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I.M. Ciukapyk, 0.B. XpucTtiok, M.€. PomaniB, 0.A. BacunbkoBa, 0.C. Kapronb,
M.M. NaBenko, A.B. ireHCbK1A

K3 «Jlyubka Micbka KniHI4Ha NikapHA»
focTtpun iHapKT Mmiokapaa 3 efnieBali€lo

cermeHTa ST y nauieHTa Monoaoro BiKy
I3 cuHgpomom bappae - bignsa

focTpui iHapKT Miokapaa 3 eneBadji€to cermeHTa ST — ofHa 3 HaNBINbLW NOWNPEHUX NMPUYNH CMEPTI NaLieHTIB
3 ilwemMiyHolO XBOpObOIO cepus. OCTaHHIMW poKaMU Bif3Ha4YeHO 3POCTaHHS KiNbKOCTi BUNaAKiB iHapkTy Miokapaa
3 eneBali€to cermeHTa ST cepep 4YonoBikiB BikoM 25-50 pokiB, i CMepTHICTb Bi HBOrO cepef MONOAMX YOJIOBIKIB B
YKpaiHi B 3-5 pa3iB BuLLa, HIXX B €KOHOMIYHO PO3BMHEHMX KpaiHax. [pefcTaBneHe y CcTaTTi cnocTepexxeHHs iHpapKTy
Miokapaa B MONOAOI JIOAUHU 3 TeHETUYHUM AedeKTOM, CKJIaJloBOKO YAaCTUHOIO SIKOTO € MOpPYLUEHHS MeTabonismy,
MoOXe OyTW HacNiIKoM NporpecyBaHHs aTePOCKIEPOTUYHOTO NnpoLecy. Bunagok noegHaHHsa cuHapomy bapae — bians
3 iHdbapKTOM Miokapaa 3 aHriorpadiyHo ypaxxeHMMU KOPOHapPHUMM apTepisiMu B YOoBiKa BikOM 23 pOKMU CBIfUNTb
Npo HefoOLHKY PO reHeTUYHNX 3aXBOPIOBAHb Y PO3BUTKY illeMi4YHOT XBOpOOUM cepus B MaLLiEHTIB MONOAOTO BiKY.
AKTUBHa KopeKL,isf BCIX YAHHUKIB PU3NKY, MOHITOPMHI NabopaTOpHUX MOKa3HWKIB y NigNiTKIB i MONOAMX YOJNOBIKIB 3
MeTaboniYHMMM MOPYLIEHHSIMU, MEPLL 3a BCE 3 OXUPIHHAM | FEHETUYHMMMW 3aXBOPIOBAHHSAMM, LLO CYNMPOBOAXYOTLCS
MeTaboniyHMMM po3fiafaMun, € HeODXiAHOI YMOBO MPOdiNakTUKK ileMiYHOT XBOpoOU cepLsi, 30kpema iHhapKTy
Miokapfa, B MONOZOMY BiLli.

Knio4oBi cnoBa: roctpuii iHbapkT miokapga, cmHapom bapae — bians, uykposui giabeT, nepBMHHe YepesLukip-
He KOPOHapHe BTPYYaHHS.

MocnnanHs: Civkapyk I.M., Xpuctiok O.B., PomaHis M.€. Ta iH. focTpui iHpapKT MioKapAa 3 eneBali€io cerMeHTa ST y naLlieHTa MONOLOro
BiKy i3 cHapomoM bapae — biana // Kapgioxipyprisa Ta iHTepBeHLUiHa Kapaionoria.— 2018.— N2 1.—- C. 32-39.

To cite this article: Sichkaruk IM, Khrystyuk OV, Romaniv MYe, Vasylkova OA, Kargol OS, Pavelko MM, Yagensky AV. Acute myocardial
infarction with ST-segment elevation in young patient with Bardet — Bied| syndrome. Cardiac Surgery and Interventional Cardiology. 2018;
1(20):32-39 (in Ukr.).

ocTpuil iHpapKT MioKapa 3 eJIeBaIli€io ceTMeHTa

ST (STEMI) — ozxHa 3 HaiibiibI TTOMUPEHIX
IPUYUH CMEPTi MAIMEHTIB 3 IMIEMIYHOI0 XBOPOHOIO
ceprrs (IXC). [IpoTsarom ocTanHIX POKIB cIiOCTEpira-
€TbCs 3pocTanus KimbkocTi Bunaakis STEMI cepen
4osi0BiKiB Bikom 25—50 pokiB [2, 3]. 3a manumun
HU3KU aBTOPiB, CMEPTHICTh Bif iH(apKTy MioKapaa
(IM) cepen MoMOAUX 4YOJOBIKIB B YKpaiHi ¥y
3—5 pasiB BUIIA TTOPIBHIHO 3 EKOHOMIYHO PO3BUHE-
HUMU KpaiHamu [2, 3, 9, 13]. Takosk crioctepiracThes
JTUHAMIYHEe 3pOCTAHHA PiBHS OTOCITATBHOI CMEPT-
HocTi Bim IXC cepen 1i€i kaTeropii marienTis [2, 3, 9,
13]. ETtionoriuni YMHHWKA TIPU IIHOMY TIepeBaKHO
MOB’SI3YIOTH 13 BITMBOM TIKIZITUBUX YMOB TIPAIli, 30-

KpeMa KOHTAKTOM 13 KCEHOOIOTHKAMU, KypPiHHSIM,
CIAJIKOBUMU TMOPYHIEHHSIMU JHITIHOTO 00Mify,
TaKUMHU JK CiMeITHA TiepXoJecTePUHEMId, a TaKOK
31 BXKUBaHHAM amdiTamiHiB, Kokainy [1, 3, 17].
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Puc. 1. EKT nagieHTa T., 23 poku, Ha gorocnitanbHomy eTani

