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PE3IOME

ITpeAcTaBAEH KAMHMYECKHUI CAy4ail alMKaAbHOM runeprpodudeckoit kapanomuonaruu (TKMIT) y mysxuuss: 44 aet. Harpysouroe
9AEKTPOKapAHOrpadHuiecKkoe TeCTUPOBAHHE M CYyTOYHOE MOHUTOPUPOBaHUE AEKTPOKAPAHOTPAMMbI 3aPpUKCUPOBAAM IIPEXOAAIIYIO
Aenpeccuio cerMenTa ST B OTCyTCTBHE Y MaIMeHTa KOPOHAPHOTO aTePOCKAEPO3a ITO AAHHBIM KOpoHaporpaduu. OcobeHHOCT AAHHO-

ro HabAropeHwst — codetanue I'KMIT ¢ pepkoit aHOMaAnel OTXOXKAEHUS KOPOHAPHBIX apTePHIL.
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SUMMARY

A clinical case of apical hypertrophic cardiomyopathy (HCM) in 44-years old man is presented. In this patient exercise ECG testing
and 24-hour ECG monitoring revealed exercise-induced ST depression in the angiographically confirmed absence of coronary ath-
erosclerosis. The uncommonness of this observation was the combination of HCM with a rare anomaly of coronary arteries origin.

peACTaBAeHHsI O TIunepTpodUIeckoil KapAHOMHUO-

marun (TKMII) co BpeMeHHU BBIAGACHMS AAHHOM
MATOAOTHHM B CaMOCTOSATEABHYIO HO30AOTHYECKYIO EeAH-
Huy B 19581 [1] mperepmeAn 3HauMTeAbHbIE H3MeHe-
Hus. VsBecTHasd paHee IOA TEPMHUHOM <«HMAMOIATHYECKUH
rUnepTpoPUIeCKuil CyOaOPTAABHBII CTEHO3> C 00s3aTeADb-
HOM aCHMMETPHYHOMN TrurepTpodueil 6a3aAbHOIO OTAeAd
MexoKeAyAouKoBoit meperopoaku (MOKIT), B Hacrosmee
Bpemst [KMIT acconuupyercs ¢ 6oAaee MUPOKUM CIIEKTPOM
MOP{OAOTHYECKUX THIOB HIepTpoduu Muokappa [2-4].
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BHeppeHHMe TakuX BU3yaAHSHPYIOIMX METOAOB 06cAep0-
BaHHUd, Kak oxokappuorpa¢us (OxoKI'), MarHuTHO-peso-
HaHcHas tomorpadus (MPT) cepaua, kopoHaporpadus
(KI') c BeHTpHKyAOTpadueil, CIOCOGCTBOBAAO BbIABAE-
HuIo O6oaee pepkux BapuanToB I'KMII. Iupoko onucanst
MHUABEHTPHUKYASIPHAS M alluKaAbHasi GOpMBI runeprpoduu
AeBoro xeayaouka (AJK), runeprpodus obounx sxeayaod-
KOB CEPALIR, KaK C BHYTPIDKEAYAOUKOBOM 00CTpyKIHeli, TaK
u 6e3 nee [5-8]. C mosBaennem KI' U HeMHBA3UBHBIX CITO-
CO60B UCCAEAOBAHHS KOPOHAPHOIO PycAa (MYABTUCIIMPAAD-
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Has KoMmmbloTepHas Tomorpadus — MCKT) cymecTsenHo
PACIIMPHUAUCDH IPEACTABACHHSI 00 aHATOMHMU KOPOHAPHBIX
cocyaoB B obmeit momyasiuy. OIMECaHb MHOTOYKMCACHHBIE
BAPHMAHThl OCOOEHHOCTeHl U AHOMAAMI KOPOHAPHBIX apTe-
puit (KA) [9]. Aas TKMII Hau6oaee XapakTepHbl u3Me-
HeHHS KOPOHAPHOTO PYCAA B BHAE THIEPTPOPHHU MBINIEY-
Ho#t o6osouku KA ¢ cyxenunem ux mpocsera. Hepeaxoit
HaxoaKo# y 60abHbIx 'KMIT sIBASIFOTCSL MBILIEYHBIE MOCTH-
KU, IIPH KOTOPBIX COCYA YaCTHYHO AOKAAHM3YETCS B TOAILIe
MHOKApAQ, 2 He HEIOCPEACTBEHHO IIOA SMHUKAPAOM [2—4].
Pexxe B AuTepaType BCTpeYalOTCS ONHUCAHMS KOPOHAPHO-
xeaypoukoBbix ucrya mpu IKMII [10]. TIpeacraBasem
KAMHMYeCKUH cAydar anukaabHOoM [KMII y orHOCHTEARHO
MOAOAOTO MY>XYHHBI C aHOMaAHei oTxoxAeHus KA.

