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VIABbTPA3BYKOBAS JUATHOCTUKA KAPJIJUOMUOIIATUI

Kapanomuonaruu — nepBuyHble 3a001€BaHUS MUOKap/ia, B JaHHYIO TPYIIILY
HE BXOAAT MHOKapAuWaidbHble AUCHYHKUUM BCJICACTBUE HIIEMUU WU
XPOHHYECKOTO COCYyAHUCTOro 3alosieBaHus. Beimensior cruemyromue 0a30Bble
naToQU3n0JIOTHYECCKHEe  KATerOpuH  KapaAMOMMONATHI:  JMJIaTallMOHHAS,
runepTpopudeckas, peCTPUKTUBHASL.

I'uneprpoduyeckass KapaAMOMHUONIATHUSA

['uneptpodpuueckas kapauomuonarus (rKMII) ompenensercss Hamuuuem
rUnepTpouu JIEBOro JKeIyJouKa, KOTopas HE MOXET ObITh OObSICHEHa
AHOMAJIbHBIMU YCIIOBHSIMU Harpy3KH.

VY 60 % nanuentoB rKMII siBnsieTcst 3a0oneBaHuEM MHOKap/a ¢ ayTOCOMHO-
JOMUHAHTHBIM THUIIOM HACJIEOBaHUS MW BapuaOeNbHON IEHETPAHTHOCTHIO
KacaTellbHO aHOMAaJMU TEHOB, KOJUPYIOMIMX OEJKM CepAECYHOro capKoMmepa.
MyTanuu B reHax, KoAUpyroumx 0era-Muo3uH Tspkenbix neneit (MY H7), Muo3un-
ces3piBatomuii 6eok C (MYBPC3), Tunuunst aiist 6onpimuHcTBa cnydaeB TKMIT;
MEHEE 4acTo nopaxarorcst reusl cepaeyHoro tpornonnHa [ u T (TNNI3, TNNT?2),
a-1tponomuosuna (TPM1) u nerkoit nenu muozuHa 3 (MYL3). IIpu myrtanusax
T€HOB, KOJMPYIOIIUX OCNKH CEepICYHOr0 CapKoMepa, B CEMEHHOM aHaMHE3€ 4acTo
BCTpEYAETCS BHE3AHAsl CepJIeUHasi CMEepPTh, UMEETCs TEHACHIIUS K 0oJiee TsHKeoi
runepTpoduu, MUKpococyaucToi auchyHkiuu u Gudpo3y Muokap/a.

B 5-10 % cmydaeB TKMII y B3pocibIX BbI3BaHbl IPYTMMH IE€HETUYECKUMU
HapyILIEHUAMH, BKIIFOUasl HACJIEICTBEHHbIE METa00INYECKHE U HEPBHO-MbILLICYHbIE
3a00JieBaHUsl, TEHETHYECKHE CHHAPOMBI. HekoTopple MalMEeHThl HUMEIOT
HEreHETUYECKUE HApYIIEHUs, KOTOPbIE WMUTHUPYIOT TE€HETUYECKHue (POpMbI
3a0oneBaHus, Hampumep, amuioun03. HaciencrtBenHple 3a0osieBaHHS OOMEHa
BEILIECTB, CBSI3aHHbIE C TruUIepTpodueil JeBoro KeiyAouka, B OOJIBIIMHCTBE
CllydyaeB HMEIOT ayTOCOMHO-PEIIECCUBHBIN THUI HAcleJOBaHUSA, HEKOTOpPbIE
cuerieHsl ¢ X-xpomocomoil. Haumboiiee pacrpoctpaHeHbl 0oyie3Hb AHAEpCOHA-
®abpu (0,5-1 % namuentoB ¢ TKMII crapmie 35-40 net) u Ooyie3HU, BbI3BAHHbBIE
MyTallUIMH B TE€HE, KOAUPYIOIIEM g2-CyObequHUIy aJeHO3MHMOHOGoCchaT-
akTuBUpoBaHHOM  mporenH  kuHa3bel (PRKAG2) (mpumepno 1 %).
PacrmipoctpaneHHOCTD rKMII, CBSI3aHHBIX Cc MyTaluen JIA30COM-
accoIMMpPOBaHHOTO MeMOpanHoro Oenka-2 (LAMP-2) (6Gone3nr Danon),
cocrasisier 0,7-2,7 %.



[lepBuuHbIE MHUTOXOHAPHAIBHBIE PACCTPONCTBA BBI3BAHBI MYyTAllUSIMU B
anepHot unu mutoxonapuansHoi JIHK, kotopsle mepenaroTcss mo ayTocoOMHO-
JTOMHUHAHTHOMY, ayTOCOMHO-PELIECCUBHOMY, CIIETNIEHHOMY € X-XpOMOCOMOW THITY
HacienoBanus. Cpead MHUTOXOHJPUANIBHBIX KapJUOMHONATUNA Haubojiee YacTo
BCTPEYAIOTCS CBS3aHHBIC C MYyTAI[USIMA B T€HAX, KOJUPYIOMHUX OCTKOBBHIE IEMH
JIbIXaTEJIbHBIX KOMILIEKCOB.

Atakcust @puapeiixa, HEKOTOPHIE MBIIIEYHBIC TUCTPOPUN U BPOKICHHBIC
CKCJICTHbIE  MHOMNATUH, AaCCOLUUUPYIOIIMECS €  MBIIIEYHOM  CcIaboCThIO,
KOHTPaKTypaMH, BbI3BaHbI MyTalusimMu B renax LIM momenos-1 (FHL-1).

Cunapomsel Hynan, LEOPARD (L — nenturo, E — OKI'-cumnromaTtuka, O —
IJ1a3HOW rumneprenopusM, P — CTeHO3 JeroyHou aprepuud, A — aHOMAIIUH
reHutanuii, R — 3amennenue pocra, D — HelipoceHcopHas riyxora) u Kocreno,
BBI3BaHHBIC MYyTaIlMsIMA B TE€HAX, KOAMPYIOMUX Ras/MHUTOreH aKTUBUPOBAHHYIO
npoteuH kuHazy (MAPK), acconuupytrorcs ¢ rKMII.

AMWIOHIO3 CepAlla NPUBOAUT K IPOTPECCHUPYIOLIEMY  YTOJILIECHUIO
MHUOKapAa JIEBOTO M MPaBOr0 >KEIyAOYKa, MEXKEITyJOUYKOBOM MEpPEeropoike u
aTPUOBEHTPUKYJSIPHBIX KiarnaHoB. [Ipm aMunonmo3ax, BbI3BAHHBIX JIETKUMU
nemsimu  amwionna  (AL-amwiono3), W HACICACTBEHHBIX TPAHCTUPETHH-
3aBUCUMBIX (pOpMax aMHION03a CEPJIe MOXKET MOPaKaThCs KaK W30JUPOBAHHO,
TaKk U B KOMIUIEKCE C MOJMOPraHHbIM HopakeHueM. [Ipu HeMyTaHTHOM JUKOM
turie  (wild type) (crapyeckomM) TpPaHCTUPETHH-3aBUCUMOM  aMUJIOHM]I03€
MOpaXkaloTcsl CEpAlle, CYXOXUJIbSd M CBA3KM KAHAJIOB 3aIsiCThd (CHHAPOM
3aMsICTHOTO KaHasa).

[Ipu ocTpoM MHOKapIWTE€ OTEK MHUOKapAa U KIETOYHAs HHPUIbTPALIUS
MoryT umuTHpoBatb TKMII, HO 3TO, Kak mpaBuiio, MpEXOJslIee SBICHUE,
CONPOBOXKJIAIOIIEECSs JPYTMMH KIMHUYECKUMU W JITA0OPAaTOPHBIMU JAHHBIMU,
YKa3bIBAIOIIUMHU HA OCTPBII MUOKAP/IUT.

