ITATOJIO-
ruii RAS (“PAComamnit” — cuHapoMm HyHaH, cuHIpOM
LEOPARD, cunmpom Koctemno) [1]. ITockombKy 60J1b-
IIMHCTBO M3 IIEPEYMCIICHHBIX BBHIIIC HACICACTBEHHBIX
3a00J1eBaHUI OTHOCSITCS K TpYyIIIe opdaHHOI aTOIOTN
M HEYACTO BCTPEUAIOTCS B PYTUHHOM KIIMHIYECKOM IIpaK-
THKE, NX JUArHOCTUKA IIPEICTABIISICT COO0i1 OIpencIéH-
HBIE CIIOXHOCTHA. B TO Xe Bpewmsi, TOYHAsI ITOCTaHOBKa
IWaTHO3a UMEHHO IIPU MYJBTUCHCTEMHBIX 3a00JICBAHMSIX
MOKET OIPEHeIATh BpauecOHYI0 TAKTUKY B OTHOIICHUU
ITaTOJIOTUM CepAlla, BO3MOXHOCTU IIPUMEHEHMS BEICOKO-
TEXHOJIOTUIHEIX METOHOB JICUCHUSI, B TOM YHCJIe, TPAHC-
IUTAaHTallUU cepaua, hepMeHT3aMECTUTEIbHOU Tepanuu
WA XUMHAOTEPAIINH.

OmHUM W3 IPUMEPOB TaKMUX MYJIBTHCHUCTEMHBIX 3200-
JIeBaHUU SIBIIIETCS CHHAPOM bapra, KOTOpEIN BIIEpPBBIC
Obl1 omucaH BpauoMm Ilutepom Bbaprom oTHOCUTENBHO
HemaBHO — B 1983T B BHIIE KJTacCMYECKOM TPUAALI ITPU3HA-
KOB — KapIWOMUOIIATYSI, MUOIIATUS W HeNTporreHus [2].

Cungpom bapra (OMIM#302060) mnpeacTasisieT
coboii X-CIeIUICeHHOEe HACICICTBEHHOE PEIleCCUBHOE
3abojieBaHMe C pacrnpocTpaHeHHocThbio 1:300000 —
1:400000 xxuBopoxnéHHBIX (ORPHA:111) 1 ob0ycioBieH
MyTtauusmu B reHe TAZ (OMIM#300394), nokanu3oBaH-
HOM Ha IJIMHHOM Iutede X xpomocoMmbl (Xq28) [3]. [en
TAZ xonupyeT 6e10K Tada33vH, NMpeacTaBIsIonnii codboit
ammiaTpaHcdepasy, BOBJICUEHHYI0O B PEeMOICIMPOBAaHIE
KapaINOJIIMIINHA — OCHOBHOTO (DochoIUIIMIa BHYTPEH-
Heli MemMOpaHbl MUTOXOHIpui. B pesynbraTte myTtaiuit
B reHe TAZ HapyimaeTcsl CTpyKTypa MUTOXOHAPHATBHOM

MeMOpaHbl U PYHKUMU (HEPMEHTOB IbIXaTEJIbHOMU LIEMU.
KinnHuyeckas KapTuHa CMHIpOMa KpailHe reTeporeHHa
n BapwaTuBHa (Tab®a. 1), B TOM 4YHCIie BHYTPH OTHOU
ceMbu. YETKMX KOPPEISILUNA reHOTUIIa U (DEHOTUIIA TIpU
JTAaHHOM 3a00JIeBaHUM BEISIBUTD He yoaércs [4, 5.
Ciygan HemmoJtHOTO (heHOTHIIa OOYCIaBIMBAIOT AHa-
THOCTUYECKME TPYIHOCTU, B CBSI3U C YEM CHEKTpP TeHETH-
YeCKOl IaTOJIOTUM, COCTaBjsollei nuddepeHuunaib-
HbIi NMAarHo3 MNpU HEMOJHOM CUMITOMOKOMILIEKCE
cuHIpoMa bapTta orpoMeH: OT AWJIaTAlMOHHOW Kapauo-
MUOMATUM U HEKOMIIAKTHOTO MMOKapia JIEBOTO Key-
IOYKa, MBITIIEYHOU TucTpoduu Dmepu-Upetidyca, Mruo-
nuctpodun bekepa, cuHapoma HyHaH 10 MUTOXOHIPH-
aJIbHBIX 3a00JIEBaHUM, IUKJIMYECKON U UAMONATHUYECKON
HeliTponneHuu. MHTepecHO, UTO cuHApOoM baprta mepBo-
HavaJabHO ObLI OMMCAaH KaK MUTOXOHApHaJIbHOE 3a00J1e-
BaHMWE U MIPOTHO3 MPU JAHHOU MaTOJOTMU paclieHUBAJICS
KaK KpaiiHe HeOJaroIpusITHBIM C BBICOKOW CMepT-
HocThIo. OMHAKO B HACTOSIIEE BPeMsI YCTAHOBJICHO, UTO
CUHIIPOM OTJIMYAETCS OT KIACCUYECKUX MUTOXOHAPHUAIb-
HbIX 3a00JieBaHUI 0oJjiee JIETKMM TEeYEeHUEM MUOMATUM,
WMEIOUIE HENPOTPECCUPYIOIIMN MPOKCUMAJIbHBIN
XapakTep, HETSDKENbIMU HapylIEHUSIMU HEWpO-KOTHU-
TUBHBIX (PYHKLMIA, XOPOIIMM OTBETOM CHUHIApPOMa Cep-
JNIEYHOW HEeJOCTAaTOYHOCTUM Ha CTaHAApPTHYIO Teparuio
U IIOJIOXUTEIbHBIMKM IepUoJaMy cTadwiusauuu [6-9].
CepmeyHast HETOCTATOYHOCTh M OCJIOXHEHHSI CO CTO-
POHBI cepala MpeAcTaBIsSIOT cO00i OCHOBHYIO TPYIIITY
JKM3HEYTPOXKAIOIIMX COCTOSIHUM, TOraa Kak BTOPBIMU
10 YacTOTe SIBISIOTCS PEeUUAWBUpPYIOIINEe WHOEKIUMN
[10]. Bompeku KilacCMYeCKMM MUTOXOHAPUATLHBIM
3a00JIeBaHUSIM, MMEIOIIMM KpailHe HeOJaronpusTHbIA
MPOTHO3 U SBJISIIOIIAMCS TIPSIMBIM MTPOTUBOITOKAa3aHUEM
K TpaHCIUIaHTallMM Cepalla, MpoBeJeHNEe TpaHCILIaHTa-
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Puc. 1. PogocnoBHas.