110 TypOy€ MPOTIITOM OCTaHHIX 3 roauH Gesnepeps-
HO. 3’sicoBaHoO, 10 Oiib y TPYASX BUHUK PAITOBO
npubauszuo o 12:30 wa T $isuyHOrO HaBaHTa-
JKeHHSI TIOMIPHOI IHTEHCUBHOCTI (TIAIliEHT TIPAITIOE
MacaKUCTOM ) Ta TiABUIIECHHS apTePiaibHOTO TUCKY
(AT) mo 160/100 MM pT. CT. i CYNPOBOMKYBABCS
BUPAKEHOIO 3arajibHOI0 CJAOKICTIO, 3aKjIaJeHHSIM
BYX, TOJIOBOKPY KinHaAM. Ha porocritasbnomy erari
OTPUMAaB aHATIPUJIIH, KalITOTIPeC, alleTUICATIIINIOBY
KHCJIOTY, aHasbriH, Marnesii cyabdar. Ha EKT, 3ape-
€CTPOBaHIll Ha forocHiTambHOMY eTati o 13:14: putm
CUHYCOBUU TPaBUJIBHUHN, 9ACTOTA CKOPOYEHB CEPILS
(HCC) 76 3a 1 xB, enesamis cermenta ST V1-V2
2 MM, V3-V4 1-2 mm (puc. 1). llonepennix EKT y
narieHTa He 6yJio.

[Ipu orsazai y mpuiiManbHOMY BifIiICHH] y CBi-
JIOMOCTi, aJIeKBaTHWIT, HOPMaJbHOI TiIOOYI0BH,
Maca Tina 89 xr, 3pict 170 cMm. Komip mikipu sBudaii-
HUM, CTpUI HA IMKIipi )KUBOTA Ta TpyAei, mepudepuyd-
Hi HaOPSAKK BiZICYyTHI. ¥ TalfiedTa cinoTa 3 2 pokis.
AyCKyJIBTaTUBHO Hajl JIereHsAMU 0e3 MaTOJOr uHIX
3MmiH. CepIieBi TOHU TPUTIYIIEH], 3BYYHI, TiSIbHICTD

10 mM/mB
y1P50Tm  #35Im

e el e ey

50 mm/c

s 0 /uB

84 ya/MuE 22.04.16 13:14

purmiuna, YCC 80 3a 1 xB, AT 130/80 mm prT. cT.
[TaTosorii MIIYHKOBO-KUIIKOBOTO TPAaKTy Ta CEYO-
CTaTeBOi cucTeMW He BUABJIeHO. HeBposoriunuii
cratyc 6e3 MaToJIOTIYHUX Bi[XUJIEHb.

I3 anamuesy 3’sicoBaHo (31 ciiiB GaThKiB), M0
MAIi€HT BTPATUB 3ip MiCJAd TOTO, IK y AUTUHCTBI
mepexBopiB Ha Kip. TakoX MaTw MOBiZOMUJIA, IO
MIPOTSITOM OCTAHHIX KiThKOX POKiB BiH 3HAYHO CXY/I.
Y mutuHCTBI OYB KOHCYJIBTOBAHUHN IIIOJI0 CIIAJKOBO-
TeHeTUYHUX 3aXBOPIOBaHb, ajie TOYHO BKAa3aTw, 4l
6yJ10 BUSIBJIEHO MATOJIOTIIO i SIKY came, Ha Yac TOCTIi-
tastiszailii 6arbku He 3MOrJIn. TlallieHT € MenkaHieM
cizbebKol MicuieBocTi. Bynp-axy inmy comatmyny
yn iH(EKIINHY MMaToJoTio, KPiM BKAa3aHOI BUIIE,
narieHT Ta 6aTbKu 3arepednsin. TaKoK He BUSBJIECHO
JIaHUX IIPO CAAKOBY 00TsKeHicTh moao 1XC.

Y npuiimarbHOMY BifliJIEHH] TCTS BUKOHAHHSA
noBTopHOi EKT BusBieno HapocTanHs eseBartii cer-
MenTa STy V1-V2 1o 3—4 mm, y V3-V6 10 2—-3 My,
pertunipokny nemnpeciio cermenta ST y 111, aVF nmo
0,5MM (puc. 2). YpPreHTHO TIPOBEIEHO eXOKapjli-
orpadito 3 MeTO 3amepeuyeHHs MOKIUBOTO PO3-

50 mm/c

AE s o e e e

avVE,
- chc o
ycce 70 yn/wmau 22.02.16 15:24

22.04.16 15:25

Puc. 2. EKT nauieHTa T. y npuiMmanbHOMYy BipAineHHi cralioHapy
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Puc. 3. MepBUHHEe Yepe3LLKipHE KOPOHAPHE BTPY4YaHHS:
npaBa KOPOHapHa apTepis

apyBaHHs BUCXITHOTO By aoptu. BuchHoBok
exoKapaiorpadivHOTO MOCTIIXKeHHS: TIiOKiHe3 Tie-
PeIHBOTO Ta BEPXiBKOBOTO CETMEHTIB MepeIHbOI
CTIHKM JIIBOTO MIJIYHOYKA, MEPeHbOI YACTUHU MiXK-
MTYHOUKOBOI TIEPETOPOJIKM Ta BEPXiBKU 3 Tepe-
XOJIOM B akines, (pakiiis Bukuay (3a Cimrconom)
39 %, CUCTOIIYHMIT TUCK Y JIereHeBiii apTepii 42 MM
PT. CT., miacToJliyHA (DYHKIIiS TTOPYIIeHA 32 PECTPUK-
TUBHHUM THIIOM, PETypriTallifg Ha MiTpaJbHOMY Ta
TpUKyCHifiasbHOMY Kananax | crazii, aopta He pos-
MIpeHa.

