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OcHOBHBIE 110/10KEHHS
» OnucaH peaKuil KITMHUYECKUH cirydai moapocTka ¢ cuaagpoMoM LEOPARD c runeprpoduueckoi

KapJHOMHOIIATHEH.
l'mmeprpodryeckas kKapAMOMHONATHS — TEHETHYECKHA OOYCIIOBICHHOE 3a00JIeBa-
HUE MHOKapJa, IPUINHON KOTOPOTO Ciry»kaT okoio 1 500 ommcaHHBIX K HACTOS-
LIeMy BpeMEHH MyTalluii HECKOJIb-KUX T'€HOB, KOAUPYIOMINX OEIKH KapAHaabHOTO
capkoMepa M HEKOTOpble HecapKOMepHble Oenku. llaronornueckue cocTosHMSA,
Pestome [IPENMYLIECTBEHHO UMEIOLINE CUCTEMHbIE IIPOSIBIICHUS, PACCMATPU-BAIOTCS B Ka-

YeCTBE CUHIPOMA, BKIIIOUAIOIIETro NPU3HAKK THIIEPTPOPUHN MUOKApAa U OTHOCST-
cs k rpymme PAConarnii — (pEHOTHITHYECKH CXOKHAX T€HETHYECKUX CHHIPOMOB.
B nacrosmee Bpems k PAConarusam oTHOCAT HelipohuOpomaTos 1-ro tuma, cuH-
npombl Hynan, LEOPARD, Kocremo, Jlernyca, kapauohaiuokoKHbIN CHHIPOM,
CHUH/IPOMBI KalTWJLISIPHON W apTEPHOBEHO3HON Mallb-(OpMAaIIHH.

luneprpoduueckas kapaunomuomnarus © CepiedHast HEIOCTaTOYHOCTh * CHHIPOM

s LEOPARD ¢ PAComnatnu * SAM-cunapom
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Highlights
» This review describes a rare clinical case of hypertrophic cardiomyopathy in a teenager with
LEOPARD syndrome.

Hypertrophic cardiomyopathy (HCM) is a genetically determined cardiac disease
which can be caused by nearly 1500 genetic mutations, encoding proteins of
the cardiac sarcomere and some non-sacromeric proteins. There is a number of
Abstract hereditary metabolic disorders and diseases which can imitate phenotype and
clinical picture of HCM. Abnormalities with systemic symptoms are usually
identified as a syndrome, including hypertrophic myocardium signs. Such
abnormalities are regarded to the RASopathies, a group of phenotypically similar
genetic syndromes. Nowadays RASopathies include 1-type neurofibromatosis,
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Noonan syndrome, LEOPARD syndrome, Costello syndrome, Legius syndrome,

cardiofaciocutaneous
malformation syndrome.

syndrome,

and capillary malformation-arteriovenous
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Cnmcox cokpaieHui

I'KMII — runeprpoduyueckast KapAuoMHONIAaTHs

JOK  — neBwli XKemynouek

OKI' — snexrpokapauorpadus
OxoKI' — sxoxapauorpadus

Beenenne

l'uneprpoduyeckas KapAUOMHONATHS aCCOITUUPY-
€TCsl C BBICOKMMHM TIOKa3aTesIMA CMEPTHOCTH, B TOM
yucie BHe3anHo cepaeuHoi cmept [1]. Kiaccudu-
nupyst 3a00JIeBaHUs, XapaKTEPU3YIOIIUECs THIIEPTPO-
¢ueii MuOKapa y AeTell paHHEero BO3pacTa, B MEPBYIO
odepelb MCKIIOYAa0T BPOXKACHHBIN MOPOK cepaua (B
YaCTHOCTH, a0pTaIbHBIN CTEHO3, KOAPKTAIIUIO U THITO-
TUTa3WI0 aOPThI, CTEHO3 KJIAllaHa JIETOYHON apTepuu)
W apTepuaibHylo TunepreHsuio [2]. B coyuae HeoOb-
SCHUMBIX TeMOJAMHAMUYECCKIX HapylleHHH y peOeHKa
¢ TunepTpoduer KeIyIOYKOB BBICOKA BEPOSITHOCTD
HaJU9HsI CEMEHHO-TEHETHYECKOW (MIHOIMaTHICCKON)
runieprpodudeckoin kapauomuonarnu (I'’KMII) 6o
CHUCTEMHOTO, METa0OIMYECKOTO WM TMOJHOPTaHHOTO
cuHapoma, accoruupoBannoro ¢ 'KMII [2].

[To muenuro B. Maron u coaBr., npu Kiaccuuim-
POBaHUU KapAMOMHONATUN C THIIEPTPOPUUECKUM (e-
HOTHUTIOM clie/tyeT BeIensaTh cooctBenHo ' KMIT, B oc-
HOBE KOTOPOM Jiexkat capkoMepHble myTaruu, u ' KMIT
B CTPYKType CHHIPOMOB [3], OTIMYAIOLIUXCS TIOIHOP-
raHHBIM NopaxkeHrneM. [1o JaHHBIM peructpa Kapauo-
muomnatuii y nerei (CLIA), kotopsiii Benercs ¢ 1994
r. u BKItodaeT 855 gereit ¢ 'KMII, nmpuumnns! 3a00ie-
BaHUS B JETCKOM KOTOPTE MAIMEHTOB pPacIpeieseHbI
ciemyrommuM obpasom: 74% cirydaeB — MAMOIIATHYIC-
ckas ['KMII, 26% ciy4aeB — maTtoiorus HaXOIUTCS B
CTPYKTYpe Kakoro-imbo CHUHApoMa (HEepBHO-MBIIIECY-
HBIX 3a005eBaHui — 8%, BpOXKACHHBIX HAPYILICHUN Me-
TaboIM3Ma ¥ BPOXKIEHHBIX TIOJTHOPTaHHBIX CHHIPOMOB
—10 9%) [3].