LMK Cepilia y IMalueHTOB ¢ cuHapomoMm bapra Bo3-
MOXHO, B INTEPAType UMEETCSI HECKOJIbKO KIIMHNYECKHUX
OIMMCAHUI YCIEIIHOIrO0 IPUMEHEHUS BBICOKOTEXHOJIO-
TMYHBIX METONOB JIEYCHUS] MPU AaHHOM 3a00JIeBaHUM.
Psim aBTOpOB OTMeYaloT yBeJIWUYCHUE BBIKMBACMOCTH
MmanneHToB, poxaEHHBIX mocie 2000r no 70%, mo cpas-
HeHUio ¢ 20% BBIKMBAEMOCTHIO CPEeIM MajbYUKOB,
poxaénnbix 10 2000r [6]. B gaHHOI paboTe HAMU IIpe-
CTaBJIeH KJIMHUYECKUI citydaii cuaapoMa bapra, sBisio-
IHiics MIPUMEPOM CBOEBPEMEHHON ITOCTAHOBKHM IUa-
rHO3a, OCHOBAHHOIO HAa TUIIMYHON KJIMHUYECKON Kap-
THHE 3a00jIeBaHMSI M aHalM3e TEHETUYECKMX M JIabo-
PATOPHBIX JTaHHBIX.

KnuHuuyeckoe HabnioaeHne

IManmenT ManpunK 3 Mec. OBIT IKCTPEHHO TOCTIUTA-
JIN3UPOBAaH B PEaHMMAIIMOHHOE OTHeeHUE IEeTCKOM
TOPOJICKOU OOJIBHUIIBI C CUMIITOMAMU TSIKEJION cepied-
HOI HEJIOCTaTOYHOCTH (BBIpAaXeHHasl CJ1ab0CTh, BSIJIOCTD,
OJIBITITKA, OJIUTYpPUSI, OTKa3 OT KOPMJICHUsI, TeraroMera-
JIAsT) ¥ BBICOKOU Temmieparypoii. [1pu axokapauorpaduu
(Dx0KTI') 6bUTO BBISIBIICHO pacHIMpeHUE JIEBBIX OTIEIOB
cepaia (KOHEYHO-IMACTOJIMYECKU pa3Mep JIEBOTO Ke-
nymouka (KIAP JI2K) 45 mMm, z-score 11,33), cHmKeHMe
COKpaTUTEJIbHOU CMOCOOHOCTM MuoKapaa (dpakuus
BeiOpoca (®B) 25%), runeprpoduss MHOKapaa JEBOTO
JKeTymodka (TOMIIMHA MEXIKeTyTOUYKOBOU MeperopoaKu
(MZKIT) 10 MM, TonIMHA 3aHEN CTEHKU JIEBOTO XEy-
nouka (3CJIK) 9 MM, z-score 8,86) MuTpanbHasi HeIO-
CTaTOYHOCTh 2-3 CTENeHM, TOBBIIIEHHAS TpabeKysp-
HOCTh MUOKapaa. [1o abopaTopHBIM JaHHBIM, OTMeYa-
JIOCh TIOBBINIEHWE YPOBHSI MUOTJTIOOMHOBOU (pakinu
kpeatuHdochokmHassl (KOK-MB) mo 30 Enm./1. Ha
snekTpokapauorpamme (DKI') 3apernctprupoBaHBI BEIpa-
JKEHHBIE HapYIIEHUS TIPOIECCOB PETOISIpU3AIINAMN.
Ha pentreHorpamme opraHoB rpyJHOI KJIETKW BU3YaJIH-
3UPOBATIMCH TIPU3HAKY JBYCTOPOHHE THEBMOHWH C aTe-
JIEKTa30M BEPXHEI JI0JIN JIEBOTO JIETKOTO, TTPABOCTOPOH-
HUI TUAPOTOpAKC. Y TalMeHTa ObLUT 3a0J03PEH OCTPHIN
WHOEKIMOHHBI MUOKapaut. [lo TSKecTH cocTosTHUS
pebeHOK ObLT TepeBeAéH Ha MCKYCCTBEHHYIO BEHTUJISI-
oo JETKUX (4 CYTOK), Ha3HauYeHa BHYTPUBECHHAS WHO-
TpoTHasl (IOTIMUH BHYTPUBEHHO) W AWypeTUUYecKas
(bypocemun) Tepanusi, nH(PpY3MU BHYyTPUBEHHOTO UMMY-