TpansutopHast TunepTpodusi KETyJOUYKOB HAOMIOAAeTCS y ACTei, MaTepH
KOTOPBIX MUMEIOT CaxapHbId AualeT, Ja)e MPH XOpOIIeM KOHTpoJie nuadera BO
BpeMsi OEpeMEHHOCTH. Y B3POCIBIX TUNEPTPOGUS JIEBOTO JKEIyAOoUYKa MOMKET
acconMupoBaThcsi ¢ (HEOXPOMOLMTOMOM M aKpOMETauei, OJHAKO JIeUeHHUe
SHJOKPUHHOTO PacCTPOMCTBA, KaKk TMPaBUJIO, TMPUBOJUT K Pa3pPEIICHUIO
runepTpopuu. XpoHUUECKOe YMOTpeOJEeHUE HEKOTOPHIX JIEKApPCTB, B TOM YHCIIE
aHAOOJMYECKUX CTEPOMIOB, TAKpPOJUMycCa H THAPOKCUXJIOPOXHWHA, MOXKET
MIPUBECTH K TUMIEPTPODUH JIEBOTO KETYT0UKA, XOTS ITH JIEKAPCTBEHHBIEC CPEJICTBA
PEIKO MPUBOJIAT K TOJIIMHE CTEHKU JIEBOTO JKeJIyAouka > 1,5 cM.

V 25— 30 % mauuentoB >tuoaorus rKMII He n3sectHa.

Pacnpoctpanennocts TKMII  cocraBmgser 0,2 % B momynsiguu.

EcrectBennoe  Teyenme TrKMII, kak  mpaBuiio, J100OpPOKaYECTBEHHOE,
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OCIIO)KHEHUSIMU ~ 3a00JIeBaHUSI MOTYT OBITb OTpaHUYEHUs oOpa3za KHU3HU
BCJIE/ICTBUE OOCTPYKLIMM BBIHOCAILIETO TPAaKTa W/WUIM AaHOMAIUNA JUACTOIMYECKOTO
HAIOJHEHMS JIEBOTO KENIyAOouKa, (UOpWUIALMS TNPEACepAuil, CHCTOINYECKas
JUCQYHKIMS JIEBOTO JKEIyJouKa. BaXKHbIMU KIMHUYECKUMHU OCOOEHHOCTAMHU
rKMII sBisrOTCS BBICOKHMI PHUCK BHE3ATHOM CMEPTH, OCOOCHHO BO BpeMs
HANpPsDKEHUs, CHUMITOMATHKa CTEHOKAapJuH, HEMNEePeHOCUMOCTh (PU3UUECKHUX
Harpy30K U CHHKONAJIbHBIE COCTOSIHMS, BBICOKash dYacToTa (uOpUILIALUN
IpeACepAni, CUCTOJIMYECKUH IIyM IPU ayCKyJabTauuu. BHezamnas cepaedHas
cMepTh mnpoucxomut y | % mnanmeHToB Kaxaeld rox. IIporHo3 nanumeHra
3HAYUTENIBHO XYK€ IPU CUCTOINYECKON AUCPYHKIIMU JIEBOTO KEITYA0UKA.

Tabnuna 1. KinuHnYeckre CUMITOMBI, CrIocoOCTBYOIME auaraoctruke rKMIT
[EBpomeiickoe o01iecTBO Kapanoaoros, 2014]

CuMOTOMBI 3aboneBanus

[TpoGnemsr B 00yUeHUH, MuToxoHIpraIbHbIE 3a00IeBaHUS

3aJIep’KKa yMCTBEHHOI'O Cunnpomsl Hynan/LEOPARD/Kactenio

pa3BUTHS bosnesnp /lanona

Heiipocencopnas myxora MuTOoXOHIpHAIbHBIE 3200JIEBaHUS BMECTE C T1A0ETOM)

bonesnp Annepcona-dabdpu
Cungpom LEOPARD

Hapymenue 3penust MuTtoxoHApHanbHbIE 3a00JIeBaHMs (IOPaKEHUE CETUATKH,
arpo(usi 3pUTEIHHOTO HEPBA)
TTR(TpaHCTUPETHH)-3aBUCUMBIN aMUJIOU103
(061aKoBUIHOE TOMYTHEHUE CTEKJIOBUIHOTO TEJa)
bonesnsp JlaHoHa (MUTMEHTHBINA PETHHUT)

Bonesnp Annepcona-®abpu (KarapakTbl, TOMyTHEHHUE

POTOBHIIHI)
Hapymenue noxogku Atakcust @puapeiixa
[Tapacre3un/ceHCOpHBIE Amunouno3
AHOMAJIMH/HEHPOTIaTHICCKHE bonesnp Anpepcona-dabdpu

oo

CunapoM 3amscTHOTO KaHana | | TR(TpaHCTHpPETHH)-3aBUCUMBIH ~ aMHIIOn03  (OCOOCHHO
npu OuaTepasTbHOM NOPAKEHUH U MYKCKOM TI0JI€)

Mpeintreunast ¢1ab0CThb MuToxoHIpHalbHbIC 3a00JIeBaHUS
Boie3nn HakomIeHUs TIUKOTeHa
Mytaruu FHL1

Arakcust @puapeiixa

IITo3 Bex MuTtoxoHapHaIbHbIE 3a00JICBaHUS
Cunapomsl Hynan/LEOPARD
MmuoTtonndeckas quctpopus

Jlenturo / marHa «xode c¢ | Cunapomsl Hynan/LEOPARD
MOJIOKOM»

AHrnokeparoma, runoruipo3 | bonesnbs Aunepcona-dadpu




Tabmuma 2. Aromanuu OKI', cmocoOcTByromue crienupuaeckoMy JUaraos3y

[EBporieiickoe 0011ecTBO Kapanosioros, 2014 ]

An"omanus

KommenTapun

Ykopouenne PR-unTepBana

CuHapoM NpeaBo30YKACHUS KETYA0UKOB
SIBIIETCS OOIIMM 11 O0JIe3HEN HAKOIUIEHUS
(TTomme, PRKAG2 (gamma-2 subunit of the
adenosine monophosphate-activated protein
kinase), JlaHOH) 1 MUTOXOHAPUAITBHBIX
3aboneBanuii (MELAS — MutoxonapeanbHas
SHIIePATOMUONATHS, JTAKTAT-AI[U03,
snu3oabl uHCynbTa; MERFF —
MHUOKJIOHHUYECKasl SMUJIETICHSI C pa3pblBaMu
KpaCHBIX MHODUOPHILT).

Kopotkuii uarepsan PR 6e3 cuaapoma
MPEABO30YKICHHUS KETYTOUKOB TIPH 00JIe3HU
Annepcona-®abpu

AB-610Kana

IIporpeccupytoiee Hapymenue AB-
MIPOBOAMMOCTH SIBJISICTCS] OOIIUM ISt
MUTOXOH/IPHAIILHBIX 3a00JIeBaHUH,
HEKOTOPBIX OOJIE3HEH HAKOTUICHUSI (BKITIOYast
6one3np Auaepcona-dOabdbpu), aMUION103,
JECMHHOIIATUH (Pa3HOBUAHOCTH
MUODUOPHUIUIAPHBIX MHOTIATHN ¢ MyTaIlei
reHa, KOAUPYIOIIETO JECMUH, KOTOpas
MPETSITCTBYET 00Pa30BaHUIO (PUIIAMEHTOB),
mytaiuu PRKAG2

OkerpeManbHas runeprpodus JOK

DKcTpeMalbHO 001bI0H BodbTak QRS
TUTIYEH JUTsI 00JIe3HEH HAKOTUICHHSI
(6one3nu [Tomrie, JlaHOH), HO MOXET OBITH
TOJIKO CHHAPOM TIPEIBO30YKIACHUS
KEITyJJOYKOB

Huszkuii Bompraxk QRS (mim HOpManbHBIHA
BOJIBTAX HE cMOTps Ha rurneptpoduto JIK)

