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Pesrome

Bbonesns [lanona (b/l) — penkoe MmynbTHCHCTEMHOE 3a001€BaHNe, 00YCIOBICHHOE ITaTOT€HHBIMH BapHaHTa-
mu B reHe LAMP?2 (lysosomal-associated membrane protein-2). s My»49uH XapakTepHa MyJIbTHCUCTEMHOCTb
MOpakeHMs, HanboJee 4acTo MPEICTABICHHAS TPUAIO0H CUMIITOMOB: CKEJIETHas MUOIATHS, KapAXOMHUOIIATHS
(runeprpodudeckuit GeHOTHIT) U KOTHUTHBHAS AUCPYHKITNS. JKSHIIHBI Yale UMEI0T U30JIMPOBaHHOE TIOpasKe-
HHUE cepALa. YUUTbhIBasl TO, UYTO JIMIA KEHCKOTO M0J1a PEXEe NMEIOT 3KCTPaKapAuaabHbIC IPOSBICHUS, UArHO-
CTHKa 3a00JIeBaHMsI y HUX OBIBACT OYCHH CIIOKHOW M HECBOEBPEMEHHOH. B JaHHOI cTaThe MBI MPENCTaBIsIeM
2 KIMHUYECKUX ciydas b/l y JeBOUeK-ToJpOCTKOB, XapaKTepH3YIOUIecs paHHUM JIe0I0TOM 3a00ieBaHUS
1 MYJBTUCUCTEMHBIM BapUAHTOM TCUCHUSI.

KuaroueBsie ciioBa: 6one3ns JlaHOHa, BHE3aIHas cepliedHasi CMEPTh, TUTIEpTpodudecKas KapTHOMHUOTIaTHS,
JIeTH, cepAeyuHasl HeA0CTaTOYHOCTh, LAMP2.

Jna yumuposanus: @emucosa C.1., Anexceesa J].10., A6oyinaes A.H. u op. Mynomucucmemnoe nopasicenue
u panuuti debrom odonesnu Jlanona y oesouex. Knunuueckue cayuau. Tpauciayuonnas meouyuna. 2024, 11(2):
201-215. DOI: 10.18705/2311-4495-2024-11-2-201-215. EDN: OBLASN
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Abstract

Danon’s disease (DD) is a rare multisystem disease caused by pathogenic variants in the LAMP2 gene. Men are
characterized by a multisystemic Involvement, most often represented by a triad of symptoms: skeletal myopathy,
cardiomyopathy (hypertrophic phenotype), and cognitive dysfunction. Women are more likely to have isolated
heart disease. Given that women are less likely to have extracardiac manifestations, the diagnosis of the disease
in females can be very difficult and untimely. In this article, we present 2 clinical cases of BD in adolescent girls,
characterized by an early onset of the disease and a multisystem course.

Key words: children, Danon disease, heart failure (HF), hypertrophic cardiomyopathy (HCM), LAMP2,

sudden cardiac death (SCD).
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Cuucoxk coxkpamenuii: ACT — acnaparusar-
amuHOTpaHc(hepaza, bJ[ — Oome3nr JlaHoHa,
BCC — BHe3anHas cepaeunas cmeptb, [ KMIT — ru-
neprpodudeckas kapauomuonarus, JJKMII — nuna-
TalMoHHas Kapauomuonatus, 3C — 3aaHssI CTCHKA,
UKJl — wMIuiaHTHpyeMblii KapauoBepTep-aedu-
opumnsatop, KMII — kapamomumonatus, JIAIT —
naktataeruaporenasa, JOK — neBblil Kenylouek,
MIXKIT — mexoxenynoukoBas neperoponka, MPT —
MarHUTHO-pe3oHaHcHas Tomorpadus, IIMXKA —
NepefHssl MEXiKenyaoukoBas neperopogka, [IT —
npeacepaHas Taxukapaus, I[19 — npencepanas
skctpacucronuss, CMOKI' — cyTo4yHOE MOHHUTO-
pupoBanue OKI, TC — TtpancnnanTauus cepaua,
®B — ¢pakmus BeidOpoca, YCC — gacroTa cepued-
HbIX cokpamiernii, OKI' — snexTpokapamnorpadus,
OPII-AB — s¢ddexTuBHbIN pedpaKkTepHBIH MEPHO
aTPUOBEHTPUKYJISAPHOro coeaunenus, PN — snek-
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Tpodu3noIornueckoe uccienpoBanue, IXoKIm — sxo-
kapauorpadus, LAMP2 — nm3ocoma-accorunpo-
BaHHBIN MeMOpaHHBIN Oenok-2 (lysosomal-associated
membrane protein-2), NT-proBNP — narpuiiypeTu-
yeckoro ropmoHa (B-tumna) N-koHIIeBOH TTponenTu,
VAD — 3enya04KOBOE€ BCIOMOraTelbHOE YCTPOi-
ctBO (ventricular assist device), WPW — cunapom
Bonwda-Ilapknacona-Yaiita.

Beenenne

bonesnr [lanona (bJ]) — penkoe 3aboneBanme,
00yCIJIOBJICHHOE IaTOTCHHBIMH BapuaHTaMH B TI'EHE
LAMP2 (lysosomal-associated membrane protein-2),
JIOKaJIM30BaHHOM B X-xpomocome (Xq24.1), B ocHOBe
KOTOPOTO JIeXaT HapyLIeHUs MPOLECCOB ayToharuu
[1, 2].

OTO0 MynbTHCHCTEMHOE 3a0o0jieBaHHME, M3HAYAJIb-
HO Ha3BaHHOE ONMCABLUIMMH €€ aBTOPaMU: «JIHU30CO-
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MalibHas 00JIe3Hb HaKOTIEHUs O0e3 pepunnra Kuciou
MaibTo3b» [1]. Ha cerogusimiauii neHp n3BecTHo 577
BapuaHToB TeHa LAMP2, koTopsie onucansl B 0aze
nmaHHbeIX ClinVar Miner [3]. IIpu aTom B nutepatype
o0o3HaueHo Oosee 50 MyTanwii B TaHHOM T€HE, Ofl-
HAKO YCTAHOBJICHHE I'€HOTHI-()EHOTHIIUYECKUX KOp-
pessiuMii 3aTPYAHUTEIBHO M3-3a MaJIOYMCICHHOCTU
Py NAaUEHTOB A1 KaKI0H MyTauuu [4].

Kak mpaBuno, knuHuueckass kaptuHa b/ cymie-
CTBCHHO OTJIMYAETCS y MYXYMH M >KeHIIUH. Tak,
y MyX4nH HaOmonaeTcs Oonee panHmii nedror (13,3
+ 8,0 roga) u TAKEIOe TEUEHHE, B TO BPeMs Kak IS
KCHILIMH XapaKTEPHO MO3[Hee Hayajlo 3a00JeBaHUS
(28,9 = 14,2 roma) [5].

CornacHO nUTEpaTypHBIM AAHHBIM, IS MY>KUUH
XapaKTepHa MYJIBTUCUCTEMHOCTb IIOPaXXeHU s, HAnbo-
Jiee 4acTo MpeACTaBJICHHAs TPUAZ0H CHMIITOMOB: CKe-
JIeTHAsI MUONIATH I, KapAUOMHOINATHUSI, THIIEpTpOodude-
CKUH ()eHOTHI U KOrHUTHBHAsI qucyHkuus. Kpome
TOTr0, B NMATOJOTMYECKUI MPOLECC MOTYT BOBJIEKATh-
csl IN1a3a, MEYEeHb, JIETKUE W IpyTHe opraHsl [6, 7].
JKeHIHBI yale UMEI0T U30JIUPOBAHHOE MTOPAKECHUE
cepana B Buje (PEHOTUTIOB THIEPTPOPHUUECKOi Kap-
nuomuonatun (I'KMIT) (oxomo 70 %) n qunarammoH-
Hoit kapauomuonaTuu (JJKMIT) (30 %) [8].

Pesynbrarel McmaHcKoro MyJabsTHLEHTPOBOIO PerH-
cTpa nauueHToB ¢ b/l y nui MykcKoro moja nokasaiu
BBICOKYIO PAacClpOCTPAaHEHHOCTh 3KCTPaKapAUabHbBIX
nposiBieHuii: Muonatud B 80 % cirydaeB, HEBPOJIOTH-
YEeCKMX HapylleHHH B 83 % cilydaeB, 3pUTEIIBHBIX Ha-
pyuieruii B 60 % cirydaeB, KOTOpBIE PEKO BCTPEUAINCH
y skeHIUH — 5 %, 0 % 1 27 % cOOTBETCTBEHHO [9].

CornacHo pe3ysbTaTaM SIOHCKOT0 HCCIIEI0BaHUS,
KOTOpO€ BKJITI0YaIO 39 MannueHToB, MAOTIATH ST HAOITO-
Jlajach y BCEX MYXYHH, TP 3TOM Y 76 % BBISBIICHBI
KJIMHUYECKHE NPOSIBICHUS MBILIEYHOH cinabocTy,
OCTaJIbHbIC MMEJIHM TOJBKO H3MEHEHHUS IO JaHHBIM
nekTpoMuorpaduu. Y IKEHIIMH TNPUCYTCTBOBAJA
JUIIb MBILIEYHAs] CcJIa0OCTh, KOTOpas BCTpedaach
B 9 % cnyuaes [6].

Ilo naHHBIM JIMTEpPATY PBI, TPUMEPHO Y 65 Y% namu-
eHToB ¢ bJl BcTpeuaeTcs nmopaxkenue rnas [7]. Xapak-
TEPHBIM 0()TAJTLMOJIOTHYECKUM CUMIITOMOM SIBJISIETCS
MUIMEHTHAas peTuHonatus. Kpome Toro, MoryT ObITh
IIOCTENEHHOE YXYyIIIEHUE 3pEHUS U CBETOOOSA3Hb.