HOII00yJIMHA, aHTUOaKTepuajabHasi Tepanusi. Mckio-
YeHa IaToJIOTHs KOPOHApHBIX apTepuii. [Tocie ctabumm-
3alMU COCTOSIHMS TTAIIMEHT ITepeBeAEH Ha TIEPOPATBHYIO
KOMOWHUPOBAHHYIO TEPaIMIi0 XpOHUIECKON CepIecTHOI
HEIOCTAaTOYHOCTH, BKITIOYAIONIYI0O MHTHOMTOPHI aHTHO-
TeH3UHIIpPeBpallamllero gepMeHTa (KanTonpui), AAy-
petuku (pypoceMua, CHUPOHOTAKTOH), MHOTPOMBI
(INTOKCHH), IPOOOJIZKEHO 30HAOBOEC IMTUTAHWE THUAPOJII-
3MpOBaHHOU cMechlo. Ha (oHe mpoBOmMMOro jedeHMS
OTMEUEHA TOJIOXWUTEIbHAS IWHAMHWKA KIMHUYECKOM
KapTUHBI 3a00JICBaHUS, 3XOKapauorpapmuIecKux IToKa-
sateneit (KJP JI2K 35 mm, z-score 6,57; @B 40%)

M3 anamMHe3a W3BECTHO, YTO MAaJbUMK POXIEH
B HEpPOACTBCHHOM Opake OT 2 OepeMEHHOCTH, BTOPBIX
CPOYHBIX pPomoB Ha 42/43 Hemelle TeCTalluM, C MacCOM
Tena npu poxmeHun — 3940 1, mmuHOM Tema — 55 oM,
orreHKoi 1o mKkaixe APGAR — 8/9 6amnos. U3 cemeii-
HOTO aHaMHe3a M3BECTCH CJIydail BHE3aITHOM CMEpTHU
pe6€nka B Bo3pacte 10 mec. Ha poHe MHPEKIIMOHHOTO
3aboseBaHus (puc. 1).

IMocne crabuiau3auuu COCTOSIHMSI PeOEHOK HaOJIIo-
IaJcs B CBSI3W C OTCTaBaHMEM B MOTOPHOM DPa3BUTHUM:
TOJIOBY yIepKMBaTh HadajJ ¢ 5 Mec., IIepeBOpauYNBaThCS
CO CIHMHBI Ha XHUBOT ¢ 7 Mec. B Bo3pacte 6 mec. mpu
00CIIeIOBaHNY B HEBPOJIOTMIECKOM OTIEIICHUH TETCKOTO
COMATHYECKOI0 CTallMOHAapa C IIOHO3pPCHMEM Ha BpPO-
XKIEHHYI0 MHOMATUIO II0 CYXOMY IISITHY KPOBH OBLIH
uckioueHbl 6one3nu ITomrre, Tomre n ®adbpu. Ha simex-
TpoHelpoMuorpad®my IMOATBEPXKICHBI TICPBUIHO-MBI-
IIEYHOE MOopakeHNEe CKEJICTHOM MYCKYJIaTyphl 1 3aIePK-
Ka MUCIMHU3AINN Tepru(epuIcCcKIX HEPBOB.

