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OBLLME BOMNPOCHI

1.1. Knaccupukauyms

TepMUH «KapIHOMHOTIATHI» UMEET OTHOCHTENIEHO KOPOTKYIO HCTOPHIO, OHAKO
3a BpeMsl €ro CyIIeCTBOBaHMUS IIPECTABICHHE O 3a00JIEBaHUSIX, OIIPEICIIEMbIX
KaK KapINOMHUOTIATUH, 3HAYUTEIHHO U3MEHUIIOCH, U OUYEBUIHO, YTO U3MEHEHUS
Oy/lyT IPOIOIDKATHCS U B JJATTbHEHIIICM.

Brnepsbie TepMuH cTan nosBisiThes B aureparype B 50-x rogax XX B. M 03Ha-
Yajl caMble Pa3HOOOPA3HBIE MOPAKEHNS CEPACTHON MBIIIIIHI.

B 1961 1. J.Goodwin mpemioxuit nepByro KIacCHPHUKAINIO KapIHOMHOTIA-
THH, B KOTOPOW BBIICIIMI 3aCTOWHYIO (AMIATAIHOHHYIO), TUIEPTPOPHUUCCKYIO
U pecTpUKTUBHYIO Kapauomuonaruu [1]. B 1980 r. ata kinaccudukanms Obiia
npunsita BeemupHoli oprannzanueii 3npaBooxpanenusi (BO3). Kapanomno-
MaTuy B Hell 0003HAUEHBI Kak 3a00JIeBaHMs CEp/IeUHOI MBIIIIBI HEN3BECTHON
aTHoyoruu [2].

B 1995 r. BO3 nepecmortpena kinaccudukanuio [3]. Bo-mepBbIx, k aunara-
mronnoi (JJKMII), runeprpoduueckoii (I'KMII) u pecrpuxrusnoit (PKMIT)
KapIMOMHUOIATUsIM ObUIH T0OaBJICHBI ellle JIBe KaTeropuu — apuTMOTICHHAs
KapAroMHoIaThs/ iucruiasus npasoro xemynodka (AKMIT) n neknaccudummpy-
eMbI€ KapZIMOMHOIIaTHH. BO-BTOPBIX, B KIIaCCH(UKALIMIO T0OABUIINCH BTOPHIHBIC
KapJHOMHOIIATHH, B YaCTHOCTH HIIEMHUYECKasl, THIEPTCH3UBHAs, KJIATaHHas,
MeTaboNn4ecKast, a TaKKe PsAJ] U3BECTHBIX FeHETHUYEeCKNX aHomanuii. [Ipupona
9THX 3a00JeBaHUil ObLIa M3BECTHA, OJHAKO OHHM MPUBOAMIM K M3MEHEHHSIM
MHOKap/a, TOXOKUM Ha Te, KOTOpbIe HaOIIoIanyCch IPU JUIaTallHOHHOM, TUmep-
TpoHUIECKOH WK IPyroil KapAMOMHOTIATHH, T.€. UMEITH ()eHOTHIT TOH I HHOW
KapJIHOMHUOIIATHH.

Takas kmaccuuKaIys okazajaach MPaKTUIECKH TOBOIBHO yIo0HOH. OmHaKo
CO BPEMEHEM BBISICHWIIOCH, YTO HANOO0JIEE TTOMYIISIPHBIM CTaJ AUATHO3 «UIIEMHU-
yeckast KapAHMOMHUOMATH». MI3HAYaIbHO 3TOT AMArHO3 CTABHJIICS IPH AHJIaTaIIH
cep/ua y O0JbHBIX ¢ nieMuueckoi 6onesnsto cepana (MBC), He nepeHocHBIIIX
MH(APKTOB MHOKap/1a, HO BCKOPE 3TOT XK€ AINarHo3 HadyaJli CTaBUTh U OOJIbHBIM
C SIBHBIM ITOCTHH(APKTHBIM paciiupernem cepana. Kpome toro, momydanocs,
YTO KapIUOMHOIATHSAMHU CTpagaeT OOJbIIAs YacTh TMICPTOHUKOB M OOJBHBIX
C MOpOKaMHU cepana. B pesynbrare TepMHH «KapAHOMHONATHS» HE MPOCTO
yTpaTui TO 3HaU€HHE, KOTOPOE B HETO BKJIAJBIBAJIOCH H3HAYAIBLHO, HO M BOOOIIE



1.1. Knaccudpukaumsa

KaKoe-TnO0 3HaueHHE, TOCKOIbKY MaHHBIH THATHO3 OKa3aloCh BO3MOXKHBIM
MTOCTABUTH OONBIINHCTBY KaPAUOIOTHIECKUX OONBHBIX.

B nagane XXI B. moaxon K KapAMOMHUOTIATHSIM ObUT CYIIECTBEHHO M3MEHEH.
DTOMY CIIOCOOCTBOBAIO Pa3BUTHE T'EHETHKH, TI03BOJIMBILICE YCTAHOBHUTH IIPUPOY
MHOTHX «3200JICBaHUI HEN3BECTHOW 3TUOJIOTHIY, U TOSBICHIE PEaTbHBIX BO3-
MOYKHOCTEH BBITIOTHCHSI TCHETHUCCKOTO aHAIHM3a MAIlHCHTaM.

B 2006 r. AmepukaHckas Kapauonorndeckast accormanus (AHA) mpemmo-
JKUJIa HOBOE OTIpe/IeNIeHIe KapIUOMHUOIATHI 1 HOBYIO WX Kiaccudukarmio [4].

Kapouomuonamuu — neodnopoonas epynna 3a001e8anuti Muoxapod, cés-
3AHHBIX C HApYULeHUeM MEXAHUYECKOU U/UlU SIeKMpUiecKot (hYHKYUU, Komopoe
00bIYHO (XOms U He 00513aMeNbHO) CONPOBONCOAEMC NAMOLO2ULECKOU cunep-
mpoghuetl unu ounamayuell HemyoouKkos cepoya u 00YCl08IeHO PA3TUYHbIMU
NPUYUHAMU, MHO2UE U3 KOMOPBIX 2eHemuyecKue.

Kiaccuukanus BeIenseT MEepBUYHBIC W BTOPUYHBIC KapIHOMHOIATHU,
OJIHAKO MHBIM 00pa3oM, YeM 3TO JIeNaloch paHbiie. K mepBHYHBIM OTHOCSTCS
3a00JIeBaHMs C N30JIMPOBAHHBIM HITH TIPEUMYILECTBEHHBIM TIOPaKEHUEM Cep/ila,
MPHUPOJIa KOTOPBIX MOXKET OBITh TCHETUYECKAs, CMCIIIAHHAS WJIA HETeHETHYCCKast
(puc. 1.1). Ko BTOpHYHBIM OTHOCSTCS COITYTCTBYOIIUE TOPAKEHISI CEPIa IPU
Pa3IMYHBIX CHCTEMHBIX 3a00neBaHusAX (Tadm. 1.1).