Huskuii BonsTaxk QRS npu oTcyrcTBun
NEPUKAPAUATBHOTO BBITIOTA, TYYHOCTH U
6onesneit nerkux peakuii npu rKMII (3a
UCKJTFOUYEHUEM CITy4aeB TePMUHAIBLHON
cranuu TKMIT) umeer mecto y 50%
MAIMEHTOB C aMHJIOUI030M (JIETKHUE LN
amuionna) u'y 20% manueHToB ¢
TTR(transthyretin)-amuaongo3om.
Huddepenunansuas auarnoctuka rKMIT
CepACYHOTr0 aMHIION103a 00JIerdaeTcs
M3MEPEHUEM OTHOIICHUS MEXKIY BOJIBTAXKOM
QRS u tonmmnuoii crenku JIK




[Tponomkenne Tadiuip 2

Peskoe oTkioHEHHME ocHM cepaua BiIeBO U | BeTpedaercs y manuMeHTOB ¢ CUHAPOMOM
BBEpX («HA CEBEpO-3aran)) HynaH ¢ Tsxenoit 6azanbHol runepTpodueit,
nepexondieil Ha BpiHocAmui Tpakt [DK

«["uranTckuii» otpunarenbHbi 3yoern T (>10 | B npekapauanbHbIX U /Umu
MM) HUKHEJIaTePATbHBIX OTBECHUSIX TOBOPHUT O
BOBJIeueHUH Bepxyuiku JIK

Mopddosiornueckyro OCHOBY 3a00JieBaHHS COCTaBIISIIOT TUNEPTPOPUS
MBIIICYHbIX  BOJOKOH C  HapylIEHWEM OpUEHTallud B  KOCOM WU
NEPIEHIUKYJIIPHOM HampaBlIeHUM, (QUOpo3 MHUOKapaa, H3MEHEHUE MEJKHUX
KOPOHAPHBIX apTepuil (YTOJILEHUE CTEHOK, CY>KEHHE MPOCBETA), BBI3BIBAOIINE
UIIEMHI0 MUOKap/Ia.

I'emopunamunyeckast Kiaccupukauusa runeprpopuyecknx KMII:

Heobcmpykmuenvle: TpaJueHT B BBIHOCSILEM TPAKTE JIEBOTO XKEIyA04YKa B

MIOKOE U MPH MPOBOKAIIMOHHBIX TECTAX COCTABJISCT <30 Mm p1
MalUEeHTOB);
0O6cmpyKkmueHbvie: TPAJUCHT B ITOKOE =30 mm pT. CT. (* 2,
UHOYYUpyemvle UlU J1ameHmHble: TPAJUCHT B TOKOE <30 MM [

YBEJIMYHUBACTCS TIPH YIIPAKHEHUSIX WIN APYTUX MPOBOKAIMOHHBIX TECTaX.
Oxokapmuorpadust  (DoKI') sBhsieTcs TEHTpPAIbHOW  METOIWKOW B
aunarHoctuke M Mouutopunre TKMII [EBpomneiickoe 0011ecTBO KapAHOIOTOB,
2014].
TepMuH «cyOaopTanbHBIN CTEHO3» WM «aCUMMETpPUYECKasi TUIEPTPODUsDY
HE PEKOMEHJOBaH K YIOTPEOJICHHWI0, B TOM 4YHWcie Tpu (HOPMUPOBAHUU
3aKJIIOUMTENBHOM YacTH 3XOKapAuorpapuieckoro mpoTokona. Mcemonb3yercs
TEPMUH «TUTIepTpodUIecKas KapAHOMUOTIATHS.
Oo6mue npuznaku rKMII mo nanubim IxoKT
VY B3pocnoro runepTpodust 0HOTO WK 00Jiee CErMEHTOB MUOKapAa JEBOTO
KeIylodka > 15 MM, KOTOPYIO HENb3si OOBSICHUTH HCKIIOYUTEIHHO YCIOBUSIMHU
Harpy3ku (OTCYTCTBYET aOpTalbHBIM CTEHO3, apTepuaibHas runepteHsus, XIIH,
Oosie3HW OOMEHa BEIECTB, pa3JIMuHble TMOPOKU cepana) [Pekomennanuu
EBporneiickoro obmiectBa kapauosaoros, 2014].
Taocecmob 3a001e6aHUsL onpeoesitom
® ACHMMETpPUYHAS TUIIEPTPOPUS JICBOTO KETYT0UKA;
® HOpMaJbHAsI/CHIKEHHAS CUCTOJIYECKast byHKIISA JIEBOTO
KeIyI0vKa,;
® HapyIICHUE TUACTOINYECKON (YHKIIUM JICBOTO KEITYI0UKa,;
e cybaopranbHasi TMHAMHUYECKast OOCTPYKIHSI.



O60ctpykuust  npu  rKMII  HOocUT ~ JMHAMHYECKMH  XapakTep,
BHYTPUKEITYIOYKOBBIA TPAJUEHT MNABJICHUS CHJIBHO MEHSETCA [I€Hb OTO MHS,
MOXKET OTJINYATHCS JAXKE B COCEAHUX CEPJICUHBIX ITUKIIAX.

OOCTpYKLMIO YCHJIMBAIOT YBEIIMYEHUE COKPATUMOCTHU JIEBOTO JKEIyI0YKa,
yMEHbIlIEHHEe OO0BbeMa JIEBOTO JKeNlynouka (MpeaHarpy3ku), ymeHblieHue AJl
(mocTHarpyskn).

TsokecTp 3a00sI€eBaHUS  ONPENEISIOT TaKXKe JKEIYJOYKOBbIE HApYIICHUS
puTM™A.

JInst OLlEeHKHM THUMAa M CTENEHU BBIPAKEHHOCTH TUIEPTPOPUH MHUOKapAa
JIEBOTO  JKENyJI0YKa HEOOXOJAMMO  BBIMOJHEHUE CEpUM  MYJIbTUILUIAHOBBIX
TOMOTpaUYECKUX yJIbTPA3BYKOBBIX CPE3OB.

B mapacrepHasbHOM NO3MLMH, IUIOCKOCTH KOPOTKOM OCH ITPOBOAMUTCS
M3MEpEHHNEe TUACTOINUYECKON TOJIIIMHBI Ha YPOBHE 0a3abHbIX, CPETHUX CETMEHTOB
M BEpPXYIIKHU JIEBOTO XenyJaouka B B-pexume (He B M-pexume!). TiiarenbHo
MU3MEPEHHAs] AUACTOJIMYECKas TOJIIMHA MEXOKEIYJA0YKOBOM IEeperopojku B B-
pexume (He B M-pexxume!) HeCeT Ba)KHYH MPOTHOCTUYECKYH0 HH(OpPMAaILHIO O
pUCKE BHE3AaHOW CMEpPTH, IJIsl MPUHATUSA PELICHUS O BBINOJHEHUU MPOIEAYpPHI
JNECTPYKLMH WK MUOIKTOMHUU MEPETOPOIKH.

OTnenbHOE BHUMAHHUE YAENSETCS OLEHKE HIKHE0a3aJbHOrO0 CEerMeHTa
MEXAY MNalWUIAPHOW MBIIIEA W MUTpaIbHBIM KoJbIOM. [lpu TKMII vy
OOJIBIIMHCTBA MAIIMEHTOB 3TOT PETMOH HE YTOJIIEH. YTOJIIEHHWE JaHHOTO
CerMEHTa MpPHU KOHUEHTPUYECKON THUMepTpohuu HMEET JPYryI0 ATHOJOTHIO,
HanpuMep, apTepualibHas TUNepTeH3us, HHOUIbTPATUBHAS KapJUOMHUONIATHS

Mooenu eunepmpodghuu negoeo scenyoouxa npu eKMII:

| — runeptpodusi, orpaHryYeHHAs IEPEIHUM CETMEHTOM MEXKKETYT0UKOBOM
neperopoaku; Il — rumeprpodus, BKIOYaromias BCIO IEPEropoiky, HO He
pacrnpocTpaHsIoascs Ha nepeanioo cteHky; Il — runeptpodus, oqHOBpeMEeHHO
OXBaTBIBAIOIIAS MEXOKETYJOUYKOBYIO MIEPETOPOAKY U EpeTHEOOKOBYIO CTEeHKY; [V
— runepTpodus, BKIOYAIOUIash BCE CTEHKH, KpOMe IMepelHed dYacTu
MEXIKETyI0UYKOBOM TieperopoAku (cummerpuuHas) runeptpobus JDK; V -
runepTpodus, OXBAaTbIBAIOIIAS BEPXYULIKY cepla (BepxymieuHas
KapAUOMMOIIATHSA ).