TaxuMm 4YMHOM, TAIiEHTy BCTAHOBJEHO Jia-
rao3: IXC. Toctpuit kopoHapHUil CHHAPOM 3 eJe-
Baiieio cermenta ST y AisgHIl mepeaHboi CTiH-
KU JIIBOTO MIJIYHOYKA, TEPEropojiki, BEPXiBKU Bijl
22.04.2016 p. Killip 1. Aprepianbma rinepremnsis
2-to crtynend, Ilcrazii, my:xe BUCOKUil cepiieBo-
cynmunnnii pusuk. [lamient ypreaTHo gpocraBiaeHuit
y PEHTreHXipypriubuii 6JI0K i3 METO TPOBEACH-
HS HEBIAKJIAAHOI AlarHOCTUYHOI KopoHaporpadii
(/IKT). AKT Buxonano 4epe3 mpaBuil pajiaibHUM
JoCTyTl. BusiBieno: crenos mpaBoi KOpoHapHOi apTe-
pii B mpokcuMabuoMy cermenTi 110 30 %; J1iBa KOpo-
HapHa apTepist: cTOBOYp TPOXifHMii, 0OBimHA apTe-
pist 63 CTEHOTUYHO-OKJIIO3IHUX ypasKeHb, ePe/IHs
MixiryHoukosa aptepisa (IIMIITA) — roctpa okitio-
3 MPOKCUMaJIBHOTO cerMeHTa (puc. 3, 4). Ilanienty
3a nannmu /IKT mpoBesieno nepsunHe yepesikipHe
xopoHapHe BTpyuanusa (UKB) — anriommactuxy B
ninanaui oksmosii [IIMIITA koMiutaiieHcHIM OaIOHOM
Sprinter legend 2,0-15 mm Tta BcranoBieno DES
Promus 2,75-18 MM y TPOKCHMaJIbHOMY CETMEHTI

Puc. 4. MNepBUHHe Yepe3LKipHe KOPOHapPHEe BTPY4YaHHSN:
niBa KOPOHapHa apTepis, rocrpa oko3ia NnepeaHbOI
Mi)KLWITYHOYKOBOT apTepil

[IMUIA (puc. 5, 6). Kpoomiun y IIMUIA Biz-
noszieno 3 TIMI 0 no TIMI 3, micas crentyBan-
Hs1 MiokapmiasbHa Tepdysis B Oaceiini ITMIITA
blush — 3 6amu. Ilix yac nepsunnoro YKB orpu-
MaB MEIUKAMEHTO3HUU CYTPOBIZ: KJOIMiIOTPesh
(«IInmaBikc») 600 mr, posyBactatun («MepreHimn»)
40 mr per os, renmapun 10 000 Opx moaprepianbHo,
HITPOTJIIEPUH 75 MKT JOKOPOHAPHO, (i3po3umH
800,0 ma noBenno. /IKI Ta cTeHTYBaHHS TPOBENEHO
6e3 yCKJIaJIHEeHb, HA YaC 3aBEPIIEHHST CTEHTYBAHHI
CTaH MaIli€HTa MOKPAIIUBCS, Oib Y IPYASX 3HAYHO
3MeHIuBcs, eneBailisi cermenta ST y BinBemen-
Hax V1-V6 amenmunaca Basivi (puc. 7). Ilamient
JIOCTaBJIEHUH y TaaTy iHTEHCUBHOI Teparil Kapi-
OJIOTIYHOTO BiIITIEHHS [T TIOAATBIIOTO JTIKYBaHHSI
Ta CIIOCTEPEKEHHSI.

ITporsirom 10 mi6 criocrepeskeHHst y BitiieH-
Hi KapzioJiorii cTaH i3 MO3UTUBHOIO KJIIHITHOIO
JIUHaMiKOI0, 6e3 O3HaK MpOTpecyBaHHs imemii
3a ganumu EKI. TemoxmuamiuHO TmaimieHT cra-
6inpuuit. OTpUMyBaB JIKYBaHHS: KJIOIIIOTPED
(«IlmaBikc») 75 wmr/moby, aleTuacaninuaioBy
KucaoTy 75 mr/mo0y, posysacrarut 40 mr/mo0y,
6iconposion 2,5 Mr/mno0y, eHasanpua 2,5 Mr aBidi
Ha 1100y, eHokcarmapud 0,8 mur (8 Mr) migmkipHoO
aBiui wHa noOy mporsrom 7 mi6. Ha 14-ty mobOy
nepeBeileHuil y Biijerns peabimitarii, ge mpo-
JIOBKEHO TIOTIEPETHE MeIMKAMEHTO3HEe JIiKyBaHHS
Ta TPU3HAYEHO TIOJAJBINY TOKPOKOBY (Disnuny
peabiiTariio.

ITix yac epebyBaHHs y CTaliOHAPi TeMAaTOJIOTIv-
Hi TOKa3HWKW B AuHAMINli 06e3 0COOJUBOCTEIL.
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Puc. 5. JliBa kOpoHapHa apTepif Nicnsa aHrionacTuku

bioximiunuii anasmi3 KpoBi He MPOJEMOHCTPYBaB
KJIHIYHO 3HAUYYIIUX Biaxuienb. [Ipu rocmitasnmisaitii
BiJI3HAUYEHO MiIBUIIIEHHS PIBHIB ajlaHiHaMiHOTpaHC-
depasu Ta acmapraraminorpancdepasu BIBiUi TTO-
PIBHSHO 3 HOPMOIO, B AuHamilli mporsirom 10 gi6 it
MOKa3HUKKM HOpMasidyBasiucs. PiBeHb KpeaTUHIHY
He iepeputnryBas 3nadentd 0,099 mmois /1 (Kiiperc
kpeatuniny 3a Kokpodrtom — [oaTom Bignmosiamno —
101,01 Ms1/XB), €€eKTPONITHUX TTOPYIIIeHb He BUSIB-
neno. Pisenb ¢ibpuHoreny Ha 4ac rocmitasizaiiii
cranoBuB 4,88 r/1, mporpoMbGiHoBuii iHAEKC — 94 %.
V zarasbHOMYy aHaJi3i ceui BusBiIeHo 6iok Bix 1,47
no 0,73 v/n y nuHaMiIl Ha TJi BiZICYTHOCTI iHIIUX
3Mif. [Ipu gocsaijzkenHi B JUHAMII TJIIKEMiYHOTO
npodisio 3adikcoBaHO MOPYIIEHHS BYTJIEBOIHOTO
0OMiHy (piBeHb TJIIOKO3U KPOBI YIIPOAOBIK 100H CTa-
HOBUB Bizx 4,5 10 12,8 MMOJIb/JT TIPOTITOM KiTbKOX
mib crocTepesKeH s, piBeHb TJIIOKO3U B cedi — Bij
5,595 10 16,58 Mmmouib/i1). Takox y maiieHTa BUsiBJie-

