§ KAVMHWYECKUN CAYYAN

Tabpycenxo C.A., Canpoa M. A,, Cryxasosa O.B., Asayposa X. M., Muaaase H.B.

OI'BY «HanuoHaAbHbIH MEAUITHHCKUI HCCAGAOBATEABCKHIH IIeHTpP Kaparosorun> Munsapasa Poccun, Mocksa, Poccus

CuaparoMm LEOPARD

Cunppom LEOPARD ¢ MHOXXeCTBEHHBIMU A€HTHTaMU (KapAI/IOMI/IOHaTI/I‘IECKI/IfI AeHTI/II‘I/IHOB) — PeAKO€e TeHeTHIECKU AeTEPMUHU-
poBaHHOe 3a60A€BaHMe C Ay TOCOMHO-AOMUHAHTHBIM THIIOM HACAEAOBAHSL. PacIipocTpaHeHHOCTb AAHHOTO CHHAPOMA HEU3BEeCTHA.

OAHI/IM U3 IIATOTHOMOHHNYHbIX KAMHUYECCKHUX HpOHBAeHI/Iﬁ CHHAPOMa CAY>KHUT HAAMIHE MHOXXECTBEHHDPIX ACHTUTMHO3HbBIX IIMI'MEHT-

HBIX IIITEH II0 BCEMY TEAY. Hau6oaee vacroe KapAHaAbHOE IIPOSBACHHE (OKOAO 80%) = I'I/Il'IepTPOCI)I/ISI MHOKapAa. Hamu IIpeACTaB-

ACH peAKI/IfI KAUHHUYECKUN Cquaﬁ AHArHOCTHKH CHHAPpOMa LEOPARD ¢ MHO>€CTBEHHBIMM A€HTUIAMH Y IMAaTHeHTKH B BO3pacTe

32 aeT C BEAYIIVMH IIPOABACHHIAIMH B BUA€ BbIDA’KEHHDIX MOp(l)O(I)yHKLII/IOHaAI:HI)IX I/ISMEHeHI/Iﬁ, I‘I/IHEPTPOCI)I/II/I MHOKapAa B Hapy-

LIEHHMH PUTMA CEPATIA.
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Cunappom LEOPARD; runeprpodust MUOKapAd; TUIepTpodHUIecKast KapAMOMHOIATHS; KEAYAOUKOBASI
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Asmop 0rs nepenucku

O COBpPEMEHHbIM IIPEACTABACHHAM, TUIIEPTPOPUIECKAS
HKapAHOMHonaTm[ (TKMII) - remermdecku o6ycAoB-
AeHHOe 3a00AeBaHHME MHOKapAa (ayTOCOMHO-AOMHHAHTHBII
THI HACAEAOBaHHU:), XapaKTepH3yloIjeecs THIepTpodueit
MHOKapAa AeBoro (6oaee 1,5 cm) u/HMAK IPABOTO XeAyAOUYKa
(TDK), 4ame acHMMMeTPHYeCKOTO XapaKkTepa 3a c4eT yTOALLe-
HHSL MeXOKeAyAOuKoBoil neperopoaku (MDKII). Aunamaszon
KAMHUYECKUX IPOSIBACHHI KpaiHe BEAHMK: OT 6eCCHMIITOM-
HBIX AO IPOTPECCUPYIOIUX U TPYAHO IOAAQIOIIMXCSI MEAH-
KaMEHTO3HOMY A€YEHHIO POPM C TDKEAOH CHMIITOMATHKOM.
IlepBbIM M eAMHCTBEHHBIM IIPOSIBAGHHEM MOXET CTaTb BHe-
3amHas cepaedHas cMepTs [ 1, 2].