O0bembl neBoro xenyaouka npu TKMII, kak mpaBuiao, coXpaHEHbl WU
ClleTKa yMEHbIIEHbl. MOXeT oOTMeyaTbcsi OOJHUTEepalus MOJOCTU JIEBOTO
KeIly104Ka, OHa e SBJSETCS OAHUM U3 MEXaHHW3MOB JIMHAMUYECKOW OOCTPYKLIHUU
JIEBOTO XKEIyAOUKa

[Ipumeprno 25 % mnamumentoB ¢ TKMII Takke MMEIOT aHEBpU3MY JIEBOTO
KETyJouKa aluKaJlbHOW JIOKAJIM3allMi, KOTOpas CBs3aHa C 0oJjiee BBICOKOU
CEepIEYHO-COCYIUCTOU CMEPTHOCTBIO



B MHOKape [alIUEHTOB c rKMII MOIYT OTMEYaThCs
UHTPAMUOKAapJIHAIbHBIE SPKUE OBAJbHBIE WM JIMHEWHBICE DXOCHTHAJIBI —
«KparmyaTocTh». ['HMCTONOrMYECKOEe 3HAYEHHWE HTUX CHUTHAJIIOB HE ONPEAEIIECHO,
UMEIOTCSI TIOMBITKH TPOBECTH KOPPESLHUI0 3THX CHEHU(PUYECKUX H3MEHEHUIN
HXOCUTHANTA C THCTOJOTHYECKH BBISBICHHBIM OECIOPSIOYHBIM PACIIOIOKEHUEM
MBIIIEYHBIX BOJIOKOH.

[Ipu rKMII B OONBUIMHCTBE CIy4aeB HMMEET MECTO JAMACTOJIMYECKas
muchynakmms JIK.

Ounenka auacroandeckoi nuchynkunu JIZK npu rKMII

JIns OIleHKM  JAMAcCTOJIMYECKOM  (YHKIIMH TpuU  TunepTpopuieckon
KapIMOMHOIIATUM PEKOMEHAYIOTCA CleAyronme nokas3arenu [EBpormeiickas u
AmMepuKkaHCKas accoruanus sxokapauorpadum, 2016]:

1. orHomienue E/E' (cpennee 3Hauenue £ ) (> 14);

2. HHIEKC MaKCHMAIBHOTO 00beMa JIeBOTo mpeacepaus (> 34 min/m°);

3. CKOpOCTh MHKa A7 B JISTOYHOH BeHe; Toka3aTelb Algy — Agyr > 30 Mc;

4. muKoBasi CKOPOCTh CTPYM TPUKYCIHAAIBHOW PETypryUTaLK, U3MEPEHHAs
B PEKUME HEMPEPHIBHOBOJIHOBOM fomiieporpadhun (> 2,8 m/cek).

OTU mapaMeTpbl MOTYT OBbITh MCIIOJIb30BAaHbI HE3aBUCUMO OT HAJUYUS WM
OTCYTCTBUSI JTWHAMHUYECKOW OOCTPYKIIMM W MUTPAIBLHOW pErypruTanuu, 3a
HCKJIFOUEHUEM CIIYy4YaeB C TKEIOU MUTPAIIBHON PETYPrUTALIUEN.

[Ipu TsKENON MUTPaANIBHON PETypPrUTAIIMU TOJIBKO MOKaszaTenb Algyr - Agyr 1
3HA4YEHUE MMUKOBOM CKOPOCTH TPUKYCHUIAIBHOM PErypruTallii COXPAHSIOT CBOIO
AKTYaJIbHOCTb.

Eciu Tpu wnimm derhlpe NOKa3aTenss OTBEYAKOT BbILIEIIEPEUUCICHHBIM
KPUTEPHSIM, CPEIIHEE HABIICHHE B JIEBOM NPEACEPAHUH IOBBIIIEHO, UMEET MECTO
nuacronandeckas auchynkius mo Il tumy.

Ecnu Tpu U3 OCHOBHBIX YETBIPEX ITOKA3aTEJEHd HE MNPEBBIMIAIOT BEPXHUE
rPaHULIbl HOPMBI, CpE€JHEE JAAaBIICHUE B JIEBOM NPEACEPAUH HE IMOBBILICHO,
OpUCYTCTBYET | THI AMacTONMMYECKO TUChHYHKIIUY.

B cnydae nmpeBBIIEHWS TMOPOTOBBIX 3HAYEHUM JBYX U3 YEThIpEX
MoKaszaTesiel, sl OUEHKU CPEAHEro JABJICHHS B JIEBOM Mpeacepauu TpeOyroTcs
JOTIOJIHUTENIbHBIE PACUETHI.

HMuactonuueckass auchynkuus mno Il Tunmy npucyrcTByer mpu
PECTPUKTUBHOM THUIIE€ HAMOJHEHUS JIEBOTO KEIYJ0YKa U aHOMAJIbHOM CHUYKEHUH
cKopocTel muka E' cenTalbHOW YacTH MHTPadbHOTO (UOPO3HOro Kojbla < 7
cMm/cek, maTepanbHoi yactu < 10 cm/cexk.

Hunarauust neBoro npencepauss npu rKMII umeer MHOrogakTopHyro
ATUOJIOTHIO, C BAXHBIM BKJIAJOM TSOKECTH MUTPAJIbHOW  perypruTanui,
JUACTOJIMYECKON AUCPYHKIUU U, BOZMOKHO, IPEACEPIHON MUOTIATHH
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Cy0aopranbHasi AUHaMUYeCcKasi OOCTPYKLIHA UMEET MECTO MPUOIU3UTENBHO
y 70% nanuentoB ¢ rKMII u xapakrepusyercs:

. HEPEJHUM CHUCTOJIMYECKUM JIBUKEHHUEM CTBOPOK MHUTPAIBHOTO
KJIaraHa;

. CPEHE-CUCTOIMYECKUM MPUKPBITUEM CTBOPOK A0PTAIIBHOIO KIIANIAHA;

. CMELIEHUEM MaKCHMyMa CKOPOCTHM KPOBOTOKA B BBIHOCSILEM TPAaKTe

JIEBOTO KEJIyAO0UYKa B MO3/IHIOIO0 CUCTOILY;

. BapuaOeIbHOCTBIO CTENEHU TSHKECTH OOCTPYKIMH MpH MaHEeBpax:
npoOe BanbcanbBbl; BBINOJHEHUU YINPAXKHEHUH; TOCIE MPEKIECBPEMEHHOTO
COKpALEHUS JKEITYJOUYKOB.

B M-pexume B mnapacTepHaJIbHOW TMIO3ULUU, JJIMHHOM OCH JIEBOTO
KEIyJOouKa, CEYEHMHM HAa YPOBHE KOHLA CTBOPOK MUTPAJIBHOIO KJlallaHa
BU3YAJIM3UPYETCS MATOJOTHMYECKOE NEPEIHEE CHUCTOJIMYECKOE JBUKEHUE CTBOPOK
MHUTPAJILHOTO KJIalaHa.