D r1'0 ;:/nb 25 mm/c

1 uce 69 ya/mmm  22.04.16 19:23

Y€t 70 yu/mum

Puc. 6. JliBa kOpoHapHa apTepis 3i cTeHTOM
Yy NPOKCUMasibHOMY CermMeHTi

HO TIiJIBUTIEHHS PiBHSA THPEOTPOITHOTO TOPMOHY —
4,6 Mxmomb/n (mpu mopmi 0,23—3,40 MKMOJTB/T).
TTamienT 3 mpuBOAY 1UX BiJIXWJIEHH KOHCYJIBTOBA-
HUW €HZIOKPUHOJIOTOM, BCTAHOBJIEHO IIaTHO3: ITyK-
posuii giaber 1-ro Tuily, Blepiue BUSBJIEHUH. Y
3B’SI3KY 3 IIUM JI0 JIIKYBaHH JTOJAHO iHCYJIiH 3a cXe-
MOT0. 3aTIaHOBAaHO BU3HAUYEHHS PiBHS TUPEOTPOII-
HOI'0 FTOPMOHY B JinHaMilli pazoM i3 T3 Ta T 3 MeTo10
OoCTaTOYHOI BepudiKaiii 1iarHosy.

JlinijorpaMmy BUKOHAHO J[BiUi MPOTATOM TIE€piory
nepeOyBaHHS y CTallioHapi — IIPW TroCIiTaxisarii:
3araJbHUN XoJecTeput — 5,1 MMOJIb/J1, XOJIeCTepuH
JinomnpoTeiriB Bucokoi miipHOCTI (XC JITIBI) —
0,75 mmoun /1, Tpuraitepuan (TT) — 8,5 MMosb/1,
piBeHb XoJieCTepUHY JIHTIOTPOTEIHIB HU3bKOI 1IiJb-
Hocti (XC JIITHIIL) ne Gy BupaxyBaHWii uepes
Bucoki snadenns TT. Yepes 14 i6 mokasHUKM JIitri-
JIOTpaMU CTAaHOBWJIN: 3arajbHUN XOJIECTEPUH —

@ES P L0 wm/MP 25 mm/cC

v1250Tn

22.04.16 19:24

Puc. 7. EKT naudieHTa T. nicns BUKOHaHHA NepBUHHOIO Yepe3LKipHOro KOpoHapHOro BTpy4aHHsA
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5,3 mmoub/i1, XC JIIIBIL - 0,85 mmoms/a, TI —
7,3 MMOJIb/ 1.

YnBTpasByKOBe MOCHTIIPKEHHS: MAaTOJIOTil OPTaHiB
YepeBHOI TMOPOKHUHU, HUPOK, HUPKOBUX CY/IMH,
HUTONOAIOHOT 32J1031 He BUABJICHO.

Ha dac BumucyBanHs 3i cTaiioHapy OTPUMAaHO
YTOUHEHY 1H(OPMAIIIfo MO0 TEHETUIHOI MaTOIOTi1
B TIAITIEHTA, a caMme 3'ICOBAHO, IO Yy Billi 2 POKIB
MAIliEHT KOHCYJBTOBAHUN Y TEHETUKA, Yepe3 TMeBHY
BI/ICTAJIICTD y TICUXIYHOMY PO3BUTKY Ta IiCJIST BUSB-
JIEHHS y HBOTO MaKyJIoAucTpodii 3 TeMepasorieio
BHUCOKOTO CTYTIeHsI. BCTaHOBJIEHO /iarHO3: CUHIPOM
Myna — bignsa — bapze 3 BusiBaMu MakyJI01ucTpo-
dil Ta €aabKO30pOCTI, OMKUPIHHS, TiIEPTPULIIILE-
puzeMid Ta rimompoTeineMid. ¥ Billi 2 POKiB piBeHb
TT cranosusB 2,39 MMOJb/JI, 3arajbHOr0 OLIKa —
62,2 r/n. Tlopymienb ByTJIEBOAHOTO OOMiHY
Ha TOH vac He BusBieHo. [lamieHT HE OTpPUMY-
BaB crenudiyHOTO JiKyBaHHS, pa3 Ha PIK BiABi-
JIyBaB MEINKO-COITIaTbHI €KCIIePTHI KOMICii 3 METOIO
BUPINIEHHI MWUTAHHS IMOAO iHBaTigHOCTI. Takox
3’sCOBaHO, WO MPOTATOM OCTAHHIX 6—7 POKIB 1a60-
paTopHo He 00CTEKYBABCs, CXYHYB Ha 25 KT, TIepi-
onnuHO BixzHauaB migsuiierHs AT go 160/100 mm
PT. CT., TP 1IOMY TIOCTIfHOTO JIKyBaHHS HE OTPU-
myBaB. C1abKo30picTh CIIPOTpecyBaia g0 CJIOTH.
[Ipotarom octanuboro poky Ha TJi migBumenusa AT
iHOMI Bifi3HAuaB AMCKOMMOPT y TPYAIX, 1O MPOXO-
JIUB CaMOCTIHO. 3 TMPUBOAY BUIEBKA3aHUX CUMII-
TOMIB 110 MEIMYHY JIOMIOMOTY He 3BEPTaBCA.

IMicaa nposegeHoi craujonapuoi peabimitarii
MAIIEHT Y 3aJ0BIILHOMY CTabiTbHOMY CTaHi BUIH-
caHuil Ha aMOyJIaTOPHE CIIOCTEPEKEHHST 3a MicIieM
nposkuBaHHst. Ha vac BumucyBaHHs: 0e3 yCKaj-
HeHb foJiae Bifctanb 10 1200 M. MenukameHTO3HE
aikyBanHst 1ono IXC, mykpoBoro aiabery Ta apre-
piasibHOI TimepTeHs3ii PeKOMEHIOBAHO TOTEPEHE,
HO/BiiTHY aHTUTPOMOOIIUTAPHY TepaITiio TpU3Have-
HO Ha 12 MicsIiB 3 MOAATBIIO MOAMMDIKAIIEIO i
HATJISIIOM KapIioJioTa 3a MiclleM MPOKUBAHHS.