Spxum npumepom I'KMII B cTpykType BpOXIeH-
HBIX TIOJIMOPTAaHHBIX CHHJIPOMOB SIBISIETCSI CHHAPOM
LEOPARD — peakoe ayTOoCOMHO-JIOMUHAHTHOE 3a00-
JIEBaHHE C BHICOKOH MIEHETPAHTHOCTHIO U Pa3HOOOpa3-
HO# skcripeccuBHOCTRI0. LEOPARD — akponmum, ot-
pakaronuii OCHOBHBIE MPOABICHUS 3a00meBaHus [4]:

e L — lentigines (JIeHTUTO — TISITHA Ha KOXE I[BETA
Ko(he ¢ MOJIOKOM H/WJIM TEMHO-KOPUYHEBEIE);

* E — electrocardiographic abnormalities (n3mene-
HUA Ha anmekrpokapauorpamme (OKI') — kak mpasuiio,
HapyIIEeHUs TIPOBOANMOCTH);

* O — ocular hypertelorism (r1a3HO# rHIIEPTETOPU3M);

* P— pulmonary stenosis or HCM (my;1sMOHaIbHBIH
creno3 uiu ['KMII);

» A — abnormalities of genitalia (u3MeHeHUs co CTO-
POHBI TEHUTAINH);

* R — retardation of growth (3amep:xka pocra);

* D — deafness (miryxora).

Cunnpom LEOPARD otHocutcs k rpymmne PACo-
naTvuii  —(CHOTHIIMYECKU CXOKHUX TCHETUYCCKUX
CHUH/IDOMOB, BBI3BAaHHBIX MYTAllMsIMH B TEHaX, KO-
TOpBIE KOTUPYIOT KOMIIOHEHTHI U peryasTopsl RAS/
MAPC-curnansaoro nytu (PAC/MuToreHakTuBupye-
Mast POTEHHKHWHA3a), OTBETCTBEHHOTO 3a Ipolinudepa-
o, TG PepeHInPOBKY, CTAPEHNE U allONTO3 KIETOK
1 00eCIeYnBaIOIero ITUM HOPMaJIbHOE PAa3BUTHE KIle-
TOK M TKaHEH OpraHu3Mma B II€JIOM B AMOPHOHAIEHOM
Y TTOCTHATAIBHOM TIeproax. YacToTa BCTpEIaeMOCTH
PAComaruii cocrapisier okojo 1:1 000 [5].

VY nanmenroB ¢ cuaapomom LEOPARD npu 00b-
EKTHBHOM OCMOTpE OOpallaloT Ha ce0s BHUMAaHHUE
MHOXXECTBEHHBIC JICHTUTO, MMEIOIIHE BHJ IUIOCKUX,
YepHO-KOPUYHEBBIX TMUTMEHTHBIX IIATEH HEOOIBIIOTO
pa3mepa, pacrojararoTcsi OOBIYHO Ha IIee U BepXHeH
YacTH TYJIOBHIIA, MOTYT TIOSIBUTHCSI C TIEPBBIX JIET I
MECSIIIEB KHU3HU U IOCTUTATh K yOepTaTHOMY BO3PACTy
MHOTHX ThICSY [6]. VIHOTIa MHOXKECTBEHHBIM JIEHTUTO
MIPEJIIIECTBYIOT MSATHA IIBETA KO(E C MOIOKOM, KOTOpPbIE
MOTYT TIOSIBUTHCS B TIEPBBIC MECSIIBI )KU3HU [6].

Macca Tena 1 pocT IpU POXKICHUH, KaK MPaBHIIO,
B HOpMe. 3ajiepKKa (PU3NIECKOrO Pa3BUTHS, B IIEPBYIO
odepeslb 3aJIepiKKa pocra (POCT HMKE 3-i MPOLEHTH-
1M ), HaOmroaeTcs y 25% manueHToB, a B 85% cirydaes
KOHEUHBIM POCT HE MPEBBIMIACT 25-i MPOICHTHIHN [6].
Hapymenne ctpoeHus TeHUTAIMNA Yaiie MaHu(ecTH-
pyeTrcsi ABYCTOPOHHHM KpUNTOpXHU3MOM (oxosio 50%
CJIy4aeB), HO BO3MOXKHBI TaK)Ke THUIOCHAIMS U THIIO-
IJ1a3Usl HAPY>KHBIX MOJIOBBIX OPTaHOB Y MaJBYUKOB. Y
JIEBOYECK MOYKET BCTPEYAThCS THITOTUIA3US SIMIHUKOB H
3amepxka mybeprara [6].

B Oonee uwem 80% ciyuaeB BBISIBISETCS Kapu-
ajbHasg TAaTOJNOIMs, Cpelud KOTOpPOW, BOMIPEKU 3allo-
KCHHOMY B Ha3BaHMU CTEHO3Y JICTOYHOM apTepuu
(P — pulmonary stenosis), BeayIiee MecTo 3aHUMAOT
I'KMII (80%), xmamanusie gedextsl (50%) u nedex-
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ThI pa3BUTHUs KOpoHapHBIX aprepuil (15%) [7, 8]. Us-
MeHenust Ha OKI' peructpupytorcs npumepHo y 75%
MAIMEeHTOB, U3 HUX 46% COCTaBIISET JICBO- UITH OMBEH-
TpUKyJsipHas runeprpodusi, 42% — sBiIeHUE penons-
puszarn, 23% — ymmmaenne natepsana QT [6].

K Hacrosiiemy BpeMEHU CTaJld M3BECTHBI OCOOCH-
HOCTH runepTpoduueckoro HeHOTHIIA TP KOHKPETHBIX
BPOXACHHBIX TOJIHOPTaHHbIX cUHApoMax [4]. Y mauu-
entoB ¢ I'KMII B crpykrype cunapomoB LEOPARD
u Hynan, no cpaBHenuto ¢ uauonarudeckoinr ['KMII,
npu dxokapanorpadudeckoM (IxoKI') mccnenoBanum
Ooniee BBIpaKCHA THIEPTPO(HsS MHUOKapha Keryaou-
KOB, B OOJbIICH CTENEHU M3MEHEHa THACTONNYECKast
(hyHKIMS MHOKapia, 4dalle HaOIromaeTcss 0OCTPYKIUS
BBIXO/THOTO TpakTa JieBoro xemynodka (JDK), mepemnko
B COYETaHHUHU C OOCTPYKLMEH BBIXOIHOIO TpakTa Ipa-
BOTI'O KeJlyJouKa, AWIaTaled KOPOHAPHBIX apTepuil U
M3MEHEHUSIMHU CO CTOPOHBI KJIAlMaHHOTo anmnapara [4].