[IporHo3 3a0oneBaHus TIABHBIM 00pa3oM ompe-
JEJseTCsl TCYCHUEM KapAHMOMMOIATUH U Pa3BUTHEM
aputmuil. Tak, y mauuentoB ¢ B/l ¢ Bo3pacTom OT-
MEUAETCsl MOSIBJICHHE JKENyIOYKOBBIX HapyILICHUI
putMa, GpubprIALuy npeacepauil. B coBokynHoctn
C TpOTrpeccUpyromell ANaCTOTNIeCKON auchyHKITU-
€l MHOKapa JIEBOI'O JKEJIyZ0YKa 3TO YBEIWIMBACT
puck BHe3armHO# cepaeuHoi cmeptr (BCC). Bricokas
JIETAJIBHOCTh OTMEYAETCsl BO BTOPOH JeKaze >KU3HU
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0CcO00EHHO y JIuL My>xcKoro noja. Ilo qanHbIM cucre-
MaTHYECKOIr0 aHaJN3a CPeJHUIl BO3PACT CMEPTH MPHU
B/l y myxuun cocraBnsget 19,0 (+ 8,0) net, y KeHIIUH
34,6 (£ 15,5) roma. TpancrmanTtanus cepaua (TC)
0CTaeTCs OCHOBHBIM METO/IOM JICUCHHS IALMCHTOB
¢ nanHoi naronoruei. [To nanusiM Boucek ¢ coasro-
pamu (2011), cpeqnuit Bo3pact mposenaennoit TC co-
craBui 17,9 (+ 7,2) rona y my»xums u 33,7 (+ 16,1) roga
Y JKEHILHMH [5].

VYuuThBask TO, YTO KCHIIUHBI PEKE MMEIOT 3KC-
TpakapAuaJbHbIC MPOSBICHUS, YeM MYKUUHBI, AHa-
THOCTHKA 3a00JIEBaHUS Y JIUI )KEHCKOT'O 110J1a ObIBAeT
OUYeHB CIIO)KHOM M HECBOEBPEMEHHOW, 0COOCHHO TIpH
OTCYTCTBHHM CEMEHHOI0 aHaMHe3a MJIM TeHETHYECKO-
ro tectupoBanus [8—10].

B nanHOl cTathe MBI NpeACTaBIsEeM 2 KIUHU-
yeckux cayyas b/l y aeBOYEK-NOAPOCTKOB, Xapak-
TepU3ylomieiics paHHUM fAe0ToM  3a0oiieBaHUS
U MYJIBTHCUCTEMHBIM BapuaHTOM TEUCHMSI, C LIEIbIO
MOBBIILICHUS] OCBEIOMJICHHOCTH Bpadyel U yJIydILICHHS
IuarHocTuku b/I.

Pe3yabraTsl

Tayuenmxa 1

[TanmenTka BHepBble Obla TOCHUTAIN3HPOBAaHA
B OTJEJICHHE JETCKOM KapAHOJOIMHM U MEIULIUHCKON
peabunuranuu OI'BY « HMUIL um. B. A. AnmazoBa»
MunsapaBa Poccuun B Bo3pacte 13 net. OCHOBHBIMHU
*ano0aMu Ha MOMEHT I'OCHHUTAIM3allMK OBIIN KpaT-
KOBPEMEHHBIEC SMH304bl YUYaIIEHHOTO CcepaLeOneHMs
B cpeqHeM | pa3 B Henelno, BOSHUKAIOIIUE NPEUMY-
LIECTBEHHO B TIOKOE, KOTOpPBIE KYNHMPOBAJINUCH CaMO-
CTOSITEJIBHO B TEUCHHE HECKOJBbKUX cekyHH. Ilpu ca-
mocroaTreinbHoM noacuete YCC cocrasisa 130-150
B MUH. CHHKONaJBHBIX COCTOSIHUI HE OBLIIO.

CeMeiiHbI aHaMHE3 10 CEPIEYHO-COCYJUCTHIM 3a-
00JIeBaHUSIM HE OTATOLICH.

W3 anmamHe3a 3a0oneBaHUSI HW3BECTHO, 4YTO
C TPEXJETHEro BO3pacTa MAalMEHTKAa HaOJI0Aanach
0()TaIbEMOJIOTOM C MUTMEHTHOW pEeTHHONIATHEH, CIIeL-
npuUecKoro JeueHuss He mnoiyvana. B Bospacte 5
et Ha OKI' OblT 3aperucTpupoBaH maTTepH (eHo-
MeHa Bombda-Ilapknacona-Yaitta (WPW), Hanmane
KOTOPOTO BIIOCIEACTBUM HE OBLIO IOATBEP)KICHO
[0 pe3ynbTaTaM 3HJOKApAHAIBHOIO 3JeKTpodusu-
oormdeckoro uccienoBanus (3PU) B 16 met. B 11
JIET MO JAHHBIM CYyTOYHOro MoHuTopupoBanus DKI'
(CMD3KI') Oblmm 3aperucTpupoBaHbl HEYCTOHYMBHIC
snu3onbel mpencepaHoit Taxukapauu (IIT) ¢ UCC
no 160 yn/MuH, penkas mpefcepaHas dKCTPacHuCTO-
mus (I13) (puc. 1). JleBouke mpoBonUiIaCh perymsip-
Has sxokapauorpadus (OxoKI'), mo maHHEIM KOTOpOWA
N3MEHEHUH BBISBIICHO HE ObUIO. AHTHAPUTMHUUYECKYIO
TEpanuio MaueHTKa Ha TOT MOMEHT He MoJTydala.
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B Bo3pacre 13 ner npu mnanosom OxoKI™ Brepsbie
oOHapy’keHa acCHMMETpHYHAsl TUTIepTpodus MHOKap-
na nesoro skenynodka (JIXK), mpenmyriecTBeHHO cpe-
JUHHBIX ¥ AlIMKAJIbHBIX CETMEHTOB 0€3 MPU3HAKOB 00-
CTPYKLUH, TOJIINHA MEXKKEITYI0UKOBOH IIEPErOpOAKH
(MXII) cocraBmsuia 14,7 mm (Z-Score 3,63), 3amHeit
crenku (3C) 14,3 mm (Z-Score 4,24). ITanuenTka OblTa
rocnutanusupoada B HMUILL um. B. A. Anmasosa.
[lo pesynbraTaM MarHUTHO-PE30HAHCHOH TOMOIpa-
¢un (MPT) cepamia ¢ KOHTpacTHpOBaHHEM OTMeda-
nack rareptpodust muokapaa MXKII mo 17 mm, 3C JDK
mo 11 MM, pacmpocTtpaHeHHBIe (HOPO3HBIE H3MEHe-

Ve

HMS B 0a3aJIbHBIX OT/eIaX OOKOBOM, 3aJHEH U HHYKHEN
creHok JIOK, a Takke B CpeIMHHBIX OTAEaxX NepeaHen
crerku JIXK (puc. 2).

B 0OHapy keHbI BEICOKHE 3HAYCHU I TPOTIOHUHA
I, NT-proBNP. Kpome Toro, oOpamano Ha ceOsi BHU-
MaHHUE ITOBBILIEHUE YPOBHS aclapTaTaMHHOTpacge-
passl (ACT), makratneruaporenassl (JIJII') (3HaueHns
rpescTaBieHsl B Tabd. 1). Yaprpa3BykoBoe mcciesno-
BaHHE OPTraHOB OPIOITHOM MOJIOCTH — 0€3 aTOJIOTHH.

ITo naHHBIM O TATHMONIOTHUECKOTO 00CIIETOBAHUS
COXpaHSJINCh NPU3HAKK Nepuepudeckol MUIMEHT-
HOU TUCTPOUH CeTYaTKH OOOUX TI1a3 C COXpaHEHHOU

(I OuneTp: 35y MsoNUHMN

V: 25mmic A 10MMm

Puc. 1. ®dparmenT cyrounoro Mouutopupoanus IKI' nanuenTku 1, mo JaHHBIM 00c/Ie10BAHUS
B Bo3pacre 11 ser
[Mpumeuanne: KT marrepr WPW, sninzon HeycTortunsoii [1T ¢ YCC 160 B MuH. (YKa3aH CTPEIIKOH).

Figure 1. Fragment of Holter ECG monitoring of patient #1 at the age of 11 years
Note: ECG pattern WPW, episode of unsustained atrial tachycardia with heart rate 160 bpm (indicated by arrow).
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3puTenbHON QyHKIHEH (puc. 3), 6€3 OTpUIaTeIbHON [IpuHuMass BO BHUMaHHUE HalW4HE y MAllUCHTKU
JUHAMMKH 110 CPABHEHUIO C IPEABLAYIIUMH 00CIe0- TOpakeHUs cepAla B BUJE runeprpoduu MUoKapaa,
BaHUSMH. NPEACEepIHbIX HapyLIeHHH pUTMa, MUTMEHTHOH pe-

IlanmmenTka Takxe OblLta OCMOTpE€Ha HEBPOJIOI'OM, THUHOIIATHU, ObLTa 3aro103pc€Ha BI[, 9TO OBLIO Ioa-
JIaHHBIX 32 MHUOTCHHBIN Imponecc, o4aroByro 1aTrojio- TBEPKACHO HaHHBIMHU TI'€HETHYCCKOI'O 06CJ'IC,Z[OBaHI/I$I.
THUIO HE ITOJTYYCHO. C moMoInIpi0o TapreTHBIX TTaHeIeH JJIs BBICOKOIIPOU3BO-

Puc. 2. ®parmenTsl 3xokapauorpagpuu u MPT cepaua ¢ kKOHTpacTUpOBaHMeM NAalMEHTKH 1, 10 JaHHBIM
o0cienoBanus B 13 jer

[Ipumeuanne: a — runeprpodus MIXKII u 3C neBoro xerynodka, mapacTepHalbHas TMO3UIN, JUTMHHAS OCh; O —
runepTpodus u JaKyHapHOCTh MHOKapaa JIK, mpoeknns KOpOTKOH OCH JIEBOTO JKEITyA0UKa; B — pPacIpOCTPaHEHHBIE
ydacTku (pudpo3a MHOKapIa JEBOTO JKEITYIA0UKa (CTpETKa), OTCPOYEHHOE KOHTPACTHPOBAHHE, KOPOTKAS OCh; T — TUIIEP-
tpodus muokapaa JIXK mo manaesim MPT cepara, geTeipexkamMepHas IO3UIINS.