OGroBopeHHs

3aranoMm IM y MosomoMy Billi MOKHa YMOB-
HO po3zaimmTu Ha ABi rpymu: IM 3 anriorpadiuno
HOPMaJIbHUMHW KOpOHapHUMHU aprepisimu Ta IM 3
aHriorpaiyHUMU O3HAKaMW yPakKeHHS KOpPOHap-
Hux aprepiit. [Ipu 1boMy xapakTep ypaskeHHS MOKe
OyTH Pi3HUM Ta MaTH HE TITBKU aT€POCKIECPOTUIHUI
TeHes.

[lo meprmoi rpynu HamTeKaTh CUHIPOMU Timep-
KOAryJisiiiii, Iki MOKYTb HPU3BOAUTH 10 TPOMOO3Y
«YUCTUX» KOPOHAPHUX cyauH. Haituacriie B 0CHOBI
MIJIBUTIEHHS KOATYJAMINHUX BJIACTUBOCTEH KpPOBi
JieskaThb HePOTUIHUN CUHAPOM, aHTudochomimi-
nuii cuaapomM, aedimur XII dakropa 3cizanas ta

npoteiny C. 3okpema, mpu HeDPOTUIHOMY CHUH-
JIPOMi OCHOBHOIO TATO(Di310JIOTITHOI0 TPUINHOIO
HiZIBUIIIEHOTO TpOMOOTreHe3y € TinoajabOyMiHeMist
(memte 25 v/m). Brpaty mpoTeiniB HUpKaMU TTeviH-
Ka HaMara€TbCs KOMIIEHCYBATU HAJMIDHUM YyTBO-
pennsim daxropis 11, VII, VIII, X, XIII ta ¢i6pu-
HoreHy. TakKuM YMHOM, iHIIT MATOJOTIYHI CTaHU, SIKi
MPU3BOJIATH /IO TIMONPOTEIHEeMil, MOKHA BBaKaTH
YMHHUKAMU PU3UKY PO3BUTKY KOPOHAPOTPOMOO3Y.
ACOIIII0OBaHOIO 3 TINEPKOATYJAIE€I0 B MOJOAOMY
Billi € TaKOX TIMEePTPUTJIIEPUAEMis, sTKa HEPiJIKO
CYTIPOBOJUKYE B TOMY 4MCJi 1 HePOTUIHUH CHH-
JIPOM, TopyIneHHst (DYHKINI MHUTONOMIOHOT 3271031
Ta TIHEKOJIOTIYHI IUCTOPMOHANIBHI cTaHuW. TakoX 10
i€l kaTeropii HaseKUTh eMOOJIi3allist KOPOHAPHUX
apTepiii, HayacTImo MPUINHOI JKOi € €HI0Kap-
IUTU 3 YPaKEHHIM AOPTAJbHOTO KJallaHa. 1puBa-
JIMI KOPOHApOCIa3M IIiJl BIJIUBOM aMmiTaMiHiB,
KOKaiHy, HaJMipy €eHEepPreTMYHUX HAIOiB Ta aJKO-
rOJII0 TAKOK MO’Ke Ipussectu 10 IM 6e3 BuauMo-
TO aTepPOCKJEPOTUYHOTO TIPOIleCy B KOPOHAPHUX
cynnHaxX. Opmuielo 3 HevacTux npuuud IM moske
OyTH HasBHICTh MiOKapiaJbHUX MICTKIB IO XOIy
KOPOHAPHOI CYNHU.

Iumia rpyma npuynn IM y mMomoaux ocib — 1ie
ypakeHHd KOpOHapHUX apTtepiit. Haitgacrimoio
MIPUYUHOIO € aTePOCKJIepPO3 CyANH, SKUH HEPIIKO B
MOJIOJIOMY Billi PO3BUBAETHCS BHACTINIOK CiMEITHOI
rinepxosiecrepuHemii. Takox IM Moske GyTu cripu-
YUHEHUH CIOHTAHHOIO UCEKIi€lo iHTuMu (Ha-
MPUKJIAA, y JKIHOK y TepPUTIapTAJbHUI Tepion) Ta
PO3IMapyBaHHAM BUCXITHOTO BTy Q0PTH 3 TTOMTH-
PEHHAM Ha KOPOHApHi apTepii. AHEBPU3MU Ta €KTa-
311 KOPOHApHUX Cy/JWH, TPUPOKEHI 4yu HaOyTi
(nanpukJaz, npu xBopobi Kasacaki), a6o x ix aHO-
MaJibHE PO3TANTyBaHHI Ta BIAXOKEHHSI TaKOXK
MOXKYTh CIIPUATH TPOMOO3y abo crasmy 3 TIPHUIIH-
HEHHSIM KPOBOTOKY.