OnnuM u3 Hanbonee >()(EKTUBHBIX METOIOB Jie-
yeHns ooctpyktuBHON (opmbl ['KMII sBnsiercss xu-
pyprudeckoe BMemaTenbecTBO [9]. J[ByMsT OCHOBHBIMH
OOIIETIPUHATHIMI XUPYPTUUECKUMH CIIOCO0aMH Jieve-
Hus [KMII sBnsroTcst centanbHas MUOSKTOMUS [9] m
aJIKOTOJIbHAs cenTaibHas admarus [9, 10]. Yemex mo-
CJICIHEH 3aBUCHUT OT BapHaOEIbHOCTH aHATOMUH BETBH
cenTainpHOrO riepdopanta, uro B 20-25% HabmroneHni
HE TO3BOJISIET JOCTHYh HeoOxommmoro >ddexra [11].
[Ipu pacnpocrpaneHHoit ¢opme rurneprpoduueckoi
KapAMOMHUOIIATUH U TeM OoJiee PU COYETaHUU C APY-
TUMHU BHYTPUCEPACYHBIMU MaTOJIOTMYECKHUMHU H3MEHEe-
HUSIMU €IMHCTBEHHBIM CIIOCO0 JIeueHHs — onepanus B
YCIIOBUSAX MCKYCCTBEHHOTO KPOBOOOpaIneHus (paciru-
pennas centanbHas MuodKkTomus) [12]. Takas mpoue-
Jlypa criocoOHa YBEJIMYUTh KOHSUHBIHN JUACTOINYCCKHUI
oobem JOK 1 yMEHBIINTD BBIPaKEHHOCTb €r0 TUacTO-
JMYECKOH AUCHYHKIMU.

Hecmotrpst Ha IpeMMyILECTBEHHO MajlOCHMIITOM-
HO€ TEYeHHE, MaTOJOTMYECKHH TPOIECC MOXKET Mpo-
rpeccupoBaTh W MPHUBOAUTH K HAPACTAHUIO THIIEPTPO-
¢um MHOKap/a, FeMOANHAMHUYECKIM PacCTPONCTBAM H
YTPOXKAIOIINM JKU3HU HapyIIeHussM puTMa cepaua [13].
[lokazanus k xupypruueckomy jedenuro I'KMII y ne-
Tel W TIOAPOCTKOB (JIaXke caMa €ro BO3MOKHOCTH) BCE
el1le HeJIOCTATOYHO OCBEIICHBI B JINTEPAType, 0COOSHHO
B OTeUeCTBEHHOM [14].

OnucaHue KINHUYECKOTO CJIy4Yas

PeGenok B Bo3pacte 15 meT mocTymwi B oTAene-
nue kapauoxupyprun Ne 2 HUU KIICC3 (Kemeposo)
C kano0aMu Ha OBICTPYIO YTOMIIIEMOCTh M HU3KYIO
TOJIEPAHTHOCTh K (pU3MUECKON Harpyske. M3 anamue-
3a BBISIBIICHO, 4TO peOCHOK OT MEepBOi OepeMeHHOCTH,
KOTOpasi IpoTekana Ha (poHe recTo3a B TPEThEM TPH-
MECTpe, XpOHMYECKOI Turnokcuu mioga. Poasl B cpok
40 Hem., caMOCTOSTEIIbHBIE, POCT HOBOPOXKIECHHOTO 56
cM, macca 3 650 . Ha 6-¢ cyT. peOCeHOK BbINKMCaH U3
POAMIIBHOTO AOMA B YAOBJIECTBOPUTEIHHOM COCTOSHHH.

IIpu mposenennn DxoKI' B Bo3pacte 3 mec. Brep-
Bble JJoKyMeHTHpoBaHbl pu3Haku ['KMII — Buzyanu-
3upoBancst runeprpopuposannbii JDK co crenozom
BeIBOAHOTO otAena JIK ¢ rpagueHToM naBieHus mo-
psanka 4—35—40 MM PT. CT., B CBSI3H C YeM peOCHOK Ha-
MpaBJIcH B OTJACICHUE JAETCKON Kapmuonornu Kyszoac-
CKOTO KJIMHUYECKOTO KapUOJIOrMYeCKOro AUCIIaHCepa
nmenn akagemuka JI.C. bapOapama. B nucmancepe
JI1arHo3 ObLI MOATBEPKACH Ha OCHOBAaHUM aHAMHE3a U
PE3yJIbTaTOB MHCTPYMEHTAJIBHBIX OOCIIEIOBAHUM: I'-
neprpoduueckasl KapAUOMUOIATHS, ACUMMETPUYHAs
¢ rpaaueHToM B BeIBOogHOM oTaene JIK 50 mMm pr. ct.,
Ha KJIaraHe Jero4yHoil aprepuu 13 mm prt. ct. Hauara
Tepanus aHaNPWIMHOM B 00beMe 8§ MI/CyT C yBeslnye-
HUeM 10361 10 12 mr/cyT (0,7 mr/kr/cyT). Kpome aToro,
He uckimouancs cuaapom LEOPARD (3amepskka pocta
1 ncuxoMoTopHoro pa3surtus, ' KMII, creHo3 kinanana
JIETOYHOM apTepuH, MHOXKECTBEHHbIE HEBYChI). B mia-
HOBOM TOpSIJKE PEeOEHOK OCMOTPEH T'€HETHKOM, IO-
CTaBJICH AMArHo3 «3MOpuodeTonarusi, CAHAPOM MHO-
JKECTBEHHBIX JICHTUTO», OJHAKO BBHUJY OTATOLIEHHOTO
COLIMAJIBHOTO CEMENHHOIro aHaMHe3a FeHeTHYEeCKoe 00-
CJIeJIOBaHHUE, B TOM YHUCIIE KAPUOTUITPOBAHNE, B TOJIXK-
HOM Mepe He ObIJIO TPOBEACHO.