MIKII — mexokenymoakoBas nmeperopoaka; 3C — 3amgusas ctenka; JIDK — neBsrit xemynodek; MPT — marauTHO-pe-
30HaHCHAsI TOMOTpadus.

Figure 2. Fragments of echocardiography and MRI of the heart of patient 1, 13 years old
Note: a — hypertrophy of the IVS and PW of the left ventricle, parasternal position, long axis; b — hypertrophy and
lacunarity of the LV myocardium, short axis projection of the left ventricle; ¢ — widespread areas of left ventricular
myocardial fibrosis (arrow), lage contrast enhancement, short axis; d — LV myocardial hypertrophy according to cardiac
MRI, four-chamber position.
IVS — interventricular septum; PW — posterior wall; LV — left ventricle; MRI — magnetic resonance imaging.
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mutenbHoro cekBeHupoBanus (NGS), oxBaTbiBaomx — 00caeJOBaHMs, NAIIMEHTKE Ha3HadeHa Tepanus Merto-
17 reHoB, y J€BOYKHU BBISIBIICHA MATOTEHHAs] MyTallUsl  [IPOJIOJIOM TapTPaToM B 103€ | MI/KI/CYT.

B reHe LAMP2 (c.864+3 864+6del chrX:119580154 IIpu xoHTpOIBEHOM 00OCIEIOBaHUM B Bo3pacte 14
119580157del, NM 01122606.1: rs397516751) B re- neT y AEBOYKH COXPAHSIOCH TOBBHIIICHHE YPOBHSA
TEepO3UroTHOM coctosiHuH, accommupoBanHas ¢ b/l.  JIJI, ACT, NT-proBNP, a takxe oTMeueHo HapacTa-
JlanHas MyTanus BaJMIUpPOBaHA METOJOM CEKBEHHM- HHE TPOIOHMHA | B 5 pa3 (3HaueHus mpencTaBiICHBI
poBanus no Canrepy. lnst onpenenenus crenenu na- B Tada. 1). I[lo manaeiM OxoKI™ Bnepsbie BhIsBICHA
TOTCHHOCTH JIETEKTUPOBAHHBIX BAPHAHTOB HMCIIONB30- JMJIATAlUs JIEBOrO mpeiacepaus (MHIekc oobema 36
Baymch pekoMenaiu American College of Medical  mu/m?), mpu 3tom tommuna 3C JIDK u MXKIT — 6e3
Genetic (ACMGQG). Ilpuanmas BO BHUMaHHE JaHHBIE JMHAMHUKH (3HaueHWs mpenctaBieHsl B Ta0u. 1). Co-

Puc. 3. KapTuna mia3Horo qHa nauMeHTkM 1, mo 1aHHbIM 00cje1oBanus B Bozpacre 13 Jier
[Tpumeuanme: a, 6 — OTIOKESHHE MUTMEHTA 110 Beelt mepudepudeckoit 3oae OD 1 OS; B, T — IeHTpasbHas 30HA I1a3-
aoro guaa OD u OS.

Figure 3. Fundus features of patient 1 according to ophthalmic examination at the age of 13 years
Note: a, b — pigment deposition throughout the peripheral zone OD and OS; ¢, d — central zone of the fundus OD
and OS.
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Tabumua 1. lunHamMuka 1a00paTOPHBIX M 3X0KApAUOrpaduecKUuX nokas3aresieil nanueHTku 1

Table 1. Dynamics of laboratory and echocardiographic parameters of patient 1

ACT ‘(J;Izlg_ Tponouun |NT-proBNP gc,ls)_K MOKTI 3C I
Bo3pact (10-31 450 I1(0-0.016 |(<206 nr/ 165 (M) Z-score (Mm) Z-score (Z-score)
En/a) HI/MUT) MJT)
En/m) En/n)
13 net 51 * 1.5 661 146 14.7 3.63 143 4.24 0.82
14 ner 50 453 7.020 653 142 14.7 3.63 14.3 4.24 2.44
16 et 42.4 470 7.433 722 185 23 9.5 23 11.5 2.37

[Ipumeuanne: ACT — acnapratamuHotpancdepasa; JIAI — makratneruaporenasa; KOK — kpeatnHpocdokmHasa;
KOK-MB — ¢pakmus MB kpearnadocpoxmnassr; NT-proBNP — N-koHIIEBOH mpomenTu HaTpUuiypeTHIECKOTO TOp-
MoHa (B-tumna); MXKII — mexoxenynoukoBas neperopoaka; 3C — 3aguss crenka; JIII — neBoe nmpeacepamne.

* — HET JaHHBIX.

Note: AST — aspartate aminotransferase; LDH — lactate dehydrogenase; CPK — creatine phosphokinase; CPK-
MB — creatine phosphokinase fraction MB; NT-proBNP — N-terminal propeptide of natriuretic hormone (B-type);
IVS — interventricular septum; PW — posterior wall; LA — left atrium.

*— no data.

KparuTenabHas criocobnocTs JIXK Orp11a B HOpMe (DB
64 %).

B Bo3pacte 16 et mosBuUIMCH xanoObl Ha 00-
JICBbIC OLIYLICHHUS B O0JIACTH CepAlla CKUMAIOIIe-
ro xapakTepa ¢ MEepUOJUYHOCTHIO | pa3 B Mecs,
HE CBA3aHHBIE ¢ (M3UUYECKOW HATPYy3KOW, KyNupy-
IOLIUECS] CAaMOCTOATENIBHO B TEUEHHUE HECKOJIBKUX
cekyHa. Ilo maGopaTOopHBIM JaHHBIM OTMEYEHO
JalpHEelIIee HapacTaHWe ypOBHs TpornoHuHa | (3Ha-
YeHUs npeacTaBieHsbl B Ta0u. 1). MimemMuueckux us-
menenuit o nanaeiM OKI, CMOKI He oOHapyxe-
HO, COXPaHSUINCh IpeiCcepAHbIC HapyIIEHUs PUTMA,
B TOM YHCIIe HeycTOHumBbIe mapokcusmbl IIT (22
snn3ona) ¢ UCC go 165 yn/mun, peakas [1D (831
3a cyTkH). TeM He MeHee, AJIsl HCKIIIOUEHUS aHOMa-
JIMM KOPOHApHOI'0 pycia AeBOYKe Oblja IpoBeIeHa
MYJIbTHUCIUpabHasd KOMIBIOTEpHAsi ToMmorpadus
KopoHaporpadusi — JaHHBIX 3a MaTOJOTHI0 KOPO-
HapHBIX apTEPHUIl HE MOTYYEHO.

ITo manusiM Ox0KI' 1 MPT cepaua ormeueHa oT-
puLaTenbHAs IMHAMMKA B BUJEC HApACTAHUS CTEICHU
aCUMMETPUYHOW THUIepTpoGUU MHOKapAa MNpeuMy-
LIECTBEHHO CPEAMHHO-ANHUKAJIBHBIX CETMEHTOB (TOJI-
muHa 3C 23 mMm Z-score Boston M-mode +11,5; M2KIT
1o 23 MM Z-score Boston M-mode +9,22) (tab:. 1).

Ha oTcpouennbix mocTkoHTpacTHEIX MP-m300pa-
skeHusx B muokapae JDK, mpakTuuecku BO BCeX €ro
CerMEHTAaX BBISBIICHBI PACIPOCTPAHCHHbIC HHTPaMY-
panbHble GpuOpo3HbIe M3MeHeHUs. [Ipu HeBposornye-
CKOM 00CJIeJOBAaHUH B JMHAMHUKE, a TAKXKE 10 Pe3yJib-
tataM MPT wmpImng mpaBoro u jgeBoro Oeapa JTaHHBIX
3a MHOTE€HHBIN TIpoliecc He oOHapyskeHo. [IpuHnMas

BO BHMUMAaHHME HapacTaHHE CTEHCHHU T'HUIEePTPOPUN
MHUOKap/a, MPEeACTaBICHHOCTH NPEACEPAHBIX Hapy-
LICHUH pUTMa, IPOBEICHA CMEHA Tepanuu Ha AHa-
MNPUIINH U3 pacdeTa 1,7 MI/KI/CyT ¢ HONOKUTEIbHBIM
3¢ eKTOM B BHAE OTCYTCTBHS NPEICEPAHBIX U KETY-
JIOYKOBBIX HAPYLICHUH pUTMA.