Hatimomupenimumu (akTopaMu pPU3UKY, aco-
niopanumu 3 IM y oci6 mosomoro Biky (10
45 pokiB), 3a TaHWMU HU3KW aBTOPIB, € KypPiHHII,
MOPYIIEHHST JiiHOTO 0OMiHY, MeTaboIuHi po3Ja-
IIU, TIepeIOBCIM OKUPIHHI, apTepiajJbHa TilepTeH-
3id, obtsxena 3a IXC cragkoBicTh, a TAKOXK 3TiAHO
3 HU3KOW BITYM3HSHUX MyOsiKaiii — KOHTAKT i3
kceHoOioTukamu [1-3]. TIpu 11bOMY poJib TeHETHY-
HUX 3aXBOPIOBaHb, K TEPIIONPUYNHU PO3BUTKY
HU3KW BUIEBKA3aHUX (PAKTOPIB PUUKY, BUBYECHO
Hemgoctatubo [9, 13, 17]. Ileit kainiunnii BUMaoK
STEMI y namnienTa Bikom 23 pokn 1ikaBUH 3 OTJIs-
Iy Ha Te, 10 BiH BUHWK Ha TJIi TeHETUYHOI MaTOJIO-
rii Ta mMaB 4iTki o3Haku IM I Tumy, To6TO arepo-
CKJIEPOTUIHOTO YPaKEeHHS KOPOHAPHUX CYAWH i3
TPOMOO30OM y MiCIli MOIIKO/KEHHSI aTepPOCKJIEPO-
TUYHOT OJISIIIKH.
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Cunpnpom Jloypenca — Myna — bigna — Bapae —
CIIaJIKOBE 3aXBOPIOBAHHS, SIKE€ BUSIBJISETHCS IIir-
MEHTHOIO JleTeHePaIli€to CITKIBKU, OKUPIHHSIM, TIOJTi-
NAKTHUIIETO, TITOTeHITAIi3MOM Ta PO3YMOBOIO Bi/ICTa-
mictio [5, 8, 14]. Yuepuie 6yB onucanuii Laurence ta
Moon y 1866 p. Ta nossAraB y o€/ fHAHHI TeHETUYHO
00YMOBJIEHOTO OKUPIHHSI, CIIACTHYHOTO Maparape-
3y, PO3yMOBOI BIiJICTANOCTI Ta AUCTPOMDIil CITKIBKU.
3ro/oM 10 03HAK I[bOTO CHHAPOMY OYJIO BiIHECEHO
MOJIIAKTUJIIIO 3TiIHO 3 JOCTiKeHHsIMU bapae ta
Bigna (1920-1922 pp.). Ha 1eit yac 3araqbHOBKU-
BaHUM € TepMin curgpoMm bapae — Bignsa (Bardet —
Biedl syndrome — BBS), 110 nepenbavae penoruro-
Bi IMO€EIHAHHS TTOJIIAKTHUII1, leTeHepallii CiTKiBKH Ta
oxkupinug. [lomynamiiina yacrota B €Bpori cepef
HoBoHapopkennx — 1 : 160 000 Ta 1 : 65 000 B
apaOChKMX KpaiHax, THIl yCHaJKyBaHHsS — aBTO-
COMHO-pelleCUBHUN. XapaKTepu3y€eThcsi Bapiabeib-
Hictio BusBiB [6, 8, 10-12]. ¥ 90 % Bumazakis 1e
HOEHAHHSI MTITMEHTHOTO PETUHITY ab0 IHINUX 3MiH
CITKIBKH, OJKUPIHHS Ta pO3yMOBOI BifcTanocti. [Ipu
IbOMY IIITMEHTHA JIeTeHepallis CITKIBKUA Ta CIIeIu-
(iuni y 3B’43KY 13 IMM TOPYIIEHHS 30pY — OCHOBHA
JIarHOCTUYHA O3HaKa IbOTO cUHApoOMY. HacTimie 3
YKa3aHUX BiI3HAYAETHCS TOEJHAHHI 3—4 O3HaK —
HeroBHA dopma. Came Taka dhopma criocTepiragacs
B TIPE/CTAaBJIEHOMY BUIAQJIKy — JereHeparlis CiTKiB-
KU, OKUPIHHS, PO3YMOBA Bi/ICTAJICTh, KOHCTATOBAHA
B auTsiyoMy Bimi. Brim mamieHT 3100yB cepeHio
OCBITY Ta IPAIIOBaB MACAKICTOM, 1[0 MOKHA BiJ[HE-
CTH JI0O MOKJIUBUX JIETKUX TIOPYIIEHb TTi3HABAJIbHUX
¢ynxkmii. Takok mpu IIPOMY CHUHAPOMI YacTO pee-
CTPYIOTh YPA’KE€HHS HUPOK Ta CEYOBUBITHUX MIJISIXIB,
Meyvinky, nopyienns cayxy [7, 10-12].

YpakeHHS cepIiieBO-CYyIUHHOI CUCTEMU TParLis-
I0ThCST PiZIKO. 3a JaHUMM aHami3y, ITPOBEIEHOTO
P.L. Beales ta criiBaBropamu, ipu cutapomi bapue —
bBigns y 7 % BUTAIKIB MOKYTH TPATUISITUCS CTEHO3
aoptu Ta Hecnenudiuna xkapmiomionaria [17]. [lpu
IIbOMY TMOIIYK HaMHW BiZIOMOCTEH MO0 TOCTPOTO
KOPOHApHOTO cuHApoMy a6o x IM y takux mari-
€HTIB HE [IaB Pe3yJIbTaTiB 3a MAHUMHU BiTYU3HIHOI
JitepaTypu. 13 aHTJIOMOBHUX JIZKepes BAATOCS BCTa-
HOBUTH, 1110 IM y TakuxX MaIfieHTiB TPAIJIABCA Y Billi
40—68 poxiB, IpU IIbOMY YaCTOTA BUSBJICHHS III€l
marosiorii we 6yma Bucokoio (10,8 %) [15]. ¥V Bcix
3apPEECTPOBAHO apTepiabHy TIMEPTEH3i0 1 IyKPO-
Buii giaGer. Ilpu oMy OisbrmicTh Bunaakis IM y
TaKWX TAIIEHTIB 3aBepurmncs Jjetaiabio (60 %),
i 3aranom IM BuUSBHMBCS Hal4acTIIIOO TPUYNHOIO
cMepti 'y BUOIPII 10CTI DKy BaHUX 0Ci0 13 CHHAPOMOM
bBapae — Bimna [15].

Cnenudiunoro mikyBanHsa cunapomy bapme —
binna wne icnye. PexomeHayeTbcs KOpUTYBaTH
OokUpPiHHA. TaKk0KX MOKJIMBUM TTPU AaKTUBHOMY CITO-
CTepeKeHHI € CTIOBIJIbHEHHS TIPOIIECiB JlereHepaitii

ciTKiBkU. OCKIJIBKM OTUCAHI BUIMAAKUA PO3BUTKY
B TaKUX MAIEHTIB y MAJITKOBOMY BiIli IIyKPOBO-
ro miabeTy, TiMOTUPEOIAN3MY, TOMIKICTO3y HUPOK,
BapTO KOHTPOJIOBATU PiBEHbB BIiIITOBIIHUX TOPMO-
HiB, KJipeHCY KpeaTuHiHy, Taoko3n Kposi. IIpo-
THO3 y TIAIlIEHTIB i3 UM 3aXBOPIOBAHHIM HECIIPU-
SATJAWUBUN, HafdacTille BOHU MOMUPAIOTHh Y BIIll
10—20 pokiB uepes ypeMmito abo K PO3BUTOK iHTEP-
KypeHTHMX 3axBopioBanb [7, 10]. dx yxe 3asna-
YEHO BUIIE, HAMU HE BUSIBJIEHO OMUCAHUX BUIIA/IKIB
MOEAHAHHS 1IHOTO CUHIPOMY i3 po3BUTKOM IM y
YOJIOBIKIB MOJIOJIOTO BiKY.

