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CunnpoMm IllepemeBckoro-TépHepa (mamee — Teép-
Hepa) — TeHeTUIecKoe 3a00JIeBaHNe, XapaKTepHU3yIoIIe-
ecss MOHOCOMMEH XpOMOCOMBI X M COIIPOBOXKIAIOIICECST
XapaKTePHBIMM aHOMAJTUSIMM (U3NIECKOTO Pa3BUTHSI,
HU3KOPOCIOCTHIO U TTOJIOBBIM MHpaHTUIM3MOM. CHH-
npom TépHepa BcTpeuaeTcs ¢ yactoroir 1:2500 poxneH-
HBIX XWBBIMU IeBOYeK. CMEpPTHOCTb IPU CHHIPOME
Tépnepa BbIIIIE, YeM B OOIIIEH MOMYISIINY KEHILIWH 1U3-3a
boJiee BBICOKOI paCIPOCTPAHEHHOCTU CEPOCYHO-COCY-
IUCTBIX U ayTOMMMYHHBIX 3a001eBaHuii [1].

BnepBoie 3Ta 00Jie3Hb KaK HacCIeICTBEHHas Oblia
ormicana B 1925t coBerckuM sHaokpuHonoroM H.A. Ille-
peIIeBCKUM, KOTOPBIM CYMTaJ, YTO OHA OOYCJIOBJICHA
HEIOpa3BUTHEM ITOJIOBBIX XeJIE3, TIepemHeil JOJM TUIIO-
¢u3a m coueraeTcs C BPOXIEHHBIMHM ITOPOKAMM BHYT-
perHero passutusi. B 1938t TépHep BbImeIMI XapaKTep-
HYIO IUII 3TOTO CHMIITOMOKOMILIEKCA TPUAAy CHUMIITO-
MOB: TIOJIOBO¥ WH(MAHTWIN3M, KOXHBIC KPBIIOBUIHBIC
CKJIAIKM Ha OOKOBEIX ITOBEPXHOCTSIX IIEH M Ae(OopMalInsT
JIOKTEBEIX CYCTaBOB. DTHOJIOTUA 3a00JieBaHMST (MOHOCO-
MU 10 X-XpoMocome) Obl1a packpsita B 1959r. B Hamreit
CTpaHe 3TOT CMHIPOM MPHUHITO HA3bIBaTh CHHIPOMOM
lIepemeBckoro-T€pHepa.

Haub6osee 9acTbIM KapIHOJIOTMIECKIM IIPOSIBIICHUEM
cunapoma TE€pHepa SIBISIIOTCS TIOPOKU Cepiala U KpyIi-
HBIX COCyOOB (KOAapKTaIus aopThl, aHEBPU3Ma AaopTHI,
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OTKPBITHIII apTepUAIbHBIA IIPOTOK, He(MEKT MEXIKEIIy-
IIOYKOBOW TIEPETOPONKH, IBYCTBOPUYATHIA aAOPTaIBHBIN
KjlamaH) — OHM BcTpevalorcs B 50% ciyyaeB. 2KeHIIMHBL
C apTepHUaJIbHOI TUIIEPTEH3NEH B COUCTAHUH C CaXapHBIM
IabeTOM MMEIOT OOJIBIIYIO BEPOSITHOCTH BO3ZHUKHOBE-
HUS MO3TOBOTO WHCYJIbTa WM MHMapkTa Muokapaa [1].
HaHHBIX IO pacIpOCTpaHEHHOCTH MH(papKTa MIOKapIa
y manmeHTOoK ¢ cuHapoMmoMm TépHepa Her. CodeTaHue
cunapoma TépHepa ¢ MH(papKTOM MHOKapaa, IMOo-BUIAM-
MOMY, pemKoe.

[IpuBomMM oIMcaHWe OBYX KIMHWYCCKUX CIIyIacB.