B aumnammke peGeHOK peryisipHo HaOmomancs y
JETCKOr0 KapAnoJora, o0Iiee COCTOSHUE OCTaBalIOCh
cTaOMIBHBIM. B Bo3pacte 14 jeT KIWHUYECKH OTMe-
YeHa OTpULATeNbHas JAWHAMUKA B BHJE TOSBICHHS
OJIBIIIIKK B TIOKOE, YCHJIMBAIOIIEHCs MTpH HE3HAYUTEIb-
HOW (hn3MUecKol Harpyske, OBICTPON yTOMIISIEMOCTH,
OIIpE/IeNICHbI BBIPAKEHHOE OTCTaBaHHUE B pocTe (HMXKE
10-ro meHTHIA), ONETHOCTH KOKHBIX ITOKpOB. I[lpm
MIPOBEICHUH KOMILIEKCHOTO OOCIIeIOBaHUS Y peOeHKA
JOKyMEHTHPOBAHO TPOrpeccHpoBaHue runeprpodu-
YECKON KapJIUOMHUOIIATHH: HapacTaHUE TOJIUHBI MU-
okapna MXKII B auactony ¢ 1,2 no 1,75 cm, BCJIK
¢ 1,4 no 2,4 cM, yBenuueHue rpagueHTa AaBICHUS B
BbIBojiHOM oTjeie JIK ¢ 70 o 112 mm pt. ct. [TpoBe-
JIeHa KOPPEKIUs Teparuy: yBeIndeHa JI03UpOoBKa aHa-
npunuHa 10 30 mr/cyt (1,17 mr/kr/cyT), Ha 3TOM (QoHe
OTMEUYEHO YITy4IlIEeHHE MPOLECCOB PENOApU3aLU MU-
okapna Bepxyumku JOK. [Inanuposanock mposeneHue
MarHUTHO-PE30HAHCHOW ToMOrpaduu cepaua ¢ Lebio
YTOYHEHHS] aHATOMHH CepJIla, OAHAKO B CBS3U C He-
raTUBHOM peakuueil peOeHKa HMccie0BaHHE BBITOJ-
HUTh HE yAAJIOCh. 3a MEePUOA JaHHON roCUTaIn3aiuu
BIIEPBBIE BCTAJ BONPOC O XUPYPrUUECKOH KOPPEKIIUH:
peOeHOK ObUT KOHCYIBTUPOBAH KapAUOXUPYPIOM — I10-
Ka3aHa pacIINpEeHHas CEeNTabHAs MHOJIKTOMHS B IJIa-
HOBOM Tiopsiike. BBuay crabunmsammm o01iero cocro-
SIHUSL, YAy4IIeHHsT QYHKIIMOHAIBHOTO cTaTyca cepaey-
HOM HEAOCTAaTOUYHOCTH U TOJIOKUTENBHON JUHAMUKH
I10 JTaHHBIM HMHCTPYMEHTAIbHBIX 00CIeJOBAaHUN B BHJIE
CHIJKEHUS I'PAJINEHTA JIaBJICHUs peOCHOK BBIIMCAH U3
CTalmoHapa Mo aMOyJIaTOpHOE HAOIIOCHHE.

B mae 2021 r. B Bo3pacte 15 jeT manueHT rocnura-
JU3UPOBAH B KapAHOXHpyprudeckoe otaeneHue Ne 2
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HUU KIICC3 BBHAY yXyALICHUS] OOLIETO COCTOSIHUSI.
IIpu mocTymieHur KIMHUYECKH COXPAHSIACh HU3Kas
TOJIEPAHTHOCTh K (PU3NYECKOI Harpyske, 0OHAPYKEHO
oTcTaBaHue B (DM3WYECKOM, TOJIOBOM DPa3BUTHH (TI0
mkasie Tanaepa — AXOP1FOL1V0). Cunkone, npecuH-
korie He Bo3HuKao. [To marasiM xoKI 3apeructpupo-
BaHbI BbIpakeHHas runeptpodus JOK (Tommmua Bep-
xymik# 1,9 cMm, 00KoBO# cTeHKH 3,4 CM), BRIPAXKEHHOE
JIBUKEHUE TEepeHEeN CTBOPKM MUTPAIBHOTO KIIaraHa
K MEXOKETYIOUKOBOW meperopoake (SAM-curapom),
MUKOBBIA T'PAJIMEHT JIaBJIEHUs] BHIBOJHOM oTnene JIK
B Mokoe coctaBui 89 Mm pt. cT. ITo ganueim XM OKI
OTIpe/IeTIeHb] JKEJTyJOUKOBbIE HapyILIEHUs] pUTMa: OJH-
HOYHBIE MTOTUMOPGHBIE (TPEX THUIIOB) JKEITYIOYKOBBIC
AKCTPACUCTONbI, BCEro 77, HOUHOM TUI, MAaKCUMyM 28
9KCTPACUCTON B yac, rpajaanus no Jlayny III.

B pamkax rocmnuTanuszanudy TpoBeneHa MOMBITKA
0aJIJIOHHOM OKKJIFO3UH CENTAIBHOM BETBU KOPOHAPHOU
aprepud. MIHTpaonepannoHHO OTCYTCTBOBAJIO CHHXKE-
HUE TpaJIMeHTa JaBlieHUus B BbIBOgHOM otaene JIK,
BBHJIy Y€TO MpoleAypa ObuTa MpU3HaHA HEYCIEITHOM,
YTO TOCTYKWJIO TPUYMHON OTKa3a OT BBIMOJHEHHS
cnupToBoi abnauuu. [IpuHATO pemeHne o mposene-
HUU PACIIUPEHHON CENTaIbHOM MUOAKTOMHUU U PETEH-
IIUY TIepeTHeN CTBOPKH MUTPAIILHOTO KIIallaHa.

B Bo3pacte 15 neT noapocTKy BBINOIHEHA PaCIld-
pEeHHAas cenTalbHas MHOAKTOMHUS B COUYETAHWHM C TJia-
CTHKON MUTpajbHOro KianaHa no meroauke O. Alfieri
(edge-to-edge) B ycloBHSX HCKYCCTBEHHOTO KPOBO-
oOpamieHust u  (HapMaKoXoJIOJOBOM KapIUOIUICTHH.
[TocneonepaoHHBINA TTIEPUOA TIPOTEKAT C YMEPEHHO
BBIPQXCHHBIMH SBJICHUSMH CHCTEMHOTO BOCIIAJIHTEIh-
HOTO OTBETA, YTO KIIMHUYECKH MPOSBUIIOCH B BUIE MU-
HUMAaJIBHOTO JBYCTOPOHHETO T'HJIpOTOpaKca ¢ Toce-
JIyIOIIMM KOHCEPBATUBHBIM pasperieHueM. Kinunuue-
CKH Y peOeHKa HEeCKOIIbKO BO3POCIa TOJIIEPAHTHOCTh K
(hn3nueckol Harpy3Ke, YMEHBIITWIACH OJIBIIIKA, TPEH-
MYIIECTBEHHO BO3HMUKABIIAS TOJIBKO MPH (HHU3HUECKON
aktuBHOCTH. [1o pesynsratam OxoKI' nmukoBbIi rpagu-
eHT AaBlieHns Ha BeIBogHOM otaene JIDK cocrasm 20
MM pT. cT., KJIO JIK yBenuuuics B aBa pa3a — ¢ 35 10
70 mi. C y4eToM BBIpaXEHHOU TUIEPTPOGUN MHOKap-
Jla B TUTaHE JICYCHUSI OCTaBIICH IIprieM aHanpuirHa (60
MT/CYT Ha CPOK JI0 6 MEC.) O/l KOHTPOJIEM KapHoJiora
u nokazareneit OKI" u OxoKT.