B Bo3pacTe 8 Mec. MamMeHTy MPOBEACHO ITOBTOPHOE
cTallMOHAapHOEe OO0CIefOBaHNE B KapAHOJIOTHIECKOM
OTHCJICHNU. B KIMHWYeCKOW KapTUHE 3a00JIcBaHMUS
COXPaHSINCH KaJoOBI Ha IIOBBIIMICHHYIO ITOTIMBOCTD,
ONBIIIKY, 3aIePXKy (PU3NIECKOTO U IICMXOMOTOPHOTO
pasButusl. Ilo 1abopaTOpHBIM TAHHBIM, MMEJIa MECTO
WHTeMHUTTHpYIomass HeitponeHnus (ot 2,53 mo 0,85 x
109/:1), TIOBBIIIEHHBIN YPOBEHDb KapaHOCTICIIH(IICCKIX
depmenTtoB (tpononun 1 0,0655 Hr/mi1, TaKTaTAETUAPO-
renasa 363 Exn./1, KOK-MB 40,6 En./i1), BICOKUI ypo-
BeHb N-TepMHHAJIBHOTO ITPOHATPUIYPETUICCKOTO IIeTI-
tuga (NT-proBNP — 11927,00 nir/mi). Ha OKI u ipu
CYTOYHOM MOHUTOPHPOBAHWH 3apeTUCTPUPOBAHEI BhIPa-
JKEHHBIC HApPYIIICHMS IIPOIICCCOB PEIIOJIIPU3AIINN B BUIIC
“KOpBITOOOpa3HoOil” mempeccun cermeHTa ST, yKopode-
aus nATepBana QT, omHAKO HApyIICHW pUTMa cepiia
He O0b10. ITo manubM Dx0oKI, coxpaHsiack gutaTanust
neBoro xenymouka (KJP JIXK 32-35 MM, z-score 5,67-
6,14), cHIXXEHHE COKDPATUTEIBHOI CIIOCOOHOCTU MHUO-
kapaa (PB 37%), runeprpodusi MUOKapAa JeBOTO KeJTy-
mouka (M2KIT 9 mm, z-score 7,43). B xome rocrinrain3a-
1Y ObLIa MPOBEAEHA KOPPEKIIUS TePATUU XPOHUYECKOH
CepIeYHO HeAOCTATOYHOCTH.

ITo cOBOKYITHOCTH KIMHNUKO-aHAMHECTUICCKIX U JIa-
0OpaTOPHBIX JAaHHBIX: PAaHHUM MeOI0T KapAMOMUOIIATHI
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[Tpobann

Puc. 2. ®parmeHTsl cukBeHca reHa TAZ npobaHaa 1 Y1eHOB CeMbM.

¢ am1301a MHGEKIIMOHHOTO 3a00JIeBaHUS 1 TTOHO3PCHIS
Ha MHOKApANUT, IUJIaTAllMOHHBIA (DEHOTUIT KapaOMMO-
IMaTUU ¢ TIpU3HAKaMHA HEKOMIAKTHOCTU W THUIIEPTPODUN
MMOKap/a JICBOTO XeIydouKa, KIMHUIEeCKNe 1 J1abopa-
TOpHBIC (ITOBBIICHHBIC YPOBHU KapAUOCIICITN(PIICCKIX
depmeHTOB 1 NT-proBNP) npusHaku cepaeuyHoit Heno-
CTaTOYHOCTH, WHTCPMUTTHPYIOIIAs aOCONIOTHAS Hei-
TPOIICHUSI, IIOCTHATAJNIbHAS 3amepXKa (QU3NIECKOTO
(Macco-pocToBbIe MoKa3aTeu <3 IMIPOIEHTIIS) K MOTOP-
HOTO Pa3BUTHUS, HAJTMINE MBIIMICYHON THUITOTOHWH, JaH-
HBIC D3JIeKTpOHelpoMumorpadum, xXapaKTepHBIM BUI
MMaleHTa — MAaJbUMK C KPYIJIBIM JIMIIOM, TOJHBIMU
IIeKaMM, TIIyOOKO MOCaXXeHHBIMU IJIa3aMHU W OOJIBIINMU
yIimamMu — OBII 3aII0H03peH cCUHIpoM baprta, 9To mociy-
KWJIO OCHOBaHUEM ISl TIPOBEICHUS MOJICKYJIIPHO-TeHE-
THYECKOTO 00CIIeAOBAaHMS ITallieHTa W €r0 POICTBCHHM-
KOB IIepBOi1 JIMHUU POICTBA. BBIIO BHITIOJTHEHO TapreT-
Hoe cekBeHMpoBaHMe 1o CaHrepy 11 5K30HOB TeHa
Tada33mHa, B TOM YHCJIC WHTPOH-3K30HHBIX COWICHE-
Huii. B uccnegopanHom o6pasue JJHK nmpobdanma odHa-
pyXeHa 3ameHa B reHe 7TAZ B reMM3UTOTHOM (opme,
chrX: 153648584 (TAZ:NM_000116:exon9:¢.680dupA:p.
Y227 _F228delinsX). BoIssBIeHHEBIN y ITallieHTa BapuaHT
MIPUBOINT K CIBUTY PaMKU CINTHIBAHUS, CJICIOBATCIHHO,
HapyIICHUIO CHHTE3a ITOJTHOPa3MEePHOTo OeJIKa, U B COOT-
BeTCTBMU C pekKoMmMeHmammsamu American College of
Medical Genetics and Genomics (ACMG) ot 20151 [11]
TpaKTyeTcsI KaK BepOsSITHO TTaToreHHBIN. [1pu obcenoBa-
HUU poauTelieii m Opara mallieHTa IO MaTepd OBLIO
00HApyXKeHO HOCHUTEIIFCTBO 3TOTO BapWaHTa y MaTepu
mpobanga (puc. 2).