IMammenTka E., 28 met. B 10 neT Bo3pacTe TMarHoCTH-
poBan cuHapoM llepemeBckoro-Tépuepa. 1o pesynbra-
TaM LUTOreHeTHYecKoro ucciemosanus ot 5.07.2015:
YBEIMYCHNE TeTepOXPOMATHUBHOTO paiiOHa XPOMOCOMBI
9, monocomust X (cuHIpoM IllepemeBckoro-TépHepa).
I[IprHIMaeT 3aMECTUTEIBbHYI0 TOPMOHAJIBHYIO TEPAIIHIO
¢ 13 net (bemocron). Ha doHe miprema mpermapaTta MeH-
CTpyallUM peTYJISIpHBIC. Y SHIOKPUHOJIOTA PETYISIPHO
He HabTogamack. YpoBeHb OOIIETO X0JIeCTepHHA OIIPee-
jsia B 20151 — 6,7 mmosb/a. C utons 20171 cTana oTMe-
YaTh OOJIM 3a TPYAMHOM IIpH X0Ob0e, HO 3HAYCHMS STOMY
He mnpupgama. Broporo wutons 2018 roma, TipeGBIBag
Ha OTIOBIXE Ha IOre CTpaHHBI, B 9 Beuepa IMOYYBCTBOBAJIA
CHJIBHBIC 00JIM 3a TPYOIUHOI, KOTOPEIC He KYITUPOBAINCH
BaJIMIOJIOM M KOpBaJIojIoM. BrI3BaHHAasI Opurama cKopoit
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romotnu 3adukcuponana Ha DKI smeBanmio cerMeHTa
ST B orBenenuax V1-V3. [TauueHTka ObU1a TOCITUTAIN3M -
poOBaHa B CTallMOHAp PAMOHHON OOJBHUIIEI. BBLTO TIpO-
BEIeHO 00e¢300/MBaHEe HApPKOTUYCCKUMHU aHAJIbIeTH-
KaMM, Ha3HauYeHBI aHTHATPETaHTH (alleTHICAINIIIIIOBAST
KHCIIOTa W KJIOIIMIOrpen), OeTa-0IoKaTop, caprad (13-3a
M3BECTHOTO Kalmig Ha WHTHOuTOphl AII®D), craTtmH.
Tpombonusuc He npoBoamicsa. Bo3amMoxXHOCTU IS TIPO-
BeleHUST KOpOHapHOI aHTuorpadum He ObLUT0. Yepes 2
HemeaW ITallMeHTKa ObLIa BBINMCAaHA B YIOBJICTBO-
PUTEIIFHOM COCTOSTHUM M OJIaTONOJIyIHO IOoOpanach
IO OCHOBHOTO MecCTa IpOXWBaHUs. bomm 3a rpymmHOM
IIpY XOOb0E COXPAHSIINCh, B CBA3M ¢ UYeM pelIniia 00cie-
IIOBAThCSI B CTAIIMOHApE.

ITpu mocryruiennu B crammonap 16.08.2018: cocros-
HHe IMAIUeHTKN YIOBICTBOPUTEIIBHOE, MYJIBC 74 yI./MUH,
AJl 100/60 MM PT.CT., TOHBI CepALla PUTMUYHEIE SICHBIE,
ITyMBI HE BEICIYIIUBAIOTCS, B JICTKUX IBIXaHUE BE3UKY-
JISIpHOE.

OKT or 16.08.2018: cuHycOBBIi pUTM 67 B MUH, KOM-
mwiekcsl QS B orBenenmsix avVL, V2-V4 ¢ sneBanueii cer-
menTa ST.

OrpunatenbHble 3younl T B orBegeHusx I, aVL,
V2-V5, nByxdasHblil B oTBeneHnn V6.

OOmwuii aHaM3 KpoBU Oe3 M3MeHeHUit. JIMITMIHbBII
IpOodIIIh KPOBU: OOIIMIT X0IeCTeprH 3,8 MMOJIb/JI, XOJIe-
CTEpHUH JIAIIONPOTEHAOB HU3KON IuIoTHOCTH 2,1
MMOJIb/JI, XOJICCTCPUH JIMIIOIPOTEHIOB BEICOKOM IIIOT-
HoctH 1,3 MMOJIb/J1, TpurauLepuast 0,86 MMOJIb/1.