B0O3MOXXHBIMH ~ ME€XaHU3MAMHM TMEPEJHEr0 CHUCTOJMYECKOTO  JIBHIKECHHS
MUTpPAJIBHOTO KJlamaHa SIBIAIOTCS 3¢hghexkm Benmypu — NPUTSIKEHUE MHUTPATIbHBIX
CTBOPOK BBICOKOCKOPOCTHOM CTpyeil B BBIHOCSIIEM TpaKTe JIEBOTO KEITyJ0uKa;
HEMpaBWJIbHAS  OpPUEHTAlUs  MNaNWUIAPHBIX ~ MBI, [PU  COKpAILEHUU
oOyclaBiauBaiolasi NPUTATUBAHUE CTBOPOK MHTPAJIBHOTO KIamaHa, HMEIOIINX
U30BITOYHYIO JJIMHY, B CTOPOHY MEXKEITYJAOYKOBOM MEPEropoaKd; U3HAUYaIbHOE
CMELIEHUE MUTPAJILHOTO KJIAIIaHA B CTOPOHY BBIHOCAILETO TPAKTA.

[lepenHee CHCTONMYECKOE JBMKEHUE CTBOPOK MHUTPAJIBHOIO KIalaHa
YMEHBIIAET MPOCBET CYXEHHOTO BBIHOCSIIETO TpaKTa JIEBOrO JKENMylo4yka u
BBI3BIBAET UJIM YCYTYOISIET €ro AMHAMUYECKYIO OOCTPYKIHIO.

B HeEKOoTOpbIX choydasX MOMXKHO BHAECTb «KOHTAKTHOE IOPAXKEHUE)
MEXKEITYJOUKOBOM TMEPETOPOJKH B MECTE yAapa MUTPAIbHBIX CTBOPOK B BHJIE
JIOKaJIBHOT'O YTOJIILEHHUS HI0KapAa.

Hepenxo y mamumentoB ¢ rKMII wumeroTcs mnepBUYHBIE CTPYKTYPHBIE
aHOMaJIMM MUTPAJIBHOTO amnmnapara, BKJIIOYaolue HU30bITOYHYIO JJIMHY CTBOPOK
MK; runeptpoduio manuuIsipHbBIX MBI, KOTOpas 00ycClIaBIMBaeT MX NEpeaHee
CMEUIEHUE; CYIIECTBEHHOE YBEIMYECHHE IUIOAAM W YUIMHEHHUE MHUTPATbHBIX
ctBopok. C BozpactoM y mnamueHToB ¢ TKMII ¢opmupyrorcs BTOpUYHBIE
M3MEHEHHUS B BUJIC KaJbIIMHO3a CTBOPOK U MUTPAIBHOTO (PUOPO3HOTO KOIbIIA.

Cunel NPUTSKEHUS, TEHEPUPYEMBIE JIEBBIM JKEITYJOYKOM, TSAHYT BIEPE]
CTBOPKM MHUTpPAJIBHOIO KjalmaHa B Hadaje CHUCTOJIbI, BBI3BIBAIOT WX BTOPHUYHOE
YAJUHEHUE, TIPU 3TOM KpaeBble 4acTU (MOJIOBUHA—TPETh) CTBOPOK OTKJIOHSIOTCA
MO/ YTJIOM KIIEPEAN U CO3/Ial0T B BEIHOCAILEM TPAKTE «BOPOHKYY.

[lepeqHECHCTONNYECKOE JIBUKEHUE CTBOPOK B  BBIHOCSIIEM  TpPaKTe,

00ycaBIMUBAIOIIEE MO3HECUCTOIMYECKOE CMEILICHUE KOANTalluM U3-3a OOJIBIIEro
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JBWKECHUS TIEPEIHEN CTBOPKM, M YMEHBUIEHHE NOJBUKHOCTH 3aJHEU CTBOPKHU
00yCNIaBIMBAIOT AKCUEHTPUYHYIO, HAIPABICHHYI0 B CTOPOHY 3aJHEH CTEHKHU
JEBOTO TpPEICEepAMs, CTPYH MHUTPAJIbHOM peryprurauuu. B Toxe Bpems
LHEHTPAJIBHOE WM IIEpEHEE SKCLUEHTPUYHOE HAMPABICHHUE CTPYH MUTPAIBHON
pErypruTaIiy J0JKHO MOOYAUTH K TOUCKY COOCTBEHHBIX aHOMAJIMH MUTPAIBLHOTO
KJIanaHa.

B M-pexumMe B mapacTepHAIBHOW NO3ULMM, JJIMHHOM OCH JIEBOIO
KEJTy10YKa, CEYEHNH Ha YPOBHE KOHIIA CTBOPOK a0OPTAJIbHOTO KJIAIIAHA B PAHHIOIO
CUCTOJIly OTMEYAaeTCs HOPMAJIbHOE OTKPBITHE CTBOPOK AOPTAJIBHOIO KIIAIIAHA,
3aTeM CIENYIOT pe3KO€ YAaCTHYHOE MX IPUKPBITHE B CEPEIUHY CHUCTOJBl U
nocieayonas KpyrnHo BOJIHOBas BUOpanus B (pa3y MO3JHEN CUCTOIBI.

BcenenctBue cybaopTaibHONH OOCTPYKLIMU U JTOJTOBPEMEHHON TypOyIeHIINN
IIOTOKA B BBIHOCSIIEM TPAKTE JIEBOI'O KEIYJ0YKa PA3BUBAIOTCS CKJIEPO3 CTBOPOK
A0OpTaJBHOIO KJanaHa U BTOPUYHAS aOpTajbHasl PErypruTanus.

B mapacrtepHanbHOW M anMKAJIbHOM MO3WLMAX, IUIOCKOCTH JJIMHHOM OCH
JIEBOTO JKENMyJlo4YKa B PEXKUME HMITYJIbCHOBOJHOBON Jomruieporpaduu mpu
MEJUICHHOM TEpPEMENICHUN KOHTPOJIBHOTO O0BbEMa OT BEPXYIIKH K OCHOBAHMIO
cep/illa BO3MOKHO BBISIBJIEHHE Tomorpaguu OOCTPYKIHMH, COOTBETCTBYIOIICH
PE3KOMY YBEJIMYEHHIO CKOPOCTH NMOTOKA, B pexume LIJIK — mocrcreHoTMUECcKOn
TypOyneHiuu. B  pexuMe HempepbIBHOBOJIHOBOM  jomiuieporpaduu  mpu
IMHAMMYECKOH OOCTPYKIIMM B  BBIHOCAIIEM TpakTe JIEBOTO JKEIyJOouka
OIPENEIIAETCS XaPAKTEPHBIA BBICOKOCKOPOCTHOM MK KPOBOTOKAa ¢ MAaKCUMyMOM
CKOPOCTH, IPUXOJAIIMMCS Ha MO3IHIOI0 CUCTOIY.

[Tpubnusutensuo y 10% nanuentoB ¢ rKMII B cepeanHe mojgocTH J€BOro
KEITyJouKa BO3HHUKAET CHUMIITOMATHYECKas OOCTPYKIMsS, YBEJIWYMBAIOMIAS PHUCK
IIPOTPECCUPOBAHUS CEPACYHOM HENOCTATOYHOCTH M BHE3aIHOM CEPAECYHOU
CMEpTH.

B HexkoTophIX cilydasx JUHaAMHuYecKas OOCTPYKIHMS B BBIHOCSIIEM TpPaKTe
aeBoro xenyaouka y nanueHtoB ¢ TKMII ormeuaercs Toiapko mpu Qpu3ndecKon
Harpyske, a He B nokoe. lloaTomMy B ciydae CHCTOJIMYECKOTO TIpAJUEHTa B
BBIHOCSIIIIEM TPAKTE JIEBOTO JKEIYI0YKa
JOJDKHBI TIPUMEHSIIOTCSL  Ha2py30uHvle npobvl, nposoyupyrowue o6CcmpyKyuio.
CreneHp OOCTpYyKLUMH BO3pacTaeT B CIEAYIOLIEM CEPJACYHOM LMKIE IOCIe
CIIOHTAaHHOI'O0  IPEXIECBPEMEHHOIO  COKDAIIEHUS  JKEIyAOYKOB  BCIEACTBHUE
YCHJIEHUSI COKPATUMOCTH MHOKapAa. AJNbTepHAaTHBHO (aza HAMpsHKEHHUS MPOObI
BanibcanbBbl (C MEHBUIMM Pa3MEpPOM IOJOCTH JIEBOTO KEITYJOUYKa) YBEJIUYUBAET
OOCTPYKLIHIO ITyTEM CHUKEHUS MPEAHATPY3KH.