I'KMII siBAsieTCSI reHeTHYeCKH reTepOreHHBIM 3a00Ae-
BaHHUeM, IPUYMHOMN KOTOPOTO CAyXaT okoao 1500 omucan-
HBIX K HACTOsIeMy BpeMEeHU MYTaIllil HEeCKOABKUX IeHOB,
KOAUPYIOIUX OeAKH KapAMAABHOTO CapKOMepa M HeKo-
Topble HecapkoMepHble 6eaku [3-7]. Lleasrit psip Hacaea-
CTBEHHBIX HapyIleHHI MeTaboAn3Ma U 0OAe3Hell HAKO-
IAGHMS MOTYT MMHUTHPOBATh (EHOTHI M KAMHHYECKYIO
kapruny [KMII [8, 9]. [Tatororudeckue cocTosHuUS, mpe-
HUMYIIeCTBEHHO HMEIOIUe CHCTeMHble IPOSBACHHS, pac-
CMAaTPUBAIOTCS B KA4eCTBE CHHAPOMA, BKAIOYAIOI[Ero MpH-
3HaKH runepTpo¢un Muokapaa. K aroi rpymnme orsHocsT-
cs MHTOXOHADHAAbHble HAapyLIEHHS, HAaCACACTBEHHbIE
MeTaboAndeckue 3aboaeBaHus: 60ae3Hp AHpepcoHa-Da-
OpH, TAUKOTEHO3bI; 6OAE3HH, BbI3BAHHBIE MYTAIUSIMU B Te-
HaX, KOAUPYIOIIUX PEeryAsSTOpHYIO cybbeanHuiy y> AMO-
aKTHBHPOBAHHON IPOTEMHKHMHA3bl MAM X-CBS3aHHBIN AM-
30COMACCOLIMMPOBAHHBII I'eH, KOAUPYIOIHil MeMOpaHHbIe
6eakn LAMP2 (60aesHp AaHOHA); CHHADPOMBI MaAbOp-
manwmit: cuappomsl LEOPARD, Hynana, Kocreaso; Heps-
HO-MblmedHbie 3a6oaeBanus (artakcus Opuapeiixa) [10-
14]. HexoTopble MaLMeHTH CTPAAAIOT HETeHeTHYeCKHMH
3a00A€BaHUSIMHU, KOTOpPble MOTYT HMHTHUPOBATb HACAEA-
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cTBeHHbIe (OPMbI, HAPUMEP, AMHAOUAO03 cepana [15, 16].
ITpu aTOM Ka)kAasl M3 IATOAOTHIT IMeeT CBOU 0COOEHHOCTH.
[IpuMeHeHMe TAKMX TEPMHHOB, KAK «MHTOXOHAPHAABHAS
I'KMII», npusHaeTcss HeIpPUEMAEMBIM, MPEAOYTUTEAD-
HOM sIBASIeTCSI GOPMYAHMPOBKA AMArHO3a, HAIIPUMEp <«CHH-
Apom LEOPARD /Hynana ¢ runepTpoueit MUOKapAa>.

Cunppom LEOPARD mpeacTaBasieT coboit CAOXKHOe
AUCMOp{OreHeTHIECKOe PACCTPOMCTBO IepeMeHHOH Iie-
HEeTPaHTHOCTH U akcnpeccusHocTy [17]. LEOPARD - aro
ab0peBHaTypa OCHOBHBIX IIPOSIBACHHI CHHAPOMA, KOTO-
pas 6piaa cocraBaena R.J. Gorlin u coasr. B 1969r. [18]:
Lentigines — AeHTUro-nurMeHTHble IATHa (pacmpocTpa-
HeHHOCTh A0 80%), ECG abnormalities — usmenenms
Ha anekTpokapauorpamme (JKI'), Pulmonaly stenosis —
CTEHO3 AerouHoil aprepuu, Abnormalities of genitalia -
aHoMaAuu renuraauii, Deafness — HeflpoceHcOpHas Tyroy-
xocTb (20%).

MoAeKyASIPHO-ITATOreHEeTUYEeCKOH ~ OCHOBOM ~ CHHAPO-
Ma LEOPARD siBasieTcsi AepeKT reHOB, KOAMPYIOIIHX OeA-
KM, PEeryAMpyloIue TaK Ha3bIBA€MbI CHIHAABHBIM ITYTh
RAS/MAPK. AaHHbIi [IyTh HECET OTBETCTBEHHOCTD 3a Pas-
AUYHBIE KAETOYHBIE IPOLIeCChl, ObecreyrBaronue HOPMaAb-
HOe PasBUTHE KAETOK M TKaHeH OpraHM3Ma B 9MOPHOHAAB-
HOM M [IOCTHATaABHOM MieproAax [ 19].

Coraacuo C. Rapezzi u coaBT., CylecTByeT psiA IIpU3HA-
KOB M CHMIITOMOB, IIO3BOASIIOLINX IIPEATIOAOKHTD OIpeAe-
ACHHBI AMArHO3: HAIlpUMep, NPH HAAMYUHM ASHTHUIO, IITO-
32 BEPXHETO BeKa U TUIIEPTEAOPHU3MA, TPYAHOCTSIX OOy deHN s,
HHTEAAEKTYaAbHOI 3aAepIKKe, HeHPOCEHCOPHOM TYTOYXOCTH
caeayet ipearioaarars cuaapom LEOPARD [17].