C yd4eToM BBISBICHHOM MAaTON€HHOM MyTalluu,
MPOrPECCUPOBAHUS TUNIEPTPO(YUN MHOKapIa, BHICO-
koro prucka BCC, ¢ nenbio nepBUYHON MpopUIakTHKA
NalMeHTKe ObUI MMIIAaHTHPOBAH KapAHOBEpTep-Ie-
¢ubpumsaTop (UKM). Tlepen mvmmmantanmenn MK/
JIEBOUKE MPOBEIACHO AHAOKapAuaipHoe DDU: StA —
s hexkTHBHBINA pedhpaKkTepHBINA TEPHO aTPHOBEHTPH-
kynsipHoro coennaenns (OPII-AB) 470 mcek, «Touka
Benkenbaxa» 130 B MUH., TpOBeZICHHE IEKPEMEHTHOE
0e3 ckaukos; StV — DPIT AB 280 mcek, «Touka Ben-
keHOaxa» 200 B MWH., IpOBENEHUE IEKPEMEHTHOE,
0e3 ckaukoB. [Ipu npobe ¢ BHYTPHUBEHHBIM BBEICHU-
eM 1 % AT® pa3suTne NOTHON aTPHOBEHTPHUKYIISP-
HOW OJIOKazbl, MaHHBIX 3a JONOJHMUTEIBHBIA HYTh
MpOBEEHUST HE NoiydeHo. [lanuenTka npomosskaeTt
MoJNTy4aTh Tepanuio Oera-Omokaropamu (AHATIPHINH
B o3e 1,7 mr/kr/cyT). CpabarsiBaruit UK /I, xxerynod-
KOBBIX HapyIICHUH pUTMa y peOeHKa He ObLII0.

Tayuenmxa 2

[TanmenTka 16 et BHepBble ObIJa TOCITHTAIHU3H-
poBana B Ham LleHTp ¢ jxamobaMu Ha CHMIKEHHE TO-
JIEPAaHTHOCTH K OBITOBBIM (DM3MUECKHM HArpy3Kam,
OJTHOKPAaTHOE KPATKOBPEMEHHOE (HECKOJIBKO CEKYH]T)
CHHKOMAJIBHOE COCTOSIHHE B 15 JIeT pH JJIUTEITBHOM
opTocTaze B AYIIHOM momenieHnd. [lpumma B ceds
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Tabsmua 2. /{luHaMuKka J1a00paTOPHBIX U IXOKapaAMorpaguyecKnX JaHHbIX NALUEHTKH 2

Table 2. Dynamics of laboratory and echocardiographic parameters of patient 2

ACT g’gg_ Tpomonun |NT-proBNP g(?_K MOKTI 3C I
Boszpacr (10-31) 1(0-0.016 |(<206 nr/ Z-score Z-score
Ex/n 450 Hr/m) 1) 165 (Mm) (Mm) (Z-score)
: En/x) En/x)
15 ner 67.9 882.8 | * * 11 4.27 16 7.72 *
16 et * * * * 21 9 16 161 | *
(mapr) ’
16 ner 118
(oKT3Gpb) 61.6 1004 | 0.084 2933 N) 20 8.94 21 11,94 | 1.9

[Mpumeuanne: ACT — acmapratamuHoTpancdepasa; JIAI — makratneruaporenasa; KOK — kpeatundpochoknnasa;
K®K-MB — ¢pakmus MB kpearnnpocokmrazer; NT-proBNP — N-koHIIEBOH TporenTH HAaTpUHypeTHIECKOTro Top-
MoHa (B-tuma); MXKII — mexcxemynoukoBas neperopoaka; 3C — 3anass crenka; JIII — neBoe npexacepaue.

*— HET JaHHBIX.

Note: AST — aspartate aminotransferase; LDH — lactate dehydrogenase; CPK — creatine phosphokinase; CPK-
MB — creatine phosphokinase fraction MB; NT-proBNP — N-terminal propeptide of natriuretic hormone (B-type);
IVS — interventricular septum; PW — posterior wall; LA — left atrium.

*—no data.

CaMOCTOSITEIbHO. B  NOCTCHMHKONAJIbHOM IEPUOAE
orMmevasa ciaaboctb. CeMeHHbIM aHAMHE3 OTATOLICH:!
Mama, a Tak)Ke CBOAHBIN OpaT MO JUHUM MaTepu
yMepiau B Bo3pacte 35 neT u 21 roga cOOTBETCTBEH-
HO, OT JICKOMIICHCAILIUU CEPACYHOI HEJOCTaTOYHOCTH
Ha ¢oHEe THNepTpoPuN MHOKapaa (B 00OMX CIIydasx
TeHETUYECKOE UCCIICIOBAHNE HE IIPOBOAMIIOCH).

W3 anamHe3a 3a0051eBaHUS U3BECTHO, YTO AEBOUYKA
¢ 7 net HabIr0aIach HEBPOJIOTOM IO [TOBOY MHTEII-
JIEKTYaJIbHO-MHECTUYECKOr0 paccTpoiicTBa, oOyua-
Jach B CIELMATU3UPOBAHHON KOPPEKLIMOHHOM HIKO-
me. C 15 nmeT mosBHIINCH kKajo0bl HA OTpaHUYCHHE
OBITOBOW (pM3MHYECKOM HATpYy3KH, B CBSI3U C YeM ObLia
obcnemoBana. Ilpu mpoemennn OxoKI' BrIsBiIEeHA
runieprpodus MXKII o 11 mm (Z-score +4,27), 3C
16 MM (Z-score +7,72), B 0OCTaIbHOM 0€3 OTKJIOHCHHI
oT HOpMBI. IIpu mabopaTopHOM 0OCIIEOBAaHUN OTME-
yeHo mosbimenne ACT mo 67,9 En/n (10-31), JIAT
o 882,8 En/m (225—-450 En/n). Ilo manaeiM CMOBKI
3aperucTpupoBaHo 10 HEyCTOMUMBBIX MAPOKCHU3MOB
IIT ¢ UCC no 157 B muH., penkas I13. Tpenmun-tect
NalMeHTKEe HE MpOBOAMICS. bblan Ha3zHaueHbl Oe-
Ta-0mokaTopsl (AteHonon B go3e 0,5 Mr/kr/cyT).

B Teuenue roga y pebeHka oTMevanach BbIpajkeH-
Hasl OTpULaTelbHAsl TUHAMHUKA MO AaHHBIM 2DX0oKI
B BHJIC IIPOI'PECCUPOBAHMS THNEPTPOPUHN MHOKapAa
JOK (MXII B 6a3zambHOM cermMeHTe 9 MM, Ha Bep-
xymke 10 21 MM Z-score +15), 3C no 16 mm Z-score
+11,61), B cBs131 ¢ ueM Oblia HanpaBieHna B HMULL nm.
B. A. Anma3sosa.
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[lo naGopaTopHBIM [AaHHBIM COXPAHAJIOCH IIO-
Beimenue ACT, JII, Takke OTMEUYEHO ITOBBIIICHUE
ypoBHs TporioHuHA I, NT-proBNP (3HaueHus ykaza-
HBI B TA0JI. 2).

[To marabM DX0KI' — BBIpaxkeHHas THIEPTPOPHS
Muokapza JIXK, npenmy1iecTBeHHO alluKalbHBIX CEr-
menToB (MOKIT — 20 mMm (Z-score +8,94); 3C mo 21
MM (Z-score +11,94)), runepTpodusi ManmuiIaspHBIX
MBIIIL, NPU3HAKU JUACTOJIMYECKOM IUCHYHKIIUH
JIK. O6bem neBoro mpezacepaAns ocTaBajics B HOPME,
COKpaTHUTENbHAas CIIOCOOHOCTD MPABOI0 U JIEBOTO XKe-
TyI0OYKOB ObLITa coxpaHeHa (puc. 4).

[lo nmaHHBIM IM100aJBHOTO IPOIOIBHOIO CTpEHi-
Ha JDK BpIABIEHA 30HA THUIOKMHE3WH B MEPETHUX
0a3aMbHBIX CETMEHTaX, KPOBOCHAOXKEHHE KOTOPBIX
OCYILECTBIISICTCS MEPEAHEN MEXIKETYI0UKOBOM apTe-
pueit (IIMXXA). Ilpu mpoBeneHUH MyIBTHCIHPAITH-
HOM KOMITBIOTEPHOH ToMorpaduu KopoHaporpadun
BBISIBJICH MBILICYHBIH MOCTHK B CPEIHEM CEIMEHTE
TIM2KA mpoTsKEeHHOCThIO OKOJIO 48 MM C KOMIIpECCHU-
eit 10 70 % B cucToy. YUUTBIBask aCHMIITOMHOE Teye-
Hue MbleyHoro moctuka [IMXKA, npussTo pemieHue
BO3/IEPKAThCS OT XUPYPrHUECKOTO BMEIIATEIbCTBRA.