ITpoba BanbcanbBbl [0JKHA BBINOJHITHCS BCEM IAllMEHTaM B CHUJSYEM,

IoJIyJjcKaleM IT0JIOKCHUHU U, 3aTEM, CTOA [EBpOHCﬁCKOG 06HICCTBO KapanoJioros,
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2014]. OpHako nNaHHBIA MaHEBP CJOKEH B HCIOJIHEHUH, T. K. B TEUYEHHE
BBINOJIHEHMsT NMPoObl BanbcaibBbl M3MEHSIOTCS MO3MLMS CepAla U MOMEXH OT
JeroyHo TkaHW. CHUMITOMATHYECKMM NALMEHTaM pPEKOMEHIYETCsl CTpecc-
axoKapauorpagus, €ciiv MPUKPOBATHbIE MaHEBPbl HE WHAYLUPOBAIU TPAJUEHT
OOCTPYKILIMU B BBIHOCAIIEM TpakTe > 50 MM pT. CT.

OnTUMalIbHBIMU IS BBISIBICHHUS JIATEHTHOW OOCTPYKIIMU SIBJISIOTCS CTpecC-
TECTBl C MWCHOJIB30BAaHMEM  TpeamMuia uiau  Benocunena. IIpoBoxures
HEIPEPHIBHOBOJIHOBAs JOMIIIeporpadusi BBIHOCALIETO TPAKTa JEBOTO KEIyA0UKa B
IIOKOE W cpa3y I0CJIE€ Harpy3kd JUIsl OLEHKM HHIYLHPOBAaHHOM OOCTPYKIIHH,
ONIPEAETAEMON KaK MPOABISEMbIN TPAAUEHT B BBIHOCSIIIEM TPakTe > 50 MM PpT. CT.

AuddepenunaabHasn AHATHOCTHKA npu runepTpopuyecKon
KapaIMOMHUONIATHH

OxoKI', moOMHUMO TE€HETHYECKOrO0 HCCIEAOBaHUS, SBISETCA «30JIOTBIMY
crangapTom auarHocTuku TKMII.

Juarao3 rKMII 6a3upyercss Ha OCHOBE TUTIEPTPOdUU JIEBOTO KEIIy04YKa B
OTCYTCTBUE APYrux 3a00jeBaHUM, CIIOCOOHBIX BbI3BATh AHAJOTUYHBIE U3MEHEHUSI.
AMUIIONI03  cepAlla, TIUKOreHO3bl, O0oJe3Hb AnaepcoHa—®Pabpu, artakcus
@pujnpeiixa MOryT OBITh NPUYMHON TUNEPTPOPUU, HO C COMYTCTBYIOIIUMHU
BHECEPACUYHBIMA IIPU3HAKAMM M CHUMITOMAaMHM, YKa3bIBaIOIIMMH HA CUCTEMHBIN
[IaTOJIOTUYECKUM IpOLEecC, B TOM YHUCI€ C AHOMAJIbHO IIOBBIIICHHOU
KPEaTUHKUHA30HM, CHUHIPOMOM MPEKICBPEMEHHOTO BO30YXICHHS >KETyTOYKOB,
CKCJICTHBIMM  MUOIATHSAMM, KO)KHBIMU, MO3TOBBIMU, MO3KE€UYKOBBIMHU
MOPAKEHUSMHU WM 3a00JI€BAaHUSIMU CETYATKH, CEHCOPHBIM M HEBPOJIOTMYECKUM
nepuuurom. Ilpm  Bcex  3Tux  3a0oyieBaHMSX — TUNEpTpoPuss  uMeer
KOHLIGHTPUYECKUU XxapakTtep, B To Bpems kak npu rKMII runeprpodus waiie
BCETO ACHMMETPUYECKASL.

Tabnuna 3. Oxokapanorpaduyeckue Npru3HaKh, KOTOPbIE MPEANOIaraoT
crienuduyeckyro 3Trosioruo rKMII

IIpusnak Bo3mo:xHoe 3a00/1eBaHHe
Yeenuuenue TommuHbl MOKIT Amunonao3
VBennueHne TONMIINHBI Awmmiion103, 601e30b AHepcona—Dadpu
aTPUOBEHTPUKYJISIPHOTO KJIallaHa
VBeanueHne TONIIUHBI CBOOOIHON CTEHKHA AMMITON103, MUOKAPINUT, OOJIC3HB
[IPaBOro JKEJIyJ04YKa Annepcona-®abpu, cunapom HyHan u
CBSI3aHHBIE PACCTPOMCTBA
YMepeHHbIN IepuKapAHaIbHbIN BBITTOT AMUI0MA03, MUOKApJIUT
[Tpu 2D-3x0oKI nosiBnenune penomeHa AmMuinonos
«MaToOBOTO CTEKJIa» (cepedpsiHOoTrOo Oecka)
MHUOKap/ia )KeJIyJOYKOB
Konnentpuueckas runeptpodusi JeBoro bone3nu HakomaeHus riauKoreHa, 00yie3Hb
KeITyJouKa Anpnepcona—®abpu, myrarun PRKAG2
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[Tpogomkenne TabauIs! 3

«IKCcTpeMalibHas» KOHLICHTPUYECKast bonesns [lanon, 6one3ns [Tomme
runepTpodus JIeBOro KeTyA0dKa (TONIUHA
cTeHkH > 30 MMm)

I'moGanbHBIi TUITOKUHE3 JIEBOTO KETYyJ04YKa MuTtoxonapuanbsHas 6one3ns, TTR
(c win 6€3 aUITaTalMy JIEBOTO JKEITYI0UKa) (transthyretin) — cBsi3aHHBIN aMHIOUI03,
mytanuu PRKAG2, 6o1e3us JlaHoH,

MHUOKAp/HT, IPOTPECCHPYIOITHE
capkomepnbie TKMII, 6oneznp Padbpu—
AHzepcoHa

OOCTpyKIUS BBIHOCAIIETO TPAKTA MIPABOTO Cungpom HyHaH u cBsi3aHHBIE paccTpoiicTBa
JKEMy04Ka

[Ipu runepTeH3uBHON ceplieyHON O0J€3HM UM THUIOBOJEMUU KOMOWHALIMS
runepTpopuu U  TUNEPAMHAMUYECKON  CHUCTOJIMYECKOW (QPYHKIUU  JIEBOTO
KeIyIouKa MOXKET (POPMHUPOBATH BBICOKOCKOPOCTHYIO CHCTOJIMYECKYIO BOJHY
KPOBOTOKa C NMHUKOM B MO3JHIOI0 CHUCTONY, MOJ00HYI0 KpoBOTOKy mpu rKMIL
OpmHako y 3TUX MAIMEHTOB MECTOPACIIOIOKEHUE OOCTPYKIIMU HE CyOaopTalbHOE,
a OJbKe K BepXYIIKE Ha YPOBHE CEPEIUHBI MTOJIOCTH JIEBOTO KEITyA0UKa.