BaxHBIM 11aroM CTaI0 TaK)Ke MCKIIOUEHHE U3 CIHCKAa KapAHMOMHOMATHN
M3MEHEHHI Cep/lla, BOSHUKAIOIIUX B PE3yJbTaTe MOPAXKEHUS KOPOHAPHBIX

MNepBuYHbIe KapanomunonaTun

P TN

leHeTnueckune CMmellaHHble MprobpeTeHHble
rKMn + OKMMN - BocnanutenbHbie
AKMI/A (MroKkapanTbl)
VHMDK - PKMM | CTpecc-MHayLMpoBaHHasn
PRKAG?2 (He rMnepTpoduyeckan (takoLly60)
[MMKoreHo3bl - 1 He JunaTaLnoHHan)
MepunapTanbHas
Aarona NedexTbl
- WHpyunpoBaHHas
NPOBOAVMOCTU - raxuKapave’
MuToXOHAPUanbHble .
mvonatin ] L [etn maTepen
C IHCYNMH3aBUCKMbIM

JP— caxapHbim Arabetom

—— Kawanonatum ——
Lars SUNDS

v | AN
bpyraga  SQTS  CVPT

Puc. 1.1. KnaccndumKkauma nepBuYHbIX Kapauommonatuii no pekomeHgaumam AHA [4].
AKMI/L - aputmoreHHasa Kapauomuonatua/gucnnasusa, LQTS - cuHgpom yanuHer-
Horo QT, SQTS — cuHppom ykopoueHHoro QT, CVPT - kaTexonamvuHoBasa nonumopd-
Has XenypoukoBas Taxvkapaus, SUNDS — cMHOpOM BHE3amnHOW HOYHOW HEOOBACHU-
MOV CMepTH.
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Ta6bnuua 1.1. BropnuHble KapguomuonaTtum [4]

NHmnbTpaTmBHBIE Amrnomnzos (NepBUYHbIN, CEMENHbIN ayTOCOMHO-AOMUHAHT-
60ne3Hu HbIIA, CEHUSTbHDBIV, BTOPUYHDbII)

BbonesHb lowe

BonesHb lypnep-LLene

bonesHb XaHTepa

bonesHn HakonneHna  FemoxpomaTo3
BonesHb ®abpu
BonesHb MNomne (6one3Hb HakoneHna rukKoreHa Tvna ll)
bone3Hb HumaHHa-Turka

Tokcnueckne neKapCTBeHHble CpencTBa, TAXenble MmeTaibl, XUMNnyeckmne
areHTbl

SHAOMUOKapAManbHble DHAOMMOKapANasbHbIN Gropo3
[Mnep303MHOPUNbHBLIN CUHAPOM (SHAOKapAWT Jleddnepa)

BocnanutenbHble Capkongo3s

(rpaHynemarosbi)

DHAOKPUHHbIE CaxapHbli fruabet
Mneptupeos
[mnotnpeos
[MnepnapaTtnpeos
(DeoxpomounToma
Akpomeranus

KapanodacumanbHble  CuHgpom HyHaH
JleHTrnHo3

HenpombiweuHble/He-  Atakcna Opuppeiixa

Bposiornyeckmne Mwuognctpodusa [ioweHHa-bekkepa

MbiweyHasa anctpodua Imepu-Lpendyca
MwoToHunuyeckas guctpodus

Henpopubpomatos
Ty6epo3Hblii cknepo3
HyTputrBHbIN Bepun-6epu (Bednumt TMaMmHa), nennarpa, U1Hra, KBawwmop-
nebununt Kop, AeduUNT ceneHa, KapHUTHHa
AyTOMMMYHHble/Kkonna- CucteMHasa KpacHas BONYaHKa
reHo3bl Hepmatomnosunt
PeBmaTongHbI apTput
Cknepogepmus

Y3enkoBblvi nepriapTepumnT

DNeKTPONUTHbIN AncbanaHc

MocnencTsusA neveHna  AHTPALMKIMHbI: OKCOPYOULIMH, AayHOPYOMLIH
OHKOMOrMYeCKUX 3a- Linknopocdamng
60neBaHNii JlyueBan Tepanus

apTepuil, apTepUAIIbLHON TUIIEPTEH3UH, KJIAIAHHBIX MOPOKOB U BPOXKICHHBIX
MIOPOKOB CepAIIa.

Haxonert, B pa3ps/ kapAHOMHUONaTHii ObUTH BKIIFOUECHBI «KaHAJIOATUID — TeHe-
TUUYECKHE aHOMAJINH, BBI3BIBAIOIIME ONTACHBIE JUIS KU3HU HapyILIEHUs] PUTMA, XOTS
HaJIM4YKe NOPaKeHUsI MUOKap/ia B JaHHOM ClIy4ae NpeCTaBIsIeTCs COMHUTEIbHBIM.



1.1. Knaccudpukaumsa

Jannas knaccudukarys, 6e3ycIoBHO, IPOrPECCUBHA, TOCKOIBKY OHA ITO-
YEepKHYJIa 3HaUCHNE I'CHETHYECKNX Ae()EeKTOB B pa3sBUTHU KapAHOMHUONATHH
Y OTCEKJIA OT 3TOM IPYIIIBI COCTOSHUS, KOTOPBIE SIBISIOTCS TPOSBICHUEM TaKHX
3aboneBanuii, kak UbC, aprepuanbHas rUnepreHsus, KiarnaHHble 1 BPOXK/ICH-
HBIE IOPOKH cepana. B To ke Bpems kinaccudukanus TpedoBasia HOJIHONH CMEHBI
CJIOXMBIIETOCS MOAXO0/Ia K BBIICJIICHUIO MPUBBIYHBIX THITOB KapIHOMHOTIATHH —
T'KMII, JKMII, PKMII # T.71., HOCKOJIBKY OCHOBHBIM KPUTEPUEM JUArHOCTUKU
CTaHOBUTCS HE MOP(OJIOTHS, a TeHEeTHKA. DTH 00CTOSATEIhCTBA CHIKAIOT BO3-
MOXKHOCTh TPaKTHYECKOTO MCIIOJIb30BaHHs JAHHOW KiacCH(UKaIMu B COBpe-
MEHHBIX YCIIOBHSIX.

[TocnequuMu pekOMEHIAMSIMH, 3aTPAaruBarOIIMMU OOIIKE BOMPOCH Kap-
JTMOMHOIIATHH, SBUJIMCH pEeKOMEHAauu EBponeiickoro Kapanoiorudaeckoro
obmectra (ESC) 2008 1. [5]. B HuX maeTcs HHOE onpeneNeHne KapJHOMHUOTIaTHI
1 MHAasl uX Ki1accuuKanus.

Kapouomuonamuu — 3ab0neeanus, npu KOMopwixX HApyuleHa cmpykmypa uiu
@yHKYyUA cepOeuHot MbluiYybl, NPU YCI08UU OMCYMCMEUs O0Ne3HU KOPOHAPHBIX
apmepuil, apmepuanbHoll 2unepmen3uy, K1anaHHbixX Uik 8POACOEHHbIX NOPOKOE
cepoya, komopule Mo2iu Obl ObIMb NPUYUHOU GbIAGLEHHBIX AHOMATUIL.

Orta Kaccu(uKaIys COXpaHsIeT IPUBBIYHOE, T.€. OCHOBAaHHOE Ha Mopdoo-
THH, BBIJIETIEHUE 5 OCHOBHBIX THITOB Kapaunomuonatwid (JAKMIT, 'KMII, PKMII,
AKMII, Hexnaccupuuupyembie), B Kax10M U3 KOTOPBIX MOT'YT OBITh BBIZCICHBI
ceMeiiHas (reHeTnveckas) (hopMa ¢ U3BECTHBIM JIMOO 1MOKa HEU3BECTHBIM TeHe-
THYECKHUM JIe(heKTOM 1 HeceMeliHast (HereHeTnueckast) (hopma ¢ U3BeCTHOH 00
MIO0Ka HEN3BECTHOW NMpHUIMHOMN (puc. 1.2).