TeneTnyeckue 3a60AeBaHUS 1 CHHAPOMbI MOT'YT COIIPO-
BOXXAQTbCSI MEHbIIIeH BBIPAXKEHHOCTBIO TUIEPTPOPUU MUO-
Kapaa, B 9TUX cAydasix AuarHo3 ['KMII tpebyer usyuenus
AOTIOAHHTEABHOTO MaTepHaAd, BKAIOYAsl CeMeHHBIN aHaM-
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He3, 3KCTPaKapAMaAbHble cCUMOTOMBI, usMeHenus Ha OKI,
AabOpaTOpHBIE MCCAGAOBAHHS M MYABTHMOAAABHYIO BH3Ya-
AM3AITHIO CEPALIA.

Pacnipoctpanentnocts PAComaruit (rpymma 3a6oaesanmit
BbI3BAHHbIX MyTallUsIMH B T€HAX, KOTOPble KOAMPYIOT KOMIIO-
HeHTHI 1 peryasTopbl RAS/MAPC-cHrHaABHOTO ITyTH) €O-
cTaBasieT okoAo 1:1000 nHAMBHAYYMOB. B HacTosmee Bpems
k PAComarusM oTHOCAT Helipo¢ubpomaros 1-ro Tuma, CHH-
apombl Hynan, LEOPARD, Kocreano, Aeruyca, xapauoda-
I[HOKOXKHBIH CHHAPOM, CHHAPOMBI KAIIMAASIPHOM U apTepHuo-
BeHO3HOI Maabpopmanyu [20].

Y 85% marmenTos ¢ cuaapomom LEOPARD umerorcs my-
taru reHa PTPN11, xoTopbiit KOAUPYeT IIPOTeHHTHPO3UH-
docarasy SHP2 (xarouesoit pepment PAC-mytn). Ocrasp-
Hble cAydau cBsisaHbl ¢ MyTampsimMu reHoB RAF1 u BRAF,
KOTOpbIe MPOSIBASIIOTCSE 60Aee TspKeAbIM peHoTHoM. OcHOB-
HOM THII HACA@AOBAHHS Ay TOCOMHO-AOMHHAHTHbIM.

Y nanuenTos ¢ cuaapomom LEOPARD 6oaee uem B 80%
CAy4YaeB BBISBASETCS IATOAOTHS CEPAIlA, B KOTOPOH Beay-
Ilee MecTO 3aHMMAIOT runepTpodus Muokappa (80%), kaa-
nannbie Aedextsi (50%) U AedeKTHl pasBUTHS KOPOHap-
HbIx apTepuit (15%) [21, 22]. AAuTeapHOe Bpemst CHHAPOM
LEOPARD moxeT nporekars 6eCCHMITOMHO, 1 €AUHCTBEH-
HbIM TpOSIBAGHHEM (He CMTAsl AGHTUIO) CAY>KHT BBIPRKEH-
Has runepTpodus AeBoro xeayaouxa (AK).

Pucynox 1. AeHTHrO KOXH
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B 1976r1. D.A. Voron u cOaBT. COCTaBUAU AMAIHOCTHYE-
CKHe KPHTEPHHU, COTAACHO KOTOPBIM AAS IOCTAHOBKM AMa-
rro3a cuaapoma LEOPARD He06X0AUMO HaAM4YHe HECKOAD-
KUX A€HTUTO U 2 APYTHX IPU3HAKOB; B OTCYTCTBUE KOXHBIX
IIPOSIBAEHHI HEOOXOAUMBI 3 OCHOBHBIX IPU3HAKA U HAAWYHE
YAEHA CEeMbH IIePBON AMHHMHU POACTBA C IIOATBEPXKACHHBIM AU-
arnosom cunapoma LEOPARD [23].

Cunppom LEOPARD - peaxoe (opdanHnoe) 3abonre-
Banue. MHopMaun o HeM HEMHOTO AQXKe B 3apybex-
Hoil AuTeparype (Bcero okoao 200 ONMHCaHHIL), UMEIOT-
CSI AMIIIb eAMHUYHbIE OTeUeCTBeHHbIe coobmenus [24, 25].
B macrosmee BpeMs OTCYTCTBYIOT 4eTKHE PeKOMEHAA-
LIMHU 10 AMATHOCTHKe 3ab60oAeBanus. HecmoTps Ha mpenmy-
IeCTBEHHO MAaAOCHUMIITOMHOE TeYeHHUe, TaTOAOIUYeCKHHI
IIPOIIeCcC MOXeT IPOTPecCUPOBATh U MPUBOAUTH K Hapac-
TaHMIO THIIEPTPOPUU MUOKAPAQ, TeMOANHAMUYECKUM pac-
CTPOMCTBAM U YTPOXKAOIMM KU3HH HapYIIEHHUSM PHTMA
cepana [26-31].