IIpn nocrymnenun B HUM KIICC3 3akoHHBIH
MpeJCTaBUTENh pedeHKa MoAnucan WH(HOPMUPOBAH-
HOE TOOPOBOJILHOE COTJIaCHE.

Oo6cy:xnenne

Wzyuenne reHesza u BIUSHHUS OOCTPYKLHMH BBIBO-
nHoro otzaena JOK pnurenbHoe Bpemsi 0CTaBanoch
npenmeroM muckyccuit [14]. I[latodusuomorns ['KMIIT
BIiepBbIe onrcana B 1960-x rr. B padorax E. Braunwald
u coast. [15], E.D. Wigle u coasr. [16], yka3aBuiux Ha
UMONIATUYCCKUI TUNEPTPOPUUECKUI U MBIIIECYHBIH
Cy0aopTalbHBIIl CTEHO3, YTO TEM CaMbIM HOAYECPKH-

BaJIO MEPBOCTENIEHHOCTh OOCTPYKTHBHOIO XapakTepa
3a00J1eBaHH.

O6ctpykuums BeiBogHOTO oTAena JIXK Bo3HMKaeT B
pe3ynbTare B3aMMOJCWCTBUS HECKOJIBKHX MEXaHM3-
MoB. KittoueBoif anarToMu4ecKoil JeTepMUHaHTOH (CTa-
TUYECKHI KOMITOHEHT) SIBJISIETCS COYEeTaHue TUIepPTPO-
¢upoBanHON Oa3anbHOW MEpeaHe-IePEeropPOIOYHOMN
crenku JIK ¢ ero nmonocrteio, Cy arlUMU BbIBOAHOU
otaen. OyHKIIMOHATBHON Xe (AMHaMUYeCcKol) aeTep-
MUHAHTOH OOCTPYKITUH CITY>KUT MUTPAJILHO-TIEPEropo-
JOYHBIN KOHTAKT, wiu SAM-cunnpom [14]. IlepBona-
qaabHO SAM-CHHAPOM CUUTAJICS MaTOTHOMOHUYHBIM
s KMII, onHako Temnepb OH pacro3HaeTcs U MpH
JPYTUX MATOJIOTUYECKUX COCTOSHUSAX, MEHSIONINX Te-
oMmetputo U Qyuaknuio JODK u MuTpanpHOTO KiamaHa.
Opnaxo B cimydae ¢ 'KMII SAM-cunapom ocoOen-
HO pAaclpoCTpaHeH U3-3a MEePBUYHBIX aHOMAIMH MHU-
TPaJIbHOTO KJamaHa (ero yBeJWYeHHE U YIUIMHEHHE)
Y TIOJIKJTANIAaHHOTO arapara (TunepTpodus U cMere-
HHE COCOYKOBBIX MBIIII, aHOMaJIbHOE MPHUKPETIICHHS
xopn) [17].

Kpowme Toro, B HacTosiIIee BpeMs CyIIECTBYIOT J10-
Ka3areibCcTBa, YTO M3MEHEHHBIE BEKTOPHI MOTOKA KPO-
BH, reHepupyemsle B nionoctu JIK, BMecTe ¢ nu3meHe-
HUSMH T€OMETPHUH OTTOKa CIIOCOOCTBYIOT KOHTAaKTy
TepeIHe CTBOPKU MUTPAILHOTO KJIarlaHa ¢ THIIEPTPO-
¢dupoBanHoi meperoponkoi [18]. Otu cuHepreruue-
CKHE€ MEXaHM3MbI MOATAIKHUBAIOT CTBOPKM KialaHa B
BbIBoiHOU TpakT JIK, BBI3BIBas €ro 0OCTPYKIHIO, YTO
TaK)Ke IPUBOJIUT K TIOTEPE KOATITAI[H CTBOPOK, B CBOIO
ouepellb SBJSIOEHCS NPUYUHON MUTPANIbHON peryp-
rutaruu [17].

B monorpaduun J.W. Kirklin u B.C. Barrat-Boyes
(1986) [12] yauBUTEIBHO TOYHO U COBPEMEHHO Cop-
MHUPOBAHO ONpeNeNeHNe THIepTPOPUUECKON Kapau-
OMHUOTIATUH: TIePBUYHAS TUMNEPTPO(Us CcepAedHOn
MBIIIIIBI, ACCOIMAPOBAHHAS C MaJIeHBKOIH MOJIOCTHIO
JIK, yCWIEHHOH CHCTOJMYECKUM U HapyLUEHHOW Au-
aCTONMYECKON (QyHKIMEH. ABTOPHI YK€ Ha paHHUX
stanax aHanuza npodnembl ' KMII Beigenunu iBa oT-
JUYUTENBHBIX (DeHOTHTIA, 0003HAYHMB MX KaK 00CTPYK-
TUBHBIA U HEOOCTPYKTUBHBIN BapuaHTHL. B HacTosIee
BpeMS IPUHSTO TOBOPUTH O Cy0aOpTaIbHOM (KJIacCH-
YEeCKOM, 0a3ajIbHOM) U CyOMUTpaTbHOM (TU(Py3HO-TC-
HEpaJIM30BaHHOM, CPEIHEKEITYTOYKOBOM) ()CHOTUTIAX.
WnTyntuBHOE mnpennonoxenue n tpakrtoBka ['KMII
KaK TeHETHYECKU JETEPMIUHUPOBAHHOTO 3a00IeBaHIS,
HEPEJIKO C OTATOIEHHOM CEeMEMHOM MCTOpuel, HaIllIo
noaTeepkaenre B 1990 1. [12]. B ommcanHoM Hamu
cllyyae Kak pa3 IpejcTaBlieHa Kiaccudeckas 0as3alib-
nast 'KMII ¢ cyb6aopranbHol 00CTpYKLIHUEH.