Kak 1 B amepukaHcKkoi KimaccuuKanny, K KapAXOMHONATHAM HE OTHOCSITCS
M3MEHEHHS Cep/Illa, BOSHUKAIOIINE B PE3yIIbTaTe MOPaKEHHsI KOPOHAPHBIX apTe-
pHi, apTepuanbHON IUIIEPTEH3MH, KIIallaHHbIX TOPOKOB M BPOXK/ICHHBIX TIOPOKOB
cepaua.

Kapanomunonatun
KM OKMMN PKMI AKMI HKMM
CemeliHble/reHeTYeCKMe HecemeliHble/HereHeTnYecKmne
« [eHeTUuecknin pedekT « ipnonatnueckas
He naeHTndnuUnpoBaH « MpuunHa n3sectHa
« l[eHeTnuecknn pedext
naeHTMGnuUnpoBaH

Puc. 1.2. Knaccndukauma kapanommonatuii no pekomeHpaumam ESC [5]. HKMI - He-
Knaccmouumpyemble KapanomronaTum.




O6we BONpoCbl

[onsaTne «BTOPHYHBIC KAPIHOMHOIIATHI UCKITIOYACTCS U3 KIIaCCU()UKAIIHH.
Yacts Oose3HEH, UMEBIINX TAKOE Ha3BaHHUE, 00JIee HE OTHOCITCA K 9TOH TpyIIe
3aboneBaHui (HampuMep, HIIeMU4ecKast KapAHMOMHUOIIATHS ), APyTast 4acTh — IpH-
00peIn cTaTyc «IOJHOUEHHBIX» KapJHOMHUOIIATUH (HalpuMep, aMUIIOUI03).

«Kananmonarum» He BKIIOYAIOTCS B KJIACCU(HUKAIMIO B CBSI3U C OTCYTCTBHEM
SIBHOTO MTOPaXXEHMsI MUOKap/a.

ITonBonms wTorm paccMOTpeHUs KiIaccu(UKANUK KapAUOMHUOIIATHH, HATO
OTMETHUTb, YTO €BPONEHCKUE PEKOMEHIALUMH, BO-IIEPBBIX, SIBISAIOTCS MOCIEN-
HHUMH, BO-BTOPBIX, UX CJICAYET CUHUTATh HanoOoee AKTyaJIbHbIMU JIA POCCI/II/I,
NoCKoJIbKY Poccuiickoe kapanonornueckoe 00IIecTBO ABISETCA YacThiO €BPO-
nieiickoro. [ToMumo 3TOT0, Ha HANI B3MIIS, PEKOMEHJAllMH €BPOIIEHCKOTo 001IIe-
cTBa OOJIBIIIE HAMTPABIICHBI HA PEIICHNE KIIMHUYECKHX 3a/1a4, OCKOIBKY OCHOBOM
JMUAarHOCTUKH Ha CETOMHALTHAN ICHb OCTaeTcs OlleHKa Mopdomorun. Pors reHe-
TUYECKUX MCCIIEAOBAHUN HEYKJIOHHO BO3PACTAET, HO I10OKA OHU BBIIOJIHSIOTCS
JIMIIb B OTACJIBHBIX ClIydaaX JJId NOATBCPXKACHUA JUarHo3da U HE MOT'YT 3aHATH
MECTO CpEAM HCCICAOBaHHUI mepBoro psjaa. TakuM oOpa3oMm, aMepUKaHCKas
KJ1accUQUKaIMs CKopee HalpaBlieHa Ha HayYHbIE NCCIIEA0BAHUs, a €BpOIeicKast
0oJree MPUTOIHA TS IPAKTHICCKOM pabOTHI C XapaKTePHBIMU (DCHOTHITAMHE 3TUX
3aboneBanuii (puc. 1.3).

B nenom n amepukaHCKast ¥ eBporeicKas KiIacCu(UKami OTPakatoT 00b-
CKTUBHYIO TCHACHIIUIO BO3pACTaHUA POJIM TCHETUKU.

ITomMuMoO pekoMeHAAIU, OTHOCSIIUXCSI K O0IIeMY MPEICTABICHUIO O Kap-
JUOMHUOMNATHUAX, CYIIECTBYIOT U T€, KOTOpbIe MocBsAieHs! oraensHo ['KMIL.

maQ A

< < <

A r)\ e r—)\ x r)\

Puc. 1.3. ®eHoTVMbl Pa3NnYHbIX KAPANOMUONATUI. d — HOpMa, 6 — TKMI, 8 — KM,
2 - PKMTI, 0 - AKMIT, e — HeKoMnaKTHbIN MUOKAPA, X — KapAMoMronaTus Takouy6o.
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1.2. FleHeTNYeCKNI aHanNu3

B 2011 r. takue pexomenmanmu ObutH momrotosieHsl ACCF/AHA [6],
aB 2014 . —ESC[7]. B 2020 . Taxxe OmMyOIMKOBaHBI POCCHICKHE HALTMOHAb-
Hble pekoMeHnauu [61]. Bee 3T pekomeHaanuu nogpoOHO paccMaTpUBaiOT
BOTIPOCHI COBPEMEHHO nuarHoctuku u nedenus [’ KMII kak ogHOro U3 4acThix
1 omacHbIX 3a0oneBannii. Kerartu, B HUX BechMa MOAPOOHO paccMaTpHBAIOTCS
MMEHHO BOIIPOCHI TEHETUYECKUX UCCIIEIOBAHUI.

1.2. leHeTNYeCKNI aHanu3

[TockonbKy B OONBIIMHCTBE CIydaeB KapANOMHOIATHH MMEIOT T€HETHUECKYIO
MIPUPOLY, BCE BO3pACTAIOIIEE 3HAUCHHE B 0OCIICOBAHUY TTAIIIEHTOB MPHOOpe-
TaIOT pa3IuyHbIe (OPMBI TEHETHUECKOTO aHanu3a. Llensimu aToro aHammsa sBis-
OTCA JUAarHOCTHKA U zm(b(bepeHuHaanaﬂ JUArHoCTUKa, BBIABJICHUC CKPBITBIX
(dhopm 3abomeBanus, TPEOYIOMIMX HAOMIONCHUS, CTpaTH()UKAIIUS PUCKA.

W3 MeTOo/I0B reHeTHYeCKOro aHalli3a Hanbojee TPaJuIHOHHBIM SIBISIETCS
aHaJu3 POAOCIAOBHBIX. Takoil aHanmm3, coxepammi HHOOPMALUIO O TpeX-
YEThIPEX MOKOJICHUAX CEMbH, MOKET TOMOUYb MTOATBEPANTH TEHETHUECKYIO TIPH-
pomy 3abosieBaHMs, PEATIOIOKATH THIT HACICAOBAHNUS (B OONBITHHCTBE CITyYaeB
ayTOCOMHO-}]OMHHaHTHBIﬁ), a TaKKC BBIABUTH APYTUX YJICHOB CEMbU C JTaHHBIM
3a00JIeBAaHNEM WIT PUCKOM €ro pa3BuTusi. B cBs3u ¢ 3TUM 1ipu cOope aHamHe3a
0c000r0 BHUMaHHMSI 3aCITy’KHUBAIOT CITy4an BHe3anHo cepeunoit cmeptu (BCC),
HeoOBsICHUMOM cepzedHoit Hepocrtarounoctu (CH), Tpancrulantanum cepiua,
HMMIUIAaHTalNU KapauoctTuMynsatopa win MK/, Hanmnane nHCYIbTOB B MOJIOZOM
BO3pacTe, CIIab0CTH CKEIETHBIX MBI, TUC(HYHKINH MTOYEK, THadeTa, TyTOyXo-
CTH ¥ T.]II.