IManuenr P., 44 roaa, nocrymua B 'KB N2 52 ¢ skaaobamu
HA OABIIIKY IIPH YMEepPEeHHOI (U3HUIECKON HArpyske, OOAU
B AEBOI IOAOBHHE TPYAHOH KAETKU IO THITy KapAHAATHI,
cepalLiebreH e, Iepebou B paboTe cepALa.

B Teuenne mocaepHUX 4 AeT OTMEYAA STU3OABI ITOBBIIIE-
HUs apTepuasbHOro AaBaenus (AA) Ao 150/90 MM pr. cT.
BpeaHbie npuBsruku: Kypurt. IIpu ocMoTpe obmee cocTost-

HHe 6OABHOTO YAOBACTBOPHTEAbHOE. PUTM cepAlia IpaBHAb-
HbIH, 4acToTa cepaedbix cokpamenuit (YCC) 100 ya /mun.
AN 140/90 mm pr. cT. KAMHIYecKrie aHAAM3BI KPOBU U MOYH
6e3 marosorun. B 6HOXMMHYECKOM aHAAM3e KPOBH BBLSB-
A€HO MOBBINIEHHE YPOBHSI XOAeCTEpHHA AO 5,8 MMOAB/A
U TPUTAULIEPHAOB AO 2,8 MMoAb/A. Ha aaexrpokapauo-
rpamme (OKI') cunycosas raxuxapaus ¢ YCC 100 ya/ mus.
Bripaxxennas runeprpodus AOK. Hapymenue nporeccos
PenoASpH3aIMU IO TUITy FOPU3OHTAABHOM AETPECcCHH Cer-
MmeHTa ST u orpunareabHsix 3y6mos T B orBepenusx I, II,
aVL, V,-V,. O6pamaioT BHUMaHHE YPe3BbIYANHO BBICOKHI
BOABTAX R B AeBBIX TPYAHBIX OTBEACHMSX U BbIpaXKeHHAs
raybuHa orpuijareAbHbIx 3y6unos T, poocTuraromast 24 MM
(pnc. 1).

ITpu OxoKT BbisiBAeHA rumepTpodus anmUKAAbHBIX Cer-
mentoB AJK, mepepHe6OKOBOM IMAMMAASPHON MBINIITbI
MaKCUMaABbHO A0 20 MM ¢ obauTepaljueil HIDKHEH TPeTH
nosoctu AOK B cucroay. O6HapyskeHbI IPU3HAKU BHYTPH-
JKEAYAOUKOBOM OOCTPYKIIMU C MAKCHMAABHBIM IPAAHEHTOM
AaBAeHus pu 1pobe Baabcaano oo 36 MM pT. cT. ToAmuHa
MIKII u 3apueit crenku AJK Ha ypoBHe 6a3aAbHBIX cer-

V.

Vs

Puc. 1. KT 60abnOro P., 44 rosa.

IKT - aaekTpOoKapAHOTrpaMMa.
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Puc. 2. Koponaporpammsi 6oabHOTrO P., 44 ropa.

A — mepeAHsI HUCXOASIAsl apTepHsi OTXOAUT OT IIPAaBOr0 KOPOHAPHOTO CHHYCA;
B - npaBast KOpOHapHasi i OrMOAON[Ast APTEPHU OTXOAST OT IIPABOTO KOPOHAPHOIO CHHYCA.