Dxokapauorpadus ot 17.08.2018: ncroHueHne MUO-
Kapma 1o 0,3 cM 1 IMCKUHE3 B 00JIaCTH BEPXYIIKH JIEBOTO
KeIymodyKa, aKnHe3 BCeX alTMKaJTbHBIX CETMEHTOB, BBIpa-
JKEHHBIM TUTIOKMHE3 MepeIHe-TIepeTOPOIOIYHBIX CETMEH-
TOB, TUMOKWHE3 0a3aJJbHOTO M MEIWAIBHOTO ITePEIHUX
cermeHTOB. Dpakmus BBEIOpoca JEBOTO XKeIyIodyKa
o Cumricony 40%.

Koponapnas anrnorpacdus ot 20.08.2018: timr xopo-
HapHOTO KpPOBOOOpAIICHUS mpaBserit. [lepenHss
HUCXOIAIAsI apTepusi — CTEHO3 IIPOKCUMAIbHOIO Cer-
MeHTa B npegeiax 90%. Orubaroliast apTepusi U mpaBast
KOpOHapHas apTepusi — U3MEHEHHNIA KOHTYPOB He 0OHa-
pyxeHo. C y4eTOM KIMHWUYECKUX IIPOSIBICHUI W IIPO-
KCHMAJIBHOTO PACIIOIOKCHUS CTeHO3a TIepeaHe HICXO0-
ISIIIEit apTepry OBIIO IIPUHSITO PEIIeHUE O € CTEHTHPO-
BaHMU, KOTOPOE OBLIO YCIIEIITHO ITPOBEICHO.

Cuunaturpaduss Muokapaa ot 22.08.2018: mpusHaku
obmmmpHoro aedekra nepdy3un MruoKapaa JIeBOTo XeIy-
IIOYKa B OacceifHe KpOBOCHAOXEHMS MepeaHeit HICXONsI-
e apTepry ¢ MaKCHUMaJIbHBIM ITOpaXXeHUEM IO CTe-
IICHW OTCYTCTBHUSI Tepdy3MH B OOJIACTU BEPXYIIKHU
M B TIPOCKIINY MPIIECTAIONIETO allMKAJIBHOTO IIepEIHETrO
CeTMEHTa; YMEpeHHas1 TUmnoIepdy3uss B IIPOCKINU
TepeaHe-TIeperoponOYHbBIX, MEINATLHOTO M 6a3aJIbHOTO
MepeqHNX, YACTUYHO IIepeIHEe-O00KOBBIX CETMEHTOB —
0o0IIMii 00beM TTOpaXkKeHUSI MHOKapaa JICBOTO KeJTyIouKa
cocTaBu okoJio 43%. JlokanbHast COKpaTUMOCTD: BbIpa-

JKEHHAasl TUTIO- W aKWHE3WsI CeTMEHTOB BEPXYIICYHOMN
0061acTH, MEINAIPHOTO W 0a3aJIbHOTO IEpEeTHEe-IIepero-
POIOYHBIX, MEOUATBHOTO TIepemHero cerMmeHToB. Mpak-
LIS BEIOpOCA JIEBOTO Xejymouka — 45%.

IMamenTka E. Gbuta BhINMCaHa B YIOBJIETBOPUTEIb-
HOM COCTOSIHMU 4epe3 6 mHeil. PekoMeHOoBaH mpuem
aNeTWICAIMIIIIIOBOM KHCIIOTHI, KJIOIMMIOIpesia, aTopBa-
CTaTHHA C TIOCIICAYIOMNM HaOTIIoNeHNEM Y Bpada-KapIaruo-
JIora.