Han6onee COBPEMCHHBIM U TOYHBIM MCTOJOM T'€HCTHYCCKOI'O aHaJin3a
SIBJISIETCS. MOJIEKYJISIPHO-TeHeTHYeCKHIl MeTo/I CeKBeHHPOBaHUs. MeTox
MTO3BOJISIET OTPECIUTh ITOCIIEA0BATEIIFHOCTE AMHUHOKHUCIIOT B TeHAX MM UX
OT/IENBHBIX yJacTKax M, TAKMM 00pa3oM, 0OHApyKUTh MyTauuio. TeopeTnyie-
CKH 3THM METOJIOM MOXET OBITh MCCIIEJOBAH BECh I'€HOM YEJIOBEKa, HO TaKas
3ajJa4a 1o cBoeMy MaciuTady ¥ CTOMMOCTH HECONOCTaBUMa C MPAKTHUECKUMHU
HyxaaMu. OOBIYHO 33/1a4a CBOIUTCS K OLIEHKE KOHKPETHBIX YYaCTKOB OIpEe-
JICHHBIX TEHOB M 000CHOBaHHOMY MOWCKY MyTaIlMi B Ipyrux rerax. OOHapy-
JKCHUE U3BECTHOW MYTAaIlUH SBIISICTCS HanOoJee HAICKHBIM JI0Ka3aTeIbCTBOM
3aboneBanus. [1oqo00HbBIE HCCIIETOBAHUS YIIPOIIAIOT JHATHOCTHKY 3a00JIeBaHHS
y HAIHEHTOB U UX POICTBEHHUKOB, HO SBJISIOTCSI BECbMa JOPOTOCTOSAIINMHE 1 HE
BCE€TZIa JOCTYIIHBIMH. B cBs3u ¢ atum CEroaHss MOJICKYJIAPHO-TCHETUYCCKOC
TECTHPOBAHUE PEKOMEHJYEeTCsl K UCIIOJIb30BAaHHIO, OJJHAKO OUEBHJIHO, YTO OHO
HE MOJKET BBINOJIHATHCS HA OCHOBAHHMH IIPOCTOTO TIOJI03PEHUS Ha KapJHOMHUOTIa-
THIO. B KaXk/10M citydae oJnKHa OBITh MOCTaBJICHA KOHKPETHAsI IIEJb HCCIIeJ0Ba-
HUSI ¥ OLIGHEHBI BO3MOXKHBIE PE3YJIbTaThl 00HAPYKEHHS MyTalluil U NX BIUSHUS
Ha IMarHo3 U JIeUYEHHE.

Haubonee 000CHOBaHHBIM SBISIETCS 00CIEIOBAaHUE MAIIEHTOB C YCTAHOB-
JeHHOH (TI0 KpuTepusaM) KapauoMmuonaruei. [lanrentaM, y KOTOpbIX JUArHo3
KapJIMOMHOIIaTHH HEOYEBHJICH, HO BO3MOXKEH, NPOBE/ICHHE CEKBEHHPOBAHMUS
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O6we BONpoCbl

MOKAa3aHO JIMIIb B OTJCIBHBIX CIIy4asx, MOCIE TIATSIbHOM OIIEHKU TaKOW HE00-
XOIUMOCTH CIIELAAINCTOM.

OOGHapyKeHHe M3BECTHOW MaTOTeHHON MyTaIllMH IMO3BOJSET OJHO3HAYHO
YCTaHOBHTB JUATHO3. DTO UMEET 0CO00 BAXKHOE 3HAYCHHUE MPH CHCIIU(DUICCKOM
npupojie 3aboneBanus. Hampumep, TakuM CiocoOOM MOXET OBITh YCTaHOB-
neH auarHo3 Oonesnn @abpu w Ha3HA4YCHA CICIH(UUSCKas 3aMECTUTEIbHAS
Teparusi.

OOHapy)xeHHe TaTOreHHOW MyTalluH TAKXKe JaeT OCHOBAHHE JJIsl BBITIOIHE-
HUSI KaCKaIHOI'0 '€eHETU4YCCKOIo CKpI/IHI/IHFa y pO}lCTBeHHI/IKOB HepBOﬁ JIMHUAU
pOI[CTBa JIJId BBIABJIICHUSA CKp])ITbIX NJIN SIBHBIX cnyqaeB 3360ﬂeBaHI/Iﬂ. HpI/I
BBISBIICHUH Y HUX TaKOW K€ MyTallMd MPOBOJMTCS KIMHHYCCKOE 00CIenoBa-
Hue. BeseHre BHOBD BEISIBICHHBIX MTAIIMEHTOB C KIIMHUYECKAMU MTPOSBICHUSMH
3a00JIEBAHUS POBOAUTCS MO OOLIMM NPUHIIKIIAM. BeeHue Ul ¢ MyTalusIMH,
HO 0€3 KIIMHUYECKUX TPOSIBICHUI COCTOUT MPEUMYIIIECTBEHHO B HAOIIOICHUH,
KOTOPO€E JOJKHO HOCUTB JIJIMTEIIbHBIN XapaKTep, IOCKOJIbKY C BO3PacTOM y HUX
MOXECT pa3BI/ITI)C$I sSAIBHasA Kap)lI/IOMI/IOHaTI/ISI.

OTCcyTCTBUE NTATOTEHHON MYTAIMH HE UCKITFOYACT BO3MOXKHOCTH KapANOMHUO-
natuu. [loaToMy B TOMOOHBIX CIyYasX pOJACTBEHHUKAM TIEPBOI CTETICHH POICTBA
JOJDKHO OBITH MPEUIOKEHO KIMHUYECKOe TeCTUpOoBaHue [7].



AWNATALUUOHHAA
KAPAUOMUONATUA

3.1. 06wume BONpPOCHI

Honstre AKMII npexnonaraet ysennuenue JIK ¢ HapymenueM rmobaipHON cH-
croiuyeckor (GyHKIMH, uTo He cBsizaHo ¢ MBC uin remoquHaMu4YecKoi Harpy3-
Koit BeaencTue Al mnu kimanaHHoH nmatosnoruu. Jlunaramys npaBoro KemynodKa
(ITX) u ero quchyHKIMS MOTYT OBITh, HO OHU HE 00s3aTENIbHBI JUIsl THarHo3a.

O6mas gacrora Berpewaemoctu JJIKMII cocrasmsier 1:2500 [4]. TIpu sTom
oKosto 25% ciydaeB MpeAcTaBIeHB ceMeHHBIMU (opMaMu 3abosieBaHUS,
B OCHOBHOM HACJIEAYEMBIMH TI0 ayTOCOMHO-IOMHHAHTHOMY TuIy [5]. B wactn
CIIydaeB MyTallli OCTAIOTCA HEyCTaHOBICHHBIMU. HakoHer, mpuMepHo B MoJo-
BuHe cirydaeB penorun JJKMII Habmromaetcs npu psizie 3a00I€BaHuUil, HE CBSI-
3aHHBIX C TEHETHUUYECKOH MaTOJIOTUEH.