ITo nanubeiM MPT cepaua ¢ KOHTpacTUPOBAHUEM
moATBep K ieHa TurepTpodus muokapaa JIK, Gomree
BBIPaXCHHAsi B CPEIMHHO-alIMKAJIBHBIX OTIEJNAX.
Pazmeper MKII coctaBnsiu 15 mMm, 3C no 20 mm.
Ha oTcpodYeHHBIX MOCTKOHTPACTHBIX HM300pa’keHUSIX
B MakCHMaJIbHO YTOJIIEHHOM yactu muokapaa JDK
BBISIBJICHBI HMHTpaMypalibHble (UOPO3HbIE H3MEHe-
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Hus (puc. 4). [To naraeiv CMOKT peructpupoBanack  OTSTOIICHHBIH CeMEWHBIH aHaMHE3, BBICOKHNA PHCK
TpesicepIHas PKTOMMYECKasi aKTUBHOCTh, npenctaB- BCC, ¢ nenpio nepsuyHoi npodunaktukn BCC ma-
JeHHas 328 ONMHOYHBIMU HADKEIYIOYKOBBIMU 3KC- LMEHTKE Oblila MPOBEIEHA UMILIAHTAIUS KapJHOBEP-
TpacUCTONaMH, a Takke 17 HeycTOWUMBBHIMU mapok- Tepa-nedpudpumisatopa (MKJ) n yBennuena nosa Oe-
cuzmamu 1T ¢ YHCC no 160 B MuH. Ta-0JIOKATOPOB (aTEHOJION 2 MI/KT/CYT), B TOM YHWCIIE

[IprHNMas BO BHUMaHHUE BBIPAXKCHHYIO TUIIEPTPO- € LEJBIO0 IOAABJICHUS NPEICEPIHON IKTOMUYECKOM
¢uro MHOKapaa ¢ MPOrpeccCUpoBaHUEM B JUHAMHKE, akKTUBHOCTHU. Ilpm HaOmiomeHMM B IHHAMHUKE yCTOM-

Puc. 4. ®parmentsl 3xokapauorpagpuu, MCKT koponaporpadpuu u MPT cepaua
¢ KOHTPACTHPOBaHHMEM NALMEHTKHU 2 B Bo3pacre 16 Jjer
[Ipumeuanne: a — runeptpodus MIKII u 3C neBoro xemymodka, 9eThIpexXKaMepHas MO3UIUs; 6 — runepTpodus
Bepxymku JIK, TpexkamepHas mo3urus; B — MbimedHbrii Moctuk [IMXXA mo nanasim MCKT koponaporpadum; T —

yuacTku (pubpo3a MHOKap/a JICBOTO KeIyIouka (CTpesKa), OTCpOUYeHHOE KOHTPACTHPOBAaHNE, KOPOTKAS OCh.

Figure 4. Fragments of echocardiography, MSCT coronary angiography and MRI of the heart
with contrast in patient 2 at the age of 16 years
Note: a— hypertrophy of the IVS and PW of the left ventricle, four-chamber position; b — hypertrophy of the LV apex,
three-chamber position; ¢ — muscle bridge of the LAD according to MSCT coronary angiography; d — areas of fibrosis
of the left ventricular myocardium (arrow), late contrast enhancement, short axis.
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YUBBIX JKEJIYJOYKOBBIX HapyIIEHHH puTMma, cpabda-
teiBannii UK/] Ha oHE Tepanuu aTeHOIOIOM B J103€
2 MI/KT/CYT HE 3apeTHCTPUPOBAHO.

[Tpn odrampmonornyeckoM 00CIIEIOBAHNH OTIpE/Ie-
JSUTHCh TIPU3HAKK MUTMEHTHOTO PETHHUTA O00MX IJ1a3.

[lo naHHBIM CTUMYISLIMOHHON AIEKTPOHEUPOMU-
orpaduu 3aperucTpUpOBaHbl HETrpyOble M3MEHEHMUS
MHOT'€HHOT'O XapakTepa B ABYIJIABOM MBIIILE IJIeya.
MPT wmbimn Oeapa, a Takke CTUMYIISIIMOHHAS DJIeK-
TpoHelpoMuorpadus ykazaHHOW OONaCTH HaJTUYHE
MaTOJIOTUYECKUX U3MEHEHHU HE BBISIBUIIN. Y JEBOUKH
0TMeUaJioch WHTEIIeKTyaidbHoe cHikeHne (MMSE
20 6anoB) 6€3 MporpeccupoBaHus B THHAMUKE.

B xome komrmuiekcHOTO 00CnenoBaHus OOpalianu
Ha ce0sl BHUMaHME YJIbTPa3ByKOBbIE IIPU3HAKH PEaK-
THUBHBIX U3MCHEHUH IIEYCHU B BUJC YIUIOTHEHUS TKa-
Hel MO XOAy BHYTPHUIICYCHOUHBIX COCYAOB U SKEIU-
HBIX XOZI0B. B CBsI3M ¢ HaJIMYMEeM HOBBILICHUS YPOBHS
(epMEeHTOB, a TAaK)Ke H3MEHEHUH, 110 JaHHBIM yJIbTpa-
coHorpauu OPIONTHON MOJIOCTH, JIEBOYKE ObLIIA TIPO-
BeZieHa 31acTorpadusi ne4eHu 1 00Hapy KeHbI IPHU3HA-
KH, cooTBeTcTBYROmue F2 craanm pnubposa mo mkae
METAVIR. Ona Takxe Ha0OII01aJ1ach y IepMaToiora
B CBSI3U C HAJIMYUEM IICOPHA3a.

KinHnveckast KapTUHa MyJIbTHCUCTEMHOTO HOpa-
JKEHHsI ¢ MPEUMYIECTBEHHBIM MOPaKEHUEM CepaLa
no3ponuia 3anono3puth bJ[. C moMolbio TapreTHhIX
naHeseH 17151 BBICOKOIIPOU3BOAUTEIBLHOTO CEKBEHUPO-
BaHus (NGS), oxBaTeiBatomux 17 reHOB, y TAIUEHTKA
OblJIa BBISBIICHA ITaTOTeHHAs MyTalus B rene LAMP2
(c.928G> A (chrX:119576454 C>T, NM 001122606.1;
rs104894858) B reTepO3UTOTHOM COCTOSTHUH, KOTOPast
accouuupoBana ¢ bJ[. JlanHHas MyTanus BaJIuAUPOBA-
Ha METOJOM CEeKBeHHpoBaHus 110 CaHTeEpy.

Oocy:xaeHue

CornacHo JaHHBIM JuTeparypsl, 1 b/l xapak-
TEPHBI pa3In4usl B KIMHUYECKON KapTUHE U TEUCHUHN
3a00J1€BaHUs B 3aBUCUMOCTH OT nosia. Kak mpaswuiio,
Yy MYX4YHMH OOJE€3Hb COIPOBOXKIACTCA HOPAKEHU-
€M HECKOJIbKMX CHCTEM U OpPIraHoB, 0o0Jiee TSKENIbIM
MPOrHO30M U BBICOKOH JIETAJIBHOCTBIO BO BTOPOH Jie-
KaJie )KU3HU. Y JKEHIIMH 3a00JIeBaHUE XapaKTEepHU3y-
€TCsl IPEUMYILECTBCHHBIM BOBJICUCHHEM MHOKap/a,
B PEAKHUX CIIydasiX OTMEYaIOTCs IMOPAXKEHUE MBIIIL,
HapylICHUEe KOTHUTUBHBIX (PyHKLIHH, a Takxke od-
TaIbEMOJIOTHYECKHE TIpOosiBIeHHs 3abomeBanus [10].
OCOOEHHOCTBIO MPEACTABICHHBIX CIy4YacB SIBISETCS
paHHUN ne0rT 3a00JeBaHUS W MYJIBTHCHCTEMHBIH
BapHUaHT MOPAXEHNU S, YTO BeCbMa HETUIINYHO AJIS Te-
yeHust B/ y nui sxeHckoro nona. OCHOBHBIE JaHHBIE
KJINHUYECKOM KapTHHBI U J1a00paTOPHO-UHCTPYMEH-
TaJBHBIX NOKa3aTeseld nauueHTok ¢ b/l nmpencrasie-
HBI B Ta0IHIE 3.
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B onmcanHbIX HaMu ci1ydasx y o0enx JeBodeK mep-
BbIE IIPU3HAKH 3a00J1€BaHMsI ObUIN 3aPErUCTPUPOBAHEI
B OoJiee paHHEM BO3PaCTe, 4YEM ITO XapaKTEPHO AT Jie-
Bouek ¢ b/[: B mepBoM ciiyyae — 3TO MOPAKEHUE I1a3
B 3 rozia, BO BTOPOM — MOPaXCHUE HEPBHOUN CUCTEMBbI
B Bo3pacte 7 jer. IlpumeuarensHo, 4TO, 10 JTaHHBIM
J. M. Yang ¢ coaBropamu (2020), mopaskeHIe OpraHoB
3pEHMS MPOUCXOIUT B MO3JHUN MEPUOA M MEIJICHHO
nporpeccupyer. Tak, B XoAe JBEHaUATUICTHETO Ha-
OmrofieHus 3a AByMs KEHIIMHAMH C TUTMEHTHOHN PeTH-
Hormatuei Ha Gpone b/ He OBIJI0 0OTMEYEHO KITMHHYECKA
3HAYMMOT0 YXYIIICHHUsI OCTPOTHI 3PEHUS WIIM Hapylle-
HUS 1BeT-pasznudatonieit pynkmnuu [11]. B To ke Bpe-
MS PAJIOM aBTOPOB IMUTMEHTHAsI PETHHONATHS, HA000-
POT, paccMaTpuBAaeTCsl KaK OAWH M3 PAaHHUX U MOPOH
€IMHCTBEHHBIX MPU3HAKOB HAIWYMS MYTALlUU B T€HE
LAMP2. UnrtepecHo 3axmouenne B. Kousal u xomer
(2021), xoTOpOe OBLIO CHIETaHO MOCIE JJOCKOHAIEHOTO
n3ydenus riasHoro aHa 10 mauuentoB ¢ b/l u 1 Hocu-
TeJis reHa 0e3 KIIMHUYECKUX MPU3HAKOB 3a00JIeBaHMS.
Tak, y 6ecCHMNTOMHON KEHITUHBI OTMEYAIIUCh aHO-
MaJIbHBIE TTATTEPHBI IIPU Ay TO(PIFOOPECLIEHTHOM OLIeH-
K€ B OIHOM IJIa3y, IPH HOPMaJbHBIX JAHHBIX APYTHX
odrarpMonorudecKkux uccnenoBannii [12]. Takum 06-
pas3oM, o(hTaIbMOIOrHYECKOE UCCIICIOBAHUE SIBIISIETCS
BR)XHBIM METOJIOM B QJITOPUTME IEPBUYHON THATHO-
ctuku b/l B cemMbsix ¢ paHee M3BECTHBIMHU CIIydasiMH
JAHHOTO 3a00JICBaHNU.