Pazrpannuenue mexay rKMII u runepauHaMUYE€CKOW KOHIIEHTPUYECKOM
runepTpopueit JeBOro KeilyAouyka MOXKET ObITh MPOBEACHO IyTEM H3Yy4YEHUs
JIEBOTO JKEJIyJ0YKa U ero 0azanpbHOHMXKHEro cerMeHTa B 2D-pexxkume (mpu rKMII
OH HE BOBJIGKaeTCS B PEMOJEIUPOBAHME) U YCTAHOBJICHHUS TIyOHUHBI
dbopMupoBaHMsT B TOJOCTH  JKEIyJOYKa  OOCTPYKIMH B  pexHMax
MMITYJIbCHOBOJTHOBOM M LIBETOBOI Jommieporpaduu. ITo pa3rpaHUUYCHHUE Ba)KHO
IIPOBECTH Yy IMALMEHTOB C COOTBETCTBYIOIIMM CEMEWHBIM aHaMmHe3oM. [l
apTepuajgbHOM TUNEPTEH3UU XapakTepeH perpecc rumeprpopuu  JeBoro
KETyJ0uKa MPHU KECTKOM KOHTPOJIE CUCTOIMYECKOTO apTepUaIbHOrO AaBieHUS (<
130 mm pt. c1.) Gonee 6—12 mecsieB, HOpMalibHbIE TOKa3aTenu 12-KaHaIbHOU
OKT' unu u301MpoBaHHOE MOBBILLIEHUE BOJIbTaXKa 0€3 HApYILIEHUS PENOsIpU3aIUu.
Kpowme Toro, runepreH3uBHas cep/ieuHas 00Je3Hb PEIKO BBI3BIBAET THIIEPTPOPHUIO
6omnee 18—19 mm, B To Bpems kak ripu TKMII TonmmHa CTEHOK JI€BOTO JKETyT09Ka
yanie Bcero npesbimaer 20 Mm. B nons3y rKMII cBuaeTenbCTBYIOT XapaKTepHbIE
KJIMHUYECKUE OCOOEHHOCTH, CEMEWHbI aHaMmHe3, TrunepTpodus npaBoro
KEITyJ0uKa, MaKCMMajbHas TOJIIMHA CTEHOK JIEBOTO JKeNmynouka > 15 MM,
TsSOKENash ~ JUAcToJIMYecKas  JAUCPYHKUUSA,  HAPYIICHHs  pPEnojspU3aluu,
MpOBOAMMOCTH M Q-BonHbI Ha 12-kanHansHOM OKI'.

VY nmanueHToB MOXKWIOro Bo3pacTa 0e3 OOCTPYKLMH BBIHOCALIETO TpakKTa
MHOTJa UMEET MECTO CUTMOHMJIHAas (GopMa MEX KelTydOYKOBOM meperopoiaku 0e3
MyTaIlii CapKOMEPHBIX OEJKOB, B ClIy4yae TUIEpIUHAMUYECKON (DYHKIIMH W/WIN
KOHLIEHTPUYECKON TunepTpouu JEeBOro KeayJouka MOXKET (POpMHUPOBATHCA

BHYTPIDKEIyI0YKOBasgs OOCTPYKIUsA (B CEPEAMHE IMOJIOCTU JIEBOTO KEIYyAOUYKa).
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Mecto OOCTPYKIIMM OMPEAEISAIOT B PEXKUMAX HMIYJIbCHOBOJIHOBOM W I[BETOBOM
nonmieporpadun. OOCTpYKUHS  BBIHOCSIIETO TpakTa JIEBOTO  JKENyJ04yka
CIIOCOOCTBYET JAMHAMUYECKON CUCTOJMYECKON AUCHYHKIHUU JIEBOTO >KEIyI0YKa
npu oOctpykTuBHOM TKMII, yTO mposiBisieTcs MajJeHueM CKOPOCTH BbIOpoca
JIEBOT'O KEIYJI0YKa Y BXOJla B BBIHOCSIIMIM TPaKT JIEBOTO KEIYJI0YKA B CEpE/IUHE
CHUCTOJIbI ¥ CHIDKEHHUEM TPOI0IBHON fedopmaruu.

VY cOpTCMEHOB NOJ1 BIUSIHUEM UHTEHCUBHBIX CIIOPTUBHBIX HATPY30K MOKET
pa3BUBATHCA KOHIICHTpUUYECKAs WM OJKCIEHTPUYECKass TUNepTpodus JIeBOTO
XKeayJloyka C TOJIMHONW cTeHOK Oonee 12 mm. [lpyroit mopdoliorudeckoin
OCOOEHHOCTBIO «CIOPTUBHOIO» CepAlla SBISETCA IuiaTals MOJIOCTH JEBOrO
KEITyJ0uKa, KOHEYHO-TUACTOJIMYECKHE pa3Mep U O0OBEM MPU 3TOM HAXOMISATCS Ha
BEPXHEU I'PaHULIE HOPMBI WIM IPEBBIIAIOT €€, B TO Bpems Kak npu rKMII nonocts
JIEBOTO XKEJIyJ0UKa yMEHbIIIeHA. /(unatanus JIeBoro mpeAacepansi, CACTOINYECKast 1
UACTONIMYeCKass JTUCOYHKIMS JIEBOTO IKEIyJOoYKa HE XapaKTEpHBI JIA
(U3HOJIOTUYECKOTO  «CIIOPTUBHOTO»  CEpJIla, HO  SBISIOTCS  OOLIUMU
ocobenHocTsiMu TKMII.

CKpUHMHIOBas1, TOKJIUHUYECKAS U KJIMHUYECKAsl IXoKapanorpadgus

Ecom  tKMII  gBageTrcss  HaciaeICTBEHHBIM  3a00JieBaHMEM,  BCEM
POJICTBEHHHKAM TIEPBOM CTEMEHU POJICTBA JOKHBI OBITH BhIOMHEHBI DX0KI™ miis
BBISIBIICHUS ACHMIITOMATHYECKOTO 3a00JieBaHMsI, OOYCIaBIMBAIOIIETO BBICOKUN
PHUCK BHE3AITHOM CMEPTHU MPU HAMPSHKEHUU, U TEHETUYECKOE KOHCYJIbTUPOBAHUE.

HaubGonee axtuBHas ¢aza pas3BuTHs TrUNEPTpOoGUH TMPOUCXOAWT B
MOJAPOCTKOBOM BO3pacTe, OAHAKO BO3MOIKHO IMO3/JHEE HAYajao TUHepTpoPUIecKoro
pPEMOJICTUPOBAHUS — Ha MSITOM-IIECTOM JECATUIICTHUU XKU3HU. Takum oOpaszowm,
PEKOMEHYeTCsl MPOBEICHUE IMEPUOJUUYECKOTO CKPUHUHIAa C HUHTEpBajioM B 12
MECSIIEB B MOJPOCTKOBOM MEPHUOJIC U KaXKAbIe S5 JET y B3POCIBIX, a TaKKe MpHU
MaHudectanuu cumrnroMatukd TKMIT.

OueHka JUAaCTONUYECKUX CKOPOCTEM [IBUKEHUS MHOKapia B PEXKUME
MMITYJIbCHOBOJTHOBOM TKaHEBOH jorruieporpaduu, Npexkae BCero NnukoB En wm
E ] sBasercss MepCrneKTHBHON METOMUKON WACHTU(UKAIMH YJICHOB CEMBH C
reHETUYECKUMHU HapyleHUusIMU U AokinHuueckumu dopmamu rKMIIL. Ckopoctu
MUKOB E it £ /a B HEKOTOPBIX ClTydasix MuKa A  CHW)KEHBI 1a)Ke B OTCYTCTBHE
JIEBOXKENYA0UYKOBOM runeprpoduu. OrpaHMueHUEM METOJIUKH SIBISETCS HU3Kas
cnenu@UIHOCTD Y TTOKIIIBIX JIUI] UM MPU COCYIIECTBYIONTUX 3a00JICBaHMSIX.