Aasee mpeacTaBAGH KAMHHYECKHMH CAydYail MaljieHTKH
¢ curppomMoM LEOPARD u mposiBAeHHSAMH B BUAE IIpOTpec-
CHPOBAHUS IMIIePTPOPUU MUOKAPAA I BOSHUKHOBEHHUEM JKe-
AYAOYKOBBIX HapyIIeHUH pUTMA CepALIa.

IManmentka K., 32 aet, mocrymaa 38 HMHUII kapauoao-
TUH C )KaA00aMH Ha KOPOTKHE SIIM30ABI YYAIIEHHOTO CepALie-
OueHnst, AMLCKOMPOPT B 00AACTH CepALia.
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Pucynox 2. I'unepresopusm

HacaeACcTBEHHOCTD 1O 3200A€BAHHSIM CEPACYHO-COCYAH-
CTOIi cucTeMbl He oTAromeHa. B Bo3pacTe 2 mec Brepsble BbI-
CAYIIMBAACSI CHCTOAMYECKHUIT IITyM B OOAACTH CEPALIA, IO AAH-
HbIM axokappuorpadun (OxoKI') BbisBAEHO yTOAIeHHe
MIKII a0 1,8 cM, Ha OCHOBAaHUH 4er0 ObIA YCTAHOBAEH AMA-
THO3 «BPOXKAEHHBIN IOpok cepana: pepexr MOKII. Tunep-
Tpopudeckas: KAPAMOMHOIIATUS C OOCTPYKIMEH BBIHOCS-
mero TpakTa AJK>. Co IKOABHOrO BO3pacTa Ha KOXKe AUIIA
U BepXHeH YaCTH TYAOBHIA CTAAd OTMEYATh MOSBACHHE MHO-
JKeCTBEHHBIX MEAKOTOYEUHbIX KopuyHeBbIX maTed. C 11 aer
CTaAM 0eCIIOKOHUTH TOAOBHbIE HOAH, OBICTPAsT YTOMASIEMOCTb
u obmas caabocts. Bee 9TO BpeMs maijiieHTKa HaXOAMAACH
I10A HaOAIOAEHIEM KapAHOAOTOB.

ITpu ocMoTpe: HeIPOIOPIMOHAABHO KOPOTKHE U TOHKHE
HIDKHHE KOHEYHOCTH, II0 BCeMY TeAy MHOXKeCTBEHHbIE IIAO-
CKHe TeMHO-KOpHMYHeBbIe IITHA Pa3MepaMu OT 1 MM A0 3 cM
(puc.1), runepresopusm (IIMPOKO pacCTaBACHHBIE TAQ3a,
pHC. 2), KOPOTKHI1 HOC C IMPOKUM OCHOBaHHEM.

IIpu ayckyAbTaluu cepalla PUTM IIPAaBHABHBIN C YacTo-
TOI1 CepAeUHBIX COKpamjeHuit 70 ya/MHH, BBICAYIIMBAETCS CH-
CTOAMYECKHH IYM HaA BCei IMOBEPXHOCTDIO CEPALIA C MAKCH-
MyMOM B TOuke BOTKMHa 1 Hap a0pTOi. ApTepHaAbHOE AAB-
Aerne 110/60 mmpr. cr. Ha OKT' 6a0xapa mepepaHeBepxHest
BETBU AEBOM HOXKM ITyuka IWca, mpusHaku runeprpoduu
¢ usmeHeHnsamMu Kommaekca ST-T. Ilpu xoarepoBckoM Mo-
nuropuposaruu DKI' (XM DKI') 3aperncTpupoBaHbl mpo-
GEXKHU JKeAYAOUKOBON TaXUKAPAMH ¢ yacToToit 140 ya/Mun
(puc.3), KOTOpble KAMHHMYeCKH OINYIAAUCH MALMEHTKOM
KaK AUCKOM(OPT B 00AACTH CepALia.