Crnenyer OTMETUTH, YTO HEBPOJIOTMYECKHUE Hapy-
LICHUS] B BUJIE YMCTBEHHOH OTCTaJOCTH MM KOTHHU-
TUBHOTO JeduuuTa Oornee XapakTepHBI Ui Majbdd-
KOB M BcTpewaroTcsi npumepHo B 70-95 % ciydaes.
Kak mnpaBuio, maHHbIE HapyLIEHUS HPEACTaBISIOT
co00if nerkrie POpMbI KOTHUTUBHBIX PacCTPOUCTB [6].
VY manueHTKH 2 HaOomancs KOTHUTHBHBIN Me(UINT,
a TakKe HerpyOble M3MEHEHUsI MUOTEHHOTO XapakTepa
B JIBYIVIaBOM MBIIIIIE [UIEYA, YTO, COINIACHO JINTEpaTyp-
HBIM JIaHHBIM, PEIKO BCTpEUaeTcs y KEHUUH [6, 9].

VY o6enx neBouek OblsIa 00HApYKEHA THTIEPTPOdUS
MHUOKapaa 6e3 oOcTpyKuuu BbixogHoro Tpakta JIXK,
B Bo3pacte 13 u 15 neT, 4To COOTBETCTBYET JIUTEPA-
TypHBIM AaHHBIM. Tak, cormacHo M. Brambatti ¢ co-
aBropamu (2019), Bozpact nebdrota henoruma ['KMII
HMEET JIOCTOBEPHYIO PA3HUILY Y MY>KUMH U Y KECHILIUH
u coctapisieT 14 (10,0-18,0) m 16 (12,5-25,5) 1eT coot-
BETCTBEHHO [8]. DEHOTUIIMYECKUE BAPUAHTHI [TOPAKE-
HUS cepAilia TaK)Ke MMEIOT TeHAECpPHbIE 0COOCHHOCTH.
Tak, uccienosanre M. Brambatti 1 Kosjer mokasalio,
YTO y KCHILIMH Yalle PEerucTpupyrorcs (EeHOTHIIBI
I'KMII u JKMII, 70,3 % u 29,3 % cOOTBETCTBEHHO.
Y My»X4YHH IPEUMYIECTBEHHO BCTpedaeTcs: HEHOTUIT
I'KMII — B 96,2 % cny4aes [8]. IIpu aToM paznmuunii
B YacTOTe 00CTpyKImil BhxogHoro Tpakra JIXK B 3a-
BUCHMOCTH OT I0JIa HE 3aPETUCTPUPOBAHO.
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Tabuuua 3. /laHHbIe KIMHUYECKOH KAPTHUHBI M JIa00PaTOPHO-HHCTPYMEHTAJIBLHBIX NIOKAa3aTeJiei

MANHUEHTOK

Table 3. Clinical, laboratory, instrumental features of patients

IMapameTtp

ITanuenTka 1

ITanuenTka 2

Habnronenwue ¢ (Bo3pact), JieT

3

7

JleOrot 3a00seBanus (TIOPAKEHUE OpraHa-MHUIICHH )

IMMI'MCHTHAas pECTUHOIIATUA

KOTHUTHUBHBIC HAPYIICHUSA

Iopaxenue cepana (1a/Her)

Ja

JHa

®enorun KMIT T'uneprpoduueckuii Tuneprpoduueckuii
Bo3spact ne6rora KMIIT 13 15
OTSTOImeH B CeMEWHBIN aHAMHE3 CO CTOPOHBI

CEPICYHO-COCYIUCTOM CUCTEMBI (J1a/HET) Her Hla
Bo3spact ycranosieHust quarsosa bJJ 13 15
Petunonarus (na/Her) Ha Ja
KoruuTHuBHBIE paccTpoiCcTBa (1a/HeT) Her Ha
Muonarndeckuii KOMIOHEHT (1a/HeT) Her Ha
[Ipencepanbie HapyieHUs puT™Ma (1a/HET) Ha Ha
ACT (10-31) En/n 51 61,6
JIAT (225-450) En/n 470 1004
K®K (35-165 En/m) 185 118
Tpononwus I (0-0.016 Hr/mi) 7.433 0.084
NT-proBNP (<206 rir/mu) 722 2933

Jlokanuzauust runepTpodum

CpCANHHBIC, AlTMKAJIbHBIC
CCTMCHTBI

CpCANHHBIC, AlTMKAJIbHBIC
CCTMCHTBI

MXII, mm 23 20
Z-score MXKII (Boston Z-score) 9.5 8.63
3C, MM 23 21
Z-score 3C (Boston Z-score) 11.5 8.8
Hanunuue o6crpykiun va BTJDK (na/ner) Her Her
CoxparurenbHas ciocooHocTs JIDK Hopma Hopma
Huacrommueckas qucynkiust JOK (na/Her) Ha Ha

2
gﬂélgcc oowema JIIT, mi/m 36 29
Hammuue ¢pubpo3a mo nanaeiv MPT cepana (ma/met) | Ja Ja
Crenenp ¢pubpo3a no nanasiM MPT cepaua pacnpocTpaHeHHbII 04aroBbIi

[pumeuanne: KMIT — xapauomunomnatus; b/ — 6omne3ns Jlanona; ACT — acmapraramunoTpanchepasa; JIAI — max-
tataeruaporenasa; KOK — kpearnapocpoxunaza; KOK-MB — dpakuns MB kpearnadocokmnazsr, NT-proBNP —
N-KOHIIEBOI TpONENTH HAaTpHitypeTndeckoro ropmona (B-tuma); MXKII — mexokemymnoukoBas meperopoaka; 3C —
3anHas crenka; BTJIJK — BbixogHoM TpakT aeBoro xenynouka; JIXK — neswiitl xenynouek; JIIT — neBoe npencepaue;

MPT — MarauTHO-pe30HAHCHAS TOMOTpadwHs.

Note: CMP — cardiomyopathy; DD — Danon disease; AST — aspartate aminotransferase; LDH — lactate
dehydrogenase; CPK — creatine phosphokinase; CPK-MB — creatine phosphokinase fraction MB; NT-proBNP —
N-terminal propeptide of natriuretic hormone (B-type); IVS — interventricular septum; PW — posterior wall; LVOT —
left ventricular outflow tract; LV — left ventricle; LA — left atrium; MRI — magnetic resonance imaging.
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B o0oux mpencTaBieHHBIX KJIMHUYECKHX CIlyda-
X PEruCTPUPOBANINCH CyIPABEHTPUKYJISIPHBIC Hapy-
menus putMma B Buae [T, I13. ITo ganHbIM Hccneno-
Banus S. Jhaveri ¢ coaBTopamu (2019), y momoBuHBI
nanueHTos ¢ b/l orMeuanuces cynpaBeHTPUKYIISIPHbIE
HapymieHus putMma, Haubosee yacto [T u pubpumrs-
uus npencepauit [13].

Ha OKI' y nauuentoB ¢ BJl Hepenko BbISBISETCS
HaTTepH MPEABO30YKICHUS KETYAOUKOB C y4acTHEM
JOIOJIHUTENIbHBIX MyTeH MpOBEACHUs (aTPUOBCHTPH-
KYJIAPHBIX WJIM, HanOojee 4acTo, (pacuuKyIOBEHTPHU-
kymspHbIX). Tak, D. Boucek ¢ xomneramu (2011) 06-
HapyXWIN NPU3HAKH IPEABO30YKICHUS KTy JOUKOB
y 68,2 % Myx)uuH u 26,7 % KEHIIUH IpU perucTpa-
mu moBepxHOCcTHOM OKI, KOTOpBIE OBIITM OTHECEHBI
K miposiBieHuto peromena WPW [5]. Omnako crnemyet
OTMETHTb, YTO HU OJHOMY IALUECHTY IIPU 3TOM HE BbI-
HOJHSJIOCH 3JEKTPOPHU3HOIOIHYECKOE HCCIIEA0BAHUE
C ILENbI0 HOATBEPXKACHMS NOTNOJHUTEIBHBIX ITyTeH
nposeaeHus [5].

WHTepecHOH sBIsSETCS MHTEPIpPETALUs NaTTepHa
npenBo30ykieHus xenynoukoB Ha DK y maruenToB
¢ BJ1 B pa3HbIX HCCIIEAOBAHUSX.

[lo ogHON W3 TUIOTE3, SKCTPANOIUPYS Pe3yib-
TaThl HMCCICAOBAaHUI Ha XUBOTHBIX C MYTalUsIMHU
PRKAG2, cuntamoch, 9TO MHOIIMTHI, HaKaIlJIHBaIO-
IIMe TJIMKOTEH, HApyLIaroT LEJIOCTHOCTh aTPHUOBEH-
TPUKYISIpHOTO (hHOpO3HOTO KOIbIla. TakuMm oOpazom,
AQHOMaJIbHbIC AaTPUOBCHTPUKYISIPHBIE COCIUHEHUS
n 00yCIaBIMBaIOT XapaKTEPHbIN NaTTEpH, TAKXKE Ha-
omromaemerii y manueHToB ¢ b/ [14].