Bapro 3a3maunTy, 1m0 B TpeCTAaBIEHOMY KIIiHIY-
HOMY BUNAJKY, HE3BAKAIOUM HA Te, 0 B PAHHBOMY
aMTsiyoMy Biti B marienta T. OyJo aiarHoCTOBaHO
cuaapoM bapae — bBimns, a TakoX O3HaKU Timo-
MpoTeiHeMil Ta MOYATKOBOI TillepPTPUTJIilepuIeMii,
aKTUBHE CIIOCTEPEKEHHS He BeJIOCs, a BiJMOBIIHI
YUHHUKU PU3NUKY He KOPUTYBAJIUCA. Y TOMY YMCJI
IyKpoBuil giabeT OyB yrepiie AiarHOCTOBaHUI TTij|
yac €l TocmiTamisaiii yKe B CTaHi JeKOMITeHCallil,
i3 HeoOXigHicTIO iHCYIiHOTEparii, X04a, WMOBIPHO,
MaHiecTyBaB paHilie Ta CIPUAB PO3BUTKY aTepo-
CKJIEpO3y B KOPOHAPHUX apTePisx.

lneprpurmninepuaemiss Moria Bigirpatu 3HAUY-
Iy POJib IK B aTeporeHesi, Tak i K YMHHUK Tilep-
KoaryJsiii. Bigomo, 1mo genpecisi cucremu ¢ibpu-
HOJTI3y B MAIi€HTIB MOIOAOTO BiKy 3 IM Mosxke Gyt
MOB’sI3aHA 3 TINEPTPUTTIEPUAEMIEIO, TII0 CYTIPOBO-
JUKYETBCS TABUIEHUM BMICTOM iHTiOiTOpa akTHBa-
Topa MJasMiHoreHy | TUIy Ta BIJIMBAaE Ha 4acTOTY
possutky IM Ta fioro penuausis [4, 16]. To6GTo
TOPSIZT 3 ATEPOCKIEPOTUYHUM IMPOIECOM Y IbOMY
BUMAJKY Ta MPU IHITUX CTaHAX, 1[0 B MOJIOJIOMY BiIli
npu3BoAATh 0 [M, BakIMBY POJB MOXYTbH Bifi-
rpaBaTu (HaKTOPU TEMOCTa3y Ta PO3BUTOK KOary-
JIOMATIN, Y TOMY YHCJi HA TJIi TOPYIIeHb JilliTHOTO
00MiHy, 0OYMOBJIEHUX HE TIJIBKU TBUIIEHUM PiB-
nem XC JIITHIIIL, sumkenum pisnem XC JITIBIII,
nedinuToM anoinonpoTeiny B, aKi cripusioTh po3-
BUTKY aTE€POCKIEPO3Y, a I TIIePTPUTTIIEPUAEMIEIO.

Otske, MeTaGOJIYHUM TMOPYIIEHHSIM, HaBiTh,
SIKIIIO BOHU HE € CKJIaJI0BUMU CIIaJKOBO 0OYMOBJIE-
HOTO CHHPOMY 41 XBOPOOU, B PAHHBOMY JUTSIYO-
MY UM MAJTITKOBOMY Billi CJIi/T MIPUAITIATA OKPEMY
yBary 4K UYMHHUKAM PU3UKY CEPIEeBO-CYAUHHOI
natoJorii y Birti 20—-30 poxkiB. 3okpema, TOPyIIeH-
HS TOJIEPAHTHOCTI JI0 BYTJIEBO/IIB Ta TiABUINEHUN
piBenn TT y migmiTkiB, 3a JaHWUMU KIJTBKOX TIPO-
CTIEKTUBHUX METAaHAMI3iB, CIyTyBaau He3aJex-
HUMHU TIpeuKTOpaMu po3BUTKy IM Ta iHcymbry
B YOJIOBIKIB BIKOM MeHIme 45 pPokiB. 3 IHIIOrO
60Ky, BUSIBJIEHO, IO Cepejl YOJIOBIKIB, SIKi mepe-
mecan STEMI y Bini 18—35 pokiB, cTaTHCTUYHO
3HAUyIIe YacTille Tparsiucs Kypii ta ocobu 3i
CmaaKkoBo 00TsKeHnM anamue3oMm 1ono IXC y
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poauyiB mepioi Jginii. [Ipu mopiBHAHHI 40JI0BI-
kiB 31 STEMI y Bini 18—44 poxu ta 60-74 poxn
BUSABJIEHO, [0 B IPYIi MOJOAWX TMAII€HTIB i3 pO3-
BuTKOM IM acortifooTbes piBeHb (hiOpUHOreHy Ta
TJIIKOBAHOTO TeMOryiobiny, TOOTO 3HOBY K TakKu
BEJIMKOTO TIEPBUHHOTO 3HAYEHHS MOPSI 3 IHIIUMU
TpaaMIiiHUMK (aKTOpaMK PU3UKY HaOyBalOTh
MOpYIIeHHsT KoaryJsiiii ta merabomizmy [4, 17].
[oseneno, mo BusHauenHd piBuiB TI y 3mopoBux
YOJIOBIKIB MOJIOZIOTO BiKy ABiul 3 iHTepBasoM 5
POKIB MOXKe CIPUSTH TOKpPaNleHHIO OIiHIOBaHHS
pusuky pos3sutky B Hux IXC. Tak, sumxenns
pisas TT depes 5 pokiB MOPIBHAHO 3 EPBUHHIM
BU3HAUEHHSIM ACOIIOETHCS 31 3HIKEHHIM PUSUKY
BunukHeHHs1 IXC mopiBHSIHO 31 ¢TabiIbHO BUCO-
KkuM y auHamini pisaem TT [16, 17].