ITo parrpIM Ix0KT, KaMephI cepAlla He pacIIMpeHsl, ppax-
st Beibpoca ADK 72%, HapylieHHit AOKAABHOM COKPATHMO-
cru HeT. MUKIT acummeTpuyHO yToAmeHa A0 1,7-2,3 cM; ToA-
muHa 3apHe# crerku AOK 1,2 cm. Mimeercs nepeaHecucroan-
JecKoe ABIDKEHHE IepeAHell CTBOPKH MHTPAABHOTO KAArlaHa
C IIOAHBIM CONPUKOCHOBEHHeM ¢ 6azaAbHbIM oTAeAoM MOKIT -
IPU3HAKU OOCTPYKIJHH BBIXOAHOTO TPAKTA AEBOTO JKEAYAOU-
xa (BTADK); onpeaeasieTcst aHeBpuaMarudeckoe BhlOyXaHue
MeMm6panosHoit yactu MOKII. TTpaBbie 0TAeABI cepALia He pac-
IIMpeHsl, THIepTpodus MuOKapAa mepepaneit crenxku TDK —
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Pucynox 3. ITpo6exxa
SKEAYAOUKOBOM TaxXMKapAuH 13 10 xoMIaekcoB

I

0,7 cm. TIpu3Haku A€ro4HOM TUMEPTeH3UHU U IOBbIIEHHE I[eH-
TPAABHOTO BEHO3HOTO AABACHNS HE BBIIBACHBIL.

ITo AQaHHBIM AOTIIIAEPIXOKAPAHOrpadUH OTMEUAeTCs BbIpa-
SKEeHHas 06Cpr1<umI BTAOK: MakcHMaABHBIN TPAAHEHT AABAe-
uust 10S MM pT. CT., CKopocTb oToka kposH 5,5 M/ ¢ (puc.4).

Amacroamdeckas ¢yHkuus Muokappa AJK Hapymewna:
TPAaHCMUTPAABHBI IIOTOK IO THIIy ICEBAOHOPMAABHOTO
(E/A 1,5; E 100 cM/c); CKOPOCTH AMACTOAMYECKOTO CTIeK-
Tpa 6picTporo Hanoanenus (Em) 1o AQaHHBIM TKaHeBO#t MHO-
KapAUAABHOH AOIIAEPOTrpadHU CHIDKEHBI OT BCEX CTEHOK
K, Ho B 60AbInel crenienn ot MOKIT.

brisa Brmmoanena upecnmmeBoaHas OxoKI, mo paHHBIM
KOTOPOM BBISIBAE€H IIOAKAATIAHHBIA CTEHO3 ACTOYHOM apTEPHH,
06yCAOBA€HHBDII THIIEPTPOdHEeil MIOKapAA B 0OAACTH BBIXOA-
Horo tpakra I DK.

C neapio yrouHeHUsI MOP$OPYHKIIMOHAABHBIX H3Me-
HeHMH MHOKApAd BBHIIOAHEHAa MarHUTHO-Pe30HAHCHas
tomorpadus (MPT) cepplla ¢ KOHTPACTHBIM YCUAEHH-
eMm. Ha Tomorpammax MOKII umeaa BepeTeHOOOpasHyIo
$opmy, onpeaeasiaoch 3HaunTeAbHOE yToamenue MOKII
B IlepeAHeIeperopoAOYHOM obAacTU: B 6a3aAbHOM cer-
MeHTe — A0 26 MM, B cpepHeM cerMeHTe — A0 15 Mm. Kpo-
Me TOrO, B cpeareM oTaese MOKIT ompeaeasianchy ABa ray-
0okux auBepTHKyAa. Toamuna muoxapaa ITDK cocrasas-
Aa 4-5 mm. Ipu xuno-MPT B pasy cucToAbl OTMeYaAUCDH
3HAUUTEAbHOE yMeHblleHHe pasdMepoB moaoctu IDXK,
npusHaku obcTpyknuu BeiHOCsmero tpakra ITDK. Io-
Aoctp AOK B cHCTOAY Taxoke OblAa 3HAYUTEABHO yMeHbIIe-
Ha, ONpeAeAsIACS CAa00 BbIpaKeHHbIH HH3KOMHTEHCHUB-
HpIM moTOK B mpoeknuu BTAJK, uTo cBuaereapcTBOBaAO
o Haanyuu obcrpykuuu BTAJK u AJK. ITocae BBepeHMsI
KOHTPACTHOI'O BellleCTBA BU3YaAHU3HPOBAAUCH ABA Y4acT-
Ka ero HaKOIAeHHMS B HIDKHHX U IIepeAHHX OTAEAAX TUIIep-
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Pucynox 4. 9xokapauorpammsi 60abHo# K.