Bropoit cinyuait mH(bapKTa MUOKapma y ITalUueHTKH
¢ cunapoMom IllepenieBckoro-T€pHepa okasajcs 6ojee
IpaMaTHIHBIM.

B mpuemnblii mokoit ximmHuku 12.01.2019 B 18.34
mocTtapiieHa TanmueHTKa Y., 34 roma. AHamHe3 coOpaH
co cinoB Mmatepu. Cunapom IlepemeBckoro-TépHepa
IUaTHOCTHPOBAaH B NIETCTBE, JICKAPCTB HE IIPUHUMACT.
HacaencTBeHHOCTD OTSTOIIEHA — OTEIl yMep OT MH(papK-
Ta MHOKapza B Bo3pacTe 35 JIeT.

HakanyHe B TedeHUE IBYX OTHE HEOTHOKPATHO BO3-
HUKAJIW XTydue OOJM 3a TPYIWMHOM Oe3 YeTKOil CBSI3U
C BHEITHUMHU (paKTOpaMu, KOTOPBIE KYITHPOBAINCH CaMO-
crosrenbHo. C yrpa 12.01.19 uyBcTBOBAJIA CeOST HETIIOXO.
Beuepom BhINLIAa Ha yaMIY W BO Bpems XoabOwl B 17.15
MOSIBWJIICh MHTEHCUBHBIC XXTYUHMe U CKUMAIOIIHNE OOJTH
3a rpynmuHoOii. IlammeHTKa ITOIBITAadach WAOTHA HAJbIIeE,
HO 00JIM CTaJIM HapacTaTh, ITOSIBUJIACH BEIpaXKCHHAsI CJa-
00CTh (CO CIOB MaTepu — IMalMEHTKa oOMsKIa), Mosi-
BUWJICSI XOJIOMHBIN OOMJIBbHEIN 1OT. bbuTa BRI3BaHA OpuTa-
nma ckopoit momomm. Ha 3apeructpupoBannHoit DKI
OoOHapyXeHBI TIPU3HAKM WH(MApKTa MUOKApIa HIDKHEH
U TIepeaHe-00KOBOM CTEHOK JICBOTO XKeTyoouKa. ApTepH-
abHOE IaBJICHWE He oIpemesstiock. Ha morocrnmranb-
HOM 3TaIre ObUTM BBEICHBI HAPKOTMYECKMIT aHAIBICTHUK,
modaMH, aHTHATPEraHThl, TeaprH. B mpreMHOM mToKoe
KJIMHUKY TPU3HAKNA KapAMOTEHHOTO IIOKa. ApTepHraib-
Hoe maBimeHue 40/20 MM prt.ct. Ilyaec 100 ym./mMuH.
3aTopMoXeHa, Ha BOMIPOCHl OTBEYACT OTHOCIIOXHO.
Ha DKI: sneBanusa cermenta ST B orBemenmsx 11, 111,
avF u B V5-V6.