B Hamrem ciydae ompeneneHne 3KCKpeny 3-MeTHI-
[JIYTAKOHOBOM KHWCJIOTHI W OTHOIICHUS MOHOJM30Kap-
nuonunuH:kapauomunuH (MLCL:L4-CL) nHe Obutn
JIIOCTYITHBI, TAKAM 00pa30M MOJICKYISIPHO-TEHETUICCKOE

Martsb npobaHja

i

ETNE

-

Bbpat npobanna

HCCIIeI0OBaHNE SIBIJIOCH €MIMHCTBEHHO BO3MOKHBIM METO-
IOM TUATHOCTUKHU 3a00JIeBaHUS.

B mmHamMmKe mMesa MecTo IepCUCTHPYIONIAsT aOCOIOT-
Has W OTHOCHUTEIbHAS HEUTPOIICHMS, OMHAKO a(pTO3HBIX
3JICMCHTOB B POTOBOM ITOJIOCTH, KPOBOTOUMBOCTH HECEH
¥ SIIM30/I0B YaCTHIX MH(PEKIIMOHHBIX 3a00JICBAaHIIA HE OTME-
yasioch. B 11-mMecssuHOM Bo3pacTe peOEHOK He CUIEN, YTO
KOppEeNpYeT ¢ JINTEPAaTYPHBIMKA JaHHBIMU 00 OTCTaBaHUU
B IIPUOOPETEHNM 3TOT0 HaBBbIKA MAIIMCHTAMH W CPEIHEM
Bo3pacTe Havajia XomposI B 19 mec. [10]. [To marabIM OX0KT,
COXPaHSUTACh AVJIATALIVS JIEBOTO XKETyI0UKa 1 JICBOTO TIPEI-
cepayst, yMepeHHas TUITepTpodrss MIOKapaa JIEBOTO XKeJTy-
JI0YKa, TTOBBIIICHHBIC 3XOT¢HHOCTh MUOKApIa M TPaOeKy-
JIIPHOCTB JIEBOTO XeIynodka (Tad:m. 2). HecMotpst Ha paH-
HIOI0 TIOCTAHOBKY WY TIOATBEPXKIECHUE [MarHosa,
MogoOpaHHYIO Tepamnio, Ha (OHE KOTOPOUM MAabuhK
He JIEMOHCTPHMPOBAII pe-Tpecca KapauaabHON CHMIITOMA-
THKH, B Bo3pacTe 12 Mec. Ha (poHe 3mm301a MHGOEKIMOH-
HOTO 3a00JIeBaHUS MMALIMEHT YMEp BHE3aITHO, ¢ Headdek-
TABHBIMM PEaHUMAITOHHBIMUA MEPOITPUSTUSIMI.

[IpenmonaraeTcs, 4TO OMNpemeIEHHOE KOJIMIECTBO
ciaydaeB cmHApoMa bapTa ocTtaérest He AMarHOCTUPOBAH-
HBIM, TIO3TOMY peajbHasg dYacToTa CHHAPOMAa MOXKET
npocturath 1:140000 HOBOpOXKAEHHEIX [9]. DTO 00BICHS-
eTcsI OITMCAaHHBIMU B JINTEPATYPE CIIydassMHi 0€CCUMIITOM-
HOTO HOCHUTEJIBLCTBA MTATOTC¢HHBIX BapUAHTOB B reHe TAZ
[5] 1 caygasiMmu 3HAUMTENTBHOTO yiryulneHns DxoKI'-kap-
TUHBI ¢ BO3pacToM mnanmeHToB. CoOrilacHO TaHHBIM
Pernctpa 6oNBHEIX ¢ CMHApOMOM bapra, 4YHMCIIeHHOCTB
KOTOPTHl TAIIMEHTOB C 3TOM ITaTOJIOTHMEM HEYKIOHHO
pacteT: Tak, B 2012r 6nuto0 mM3BecTHO O 151 GosbHOM
BO BCEM MUpe, TOrma KaK Ha CETONHSIIHUN IeHB
B Peructp BHecensl manHble TouTH 500 mammeHToB [3].

Hackonabko ObICTpO pacTET MOMYJSLUS MallMeHTOB
C TIONTBEPXIOEHHBIM OWMarHO30M cuHApoMma bapra,
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JlaGopaTopHble gaHHble AMHAMUYECKOro HabnoaeHus

8 mec.
Macco-pocToBble nokasaTenu:
Macca Tena, kr 6,2
[LnuHa Tena, cm 68
WHpeke macchl Tena 13,4
XapakTepucTika HeTPONEeHNu:
JeikoumTsl, abC. KONMYECTBO 10,9
Heiitpodunbl abe. KonmyecTso 11
Hentpodunbl OTHOCUT. KONMYECTBO 11
YpoBeHb kapanocneumpuyecknx GepmeHToB:
KpeaTtnHkuHa3sa o6y, 43
K®K-MB 40,6
NakTatnervaporeHasa 363
TponoHwH | 0,0655
NT-proBNP 11927
OaHHble IxoKT:
MXn 7—17,07
3CJIX 7
KOP JX 36,8
KCP JTX 31
®B no TeixosblL 36,7