Pucynox S. MPT cepalia ¢ 0OTCpO4eHHBIM KOHTPACTHPOBaHHEM

o Y W

A — acummerpuunas rumeprpodus MOKII (crpeaxa); B — mepeane-
CHCTOAMYECKOE ABIDKeHHe (CTpeAKa) TiepeAHeit CTBOPKH MUTPAABHO-
IO KAalaHa, Bei3biBaromee obcrpykuuo BTAJK; B — cucroamyeckuit
rpaaueHT pAaBaeHns B BTAOK (105 MM PT. CT.). MOKIT - MexckeAya0d-
koBas meperopopka; BTADK — BRIHOCSIIMIL TPAKT A€BOTO XKEAYAOUKA.

TpodupoBanHoro muokapaa MOKII. Pesyabrarsr MPT
C OTCPOYEHHBIM KOHTPACTHPOBAHUEM IIOATBEPAUAN HAAH-
yre acuMmmeTpuyHOoM runeprpoduu MIKII ¢ mpusnaka-
My GuOpo3a 1 OOCTPYKIUK BHIHOCSITUX TPAKTOB 00OHX

140

OmpeaeAsIIoTCs 30HBI HHTPAMHOKAPAUAABHOTO
KOHTPacTHpOBaHus runeprpoduposannoit MOKII (cTpeakn).
MCKIT - MexcKeAyAOUKOBas IeperopoAKa.

eAyA0uKOB (pHc. S), IpH 9TOM XapakTep pacrpeAeAeHus
Y4aCTKOB OTCPOYEHHOTO KOHTPACTHPOBAHUS OBIA THIIH-
ven aas TKMIT [24].

INareHTKa AAMTEABHOE BpeMsi IOAy4aAa beTa-appeHo-
0AOKaToOphl, Ha GOHe MpHeMa KOTOPBIX U OBIAU 3aperucTpH-
POBaHBI IMPOOEXKH SKEAYAOUKOBOM TaxXHKapAuu. B cBsisu
¢ HeaPpPeKTUBHOCTBIO B Ka4eCTBe aHTHAPHTMUIECKON Tepa-
MY ITpHeM OHCOIPOAOAA ObIA 3aMeHeH Ha IPHeM COTAAOAA
B pAo3e 160 mr/cyrt, npu nmosropHom XM OKI' sxeaypouko-
Bble HapYIIEHUs PUTMA CepAIla He ompeaersianch. Ilarment-
Ka ObIAA BBINICAHA C PeKOMEHAQALINEN IIPOBEACHNUS TeHeTHYe-
CKOTO 0OCACAOBAHUSL.

Amarsocruka cuappomMa LEOPARD xpaiine sarpypHe-
Ha BBHAY HCKAIOUHTEABHON PEAKOCTH AAHHOH ITaTOAOTHH,
eme 6oAee 3aTPYAHHTEAbHA TAKTHKA BEACHMS TAKUX OOAD-
HbIX. Y NaljHeHTKH 3a00AeBaHHE MMPOCAEKHBAETCS C AET-
CKOT'O BO3PAaCTa, B TeUeHHe AAMTEABHOTO BpeMEHU OTMeda-
eTCsl yBeAMYeHHe CTENEeHU BBIPaKeHHOCTH TMIepTPOHUH
muokappa. XKaaro6sr masocmenududansl. Auaraoctudeckast
KOHIlenHd GOPMUPOBAAACH HA OCHOBE ydeTa CIerudH-
YeCKUX BHEIIHUX MPOsIBACHUIl (AHTUTO, TUIIEPTEAOPU3M,
AMCMOPQHS) U PEe3YABTATOB KOMIIAEKCA BU3YaAH3HPYIO-
ITUX HCCAGAOBAHHUH cepAlla — BBIPAXKEHHAsI THIePTPOPHs
MHOKAPAA XKEAYAOUKOB C OOCTPYKIjHeN BbIHOCSIIUX TPaK-
TOB BBICOKOH CTENeHH, He3HAUHTEABHBIH CTEHO3 AeTOYHOMH
apTepuH, MbIIIEYHBII TPabeKyASIpHbIN AepeKT B BepXymied-
HoM oTaere MOKII, obanTepanus moAocTeit 000X JKeAy-
AOYKOB B CHCTOAY, HAAHYHMe y4acTKOB ¢pubposa B rumep-
tpo¢uposannoit MOKIL

Kougb/tmcm UuHmepecos asmopamu He 3asi6AeH.

Crarpsanmocrynuaa 18.09.19
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