Hpyroif rumore3oii siBiseTcs Hamudne (aciuKy-
JIOBEHTPHUKYJISIPHBIX IyTeH, KOTOPbIC NPEICTABISIOT
co0OH ONOJIHUTENbHBIC IyTH NPOBEACHNUS, COCANHS-
IolIMeE My4oK [ Mca unm ero BeTBu ¢ pabounM MHOKap-
JI0M xemyaouka. [IockonbKy 3TH IMyTH HE COOOIIAroT-
Csl ¢ MPEIICEPANIMH U JKEeNyI0YKaMH M PACIOIOKECHBI
JUCTaJbHEE aTPUOBEHTPUKYIISIPHOIO y37a, (hacluKy-
JIOBEHTPHUKYJISIPHBIE IIyTH HE MOT'YT CIIY>KUTb CyOCTpa-
TOM JIJIs1 BO3HUKHOBEHHUSI TaXUKapaAuu re-entry [14].

Tak, Jhaveri u xomiern B cBoeil pabore moaTBep-
OWIM Hajdudue (PacluKyIOBEHTPUKYJISIPHBIX ITyTeH
y 3 u3 4 NanueHToB, UMEBLIUX IPU3HAKH NPEABO3-
OyxaeHust xemymodkoB [13]. ABTOpbI OOBSACHSIOT
3THOJIOTHIO MTPEKIEBPEMEHHOI'0 BO30YKICHUS JKEIy-
JIOYKOB y HEKOTOPBIX nanueHTos ¢ b/l nMeHHO Hanu-
yueM (acuMKyJIOBEHTPUKYIISIPHBIX IyTEH, a HE aTpH-
OBEHTPUKYJISIpHBIX IyTel [13].

B T0 xe Bpemsa Konrad ¢ xomieramu, KOTOpbIe
BBIMOJIHUIIN SHAOKApAHAIBHOE 3JIEKTPOPU3N0IOrU-
YecKoe HCCIIeAOoBaHNE 4 ManueHTaM MYXKCKOTO IT10Jia
¢ npusHakamu ¢eHomeHa WPW mo mamabsiM OKI,
HE MOIATBEPAWIM HAJUYME IONOJHUTEIBHBIX MyTeH
MPOBEACHUS HU B OJTHOM M3 YEThIpEX cityuaes [15].
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B nameM wucciaenoBaHMM y MalMeHTKHA | Takxke
ObITM BBISIBICHB! M3MeHeHus: Ha DK, koTopkie omu-
CBIBAJINCh KaK IMPHU3HAKU NPEABO3OYKICHUS XKeETy-
noukoB — deHomen WPW. OmgHako npu mpoBefieHHH
sHaoKapauanbHoro MU naHHBIX 32 HATUYHUE TONOI-
HUTEJIBHOTO Iy TH IIPOBEICHUS IOy YEHO HE ObLIO.

O0enM HamMM TAalMeHTKaM Obljla TPOBECHA
ummnantanuss K], kotopass pekomeHAoBaHa s
npodunaktukun BCC. Mexay TeMm, CTOUT OTMETHTD,
yto UK ]I He Bcerna r3hekTHBEeH B MpeaynpexIeHHH
JKU3HEYTpokarouux Hapyenuil putma npu b/l Tak,
Maron ¢ coaBropamu (2009) mokazanu, 4to y 5 u3 7
narueHToB ¢ MK /] mpu npocriekTHBHOM HaOII0IeHU N
JICTaJIbHBIH MCXOZ HACTYNHJ B pe3ylbTaTe 3IH307a
(hatanpHON apuTMuU [16], U TOTBKO CBOEBpEMEHHAas
tpancrutantanus cepamna (TC) crmocoOcTBOBana BEI-
skuBaeMocTu npu B/ [8]. DTo Takxke MoATBEpKAaCT-
Csl pe3yJibTaTaMM HAOIIOAATEIBHOIO HCCIICIOBAHUS
K. N. Hong u xomer (2022), B koTopoMm u3 38 TpaHc-
IUIAHTHPOBAHHBIX MALMEHTOB (COOTHOLICHHE MYX-
YUH W KeHITUH 1:1) 5-TeTHSS BBDKHBAEMOCTD ITOCIIE
TC cocrasuna 87,1 % (95 % HAU: 63,6 %—95,9 %)
ciyuaes [17].

Craenyer OTMETUTh, YTO ACKOMIICHCALIMS cepled-
HOHM HEIOCTaTOYHOCTH y MY>KUMH HaOII01aeTCsl paHb-
e, yem y xenmuH 21 (17,0-25,0) net u 28 (18,0— 50,0)
JIET COOTBETCTBEHHO. [Ipy 3TOM BO3pacT nepBUYHOTO
KOMOWHHpOBaHHOTO ucxona (cmepth, VAD, TC), co-
IJIACHO JINTEPATYyPHBIM IaHHBIM, Y MY)KUHUH COCTaB-
nset 23 (19,0-32,0) roma, y sxenmuH 38 (28,0-52,0)
et [18]. B mpencraBieHHBIX HaMU KIMHUYECKHX
cilyyasix y o0eHX JIeBOUYEK B HACTOSILEE BPEMSI COXpa-
HEHa COKPATUTEJIbHAsI CIOCOOHOCTh MPAaBOro U JIEBO-
ro xeayno4koB. OHM MOTY4YalOT aHTHAPUTMHUECKYIO
TEPAIHUIO C MOJOKHUTENBHBIM 3P (PEKTOM 1 CHMIITOMA-
THYECKYIO TEPaIIUIO.

IIpeacraBieHHbIE KIMHUYECKHE CIIydau XapakTe-
PHU3YIOTCS MOJIMOPraHHOCTBIO MopaxeHus. CoriiacHo
D. Miani ¢ coaBTopamu (2012), Takoe pazHooOpasue
KJIMHUYECKUX NPOSABICHUH Y reTepPO3UTOTHBIX KEH-
IIMH MOXET OBITh CBSI3aHO C OLIMOKOM X-WHAKTHBa-
LIUU HEMYTHPOBAaHHON XPOMOCOMBI HJI ¢ HEOJHOPOI-
HbIM pacnpeaenenueM norepu LAMP2 Bcnencteue
30HAJILHOM MHAKTUBaUUU X-xpoMocoMsbl [18]. Momne-
KYJISIPHO-T€HETHYECKOE HCCIIeOBAaHUE, IIPOBEICHHOE
y HallUX MAIUEeHTOK, MOATBEPAMJIO HAJIUYHME MaTo-
reHHoil mytanuu B rene LAMPB2.

[lo nanHbBIM JIUTEpATyPBI, ONHUM U3 HauboJee ya-
CTO BCTPEYAIOLIUXCS BAPHMAHTOB I'CHA SIBISETCA MY-
tanust ¢.928G>A (c MpomycKkoM 5K30HA 7), KOTOpas
Oblna oOHapyskeHa y manueHTku 2. Gourzi U KoJje-
ru (2018) omucanu KIWHWYECKWU CITydall pa3BUTHA
3a0oieBaHns y cecTep-OJM3HENOB, Y KOTOPBIX ObLiIa
oOHapyxeHa myTamus c.928G>A u nmelroT 3abore-
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BaHus 1nociue 30 et ObUI acCOLUUPOBAH C Pa3BUTHU-
€M BBIPa)KEHHOH AMIaTalluK KaMep cepAla ¢ ObICTPO
MPOTrPECCUPYIOLIEH CEepACYHON HEIO0CTATOYHOCTHIO
[19]. Apyrue cooOmeHus O ManueHTax ¢ JaHHOW MYy-
Talue onuceiBaau TUNUYHOE TeueHue bl y manpun-
KOB C MpOsiBIeHUSIMH MUonaTuu u Geroruna ['KMII
[20]. Apyroii cnyvail TaHHON NAaTOJIOTMHU, ONTUCAHHBII
Popa c coaBropamu (2020), y *KeHIIUHEI 24 JIeT ¢ My-
tauueit ¢.928G>A yka3pIBa€T Ha BO3MOKHYH KOHBEP-
cuio (heHOTHIa KapJUOMHUONATHH Ha (DOHE OCTPOrO
Muokapauta. OOHapy>KeHHBIC NMPHU3HAKH THIEPTPO-
(UM KapAMOMHMOLUTOB M HApPYLICHWUS] apXUTEKTOHU-
KM MHOKapJa IO pe3yJbTaTaM 3HAOMHOKapAHaIbHON
OMOTICHH Y TaHHOW MAlMEHTKH HOCIYXHUJIH TOBOAOM
IUIsL TIPOBEICHUSI MOJICKYJSPHO-TEHETHYECKOI0 HC-
cnenoBanus [21].

Myranus c.864+3 864+6delGAGT, xotopas ObLia
oOHapy’KeHa y INEepBOIl MalUeHTKH, PEXE OIUCHIBA-
eTcsi B Hay4dHOW smteparype. Bui u xommern (2008)
npuenu ciyvaid tedenuss bJ[ y 16-netHero ronomu,
y KOTOPOT'O IPEBAJINPOBAIIN CUMIITOMBI THIIEPTPOdU-
yeckoro ¢eHoruna kapauomuonaruu (KMII) n mu-
omaruu. [logpocTky mBaxkasl Obia mposeneHa TC,
OJTHAKO TI0CJIC BTOPOM TPAaHCIUIAHTALMHU MPOSBUIIUCDH
CHUHJIPOMBI BbIpaXkeHHOM Muonatuu [22]. dpyroi
crydait B/] ¢ mogoGHo# MyTanueit Ob1 onmcaH B Pe-
cnyonuke bemapych: y 30-meTHero My>K4MHBI OTMe-
Yyajgach CUMMETpHYHast (hopMa THUMEPTPOGUUECKOrO
tdenorumra KMII ¢ koHBepcueld B AMIIaTallMOHHBIN
(denotnn, mnpuzHaKU TepuEepUIecKOil MHUOMATHU
1 CHUKEHHE KOTHUTHUBHOTO cTaryca. IlanueHTy Ob110
HMIIJIAHTUPOBAHO PECUHXPOHU3UPYIOIIEE YCTPOM-
cTBO ¢ (hyHKIMEH KapauoBepTepa-aedpudpunasTopa
C TIOCIIeYIOIINM HaOmroieHueMm [23].