HecMoTtpst Ha TO 4TO KaKABIH CHHIPOM XapakTe-
pusyetcst cBonM (erotumnom, Mg Becex PAComaruit
XapaKTepHBI 00IIKe KINHUYECKHUE MPU3HAKU: Kapano-
MHOIIaTUH M pa3Hble TIOPOKHU PA3BUTHS CEPIIEUHO-CO-
CYIUCTOM CHCTEMBI, MOCTHAaTaJbHasl 3aJepKKa pocTa,
JUIEBON TUCMOP(HU3M, aHOMAITUHN OTIOPHO-/IBUTATEIh-
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HOTO anrapara U KOKHbIX TIOKPOBOB, HEHPOKOTHUTHB-
HBIC pacCcTpoiicTBa Pa3sHOIl CTENEHH W IOBBILICHHBIH
PHUCK OHKOJIOTHYECKHX 3aboneBanuii [3]. Y ommcan-
HOT'O MAalMEeHTa CPeIy BBILEIEPEYHCICHHBIX OTMeYe-
HBI CJICAYIOIIUE NIPU3HAKN: KapAMOMUOIIATHS, aHOMA-
JIUSL OMOPHO-ABUraTEeNIbHOTO ammnapara (BbIpaykeHHas
JabeBUIHAs JeopMaiys IPyIHON KIETKH, [OTeped-
HO€ TTOCKOCTOIINE), KOKHBIA CHHAPOM (MHOYKECTBEH-
HBIC JIeHTUTO) (puc. 1, 2).

Cunrnpom LEOPARD - peakoe (opdannoe) 3a60-
JIeBaHME, TOYTHU HE MPEJCTaBIEHHOE B JIUTEpaType:
okosro 200 omucaHWii B 3apyOeXHOW JHTEpaType U
eJIMHUYHBIC COo00IIeHus B poccuiickoii [13]. B Hacrto-
s[Iee BpeMsl OTCYTCTBYIOT YETKHE PEKOMEHAALNHU I10
JMUarHOCTHKe 3a0oneBanns. HecMoTps Ha mpenmyie-
CTBEHHO MaJIOCUMITOMHOE TE€UYEHHUE, MaTOIOrMUeCKUN
IPOLIECC MOXKET NIPOrPECCUpOBaTh U MPUBOIUTH K Ha-
pacTaHuio THIEPTPOPUH MHOKapHAa, TeMOAMHAMHYE-
CKUM paccTpOHCTBaM M YIPOXKAIOIIMM >KU3HU Hapy-
HIeHnsaM putMa cepama [13].

B 1976 . D.A. Voron u COaBT. COCTaBUJIN JAArHO-
CTUYECKHE KPUTEPUHU, COIIACHO KOTOPBIM Ul MOCTa-
HOBKHM jauarHo3a cuHapoma LEOPARD neoOxomumo
HaJIN4ME HECKOJIBKUX JICHTUIO U JBYX APYIUX MPU3HA-
KOB; B OTCYTCTBHE KOXKHBIX MPOSIBIICHUH HEOOXO MBI
TPY OCHOBHBIX INpPH3HAKA W HAJMYUE YJIEHA CEMbHU
HEPBON JIMHUYU POJCTBA C IOATBEPKICHHBIM JHATHO-
3oM cungpoma LEOPARD [19]. 13 u3BecTHBIX KpuUTe-
PHEB JTaHHOTO CHHAPOMA Hall IALMeHT UMEIl YEeThIpe:
KOXHBIN CHHIPOM (MHO)KECTBEHHBIE JICHTUTO Ha KOXe
Bcero Tena), sepudunuposannas ' KMII, orcraBanue
B TIOJIOBOM Pa3BUTHH B CPAaBHEHHH C ITACTIOPTHBIM BO3-
pacToMm, 3aJiepKKa pocTa.

VY 85% manmentoB ¢ cuaapomom LEOPARD mpen-
craBiensl myTtanuu resa PTPN11, kotopslii kogupyet
nporeuntuposuHdocarazy SHP2 (xiroueBoit dep-
MeHT PAC-miytn). OcTanbHbIe CiTydau CBS3aHbI C MyTa-
nusmu reHoB RAF1 u BRAF, kotopsie nposiBisitorest
bomee TsoxenbM perotunoMm [13]. OnmcanHOMy HaMU
NalKUeHTy TeHeTHYeCKOe UCCIIeI0BaHNe He OBbLIO Mpo-
BEJICHO, JIMILIb IIAHUPYETCs B OMiKaiiiee Bpems.

Pucynok 1. MHOXECTBEHHBIE JIECHTHIO Ha KOX€ JIMLA, SIp-
KO-TOJTyObIe «KOLIaYbW» PaITyKKH

Figure 1. Multiple lentigines on the skin of the face, bright
blue “cat” irises

C.JI. JI3eMemKeBUY W COABT. MPOAHATH3UPOBAIIN
pe3yabTaThl XUpyprudeckoro yieuenus 10 nerei, ore-
pupoBansbix no nosoxy I'KMII B Bo3pacte 10—18 ner
B niepuofi ¢ 2016 mo 2021 r. Y aGCoMOTHOTO OONBIITUH-
ctBa ngereit (9 u3 10) Habmromanace cyOMHTpasbHAs
(muddysHo-reHepannzoBanHas) Gopma rUIEpTpoOPUn
MHUOKap/a, TOJILKO B OJTHOM CIIy4ae yCTaHOBJICH KJIac-
CHYCCKHI CyOaopTaIbHBIH (6a3anpHBIN) heHoTum [12].

Bce onepanuu ObUIM BBITIOJIHEHBI B YCIOBHSX UC-
KYCCTBEHHOTO  KpOBOOOpamieHus. XUpypruueckoe
JICYCHUE TalMeHTa ¢ Cy0aopTalbHbIM (0a3aibHBIM)
¢enorunom ['KMII 3akimiouanocs B 4pe3aopTaabHOM
HCCEYCHUH TUTIEPTPOPHUPOBAHHOTO 0A3aIbHOTO OTJIe-
Ja MEXOKETYJ0OYKOBOW TIEPEropoiku. Y TallMeHTa C
I'KMII, cunnpomom bapiioy, reHeTHYecKu MOATBEPK-
nenusiM cuaapoMom LEOPARD omeparust BeIoTHE-
Ha JIOCTYTIOM 4Yepe3 aopTy W JIEBOE Tpejcepaue, Mu-
TPaJIbHBINM KJIallaH 3aMEHEH MEXaHHYECKUM MPOTE30M
[0 METOAMKE YHUBEPCAIBHOTO XOPAOCOXPAHSIOLIETO
npote3upoBanus [12]. Ocransabie 8 geTeit ¢ nuddys-
HO-T€HEPAIN30BaHHBIM CYOMHUTpPAJIbHBIM (PEHOTUIIOM
OBLIH OTIEPUPOBAHBI YEpe3 a0pTy B YCIOBHUAX HOPMO-
TEPMHUECKOTO HCKYCCTBEHHOTO KPOBOOOpAIICHUS W
kapauoruieruu («Kycronumony). PactmpenHas Muo3K-
TOMUS BKJTIOYAJIa MHOAKTOMHIO 1O OCHOBAHMS TIAITHJI-
JISIPHBIX MBI, UCCEYCHHE OOJIBIIIOTO YMCIIa MEXKIa-
MAUIPHBIX W TAMWUIPHO-KETYIOYKOBBIX XOpJH, a
TaK)KE KPYIHBIX MBIIICUHBIX TPAOCKYJ, PE3CKIIUIO
(DYHKIIMOHAIEHO HE 3HAYUMBIX MANMUTSIPHBIX MBIIIIT
W TapHeTANTbHYI0 PE3CKIHI0 YPEe3MEPHO THIIePTPO-
(bupoBaHHBIX MbIII. Takas CyOMHUTpanbHas PEKOH-
CTPYKITUS TIO3BOJISIIA JTOOUTHCS TTOTHONH MOOMIA3AIAN
MaNWUISIPHBIX MBIIII, CJICJACTBUEM Yero ObLIO YBEIH-
yeHre 00beMa MOJI0CTH U YIyUIlIeHne KOMILTagHca Jie-
BOTO Xexymouka [12].