®B CumncoH, % 41

HACTOJIBKO K¢ CTPEMUTEIBHO YBeIMIMBaeTCs 0a3a JaH-
HBIX myTtauuii reHa TAZ — Human TAZ Gene Variants
Database [3]. DT0 cBUAETEILCTBYET 00 YIYIIICHUH T1a-
THOCTMKH, 3HAYMMOM IIpPOTpecce B TAKTHKE TepaIlnu
1 BeICHMS OOTBHBIX, CJICAOBATEIBHO, YBEIMICHUN TIPO-
IOJKUTEPHOCTH XW3HU IalreHToB. Hapsmy ¢ mmc-
CeHC-3aMeHaMM, HeOOJBIINMHU ACICIINSIMUA U MHCEPIIH-
SIMHM, OOJBIIMMM ACICINSIMUA 5K30HOB M HaxXe BCETO
reHa, a TaKxXe de novo BapyuanTamu B reHe TAZ, BOpeKn
3aKOHaM HaCJICIOBaHUsI, OIMCAaH OOWH CJIydail ITOm-
TBEPXIEHHOTO CMHApoMa bapra y meBOUKM, MMEBIICH
TSEKEYIO TMIATAIIMOHHO -THITOKMHETHICCKYIO U TUTIEP-
TpOUIECKYI0 KapIHUOMHOIIATAIO C HEKOMIIAaKTHBIM
MUOKapAOM JIEBOTO Xeaya0uKa, LIUKINIECKYI0O HEHTPO-
IICHUIO ¥ aHOMAJIbHOE COOTHOIICHIE MOHOJIM30KaPIHO-
JIMTIVH: KapaINOJHUIINH. Y TaHHOW MAallMeHTKNA Ha OTHOMN
X-xpoMocoMe Obl1a oOHapyXeHa 0oJiblliasi BHYyTPUTE€H-
Hag peneund ¢ 1 mo 5 3k30H reHa TAZ B coyeTaHUU
¢ Jenenneil y9acTKa IUIMHHOTO TIeda BTOPOit X-XpoMo-
COMBI, BKJTIoUamoneit Xq28 peruon [12].

I[IpyanMass BO BHUMaHWE HOPMAaJbHBI YpOBEHb
3-METUITJIyTAKOHOBOM aIlUOypuHd y OIPEaeIEHHOTO
KOJIMYeCTBa IMallMeHTOB ¢ cmHapoMoM bapra, Hamboiee
OBICTPBIM IMATHOCTUYCCKUM TECTOM IUISI ITOATBEPIKIC-
HUs OWarHo3a IpU HaJIUYWM COYETAHUS HECKOIBKUX
W3 OCHOBOITOJIATAIOIINX KIIMHIYECKNX IIPU3HAKOB SIBJISI-
eTCs OTIpeaeICHNE B pa3IMIHBIX KJIIETKAX U TKAHIX COOT-
HOIIICHUS MOHOJIM30KAPAWOIUINHA W TETPATMHOWMI-
kapmuommmnnHa (MLCL:L4-CL) ¢ moMoImpio BBEICOKO-
YYBCTBUTEJIBHOU XWIKOCTHOW TaHAEMHOU XpOMAaTo-
Macc-CIeKTpoMeTpun (ITalMeHTHI ¢ CHMHIApoMoM bapra
IEeMOHCTPHUPYIOT yBeIWYeHWe cooTHomeHus) [10].

Ta6nuua 2
10 mec. 11 mec. PedepeHcHble 3HaYeHus
6,8 6,8
68 69
14,7 14,3
8,0 10,2 6,0-17,5
0,96 1,33 2,0-5,5
12 13 17-68
57 46 30-200 Eg./n
38,4 25,5 0-24 Ep./n
265 341 125-220 En./n
0,0503 0,0352 0-0,034 Hr/mn
7823 19138 0-125 nr/mn
6,4 5 4-5Mm
6,4 6 4-5 Mmm
44,6 42,3 22-28 Mmm
36 35,2 17-19 Mm
38 35,4 >60%

40

37

OmHaKo clleayeT OTMETUTh HU3KYIO IOCTYITHOCTH HaH-
HOro BMJA IMAarHOCTUKM, TECT IPOBOAUTCS TOJbKO
B HECKOJIBKMX LIEHTPaX MUpa. DTO MPEICTaBIIsICT COOOI
npobJieMy B HEKOTOPBIX CIIydasiX, 1axKe MpU JOCTYITHOCTHU
reHeTndyeckoi mmarHoctuku. Hampumep, Ferri L, et al.
B 20161 ony0auKoBaM ciaydaii cuHapoma bapra ¢ Beipa-
JKEHHOW TUIOTJIMKEMUEU, JaKTaT-allua030M U TSKETON
IUIaTallMOHHOM KapAuoMuoIlaThel, Ipu KOTOPOM
y npobaHaa Obuia oOHapyxXeHa TOJIbKO CMHOHMMUWYHAs
3aMeHa B reHe TAZ, KoTopas TeHEepUpYyeT HOBBIN CalT
CIUTAiCMHTA, MPUBOMSAIINK K IeeHNU 8§ aMUHOKWCIOT
B Oenke Tadas3mHa. DTOT XK€ BapUaHT OB BBISBIEH
y MaTtepu U cecTpbl npobdaHaa. Takum obpa3oMm, B 3TOM
cllyyae pellaloliee IMarHOCTUYECKOe 3HAaueHWEe HMEN
anammu3 MLCL:L4-CL [13].