MeHTOB cocTaBuAa 13 u 11 MM cooTBercTBeHHO. IlorocTn
CepALla He YBEAMYEHbl: KOHEUHbIH AHACTOAMYECKUI 00BeM
AOK 97 MA, KOHEUHBIN CUCTOAMYECKUI — 27 MA. AuameTp
AEBOTO IpepcepAMs 37 MM, BBIHOCAIIWH TPaKT IIPaBoO-
ro sxeaypouka 25 mm. Qpaxnus Bei6poca AJK mosbimena
A0 71%. ITpusHaKoOB AeTOYHON THIIEPTEH3UH He OOHapyKe-
Ho. HecMoTps Ha BrIpaskeHHYI0 aCHMMeTPHYHYIO THIIEPTPO-
¢uro AOK, KAMHIYeCKY 3HAYMMBIX HApYLIEHHI AUACTOANYe-
ckoit ¢ynkuuu AOK mpu TKaHEBOM AOIIIAEPOBCKOM HCCAe-
AOBAHHH He BBLIBACHO.

ITIpu xoareposckom MmomuTopupoBanun OKI' cyTou-
uele koaebanuss YCC cocraBuan ot 43 po 127 ya/mun
npu cpeateit YCC 62 yp/MuH Ha QoHe Tepamum 6Guco-
npoaosoM Swmr/cyr. Ha ¢oHe CHHYCOBOM TaxMKapAUH
(6oree 100 yp/MuH) HabAIOAAAACh MpPEXOAAMAs AeTIpec-
cus cermenTa ST ao 1,5 mm. Ilo pAaHHBIM Beaospromerpuu
(BOM) BbisiBAEHA CpeAHSSI TOAEPAHTHOCTb K (H3MUECKOi
Harpyske c noporosoit MmomHuocreio 100 Bt u apexBaTHOMI
peaxuuert AA u YCC. Ilpu crpecc-OxoKI' MakcuMaAbHBIN
TPAAMEHT BHYTPIDKEAYAOUYKOBOM OOCTPYKIUH YBEAMYHACS
A0 40 MM pT. cT. IIpoba mpekpaiieHa mo mpuduHe ycyrybae-
Hust Aenipeccuu cerMenTa ST Ha 1,6 MM B oTBepeHMIX V,—V
B COYETAHUH C OABIIIKOM.

AASL ICKAIOUEHHSI HIIeMUYeCKON OOAe3HM CepAlia Ialju-
eHTy npoBepeHa ceaektuBHas KI, mpu koTopoit o6HapykeHa
AQHOMAAMS OTXOXXAEHUSI KOPOHAPHBIX COCYAOB B OTCYTCTBHUE
NPU3HAKOB aTepockaeposa. Tpu raasusie KA (mepepnss
HHCXOASIas, orubaromas u npasast KA) HadMHAAUCH OT TIpa-
Boro cuHyca Baabcaabssi (puc.2).

IIpu BeHTpHKyAOTpaduM OTMEYAAMCH TIMIIePKHHESH
IIepeAHero U 3apHero OasaabHbix cermeHTOB AJK, 06AMTEpA-
IV HIDKHeH TpeTu nmoaoctd AJK BcAeACTBHe BBIpaskeHHOM
anuKaAbHO# runeprpoduu (puc. 3).
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CoraacHo pexomenpanmsam ESC mo amarHOCTHKE
u redenmoo 'KMII or 2014r., Haamyme OTCPOYEHHOTrO
HAKOIIAHMsS TAAOAMHMSI B MHOKappe y 6oapubix I'KMII
(npusHax $pu6bposa) npu MPT sBAsieTCs MOTEHIUAABHBIM
MapKepOM PHUCKA Pa3BHTHUS CEPACYHO-COCYAHCTBIX OCAOX-
HeHHH, 0ocobeHHO BHe3amHoit cepaeunoit cmeptu (BCC)
[4]. C neabro Bepuduranun Haamuus $pubpo3a MUOKAPAR
nanueHTy nposepeHa MPT cepalia ¢ KOHTpacTHpOBaHHEM
TaAOAMHHUI-COAepXKamuM npenaparoM. Ilpu arom BbLas-
AeHa tunwyHas AAg anukaabHOH I'KMII cmcroamueckas
koHdurypanus nosoctu AJK ¢ 3aocTpeHueM B obaacTu
BEPXYLIKH, YTO HATASIAHO AONOAHHAO KapTHUHY IIOAOCTHU
AOK mpu BenTpukyaorpaduu. ToAITMHA aITMKAABHBIX CeT-
menToB AJK cocrasuaa 23 mm (cum. puc. 3, B). Kpowme Toro,
y MaIjueHTa OTMEYAAOCh 3HAYMMOE HHTPAMHOKAPAHAABHOE
HaKOIIA€HHe KOHTPACTHOTO BeljecTBa B HamboAee rurmep-
TpodupoBanHbix cermeHTax AJK B obAaacTu Bepxymkw,
4TO COOTBETCTBYeT TUIIMYHON AOKAAUBAIIMU PUOPO3a MHO-
xapaa pu TKMIT (puc. 4).