MeTobl XUpYPrUdeCcKOro JICUSHUSI 00CTPYKTUBHOM
T'KMII BK/IHO4AOT U30JIUPOBAHHYI0 MHOIKTOMMIO Ye-
pe€3 aopTajbHbIM, KETYAOYKOBBIA WM MPEICEPAHBII
JOCTYIIbI, TaKXKe ISl KoppeKkund SAM-cuHapoma Bbl-
MOJTHSIOT TIPOTE3UPOBAHUE HITH ITACTHKY MHUTPaJILHO-
ro kinamnasa [20].

Ha ceromnsmmanii nenp HambOomee 3(DPEKTUBHBIM
METOZIOM XUPYPrHUECKOTO JICYCHUS CHMIITOMATHYe-

Pucynok 2, 3. JlagpeBunHas aedopmamusi TPYIHOH KIIETKH,
MHOKECTBEHHBIE JICHTHIO
Figure 2, 3. Scaphoid chest deformity, multiple lentigines
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CKUX TIalIMCHTOB SIBJISCTCS KOMOMHUPOBAHHOE XU-
pyprudeckoe BMEIIaTeNIbCTBO: COYETAaHUE PACIIMPEH-
HOW CEeNTalbHOM MHOSKTOMHUU C BMENIATEILCTBOM
Ha MuTpajibHOM knamase [17]. Hecmorpst Ha To 4TO
T'KMII »to HaciaeacTBeHHOE 3a0o0JjieBaHHE, CTEICHb
y4acTus TepeHell CTBOPKM MHUTPAIbHOTO KJlarnaHa B
oOcTpykuuu BeiBogHOTO oTaAena JIK uHIuBHIyanbHO
BapbupyeT. B cBsi3u ¢ 3THM pa3paboTaHbl pa3IuYHbIC
MeToAbl Koppekuuu SAM-cuHApoma y MaLMEHTOB
¢ I'KMII, cpeau xoropsix meton I.L. Kron, nHampas-
JICHHBIN Ha 3a/iHee CMEIIeHHE MalMJUIIPHBIX MBIIIII,
BMEIIIaTeNIbCTBA, HampaBieHHble Ha cTBOpkH MK;
meton A. Carpentier ¢ pe3ekiei 3aJHeld CTBOPKU U
MCTIOJIh30BaHMEM OMOPHOTO Kolblla; Metos R. Hetzer,
HaIlpaBJICHHbIA HA OTpaHUYEHUE JBUKEHUS TepeHen
CTBOPKM MHTPAJILHOTO KJIallaHa 3a CYeT HaJOKEHUS
[1-00pa3HbIX OIBOB IO KOMHCCYpaM; TpaHCAOPTaIbHAS
texHuka edge-to-edge mo O. Alfieri (1996), nanpas-
JIeHHas Ha cONMKeHUe NepeAHedl W 3aaHell CTBOPKHU
MK (cermentbl A2-P2) I1-00pa3HbIM mBOM Ha Ted-
JIOHOBBIX TIPOKIJIAJKaxX 0e3 WCIOJB30BAHUSA OIIOPHOTO
koreia [20].

B onucanHoM HamM ciydyae HHTpaoIepanioHHO
OTME4YeHa BhIpaxkeHHas rureprpodust JIK, BrimomHe-
Ha peBu3Mus BeIHOCsIIEro TpakTa JDK, Mexokemynouko-
BOH meperopoaku. B 6azanpHOM 9acTr Ha 2—3 ¢M HIDKE
0T (pMOPO3HOTO KONIBIIa A0PTAIHHOTO KJIaraHa orpee-
JIeH TUNepTpOo(QHUPOBAHHBINH YYaCcTOK MO THITYy BaJIMKA.
BeinonHeHo ucceueHMe MHOKapAa Ha MPOTSKEHUH
3—4 cm. [lanee 3TuUM k€ TOCTYIIOM IPOBE/IEHA MJIACTH-
ka MK mo meronuke O. Alfieri edge-to-edge, koropas
mokaszana npu SAM-cuHApOMEe (COTOCTaBICHHE CBO-
0omHBIX KpaeB cermMeHTOB A2-P2). 3arem BBIIOJIHE-
HO YIIMBAaHHE AOPTOTOMHOIO JIOCTYIa HENpepbIBHBIM
JIBYPSITHBIM OOMBHBIM IIIBOM.

Bce 10 onepupoBaHHbIX JeTEl YCOEIIHO MEpEHEC-
JM XUPYPrUdecKoe BMEIIATeIbCTBO, OBUIA BBHITHCAHBI
W3 CTallMOHAapa W B TOCJEAYIOIEM pPEeTyIspHO Ha-
Omrofamuchk ¢ (uKcanueil KIMHAYECKOTO COCTOSIHUS,
oOsi3aTenbHOM oreHkol ganHbix DK u BHyTpuCcep-
JIEYHOM T€MOJIMHAMUKHU C MOMOUIBI0 TPAHCTOPAKAIb-
Hoil OxoKI' [13]. Hopmanu3anusi BHyTpUCEPICUHON
reMoauHaMUKH ((paKTHIECKOe OTCYTCTBHC WIIM CHH-
s)kerue < 10 MM PT. CT. Iepemnaa JaBJICHUS B TIOJIOCTH
JIK, xak u ycTpaHeHHE MUTPAIbHOM HEJOCTaTOYHO-
CTH B pe3ysbTaTe NepeHECUCTOINYECKOIO CMEIIEHUs
CTBOPOK MHTPAIBHOTO KIIAlaHa) JOCTHUTHYTO Y BCEX
OTIepUpOBaHHBIX neTeil. Ecim no omepanmu (yHKIm-
OHAIIFHOE COCTOSHHE BCEX OONBHBIX OBLJIO OTHECEHO
k II-IV knaccam cepnedHol HEIOCTATOYHOCTU I10
NYHA, To yxe uepe3 roj fajnee u qajiee KIMHAYECKas
OIIEHKA YIy4IIWiack 0 | ¢yHKIMOHAIBHOTO Kiacca
mo NYHA [13].