INameHTKA 3KCTPEHHO TPAHCIIOPTUPYETCS B PEHITCH-
OIlepallMOHHYI0 M3 TIPUEMHOrO IIOKOs. HememreHHO
HauaTta nHGY3UsT HopaapeHanrnHa B mo3e 0,5 MKT/KT/MIH.
Bo BpeMmsT TpaHCTIOPTUPOBKY Y MAIIMEHTKU 3apeTUCTPH-
poBaHa ocTaHOBKa KpoBooOpameHusd. B 18.35 cosnanme
OTCYTCTBYET, CAMOCTOSITCIbBHOE IBIXaHHE OTCYTCTBYET,
MyJbC Ha MATUCTPAJIbHBIX apTepHUsX HE OMpemesIseTcs.
I[To MoumTOpy acucronmsi. HadaTtel peaHMMAaIlMOHHEIC
MEpOIIPUSTHS: HEIPSIMOM Maccaxk cepilila, MCKYCCTBEH-
Hasl BeHTWISILIMS JISTKUX, B BeHy anpeHaauH 1,0 Ha ¢pusmo-
JorudeckoM pactsope. B 18.36 BoccTaHOBJIEH CMHYCOBBIA
put™m. IlanmmeHTKa B CO3HAHMM, 3aTOPMOXEHa, HO Ha
BOIIPOCHI OTBEYACT 110 CYIIIECTBY. ApTepHaIbHOE TABJICHIE
50/30 MM PT.CT., YHCIIO CEPOEYHBIX COKpAaIleHUH 78
B MuHyTy. [lanmeHTKa mocTaBieHa B peHTICHOIIePALIOH-
Hyto B 18.37. IIpomomkeHo BBeAeHNE B BEeHY HOpaapeHa-
mmHa B go3e 0,5 MKT/KT/MUH Ha (PU3UOJIOTMIESCKOM pac-
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TBOpe. B peHTreHomepamuoHHoii B 18.45 Bo3HUKIIA
GUOPMIUISLINS KeTyIOYKOB, HEMEUICHHO HadaTa cep-
IIEYHO-JICTOYHAs] pPeaHUMAaIs, DJICKTPONUMIIYIbCHAS
teparus. [locne neuOpwISILuKM peakuii UINOBEHTPU-
KYJISIDHBIIT PUTM C TIEPEXOIOM B acHCTOJMIO. PeaHmma-
LIMOHHBIC MEPONPUSITUS B TedeHre 30 MUHYT OKa3aJuch
6e3ycniemrHbBIMU. B 19.1512.01.2019 xoHCcTaTMpOBaHa OMO-
JIormdecKas CMepTh IMallMeHTKU. Bu3yanmm3npoBatb Kopo-
HapHOE pyclio He YOAJIOCh, KOPOHApHAas aHTHOTpadus
ObUTa OCTAaHOBJICHA Ha 3Talle YCTAHOBKM WHTPOMIOCEpa
B IIPaBYyI0 OCAPEHHYIO apTEPHIO.

B ananuzax kposu: yeiikouuro3 — 19,5x10(9); Tpom-
ooumro3 — 426x10(9); mIOKO3a TUTa3Mbl KpoBU 22
MMOJIb/JT; TporoHuH I — 0,2 Hr/min (HopMa 0-1 Hr/mi).

HarmpaBiieHa Ha I1aTOJIOTOAaHATOMMYECKOE HMCCIIEIO-
Banue c¢ auardHoszoMm: OcHoBHoe 3aboneBanue: UBC:
nH(apKT MroOKapaa IepeaHe-00KOBOM CTeHKM, HIDKHEH
CTEHKM JIEBOTO 3KeJlyoHodyKa ¢ MogbeMoM cermMeHta ST
ot 12.01.2019. OcnoxHeHnss ocHOBHOTO: OcTpast ceprued-
Has HemoctaTouHocTh o Killip IV. KapannoreHHbIi 1ITOK.
Oubpmmrsusg KeaygoudkoB (12.01.2019). Acucronus.
ComyrerBytomue 3aboneBanus: Cuampom Illepermnes-
ckoro-TépHepa. CaxapHbIii nuadeT?

JlaHHBIC ayTOIICHU: IIOBTOPHBIA TpaHCMYpPaJbHBIN
nH(apKT MIOKapIa HIDKHE# CTCHKH JIEBOTO XKeTyIoJKa;
IepemHe-IeperopomoOYHbIl  TTOCTUH(MAPKTHBIN pyOelr
MHuoKapaa (oOIast IDIoInagb W3MEHEHHOTO MHOKapaa
20 CMZ); ycTheBoii cTeH03 70% IpaBoii KOPOHAPHOI apTe-
pun; cteHo3 70% IpOKCUMAaIbHOIO CErMeHTa CPEAUHHOMN
aprepun; creHo3 70% aucTanbHOI 4yacTU ormbarolei
apTepuu; TUIOILIA3KS MepeaIHeil HICXONSIIE apTepu;
OCTpOE TOJTHOKPOBHE TTOYEK, IIEUCHU, HAIITOYCUHNKOB,
MHOKapaa, JIETKNX, WHTePCTUIIHAIBHBIN OTEK JIETKMX,
OTEYHO-TeMOPpParNIeCKIIl ITAHKPCATHUT.