[pencrasnenne o crpykrype JKMII otpaskero B Tabmute 3.1 [5]. Kak BunHO
13 TaOJIHITB], YCTAHOBIICH LIENBIN PSIT KOHKPETHBIX MYyTaIlHii T€HOB, BBI3BIBAIOIIINX
JKMII. ITpu BBIIOJHEHUH T€HETUYECKOTIO aHAIN3a 110 COOTBETCTBYIOLIUM IaHe-
JSIM OOHAapy)KEHHE ATUX MYyTallMii MOXKET CIY)XXKUTh JI0Ka3aTelIbCTBOM JIAHHOW
(opmel 3a00neBanmns. OTCYTCTBUE U3BECTHBIX MyTaIMi HE HCKIIFOYAaET BOZMOXK-
Hoctu reHeTryeckoit JIKMII, koTtopast B 3TOM CiTy4ae MOKET OBITh CIICICTBUEM
[10Ka HE YCTAHOBJIEHHOW MyTallUH.

B HmxHElN 9acTH TaONHIBI IPUBEICHBI BOZMOKHBIC HETCHETHYECKUE MPH-
guabl [IKMII. K Hanbonee W3BECTHBIM BapHaHTaM OTHOCSTCS TOKCHYECKAs
JKMII (B wacTHOCTH, aJKOTOJbHAs), TaXUKapaue nuaynuposanHas JJKMII,
nHpexkunonnas JJKMII, IKMII, TecHo cBsi3aHHAsi ¢ MHOKapAUTOM, H PSJI Ipy-
THX, KOTOPBIE BCTPEUAIOTCS PEXKE.

K aT10it Tpymme MoxeT OBITh JOOaBICH eIme psia 3a00JeBaHUM, COMPOBO-
xkpatormixest JJKMIT: uaGmIBTpaTHBHBIE OONIE3HH — CApKOHUI03, TEMOCHICPO3;
KOJIJIar€HO3bl — CKIIEPOAEPMHUSL, AEPMATOMHO3UT, CUCTEMHAsl KpacHasi BOJIYaHKa;
HEpBHO-MbIIIeUHbIe 3a0oneBanus [24]. Ilociaennue oOBIMHO SIBISAIOTCS TEHE-
THYECKHMH, HO 3T0 He oTHocuTcs k JIKMII, Bo3Hukaromieii Ha ux ¢oue. OHa
B JJAHHOM CJIy4ae CYMTAETCs HECEMEITHOI.
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Ta6nuua 3.1. Mpumepbl pa3nnyHbix BapuaHtos AKMI [5]

CemeiiHble/ « HacnenctBeHHas ¢ HEM3BECTHLIM FrEHOM
reHeTnyeckune + MyTtauum capkomepHbix 6enkos (cm. FTKMIM)
« MyTauun 6enkos Z-nonocbi:
— MblweyHoro LIM-npoTtenHa
- TCAP
+ MyTauum reHoB LMTOCKeneTa:
ancTpoduHa
- AecMuHa
— MeTaBUHKYNMHa
— CaKpOrnvMKaHOBOro KOMMeKca
- CRYAB
- 3nuKapguHa
+ MyTauuu reHoB AaepHo MembpaHbl:
— namuHa A/C
- 3MepuHa
« JKMTI1 co cnabo BbipakeHHON aunaTtauuein nonocten
+ MyTayum reHoB 6enKa BCTaBOYHbIX AMCKOB (cm. AKMI)
+  MuTOXOHApWanbHble LMTonaTm

HecemeliHble/ + MriokapanT (MHGEKLIMOHHBIN/TOKCUYECKNIA/UMMYHHDI)
HereHeTnyeckne + BonesHb KaBacaku

+ Jo3nHodunus (cuHgpom Yepaka-Crpoc)

+ [lNepcucteHuusa Bupycos

- Bo3gencTBume nekapcts

+ [MocneponoBasA sHAOKPUHHAA

+ HyTpuTrBHaA HEAOCTaTOYHOCTD (TMAMWH, KAPHUTUH, CEeNeH, Mno-

docdatemus, runokanbLmemus)
+ AnKoronbHas KapavomuonaTtusa
+ Taxvkapguen nHgyumnposaHHan KM

3.2. NataHaTtomuA n natopusnonornn

Kak cnenyer u3 npusenenHoro Beie onpenenenus, npu AKMII nomkHo numers
MecTo yBenmueHue npexse Bcero JOK u cHIDKeHHe ero CHCTONNYecKor (PyHK-
nuu. V3HauaapHO CYMTAIOCh, YTO TEPBHUYHBIM SIBISIETCS MMEHHO CHIDKCHHE
100aIbHOM COKPAaTUMOCTH, B TO BPEMs KaK YBCIIMYCHHE JKEIYI0YKAa HOCHT
KOMITEHCATOPHBIN XapaKTep U MO3BOJISIET MPU HU3KOH COKPATUMOCTH COXPAaHUTh
JIOCTATOYHBIN BBIOPOC 32 CUCT MOIKIIOUCHHS MexaHn3Ma CTapiiuHra.

Takum 00pa3oM, Ha paHHEM dTare Pa3BUTHSA 3a00JCBaHUS MOKET HAOIO-
JIaTHCS CHIYKEHUE COKPATHMOCTH 03 AUIaTaIlii. DTO MOKET PacCcMaTPHUBAThCS
kak paausas popma JJKMII, kotopast sBIsieTCS IEPEXOTHON HA ITyTH K OOBITHOM
KapTHHE 3a00JI€BaHUsI.

C npyroii CTOpOHBI, BBISICHUIOCH, YTO UCXOIHO Y JIUIT ¢ reHeTudeckoit JJKMIT
4acTo HAOJIONACTCS TOJMBKO JUIIATAIUS 0€3 HApYIICHUS COKPAaTHMOCTH, KOTOPast
CHIDKACTCS JIUIIB Yepe3 ToAbl. TakuM 00pa3oM, AUIaTaIus TAK)KE MOKET OBITh
¥ TIPEIBECTHUKOM pa3BUTHA Kiaccndeckoi kaptuasl JJKMII [9, 56].

TTopaxxenune muokapnaa npu JJKMII B ee kiaccuueckom BapuaHTE HOCHUT
nuddy3HbIl XapakTep, B OTJIMYHE OT 0YaroBbIX U3MEHEHUH, XapaKTePHBIX LIS
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MOYKHO OOBSICHUTBH JTHOO TEXHUYCCKHMH Ne(PEKTaMH OICHKH, JTHOO0 0COOBIMH
CUTyalusIMH — Hal[pUMep, BBEICHUEM HHOTPOIHBIX IIPENapaToB.

Uto kacaeTcs OICHKH JIOKAJBHBIX HAPYIICHUI COKPaTUMOCTH, TO TEOPETH-
YeCKU OHM HE JOJDKHBI HAOII0AaThes, ockoibKy mpu JIKMIT nopaxenne muo-
Kapzaa o0braHO Ob1BaeT quddy3HsM. OHAKO Y OONbIIMHCTBA OOIBHBIX U dY3-
HOE MOpakKeHNe HOCHT HEPAaBHOMEPHBII XapakTep, ¥ OTACIBHbBIC Y9aCTKH CTCHKH
MOTYT COKpPAIaThCs Xy’Ke COCETHHUX WM BOOOIIe He cokpamarkes. Hambomnee
aJIeKBaTHBIM OIMHMCAHNEM JTaHHOH 3XOKapauorpadudecko KapTHHBI OyIeT mpH-
OJIM3HUTEIILHO TAKOE: «...BBIPAXKCHHAs TU((y3HAsS THITOKHHE3US CTCHOK, Ha (PoHe
KOTOPOH CyIUTh 00 04aroBbIX N3MEHEHHSX HE IPEJICTABISETCS BOBMOXKHBIM. . .)»