HeoOxomnMo momuepkHyTh, 9TO pa3paboTka reH-
HOH Tepanuu, B ToM uucie u ans B/, Ha cerogus
SIBJISIETCS. OJHUM M3 TEPCIEKTHBHBIX HAaIpPaBICHUM.
Tak, Rossano ¢ coaBropamu (2022) mpenctaBui pe-
3yJNbTaThl MEpBOi (ha3bl KIMHUYECKOTO HCIBITAHUS
npenapata RP-A501 — aneHoaccouuupoBaHHOIO
BHpYCa, COACPIKALIETO HOPMAJIbHYIO KOIHIO YeJIoBe-
yeckoro resa LAMP2B, — y myxckoro nona ¢ B/I,
B JIaHHOE HMCCJIEA0BaHUE BOLUIN TOJIBKO 2 MaJbuHKa.
VYyeHble TPOIEMOHCTPUPOBAIN O€30HacCHOCTh U 3-
(exTHBHOCTD MaHHOW Tepamuu. CorjlacHO pe3yibTa-
TaM HCCJICIOBAHHUS, Y TALIUEHTOB HAOII01aeTCsI TIOBBI-
weHue skcnpeccud LAMP2B, oTMeueHo ynydlieHue
ayrodarun B KapAUOMHOLMTAX, a TAK)KE BBISBJICHA
MOJIOKUTEIbHAST TUHAMHKA JIA0OPAaTOPHBIX, dXOKap-
nuorpauuecKrx U KIMHUYECKUX apaMeTpos. B Ha-
CTosillee BpeMs IIJIAHUPYETCs] IPOBEICHHE BTOPOH
(hassr uccnenoBanus [24].

Takum 00pa3oM, NpeNCTAaBICHHBIC KIMHHUYECKUE
ciydau AEMOHCTPUPYIOT paHHuii nedtor b/ y nmeso-
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yek (3 u 7 neT), mepBUYHON MaHHU]ecTaei KOTopoi
SIBJISIFOTCSL IOPA’KEHUSI OPTaHOB 3PEHUSI U HEBPOJIOT -
YeCKHe HapyLICHUs, YTO BECbMa HEXapaKTEPHO IS
XKeHcKoro mona. Ciegyer OTMETHTh, 4TO, HECMOTPS
Ha HaJIM4YMe TUIUYHBIX IMaTOTHOMOHWYHBIX IPHU3HA-
KOB 3200JIeBaHuUs, JIJIs1 IOCTAHOBKHM BEPHOI'O JHArHo-
3a B 000uX cioydasx morpebdoBanock okoso 10 Jer.
CO’)XHOCTH JMarHOCTUKH, HA HALI B3IVIAJ, B IIEPBYIO
ouepenb OOYCJIOBJICHBI HEAOCTATOYHOH OCBEIOM-
JIEHHOCTBIO MPAKTUKYIOUUX Bpaued o ToMm, uTto BJI
y ZI€BOYEK MOKET NMPOTEKATh C HEKJIACCHUUYECKOH s
HHUX KJIUHUYECKOW KapTUHOH. TONBKO THIATENBHOE
o0cie0BaHNE U BBISIBICHHUE MPOIPECCUPYIOLIEH Iu-
nepTpoun MUOKapaa B COBOKYIHOCTH C JIPYTHMH
KJIINHUKO-UHCTPYMEHTAJIBHBIMU JaHHBIMH, B TOM
qyciae pe3yIbTaTaMH MOJIEKYJISPHO-TeHETHYECKOrO
HCCIIeIOBAHNU S, MTO3BOIMIIN 3aMI0J03PUTh U HOATBEP-
IUTh MYJIBTUCUCTEMHOE I'€HETHYECKOE 3a00JeBaHue
W3 TPYIITBI O0JIe3HEH HaKOIIeHUs TIuKoreHa — b/I.

3akJo4eHue

Pannnit nedroT 3a001€BaHNA U HETUIINYHASA KIIH-
HUYECKasi KapTUHA C Pa3BUTHUEM MYJIBTHCHCTEMHOTO
nopakeHusi npu b/ Takke BcTpedaroTcs y JIEBOUCK.
PaHHsA InarHocTHKa OCHOBBIBACTCS HA ITATOIHOMO-
HUYHBIX KJIMHUKO-MHCTPYMEHTAJIBHBIX IPU3HAKAX
3a00JI€BaHUs, TAKMX KaK SKCTpaKapAuajbHbIC Hapy-
LICHUs, TOPa)XCHHWE CEpAlLld, OTATOLICHHBIH ceMei-
HbIli aHamHe3, ciydan BCC B cembe. TuiatensHOe
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HETHYECKOH BepU(HUKALUHU II03BOJISIET 3ar0JO3PUTh
HacCJIeICTBEHHOE 3a00JIeBaHUE C BBICOKUM PHCKOM
BCC — B/I. be3ycnoBHo, kitoueBasi pojib B AUArHO-
CTHKE MAAHHOW MATOJOTMHU TNPHUHAIJICKUT MOJICKY-
JSPHO-TEHETHUYEeCKOMY uccienoBanuto. [logpoOHoe
n3ydeHue (EHOTUI-TEHOTHIIMUYCCKUX KOPPESLUil
B OyAyIeM MO3BOJIAT KaK BBISIBUTH (pakTOphl HeOMa-
TONPUSTHOTO TeueHHs 3a0ojieBaHMS, TaK M Olpene-
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oOycioBneHHbIX 3abomeBannit HIIMY «lleatp mepcona-
JTU3UPOBAHHON MEIUIIMHBI», Bpad — JIETCKUI KapIHuOIOT
OTZAETICHNS KapIUOJIOTUN U MEIUIIMHCKONW peadMInTaInu
JIETCKOTO JIedeOHO-peabuINTallNOHHOTO KoMIUIekca MH-
cTuTyTa nepuHaroioruu u neguatpun ®I'bY « HMUL um.
B. A. AnmazoBay Munznapasa Poccnn;

AnexceeBa lapes FOpbeBHA, K.M.H., HAYYHBIH COTPY/-
HuK HVO Hen3BeCTHBIX, PEAKUX U TEHETHUECKH 00yCIIOB-
neHHbIx 3abomeBannit HIIMY «llenTp mepconanusupo-
BaHHOU MeauuuHb OI'BY « HMUIL] um. B. A. AnmaszoBay
Munsapasa Poccuu;

AbnynnaeB Anekcannp Hu3zamuHOBHY, Bpad — JeT-
CKHI KapauoJor, CIyIIaTelb UK MPOoPeCcCHOHAIBHON
MepenoAroTOBKH «eTckas kapauonorus» ®I'bY « HMULL
uM. B. A. AnmmasoBa» Mun3npasa Poccuy;

Bepuminauna Tatesina JleoHnoBHa, Bpay — JNETCKUU
KapJuOJIOT BbICIIEH KaTErOpuH, 3aBENYIOIIHMI OTIAEIECHU-
€M JETCKOH KapIuoJIOTHH W MEIWIHNHCKON peabminTta-
nuu JleTckoro nedeOHO-peadiINTaIIHOHHOTO KOMIIIEKCa
OI'bY «HMUII um. B. A. AnmaszoBay Munsnpasa Poccnn;

PeoxkoB AHTOH BraammupoBud, Bpad-peHTTEHOIOT,
3aBEAYIOUIMN OTAEJIECHUEM MAarHUTHO-PE30HAHCHONW TOMO-
rpadun OI'BY «HMULL um. B. A. Anmazosa» Mun3apaBa
Poccun;

Baes Mukasn CaruToBud, Bpad-peHTTCHOIIOT OT/EIe-
HUSI MAaTHUTHO-pe30oHaHCHOH ToMorpadun OI'BY « HMUIL]
nM. B. A. AnmmasoBa» Munsnpasa Poccun;

KoctapeBa AHHa AJEKCaHAPOBHA, I.M.H., TUPEKTOP
WHcTuTyTa MONEKYIISIPHOW OMOJIOTMH ¥ TEHETUKH, JOIEHT
kadenpsl BHyTpeHHUX Oone3nedl MHcTuTyTa MeaWnMH-
ckoro oopaszoBanust ®I'BY «HMUIL um. B. A. Anma3zoBa»
Munsapasa Poccuu;

[lepBynuna TarbsiHa MuxaiinoBHa, A.M.H., Bpau-Nean-
aTp, AupexTop MHCTUTYyTa MEPUHATOIOTHN U TIEIUATPUHI
OI'BY «HMUII um. B. A. AnmaszoBa»y Munsnpasa Poccnn;

Bacnukmnaa Enena CepreeBHa, A.M.H., PYKOBOIUTEIH
HULI Hem3BecTHBIX, PEAKUX M TCHETHYECKH OOYCIIOBIICH-
HeIX 3a0oneBannit HIIMY «lleHTp mepcoHaTN3upOBaHHON
menuuuabsy OI'BY «HMUIL um. B. A. AnmazoBa» Mun-
3apaBa Poccun, mpodeccop kadenpsl OeTCKUX Ooie3Hen
negebHorO paxynpreta UHCTHTYTa MEIUIIMHCKOTO 00pa3o-
Bauus ®I'BY «HMUL] nm. B. A. AnmaszoBa» Mun3apasa
Poccum.
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