Kongnixmy inmepecis nemae.

BucHOBKU

Onucanuili BUMANOK MOEIHAHHSI CUHIPOMY
bapne — binms 3 indapkToM Miokap/a 3 aTepocKJie-
POTUYHUM yPaKeHHSIM KOPOHAPHUX apTepill y 40J10-
BiKa BIKOM 23 POKHU CBIYUTH IIPO 3HAUEHHS TeHe-
TUYHUX 3aXBopioBaib Y po3BuTKy 1XC y narienTin
MOJIOZI0TO BiKy. OMHUM i3 KOMIOHEHTIB CUHAPOMY
Bapne — Bianst € mopyiieHust MmetaboJ1iamy, mo imMo-
BIPHO i CTa7I0 OCHOBHOIO TPUYUHOIO TPOTPECYBAHHSI
aTEPOCKJIEPOTUYHOIO TIPOIECY B MOJIOJOTO YOJIOBi-
Ka. AKTUBHA KODEKIIisl BCIX YMHHUKIB PU3UKY 3
MOHITOPUHIOM J1a60PATOPHUX IIOKA3HUKIB, TOUNHA-
104 3 THJIITKOBOTO Ta MOJIOAOTO BiKY, € HeOOXij-
HOI0 ymoBoto mpodinaktuku IXC mpu reHeTUdHO
JETePMIHOBAHUX METabOJIYHUX PO3JIaax.

Yuacmo asmopis: 36ip mamepiany — 0.X., M.P., O.B., O.K.; anaxiz mamepiany — 1.C., M.P., O.K.; nowyx ma

ananis ducepen nimepamypu — M.IL; nanucanns cmammi

exie — A4
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M.M. NaBenko, A.B. fireHcknn

KY «Jlyukasi ropoackas kKnvHuyeckas donbHuLa»

OcTpbin MHDAPKT MMOKapaa ¢ aneBaumen cermeHTa ST y nauyeHTa MOIOAOMO Bo3pacTta
c cmHgpomom bapge — buans

OcTpbilt MHbaPKT MUOKapaa ¢ 3neBauuen cermeHTa ST — ofHa U3 Hanbonee pacnpPoCTpaHeHHbIX MPUYNH CMepTH
NaumMeHTOB C UleMUYyeckor bonesHbto cepaua. B nocneaHme roabl oTMeuYeH pocT Ymcna aiydaeB MHdapKTa MUoKap-
[a C 3neBaumein cermeHTa ST cpean MyX4uH B Bo3pacte 25-50 neT, 1 CMePTHOCTb OT HEro CPEAM MONOAbIX MYXUMH
B YKpauHe B 3-5 pa3 Bbllle, YeM B 3KOHOMWYECKWN Pa3BUTLIX CTpaHax. MpefocTaBneHHoe HabnopeHve nHdapkTa
MUoOKapAa y MOSIOOro YenoBeka C reHeTUYeckuM AedeKTOM, COCTaBHOM YacTbio KOTOPOro SBNSeTCs HapylueHue
mMeTabonunsma, MoXeT ObITb ClieiICTBMEM MPOrpeccMpoBaHmns aTepockiepoTnyieckoro npouecca. Cnyyar codyeTaHus
cuHapoma bappe - buansa ¢ MHbapkToM MUoOKapAa ¢ aHrmorpapuyeckn NopaxeHHbIMU KOPOHAPHbIMU apTepusMin y
MY>KYMHbI B BO3pacTe 23 NeT CBUAETENbCTBYET O HEAOOLEHKE PONWN reHEeTUYECKMX 3a00NeBaHNIN B pa3BUTUN ULLEMU-
yeckow BonesHu cepLa y NaLMeHTOB MONOAOrO Bo3pacTa. AKTMBHas KOppeKLus Bcex pakTopoB prcka, MOHUTOPUHT
nabopaTopHbIX NoKasaTenen y NoAPOCTKOB U MONOAbIX MY>XUYMH C METAOONNYECKUMUN HaPYLIEHUSIMU, NPeXAe BCEro
C OXUPEHNeM 1 reHeTUYeckMY 3aboneBaHMIMMU, COMPOBOXAAIOLMMNCA MeTabONNYECKMMIN PACcCTPONCTBAMM, IBNS-
eTcsl HeoOXOAUMBIM YCNOBMEM NPOMUNAKTUKM MLLEMUYECKON Done3HN cepaua, B HaCTHOCTU MHdapKTa MUOKapAa, B
MosnoloM Bo3pacrTe.

KrniodeBble cioBa: oCTpbil MHPAPKT MUoKapaa, cMHApoM bapae — buans, caxapHbiii AuabeT, nepBuYHoe Yypec-
KOXHO€e KOpOHapHOe BMeLLaTenbCTBO.

.M. Sichkaruk, 0.V. Khrystyuk, M.Ye. Romaniv, 0.A. Vasylkova, 0.S. Kargol, M.M. Pavelko,
A.V. Yagensky

Lutsk City Clinical Hospital, Lutsk, Ukraine

Acute myocardial infarction with ST-segment elevation in young patient
with Bardet — Biedl syndrome

Acute myocardial infarction (MI) with ST segment elevation (STEMI) remains one of the most common causes
of death in patients with coronary artery disease. The number of STEMIs among men aged 25-50 years has been
rising in recent years. According to a number of studies, mortality from Ml among young men in Ukraine is 3-5 times
higher than in economically developed countries. Described case of STEMI in a young man with a genetic defect,
which is part of a metabolic abnormality, may be the result of the atherosclerotic process progression. This case of
Bardet - Biedl syndrome and MI with angiographically damaged coronary arteries in a man of 22 years demonstrates
underestimation of the role of genetic diseases in the development of coronary artery disease in young patients.
Active treatment of all risk factors along with monitoring of laboratory parameters in adolescents and young men with
metabolic disorders, especially obesity and genetic diseases accompanied by metabolic disorders, is a prerequisite for
prevention of coronary artery disease and, in particular, Ml at young age.

Key words: acute myocardial infarction, Barde — Bidley syndrome, diabetes mellitus, primary percutaneous
coronary intervention.
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