OueBHTHO, YTO MMOJ0OHAs CUTYALUSI BBI3BIBAET HEOOXOJMMOCTh UCKIIOYHTh
HBC, HO 3TOT BOIPOC HENB3S PEMIUTH TOIABKO ¢ momouibio DXoKI. Mbl BepHemcst
K HeMy B pazzene TudepeHInaIbHON THarHOCTHKY.

[Ipu BBITOTHEHNHN SXOKApPIUOTPAPUIESCKOTO HCCIECAOBAHMSA, TIOMUMO Hapy-
HICHHSI COKPATUMOCTH, OOpaIIaloT Ha ce0sl BHUMAaHUE TAKNUE BU3YaJIbHbIC ITPOSIB-
nenust CH, kak CHU)KeHHe BIOPOCa U MOBBIIIEHHE KOHEUHOTO JTINaCTOJINYECKOTO
nasnenust B JOK. CHmokeHne BEIOpoca BBIpaKaeTcs B MAJIOW aMIUTUTY/IE JIBYDKE-
HUSI 20PTHI, 0COOCHHO 3aMETHOI Ha OJHOMEPHOH XOKapIHoTrpaMMe, U B IOCTe-
TIEHHOM CHCTOIHYECKOM PUKPBITAN A0PTaIBHBIX MomynyHui (puc. 3.1). [ToBbI-
[IeHWEe KOHEYHOTO TUACTOJIMYECKOTO AABJICHUS MPUBOAUT K TOSBICHUIO TOYKH
B Ha omHOMEpHOIT SXOKapAHOrpaMMe MUTPaIBLHOTO KianaHa (puc. 3.2).

IIpaktuuecku y Bcex namuentoB ¢ JJKMII Ha sxokapauorpamme ornpenesnsi-
eTcsl MUTpaJIbHasl M TPUKYCITUalbHast peryprurtaiyst. [losBieHue sTux martosno-
THYECKUX MOTOKOB CBS3aHO C YBEJIMYEHUEM JKEITYNOUYKOB U HOCUT BTOPUYHBIN
(OTHOCHTENBHBII) XapaKTep, T.e. He CBA3aHO C MOpakeHHeM KiarmaHoB. OCHOB-
HOM MEXaHN3M — CHHAPOM IUC(YHKINA MaTUTIPHBIX MBIIIIL, T.€. YIAJICHHE UX
OT CTBOPOK, BeAyIIee K HETOJIHOMY 3aKpPBITHIO KJIalmaHa. XapaKkTepHas dXOKap-
JmorpaMma rokaszaHa Ha pucyHke 3.3.

| B e s R

Puc. 3.1. OpHomepHaa 3OxoKI aopTbl
1 aopTanbHoro KnanaHa npv AKMIM. O6b-
ACHEHWA B TEKCTe.

Puc. 3.2. OgHomepHaa IxoKl muTpanb-
Horo knanmaHa npu OKMI. Cmpenkol
OTMeueHa ToukKa B, ykasbliBatowasa Ha no-
BbllUEHNE [MAaCTONNYECKOro [AaBneHus
B JTXK.



3.4. UHcTpymeHTanbHaA AnarHocTuka

DOxokapauorpadudeckas OneHKa
BTOPUYHON MUTpPAJbHOW perypru-
Talluy BKIJIIOYAET PAJ OCOOEHHO-
CT€ B CPaBHEHUM C IIEPBUYHOM.
Bo-nepBbIx, Ipu BTOPUUHOH peryp-
TUTALUU CHUKAETCS 3HAYEHUE T0Ka-
3areiisl vena contracta ¥ BO3pacTaeT
3HAUCHUE pacyera 00beMa perypru-
Tanuu ¥ mwiomaad 3GhHEKTHBHOTO
PEeTrypruTalMoOHHOIO0  OTBEPCTHS.
VIMeHHO 3TH 1Ba OKa3aTess JOIKHbI
HCHOIb30BAThCSI B KAYECTBE OCHOB- . . =3
HBIX KPUTEPUEB TSKEION PETypru- Puc. 3.3. CrvHapomM AncOyHKUMM nanun-
Taruu. Bo-BTOPBIX, BOMPEKH OBITY-  NAPHbIX Mbiwy npw JKMI. Cmpeskamu no-
IOIEMY TIPEICTABIECHHIO O TOM, YTO  Ka3aHO HerojIHoe 3aKpbiTVie MATPabHOro
BTOPUYHAS Peryprutamus iyumre, Y TPMKYCNMAANIBHOTO KNanaHos.

YyeM IepBHYHAs, JeJI0 OOCTOUT Kak

pa3 Hao0OPOT. DTO OOBSICHACTCS PA3BUTHEM BTOPUYHON HEJOCTATOUYHOCTH KJIa-
nmaHa y OOJBHBIX C TSHKEIBIM mopakeHreM muokapaa (AKMIT u UBC), kotopoe
PE3KO OrpaHMYMBAET BO3MOXKHOCTH KOMIIEHCAaluu. B pesynbrare B peKOMeH-
Jalusax 0 KJIAaHHBIM IIOPOKaM KPUTEPHUM TSKEJIOM BTOPUYHON MUTpaIbHOU
perypruTtaiuu BIBOE HIKE KPUTEPHUEB IEPBUYHON: (P PEKTHBHOE perypruTanu-
oHHOe oTBepcTHE >20 MM? 1 00beM perypruraimu >30 mit. Hakonerl, B-TpeTbux,
JUISL XapaKTePUCTHKN BTOPHIHON MUTPAIBHOM pErypruTaliy He0OX0 MBI ITOKa-
3aTeINu, ONMCHIBAIOIIHE CTeneHb pemoaennposanns JDK, — nnnexe chepuanoct,
JUCTAaHIUA MEXKAY NaNUUIAPHBIMA MBIIIIAMH, JUCTAHIAA MEXy 3aJIHEMEH-
AIBHOM MaNMUIAPHON MBIMIIEH W MUTPAJIbHBIM KOJBIIOM, BBICOTa KOONTAIUU
W miomaas TeHta (puc. 3.4). OTU mokazareiad WUIrpaloT CYHIECTBEHHYIO POJb
B BBIOOPE METOJIOB JICUEHHSI JIAaHHOH MaTOIOTHH.