OrnrcaHHbIN KITMHAYECKUH CIIydail HHTePECEH TeM,
YTO YK€ B MO3HEM IOCIEONEePalMOHHOM TIepHojie Ha
JTane peabWiIMTalMy B yCIOBUSX CTallMOHApa y Ma-
LMCHTA OTMEUEHA TOJOXKUTENIbHAsI JUHAMUKA B BHJIC

YMEHBIIICHHUSI CUMIITOMOB CEPJICUYHON HEA0CTaTOYHO-
CTH: HECKOJIbKO BO3pPOCJIa TOJIEPAHTHOCTh K (hu3mye-
CKOW Harpy3ke, YMEHBIIWIACH OJIBIIIKA MPH (hu3nde-
CKOM Harpyske U MOJIHOCTBIO Hcue3iia B okoe. Bauny
CPOKOB IPOBEJEHUSI XUPYPru4eCKOro BMEIIATEIbCTBA
OIICHUTHh OTIAJICHHBIC PE3yNbTaThl JICUCHUS TIOKa HE
yIAI0Ch, OAHAKO MAIMEHT HAXOAHUTCS Ha TUCIIAHCEp-
HOM y4YeTe B MOJUKJIMHHUKE KapAHOAMCIIAHCEPA, YTO
MO3BOJIUT MPOAHAIU3UPOBATh KAYECTBO €r0 KU3HU B
OTJAJICHHOM IEPUOJE.

3akioueHue

[IpencraBneHHoe HaMM OMUCAHUE PEAKOTO HaOIro-
JCHUSl CBHIETEIBCTBYET O HEOOXOAMMOCTH TOYHOH
9THOJIOTHUECKOM INAarHOCTUKU Pa3IMYHBIX (popM Kap-
JUOMMONATHH. «30J0TBIM CTaHAApPTOM» BepH]UKa-
WU HACJIEICTBCHHBIX CHHIPOMOB SIBISETCS MpsMas
JHK-nuarsoctuka. Tonbko Ipu HaJIM4YMU MOJTBEPXK-
JIEHHOTO JIMarHo3a MOYKHO MEpPCOHAIM3UPOBAHHO I10-
JOWTH K JIeueHHI0 M mporHoszy. OObeM Xupypruue-
CKOTO BMEILIATEIbCTBA JOJDKEH OBITh IOJIHOLEHHBIM
1 CBOEBPEMEHHBIM, 00eCIeunBaTh yCTPAaHEHUE H3Me-
HEHUIl KIIAMaHHOTO anmapara, yBEJTHYEHHUE ITOJIOCTH
JICBOTO KEIyJOYKa, a TaKke MPO(UIAKTHKY pa3BHU-
THUS J)KU3HEYTPOXKAIOIINX TaXxHapuTMuil. B Hacrosee
BpEMsI T€HETHUYECKHNE HCCIIEOBAHUS CTaHOBATCS BCE
Ooee OOIIEOCTYITHBIMY, TIOPTOMY JaHHBIN BUJ TUa-
THOCTUKHA B TOM YHCIIE JOJKEH BXOAHWTH B CTAHAAPT
HEOOXOMUMBIX 00cieqoBaHnil. BeIsgBiieHHE reHeTHYe-
CKOH NMPHUYHMHBI BKIIOYAET TECTUPOBaHUE ONMKaUIINX
POICTBEHHUKOB M OINpEAEICHHE MaJOCUMITOMHBIX
(hopM, YTO O3BOJISIET CIIPOrHO3UPOBATH TEUEHHUE 3a00-
JIEBaHUA, BO3MOJKHBIE PUCKHM Pa3BUTHS TE€X WINM HMHBIX
OTKJIOHEHUH B COCTOSTHUHM 3/I0POBBS B LIEJIOM, a TaKKe
PUCK BHE3aIHOW CEpAEYHON CMEPTH.
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HNudopmanus 06 aBTopax

Kynasckas Mapuanna Buxmopoeéna, Bpad — NeTCKUid Kap-
IMOJIOT OTAENEHHs Kapauoxupypruu Ne 2 ¢enepanbHOTO T0-
CYIapCcTBEHHOTO OIO/PKETHOr0 HaydHOro yupexnenus «Ha-
YUHO-HCCIIEA0BATEIbCKUN MHCTUTYT KOMIUIEKCHBIX HPOOIeM
CEepACYHO-COCYIAMCTHIX 3a0oneBanuii», KemepoBo, Poccuiickas
Denepanus; ORCID 0000-0002-9739-3036

Llabaes Hnvmup Danunesuy, KaHIUIAT METUIMHCKUX
HayK Bpau — CEp/IeYHO-COCYAUCTBIN XUPYPr OTIEJIEHUs Kap-
quoxupyprud Ne 2. crapmmil mpernogaBateib HayqHO-00pa-
30BaTEILHOTO OTAENA, MIIAQALINN HAyYHbBIH COTPYIHUK J1abo-
paropun opraHonporekuun y aereii ¢ BIIC ¢enepanbHoro
rOCYIapCTBEHHOTO OFOPKETHOTO Hay4yHOro yupexaeHusi «Ha-
YYHO-UCCIIEJOBATEIbCKUI MHCTUTYT KOMILJIEKCHBIX MpoOiem
CeplIeuHO-COCYIUCTHIX 3a0o0neBanuii», KemepoBo, Poccuiickas
®enepanus; ORCID 0000-0003-0101-2567

Pymsnyeea Anexcanopa Anexcanoposua, KaHIUIAT MEIH-
IIMHCKUX HayK CTapIlUi HaydHBI COTPYAHHUK J1abOpaTopuu
OPraHoNpPOTEKIUN y AeTel ¢ BpOXKIEHHBIMU IOPOKAMU CepALa
(benepanbHOro rocyJapcTBEHHOIO OIOMKETHOIO HAyYHOIO Y4-
pexnenus «HaydHo-HcCcneqoBaTebcKiii HHCTUTYT KOMIUIEKC-
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