ITockonbKy 3abojeBaHue, Kak MpaBuiio, MaHU(eCTHpyeT
C paHHETO IOCTHATAILHOTO eproa a0 5 jieT (B 70% citydaeB
B Bo3pacTe 110 1 roa) ¢ CMUMIITOMOB CEpACYHON HEIOCTaTOU-
HOCTH, HEHTPOIICHUH, PEIINBUPYIOIINX MH(PEKIIMOHHBIX
3a00JIeBaHMIA, 3a0€PKKOI pOCTa, MUOIIATHEH [6], HALIMEHThI
TMEPBUYHO MOTYT 00PATUTHLCS K CHELMAICTaM Pa3HOro Mpo-
¢wra (megmatp, HEOHATOJIOL, KapAMOJIOL, MH(EKIIMOHNCT,
HEBPOJIOL, TEMATOJIOT, SHIOKPUHOJIOT) KaK CTAIlMOHAPHOTO,
TaK ¥ aMmOyIaTopHOro 3BeHa. OmHAKO ITPEUMYIIICCTBCHHO
CUHIPOM AEOIOTUPYET BCKOPE IOC/IE POXKIEHMS TUIaTaly-
OHHOW KapAMOMMOIIaTHEN, YacTO B COYETAaHUM C TPU3HA-
KaMH HEKOMITAKTHOCTH MMOKAapIa JICBOTO JKeJIyIoJKa. DTo
cjeayeT MOMHUTh MpU OOCIEIOBAaHUM IEeAUaTPUUECKOro
MalMeHTa MYKCKOTO II0JIa C KJIMHWKON MWJIaTalliOHHOM
KapaMoMUONaTh, HEKOMIAKTHOTO MUOKapa U HeUTporne-
aueil. Tak, B uccmemoBanny Wang C, et al. (2017) [14], mipo-
BEAEHHOM B KOpEMCKOM MOMyJISILIMK MOKa3aHOo, YTO Cpeau
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JIETCKOI1 KOTOPTHI C T€HETWYECKU IeTCPMUHUPOBAHHBIM
HEKOMITAKTHBIM MHOKAPIIOM JICBOTO JKEJIYIOUKa, BapUAHTEI
BTeHe TAZTI0 9acTOTe BCTPEYAEMOCTH 3aHSIIN BTOPYIO TTO3H-
LIMIO TI0ciie BapuaHToB B rene MYH7 (14% u 44%, cooTBeT-
ctBeHHO). [Ipy 3TOM, XYIIMii IIPOrHO3 MMEJIN TTALMCHTEI
¢ TAZ-accoumpoBaHHBEIM HEKOMITAKTHBIM MHOKAPIOM,
TT0 CPaBHEHUIO CO CITyJastMU HEKOMITAKTHOCTH, OOYCITOBJICH-
HBIMU BapHaHTAMU B CApKOMEPHBIX TeHaX.