Hactoe Hanu4Ke HE TOJIBKO MUTPAIBbHOM, HO U TPUKYCNUIAIBHON PErypru-
TalUX JaeT BO3MOKHOCTb OLIEHHUTH JABJIEHUE B JIETOUYHON apTEPHH CTaHIaPTHBIM
crioco0oM. Jlerkoe NoBBILIEHUE 3TOTO AABJICHUS MOKHO PAaCCMaTPHUBAaTh KaKk OTHO
u3 nposiBneHnit CH. Pe3koe moBwieHre JaBaeHMs B IETOUHOM apTepruu OOBITHO

BK
nr

Puc. 3.4. MNoka3zaTtenu, xapakTepusytowme pemogenunposaHue JIK. BK — Bbicota koon-
Tayuu, NT - nnowaab TeHTa. O6bACHEHUSA B TEKCTE.
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PECTPUKTUBHAA
KAPAUOMUONATUA

4.1. O6wme BONpPOCDHI

PKMII — penkoe 3aboneBaHue, TIIABHBIM IMPU3HAKOM KOTOPOTO SIBJISIETCS Orpa-
HUYEHHE (PECTPUKIUS) TOCTYIUIEHUS KPOBH B XKETYI04YEeK M3-3a MOBBIIICHHON
JKECTKOCTH €ro CTeHOK. IIpu 3ToM 00beMbl (OTHOTO MM 00O0MX) JKETYJ0UYKOB
HOpPMaJIbHBI MJIM YMEHBIICHBI, TOJIIMHA MHOKap/a HOpMajbHa WIN OJIM3Ka
K HOpME, COKpPaTUMOCTb MUOKap/ia TAK)Ke MOXKET 0CTaBaThCs HOPMAJIBHON OO0
OBITH HECKOJIbKO CHYOKeHHOH [S5]. ITomoOHOE coCTOsSTHUE MOYKET HaOIIONaThCs
KaK B BHJIE KJIACCUUECKON CeMEeHOMN (HhOpMbI KapJMOMHUOTIATHH, TaK W MIPH pas-
JIMYHBIX CUCTeMHbIX 3a0oneBaHusx. [Ipumeps pasnuunbix BapuantoB PKMIT
npeacTasiensl B Tadnune 4.1. Y3 Tabnuuel BugHO, yro Kk PKMII moryT ObITH
OTHECEHBI aMUIION103, Oone3ns Pabpu, ckiaeponepMus U Apyrue 3a0o1eBaHus,
KoTOpble yke Berpeuanuch npu onucanuu ['KMIT u JJIKMII. Kak yxe ynomuna-
JI0Ch, HEKOTOPEIE 3a00JICBaHNS MOTYT IPHUBOANUTE K POPMUPOBAHUIO (PEHOTUTIOB
Pa3IUUHBIX KapAUOMHOIIATHH.

PecTpukTUBHBIN THI HAPYIIEHUS AUacToNndeckoro HanoinHeHus JOK moxer
BCTpeYaThcs y nmanueHToB ¢ koneunoi cragueit 'KMII u JIKMII, onnako Takue
ciydau He caexyeT oTHOCUTh K PKMII [5]. Takxke pecTpUKTUBHOE HallOJTHEHNE
MOXET HaOIIONAThCS NP Aajieko 3amenmux Al Wi aopTaabHOM CTEHO3E.
OueBHIHO, YTO U B ITUX CIIy4asX JHArHO3 KapJHOMUOIIATHH HETIPABOMOYECH.

4.2, NaTaHatomua n natopusumonorns

XapakrepubM 111 PKMIT sBiisieTcst OTCYTCTBUE CYIIECTBEHHOIO YBEIMUEHUS
MOJIOCTEN JKENTYI0YKOB M YTONIICHUS] MUOKapaa. B To sxe Bpems mpeacepaus
Yy NagUCHTOB 3HAYUTEIbHO PACIHUPAIOTCA, TAK KaK B HUX CKAIlJIMBACTCSA I/136BITOK
KPOBH, HE CIIOCOOHOM MOCTYIHTH B HKEITYTOUKH.

OrpaHnyeHne OCTYIUICHUS KPOBH B XKEITYJIOUKH 00BSICHSIETCS N3MEHEHHBIMU
CBOMCTBaMHM CTEHOK — IIOBBIIIICHUEM UX KECTKOCTH. B OosbIIeli yacTH ciyvaes,
B TOM uuciie npu kinaccuueckoit PKMII, noBelieHHE )KECTKOCTH ONPEAEIeTCs
M3MEHEHHUSAMH CaMOro MHOKap/a.

Haubosnee xapakTepHbIMH MPOSBICHUSAME 3a00JICBAHUS SIBIISIOTCS TE MATO-
(DU3HOIOTHYECKHE CABUTH, KOTOPBIE HACTYIAIOT BCJIEICTBHE MOBBIIICHHS )KECT-
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PeCTpVIKTIIIBHail Kapanomuonatuna

Ta6nuua 4.1. Mpumepbl pa3nnyHbix BaprnaHToB PKMI [5]

CemeWHble/reHeTn- « HacnepcrtBeHHadA C HEM3BECTHbIM FEHOM
yeckme + MyTauum capkomepHbix 6enKkoB:
— TpononwuHa | (PKMI + TKMIM)
— MWO3MHa Nlerknx uenem
« CeMeliHbIll amMnongos:
- TpaHcTupetuH (PKMI + HeBponaTtus)
- anonunonpotenH (PKMIM + Hepponatun)
« [decmnHonaTtua
+ Jnactnyeckas nceBAoKcaHTOMa
» [emoxpomatos
+ bonesHb AHpepcoHa-Mabpun
- bonesHn HakonneHuA rnkoreHa

HecemeliHble/HereHe- « Amunoungos (AL/npeanbbymuH)
Tnyeckne » Cknepogepmusa
+ DHAOMMOKapAUanbHblii Grnbpos:
— rMNep303nHOGUIbHBIN CUHAPOM
- VAVONaTUYeCKUiA
- BC/IeACTB/IE XPOMOCOMHbIX abeppavuii
— JleKapCTBEHHbI (CEPOTOHVH, 3proTaMuH, pPTyTb)
+ KapuuHongHasa 6onesHb cepaua
+ MeTacTasbl 310KayeCcTBEHHbIX OMyxonen
+ WoHusupyiolee nsnyyeHne
- BospeicTBme nekapcTs (@HTPALMKANHDI)

KOCTH CTEHOK M OMHCHIBAIOTCS TEPMUHOM «PECTPUKTUBHBIM THUI HANlOJHEHUS
JKeTyJ0uka». M3MeHeHus1 coCcTosT B TOM, 4TO B (pasy OBICTPOro HaroJIHEHHMs
KpOBb HAUMHAET YHEPTUYHO, C BBICOKOM CKOPOCTBIO MOCTYHAaTh B KEIyA0YeK,
HO M3-3a CONPOTHBIICHHS CTEHOK JIABIICHHE B OJIOCTH JKETyHA0UKa y’KE B PAHHIOIO
JMACTOJIy PE3KO TOBBIMIAETCS M KPOBOTOK IPEKPAIACTCs MPEXKICBPEMEHHO.
Bropast momneITKa HaOJHHUTB KETyAOUEK IMPOUCXOIUT BO BPEMs COKpAILEHMs
npescepanii, oMHako U B 3Ty (pasy MocTyruieHHe KpOBH HEBEJHMKO, & WHOTHIA
MOJTHOCTBIO OTCYTCTBYET, TaK Kak MpeJiCepre BO BpeMs CBOEH CHUCTOIIBI HECTIO-
COOHO TIPEoJI0NIeTh CONPOTHBIICHUE CTEHOK Kelyaouka. [1omo0HbIN XapakTep
HAIOJIHEHUsI XOPOIIO BHJCH Ha JONIUIEPOBCKON 9XOKapIMOrpaMMe MHUTPAIIhb-
HOTO KPOBOTOKA U CXEMaTHYECKH TOKa3aH
Ha pucyHke 4.1.