AAst 6oAee AeTAABHOTO U3Y4eHHUsI KOPOHAPHOM AHOMAAUK
nanmenTy nposepeHa MCKT KA ¢ VRT-pexoncrpyxnueit
(puc.S). BoisBaeno, uto mepepanss nucxopsmas (LAD)
u npasas KA (RCA) umetor obmee ycrve. Orubaromas
aprepusi (CX) OTXOAUT OT MPABOrO KOPOHAPHOTO CHHyca
oTAeAbHBIM cTBOAOM. LAD mMmeeT HampaBAeHUe Iepes CTBO-
AOM AETOYHOI APTEPUHU U BOCXOASTel a0pToit (6Aarompusr-
Hbiit BapuanT). CX pacroAaraeTcs perpoaopTasbHo (Tarxe
GAArONpPHATHDII BAPUAHT).

Ha ocHOBaHMH KAMHHKO-HHCTPYMEHTaABHOTO oOOcAe-
AOBaHUS OOABHOMY YCTAHOBAEH AMArHo3: AIHMKAaAbHAs
¢opma runepTpodPUIeCcKONl KAPAMOMHOIIATHH C He3HadH-
TEABHON BHYTPIDKEAYAOYKOBOM OOCTpyKIiueil. AHOMAaAMS
OTXOXXACHHUSI KOPOHApPHBIX apTEpPHUH: IEepPeAHs HUCXOAS-
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RATOTSTO0S LT LR

Puc. 3. Bentpuxyaorpadus AJK (A) c oeMoHCTpanueit 06AMTepaiy HIKHE! TPETH IOAOCTH
AXK (xpacubie crpeakn); MPT cepana (B) c AoeMoHCTpanueit runepTpodun MHOKapAa
CPEAHHX U alIMKAABHBIX OTACAOB C 06ANTepanueii HIDKHeH Tpern moaocT AOK.

3aech u Ha puc. 4: AJK — aeblit xeaypouex; MPT — MarHUTHO-pe3OHaHCHAsI TOMOTpadus.

miasi ¥ Orubaromas apTepUHu OTXOAST OT IPABOrO KOPO-
HApHOTO CuHyca. ApTepuaAsbHas rumepreHsus | creme-
HU. XpOHHMYeCcKas cepAedHasi HEeAOCTATOYHOCTb I crapmy,
II ®K no NYHA.

ITpoBepen mopcuet S-aerHero pucka BCC mo espormeit-
cxomy kaabkyastopy HCM Risk-SCD, xoTopslit cocTaBHA
1,7%. AaHHBIN TMOKa3aTeAb CYUTAETCS HU3KUM, B CBSI3U
C 4eM IIAI[EeHT He HYXAAQeTCs B UMIIAAHTALIMM KapAHOBeEp-
Tepa-pedubprarsiTopa. ITanueHTy mpoasOAKeHA Tepamus
OHCOIPOAOAOM S MI 2 pasa B A€Hb C PEKOMEHAALMSIMU
€KETOAHOTO HAOAIOAEHUSI ¥ KAPAMOAOTA C IPOBEACHHEM
IxoKI, xoareposckoro moxutopuposanus JKI' u mepe-
onenkont pucka BCC. O6caep0BaH pOAHOM Opar marjueH-

Puc. 4. OTcpouyenHOe HakONAeHHe KOHTpacTa npu MPT
CepAIla — y4aCTOK HHTPaMHOKapAHaABHOTO pubposa
B o6aactu Bepxymxu AXK (6eaas crpeska).
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Ta. ITo pauabiM OKI' 1 OxoKI' maToAoruu He BBISBAEHO.
PexoMeHAOBaHO 00CAEAOBaHHE OCTAABHBIX POACTBEHHHUKOB
IIepBOM AUHUH.