0GcyxaeHune
B 000uX KJIMHMYECKUX Cliydyasx (MO JaHHBIM KOpO-
HapHO# aHTHOTpadUU B MEPBOM Ciaydae U MO JAHHBIM
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ayTOIICHUM BO BTOPOM cJiydyae) ObLT 0OHapykeH BbIpaXkeH-
HBIIT KOPOHAPHBIN aTepOCKIEpO3, TIPUBEIIINIT K pa3BU-
IO MH(apKTa MrUoKapaa. Ha ocHOBaHWM 3TOTO MOXHO
TIPEIITOJI0XUTh, YTO V MAIMeHTOK ¢ cuHApoMoM Illepe-
meBcKoro-TépHepa M3-3a BBIPAKEHHBIX TOPMOHATBHBIX
HapyIICHNI ObUTH CHIKCHBI WJIM OTCYTCTBOBAJIM 3aIlIUT-
HBIE MEXaHM3MBI, XapaKTePHBIC IJI XXCHITUH MOJIOIOTO
Bo3pacta. Hapsamy ¢ oM y IMallMeHTOK ¢ CMHIPOMOM
TépHepa perucTpupyercs IHCIUMUASMUS, HO daIle
BCETO OHA CBsI3aHA C OXMPEHHEM, CaXapHBIM ITHa0ECTOM
WJIN OTCYTCTBMEM TOPMOHO3aMCCTUTEIBHON Tepalimu.
COBMECTHO ¢ HapyIICHHSIMHU JIMIIMIHOTO OOMEHa IIpHU
cuHapoMme TEpHepa MOBHILIEH PUCK TPOMOOTUYECKUX
OCJIOKHEHMIT. DT OCIIOXHEHHUS CBSI3BIBAIOT C T1cOaIaH-
COM TIPOKOATYISIIIMOHHON U (hMOPHMHOIUTUICCKON CHC-
TeM. Tak, MOBBLILIEHHBIA YpOBeHb (DUOPUHOIEHA BhHISIB-
asuicst y 65% xenumH ¢ cunapoMmoM Tépuepa [1]. Tlo-
BUINMOMY, B 000MX IIPUBEICHHBIX HAMU CITydasX UMeJIN
MECTO HapyIIeHUsI KaK JUIIUIHOTO OOMeHa, TOATBEepPXK-
IeHHBIC TaHHBIMM UCCICIOBAHUM KOPOHAPHBIX apTePHid,
TaK ¥ TPOMOOTHYECKIEC HApYIICHUSI, TIPUBEIIINE K OBIC-
TpOMY HEKPO3y MHOKapa.

3aknioyeHme

[IpuBemeHHBIC CTyYay MO3BOJSIIOT BBIICIUTH CIICHY-
oIne KINHUKO-MOp(dOoJoTHIecKne OCOOCHHOCTHU
vHdapkTa Muokapaa npu cuHapome IllepernreBckoro-
TépHepa:

1. MOJIOIOM BO3pAacCT XKEHIIWH;

2. BBIpaXXEHHBII aTePOCKIepO3 KOPOHAPHBIX apTepUiA
(HecMOTpsI Ha TIOJ ¥ BO3PACT);

3. OBICTPOE BO3HUKHOBEHNE HEKPO3a MUOKap/Ia (Iaxe
TIPY OTCYTCTBUU TOJIHOI OKKITIO3MM KOPOHAPHBIX apTe-
puif).

KonuuKT uHTEpecoB: BCce aBTOPHI 3asIBIISIIOT 00 OTCYT-
CTBWH TTOTEHIINAJIBHOTO KOHMINKTa MHTEPECOB, TPEOYIO-
IIEr0 PacKphITUS B JAHHOI CTaThe.
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