OnucaHHBlE W3MEHEHHUS SABISIOTCA
KJIACCUUECKUM MPUMEPOM HapyIIEHHs Tua-
A CTOJIMYECKON (PyHKIIUH, TPUIEM I10 COBpE-
MEHHBIM IPEJICTABICHHUSIM OHU OTHOCSITCS
K HanOoIee THKEIOMY THITY €€ HapyIICHHs
(3-i1 crerienn) [12]. B To ke Bpems cieqyeT

a 6 OTMETUTb, YTO Ha PaHHUX CTAAUAX pa3-
Puc. 4.1. Mutpanbhbii kposotok: BuTHs PKMII MoryT HaGmronarsest u 1-1,
a - HOPManbHbIil, 6 — PECTPUKTUB- M 2-1 CTENEHM HapyNIEHWs JUACTOJIUYE-
Hbll. O6bACHEHUA B TEKCTE. ckoit pyHKIwuH [15].

E



104

10.

JINTEPATYPA

Goodwin J.F., Gordon H., Hollman A., Bishop M.B. Clinical Aspects of Cardiomyo-
pathy // Br. Med. J. — 1961, Jan 14. — Vol. 1(5219). — P. 69-79.

Report of the WHO/ISFC task force on the definition and classification of cardiomyo-
pathies // Br. Heart J. — 1980. — Vol. 44. — P. 672—673.

Richardson P, McKenna W., Bristow M. et al. Report of the 1995 World Health
Organization/International Society and Federation of Cardiology Task Force on
the Definition and Classification of Cardiomyopathies // Circulation. — 1996. —
Vol. 93(5). — P. 841-842.

Maron B.J., Towbin J.A., Thiene G. et al. Contemporary Definitions and Classifica-
tion of the Cardiomyopathies: an American Heart Association Scientific Statement
from the Council on Clinical Cardiology, Heart Failure and Transplantation Commit-
tee; Quality of Care and Outcomes Research and Functional Genomics and Transla-
tional Biology Interdisciplinary Working Groups; and Council on Epidemiology and
Prevention // Circulation. — 2006. — Vol. 113. — P. 1807-1816.

Elliott P, Andersson B., Arbustini E. et al. Classification of the cardiomyopathies:
a position statement from the European Society of Cardiology Working Group on
Myocardial and Pericardial Diseases // Eur. Heart J. — 2008. — Vol. 29. — P. 270-276.
Gersh B.J., Maron B.J., Bonow R.O. 2011 ACCF/AHA Guideline for the Diagnosis
and Treatment of Hypertrophic Cardiomyopathy // J. Am. Coll. Cardiol. — 2011. —
Vol. 58(25). — P. €212-260.

Elliott PM., Anastasakis A., Borger M.A. et al. 2014 ESC Guidelines on diagnosis
and management of hypertrophic cardiomyopathy // Eur. Heart J. —2014. — Vol. 35. —
P. 2733-2779.

Maron M.S., Finley J.J., Bos J.M. et al. Prevalence, clinical significance, and natural
history of left ventricular apical aneurysms in hypertrophic cardiomyopathy // Cir-
culation. — 2008. — Vol. 118. — P. 1541-1549.

Donal E., Delgado V., Bucciarelli-Ducci C. et al. Multimodality imaging in the diag-
nosis, risk stratification, and management of patients with dilated cardiomyopathies:
an expert consensus document from the European Association of Cardiovascular Ima-
ging // Eur. Heart J. Cardiovascular Imaging. — 2019. — Vol. 20(10). — P. 1075-1093.
2016 ESC Guidelines for the diagnosis and treatment of acute and chronic heart fail-
ure: The Task Force for the diagnosis and treatment of acute and chronic heart failure
of the European Society of Cardiology (ESC) // Eur. Heart J. —2016. — Vol. 37(27). —
P. 2129-2200.

. Pexomenpanuu ESC 1o sedeHuro ManyeHTOB C KEIyIOYKOBBIMHM HAapYLICHUSMU

pHUTMa 1 IpoGHUIAKTHKE BHE3aNHO cepaednoi cmepru 2015 // Poccuiickuit kapuo-
normyeckuii xkypHai. —2016. — T. 7. — C. 5-86.




<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /None
  /Binding /Left
  /CalGrayProfile (Dot Gain 20%)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (Eurostandard Max Black)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Error
  /CompatibilityLevel 1.4
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.0000
  /ColorConversionStrategy /LeaveColorUnchanged
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments true
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 300
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages true
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 300
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 300
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 1200
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile (None)
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /CreateJDFFile false
  /Description <<

    /BGR <>
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e9ad88d2891cf76845370524d53705237300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc9ad854c18cea76845370524d5370523786557406300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /CZE <>
    /DAN <>
    /DEU <>
    /ESP <>
    /ETI <>
    /FRA <>
    /GRE <>

    /HRV (Za stvaranje Adobe PDF dokumenata najpogodnijih za visokokvalitetni ispis prije tiskanja koristite ove postavke.  Stvoreni PDF dokumenti mogu se otvoriti Acrobat i Adobe Reader 5.0 i kasnijim verzijama.)
    /HUN <>
    /ITA <>
    /JPN <FEFF9ad854c18cea306a30d730ea30d730ec30b951fa529b7528002000410064006f0062006500200050004400460020658766f8306e4f5c6210306b4f7f75283057307e305930023053306e8a2d5b9a30674f5c62103055308c305f0020005000440046002030d530a130a430eb306f3001004100630072006f0062006100740020304a30883073002000410064006f00620065002000520065006100640065007200200035002e003000204ee5964d3067958b304f30533068304c3067304d307e305930023053306e8a2d5b9a306b306f30d530a930f330c8306e57cb30818fbc307f304c5fc59808306730593002>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020ace0d488c9c80020c2dcd5d80020c778c1c4c5d00020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /LTH <>
    /LVI <>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken die zijn geoptimaliseerd voor prepress-afdrukken van hoge kwaliteit. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /POL <>
    /PTB <>
    /RUM <>
    /RUS <>
    /SKY <>
    /SLV <>
    /SUO <>
    /SVE <>
    /TUR <>
    /UKR <>
    /ENU (Use these settings to create Adobe PDF documents best suited for high-quality prepress printing.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)
  >>
  /Namespace [
    (Adobe)
    (Common)
    (1.0)
  ]
  /OtherNamespaces [
    <<
      /AsReaderSpreads false
      /CropImagesToFrames true
      /ErrorControl /WarnAndContinue
      /FlattenerIgnoreSpreadOverrides false
      /IncludeGuidesGrids false
      /IncludeNonPrinting false
      /IncludeSlug false
      /Namespace [
        (Adobe)
        (InDesign)
        (4.0)
      ]
      /OmitPlacedBitmaps false
      /OmitPlacedEPS false
      /OmitPlacedPDF false
      /SimulateOverprint /Legacy
    >>
    <<
      /AddBleedMarks false
      /AddColorBars false
      /AddCropMarks false
      /AddPageInfo false
      /AddRegMarks false
      /ConvertColors /ConvertToCMYK
      /DestinationProfileName ()
      /DestinationProfileSelector /DocumentCMYK
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements false
      /GenerateStructure false
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles false
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /DocumentCMYK
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /UseDocumentProfile
      /UseDocumentBleed false
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [612.000 792.000]
>> setpagedevice