AaHHOe KAMHHYeCKOe HAOAIOAEHHE AEMOHCTPUPYET allu-
kaapHbIM BapuaHT 'KMII ¢ BripakeHHO#H rumeprpodueit
B CPEAHMX OTAeAax U Bepxymke AJK ¢ mpakTuyecku MoAHOM
obaurepanueit Hikaeit Tpet AJK. CoraacHo HepaBHO oIry-
6AI/IKOBaHHOMy uccaeposanno H. Kim u coasr., BeIpaxeH-

Puc. 5. MCKT xoponapHpix aprepuii ¢ VRT-
PEKOHCTPYKIIHeH: aHOMaAbHOE OTXOXKACHHE IepeAHe
aucxopsmeit (LAD) u oru6aromeit (CX) aprepwit ot
NPaBOro KOPOHAPHOI'O CHHYCAa; HOPMAABHOE OTXOXKACHHE
M pacnoAo)KeHHe MpaBoit KopoHapHoit aprepuu (RCA).

MCKT - MyabTUCITHpaAbHAS KOMIIBIOTEPHAS TOMOTPadHs.
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Hasi obauTepanust moroctu AJK y GOABHBIX C alIMKAABHOM
I'KMIT accouuupoBaHa ¢ pa3BUTHEM PUOPHUAASIIMU HPeA-
CepAUM, MHCYABTOB, CEPACYHON HEAOCTAaTOYHOCTH H YyBe-
AMYeHHeM cMepTHOCTH (OTHOmeHue puckos 4,3 mpu 95%
AOBEpHUTeAbHOM HHTepBaae oT 2,14 p0 9,39; p<0,001) [11].

O6o0cHOBaHMEe KAMHHMYECKOTO AMAr€osa y HabAmopae-
MOTO TIAIlMeHTa He COCTABHMAO 3aTPYAHEHHUH yXXe Ha JTaIle
perucrpanuu OKI, MOCKOABKY OBIAM BBISBAE€HbI TUIINYHASI
JAeKTpOKapAuorpaduieckas KapTuHa anukasbHoin IKMII
C AaHOMAABHO BBICOKUM BOABTaKOM 3y60110B R 1 ray6oxumu
oTpuULjaTeAbHbIMU 3y61jaMu T B A€BBIX IPYAHBIX OTBEACHHSX
u coorsercrByomas runeprpopus AOK mpu OxoKI' [12,
13]. Ilpo6a ¢ PpusnIeCcKOil HArPY3KOM MPOBEACHA C LIEABIO
BepUUKAIIMYM KAMHUYECKOM CHMIITOMAaTHKY, BBISBACHIS
HCTHHHOTO YPOBHS BHYTPIKEAYAOYKOBON OOCTpPyKLUM

CaeaeHust 06 aBropax:

[14, 15]. BoisBAeHHe MmeMHYeckMx uaMeHeHuit Ha OKT
IpY HAarpy3o4HOM TecTe C y4eTOM BO3pacTa IIaIfMeHTa
Y HAAWYHS AUCAUIIMAEMUH ITOCAY’KHAO IIOBOAOM AASL IIOCAE-
aytomero BoimosHeHHs KI' ¢ mieAbro MCKAIOUEHHUS] KOpOHAp-
HOTO aTepocKaepo3a. B AuTepaType ommcaHbl pasAndHbIe
BapUaHTHI ocobeHHOCTe! 1 aHOoMaAnit KA B obmieit morryas-
uuu [9]. Aast 6oasabx TKMIT Han6oAee XapakTepHO HaAU-
Ype TaK Ha3hbIBAEMBIX MBIIIEYHBIX MOCTHKOB AU «TYHHEAH-
posannbix» KA [16, 17]. OpHaKO cOYeTaHHMS aNUKaAbHOM
T'KMII ¢ aHOMaAmeil OTXOXXACHHS KOPOHAPHBIX COCYAOB
B AHTEpaType He OIMCAHO, YTO CTABUT AAHHOE HAOAIOAeHIHe
B pa3psiA YHUKAABHBIX. B CBA3M ¢ HaAMYueM B ceMbe AeTeil
AOILIKOABHOTO BO3PAcCTa aKTYaAbHBIM IIPEACTAaBASICTCS TeHe-
THYECKOe TEeCTHPOBAHHE IIAIMEHTa C IIOMCKOM MyTaljui
B «CapKOMEpHBIX>» I'eHax.
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