Takum 00pa3oM, HACKOJIBLKO BO3MOXHO 0Oojiee paHHSIS
IMarHOCTHKA CHHIpoMa bapta mMeeT KooccaabHOe 3HaJe-
HHWE U1 TPOTHO3a TeYCHMS 3a00JIeBaHMWSI y TAIlEHTa,
MOCKOJIBKY CepleyHas HeIO0CTaTOYHOCTb MPM CUHIPOME
Bapra xapakTepu3yeTcsl XOpOIIM OTBETOM Ha CTaHmApT-
HYIO TeParmio ¢ UCIOIb30BaHEM OeTa-0JI0KaTOpOB, aHTHO-
TEH3MHIIPEBpAIIAIONIero (epMeHTa, TUTOKCMHA W MOYe-
TOHHBIX IIPEIIapaToB, CBOEBPEMCHHOEC HAa3HAUYCHHUE KOTO-
PpOi1 TTO3BOJISIET TOOUTHCS YBEIMICHMS (hpaKIMK BEIOpOCa,
IIPOTPECCUBHOTO YIyUIIeHIS (DYHKIIVH JICBOTO KEITYIOYKa,
CHIDKCHMSI YaCTOTHI OCJIOKHEHWIA 1 YTO 3HAYUTEITHHO YITyd-
IIACT MPOTHO3 BIUIOTH IO TTOJIHOTO KYIIMPOBAHMS CUMITTO-
MOB [3, 8]. [TonTBepkmeHne JarHo3a U MpoBeAcHEe TeHe-
TUYIECKOTO TECTUPOBAHMS SIBJISICTCS BAXKHBIM TSI MEIMKO-
TeHETUICCKOTO KOHCYJIBTUPOBAHUS CEMEM, MMEIOIINX
pebeHka ¢ cuHapoMoM baprta u ceMeiiHyl0 UCTOpHUIO BHE-
3aIHBIX CMEPTEil MAJIBYMKOB B PAHHEM JICTCKOM BO3pacTe
IUTSL OTIPEIICIICHNSI PYCKOB M IIPOTHO3a TeYCHMS 3a00jIeBa-
HUS Y JAPYTUX WICHOB CEMBbH, ITOCKOJIBKY OITYyOJMKOBAaHBI
JMAaHHBIC O 3HAYMTEIHHON KIMHUIECKOW TeTepOT¢HHOCTH
Cpely TIPEACTaBUTENEH MYXCKOTO TTOJIa, OOJIafaroInx
OIHMM W TeM K¢ BapHaHTOM B TeHe 1TAZ BHYTPHW OIHOM
ceMbH [4, 5]. Bpaun-KIMHAIIMCTHI JOJKHEI OBITH OCBEIOM-
JIeHBI O cymiecTBoBaHMM Barth Syndrome Foundation,
TIPEICTABIISTIONIETO COOOM He TOJIBKO MHTEPHET-TIOPTA IS
OOIIeHMSI ceMeli, UMEIOIINX POACTBEHHUKOB C CTHIPOMOM
Bapra, HO 1 MOIITHBIIT HAYIHO-NCCIICIOBATEIECKII Pecype
TSI KITMHUIIACTOB, KYMYJIUPYIOITIIA TIOMIMO 0a3bI JaHHBIX
MyTalii B TeHe TAZ, OOIIMpPHBINA CIMCOK AaKTYyaJIbHOM
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Hay4YyHOW JIMTEPATyphl MO MpobdJieMe, peecTp JaHHbIX Maly-
€HTOB, a TakXXe XpaHuuile OuomaTepuana OOJIbHBIX,
JIOOPOBOJIBHO COTJIACUBILMXCS CIAThb 00pasiibl ISl UCCe-
JIOBaHUIA, HATIpaBJICHHBIX Ha OOpEOY ¢ 3a00meBanmeM [3].
Cungpom bapra mpexacrasisier co00M MYJIBTHIUCIIN-
TUIMHApHYIO Mpo0JieMy, B OOJBILMHCTBE CIydyaeB MaHUDe-
CTUPYIOILYIO KapAXOJOTMYECKOM CUMIITOMATUKOM 1, BEPO-
SITHO, 3a CYET Cy4yaeB C HEMOJIHbIM (DEHOTUIIOM MMEET
pacIpoCTpaHEHHOCTh OOJIBIIIE, YeM IIPUHSITO CUUTaTh. DTO
00YCJIOBJIMBAET HEOOXOAUMOCTDb YETKOTO TOHMMAaHUS OCO-
OEHHOCTEI KIMHUYECKON KapTUHbI M TEYeHUs] AaHHOM
HO30JIOTMM BpayamMy pa3HbIX CIELMATbHOCTEN B CBSI3U
C OTCYTCTBMEM CIELM(PUUECKON MaTOreHeTUYeCKO Tepa-
M1, TOBBIIIIEHHBIM PUCKOM BHE3AITHOW CMEPTU Y TaHHOM
KOTOPTHI MAlIMEHTOB, BICOKOI BEPOSITHOCTBHIO ITPOTPeccu-
POBaHMS CEPICIHON HEIOCTATOUHOCTH Ha (DOHE MH(EKIIM-
OHHOTO TIpOoIIecca, a TaKKe pa3BUTHA cerrcrca. OT crierma-
JINCTOB TPeOYIOT BHUMAHMSI CJIydyau BUPYCHOTO MMOKapAUTA
1 neboTa KapAMOMUOMNATUU Y MaJIbUMKOB, OCOOEHHO
B COUYETAHMU C MPOKCUMAJIBHOM TMIOTOHMEH, 3MU30AaMu
MOCTOSIHHOM WJIM TPaH3UTOPHOI aOCOIOTHOI HEUTpoIie-
HUM, 3aIepXKOil (DM3MIECKOT0 W MOTOPHOTO DPa3BUTHS,
MpeHaTaJbHO BBISIBJICHHON KapAMOMMONATUM Yy TIuloja
MYXCKOro mnoja. B ciyyasx xopoiliero orBeTa MaiMeHTOB
Ha CTaHIAPTHYIO TEepanuio CEpAeYHON HEAOCTaTOYHOCTHU
C MCMOJIb30BaHVEM OeTa-0JI0KaTOPOB, UHTUOMTOPOB aHTMO-
TEH3MHIIPEBpaIIaIoNIero (GepMeHTa, AUTOKCMHA M MOYe-
TOHHBIX IpernapaToB, CBOEBpEMEHHAs IMAarHOCTMKA CUH-
JpoMa TO3BOJISIET YJIYYIIUTh MPOTHO3, a KayeCTBEHHOE
MTUHAMWYECKOe HaboaeHe — TpeaynpeanuTb U BOBPEMS
NUArHOCTUPOBAThb Pa3BUTHUE HAPYLIEHUN CEPAEUYHOTO
pUTMa, MUHUMU3UPOBATh 3MU3011bl MH(PEKIIMOHHBIX 3200~
JIeBaHUI MOCPENCTBOM MOHUTOPMPOBAHUS XapaKTepa Hel-
TPOINEHUU U TEM CaMbIM TPOJIUTh >KU3Hb MalIUEHTA.
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