Jlonmuieporpaduyeckast OIEHKA JUACTOIUYECKOTO HAMOJHEHUS JIEBOTO
KETyJI0uKa U TpajueHTa TUHAMAYECKONW OOCTPYKIIMU MPOBOJUTCS TAKKE C IEITBIO
OLICHKU 3(P(HEKTUBHOCTH JIEKAPCTBEHHOW TEpaNMM JUACTOJIMYECKOM AUCPYHKIUU
JIEBOT'0 JKEJIyJ0UKa U CyOaopTaTIbHON OOCTPYKITUH.
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Nnentudurkanus pakTopoB BLICOKOI0 PUCKA BHE3ANHOM cepIeYHo cMepTH

[lepBuunas mnpoduiIakTHKa BHE3amHOW cepiaeuHor cMmeptu npu TKMII
OCHOBBIBAETCS HA UMILUIAHTALUA aBTOMATHYECKOro NeuOpriLisaTOpa y NalueHToB
¢ koMOuHaImen pakTopoB pucka BHe3anmHON cMepTu. DakToOpamMu pUCKa SIBISIOTCS
YCTOMYMBAsI WIM YaCTO MTOBTOPSIOIIASCS HECUHYCOBAs KEIyT0YKOBAsk TaXUKapIUs,
pPEeLUIUBUPYIOIINE HEOOBSICHUMBIE CHUHKOIIE, BHE3allHble CMEPTH B CEMEHOM
aHaMHeE3€, AaHOMAJIBHBIM OTBET AapTEPUAIIBHOIO JABJICHUS Ha YIPAKHEHUS,
ype3BblYaiiHasi CTENEHb JIEeBOXKEIYAOYKOBOM runeprpopuu ¢ MaKCUMaIbHOU
JTIMACTOJIMYECKON TONIMIMHON cTeHKH > 3,5 cM (= 3,0 cm). Jpyrumu dakropamu
pUCKa SBJISIOTCS TEHETUYECKHM AePEeKT y POJCTBEHHUKOB BBICOKOM CTENEHU
poxcrBa. DakTopaMyd PUCKA BHE3ANMHOM CEPACYHOM CMEPTH TAKXKE SBISIFOTCA
«repmuHanbHas cragus» TKMII ¢ ¢pakmueit BbiOpoca
aneBpu3Ma. OOCTPYKIIMS BBIHOCAIIETO TPAKTa JEBOTO JKENyI0uKa C IPaJuCHTOM B
BBIHOCAILEM TPaKTE JIEBOr0 *keyryao4ka > 30 MM PT. CT. BCJIEACTBUE JAOUIBHOCTU
Y 3aBUCUMOCTH OT Harpy3KH SIBJISIETCS] TOJIBKO MaJIbIM (haKTOPOM pHCKa BHE3AMTHON
CMEpTH.

Y nereit ¢ TKMII 3HauuTeabHO CHWXKEHBI CUCTOJIMYECKHE WU
PAHHEIMACTOJINYECKUE CKOPOCTH JBHMXKECHUS JIATEPAIIBHOW W MEAUAIBHOM YacTH
MUTpajbHOrO (HUOpO3HOro Kojbla. KiMHUYEeCKUM NpeAMKTOPOM MOBBIIIEHHOTO
pUCKa CMEpPTH, OCTAHOBKHM CEPALlA WM KEIYyJIOYKOBOW TaxXUKApAWUU Y JETeu
SBIISICTCS OTHOIIEHUE E/E  TIeperopo04HOM 4acTh MUTPAILHOTO KOJIBIIA.

l[I/IJIaTaIIl/IOHHbIe KapaAHoOMHUOIIaTHUHA

Hunatanuonnas kapauomuonatus (IKMII) xapaktepusyeTcsi yBeIMUeHUEM
BCEX YETBIpEX Kamep cepla C yXYAIIEHHMEM CHCTOJUYECKON (yHKUHUU 0O00UX
xenynoukoB. Knuauuecku nKMII nHanbonee yacTto MpOSIBIASETCS CEpACUYHOU
HEJIOCTATOYHOCTBIO) C CHMIITOMATUKOM CHUCTEMHOIO WJIA JIETOYHOTO BEHO3HOIO
3aCTOI M HH3KOTO cepAeyHoro BeiOpoca. ComyTCTByIOmas MHTpaibHas
peryprurtanus 3a4actyro (OpMHUPYETCs BCICACTBUEC TUIATAIINH JICBOTO KEITyA0UKa
U MUTpaJIbHOTO (UOPO3HOTO KOJbIA. JlerouHass rumnepTeH3uss pa3BUBACTCS B
OOJIBIIIMHCTBE CJIy4aeB B OTBET HAa XPOHWYECKOE IMOBBINIECHUE JABJICHUSI B JIEBOM
npeacepan. TUMMYHO COCYIIECTBOBAHUE IMACTOIMYECKONM W CHUCTOJIMYECKOU
TUC(PYHKIIUU, XOTS pa3/ielIeHHe AUACTOIMUECKON MUCHYHKIUUA OT OJHOBPEMEHHO
CYIIIECTBYIOMIEH CUCTOIMUECKON JTUCHYHKIIMH SIBISIETCS CIIOKHOM 3aa49ei.

OyHkimoHanbHas kinaccudukamms 1KMIT:

. I'eneTnueckue.

. NudexnmonHbie: mocTBUPYCHBIE (MUOKAPAUTHI); Oone3Hs Yaraca, uimm
aMEepUKaHCKUI TPUITAHOCOMO3, BbI3bIBaeMblil Trypanosoma cruzi.
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* Tokcuueckue u JICKAPCTBCHHBIC: AJIKOI'OJIBHBIC, BCJICACTBUC JICUCHM

aHTpalMKJINHAMMU.

. Merabonuueckue: AeUUUT THAMUHA; TUIO- U TUIEPTUPEOUIU3M;
heoxpomonrTOMa.

. Bri3BanHbie HapylieHUueM NuTaHus: 6epu-0epu (AehUIMT THAMUHA).

. [TepunapranbHbie (ITOCIEPOIOBLIL).

. CucremHbIe BOCTIATUTEIIbHBIC 3200 ICBaHUSI.

. HeiipoMmeiiieunsie 3a00eBanus: MbliiedHast auctpodus JlromeHHa—
bekkepa.

. Crpecc-uHIYIIUPOBAHHBIE: KapJIMOMHUOIIATHS Tako-tsubo

(TpaH3UTOpHOE MIAPOOOPA3HOE PACIIUPEHHE BEPXYILKH JIEBOTO JKEITY10UKa).

OxoKI" u3 cTaHmapTHHIX JOCTYNOB JOJDKHA ObITH HampaBjieHa Ha OIEHKY
pa3mMepoB U (DYHKIIMK BCEX YETHIPEX KaMmep cepjilla ¢ OCOOCHHBIM BHUMAaHUEM Ha
o0a XKemyouKa:

eCucronuueckass (yHKUUS JIEBOIO JKENyJ0YKa: OLEHKAa TIJI00aNbHOU U
PErMOHApHON COKPATUMOCTH; KOJIMYECTBEHHAs OIIEHKAa KOHEYHO-CHUCTOJIMYECKOrO
Y KOHEYHO-JIMACTOJIMYECKOT0 pa3MepoB U 00beMOB, (ppakiuu BeiOpoca. TunuyHa
chepuueckas ¢opma JEBOro KEIyJ04Ka, €ro JujaTallyds Mpu HOPMaJIbHOW WIIU
YMEHBIIIEHHOUW TOJIIIIMHE CTEHOK. Dpakiiusi BEIOpOCa JIEBOTO JKEIyA0UKa HEPEIKO
coctapisier Huxke 20 %, B cpennem 20-30 %. Tunuuna gunatamus JIEBOTO
npenacepaus. CepaedyHblii  BBIOPOC MOXKET OCTaBaThCsl HOPMAJIBHBIM — HIIM
CHIKAThCSI HE3HAUYUTEIBHO B CBS3U C COMYTCTBYIOUIENW CUHYCOBOM TaAXUKAPJIUEH U
OOJBIIIMM KOHEYHO-TUACTOIMYECKUM 00BEMOM, O0ECIIEUUBAIOIIUM HOPMAJIbHBIN
yAapHbIA 00BeM IIpU HU3KOM (hpakiuu BeIOpOCa.

eCucronuyeckas (yHKUMS TPABOrO SKEIYJO0YKa: pa3Mepbl, OLEHKa
rJI00aJIbHOW U PETMOHAPHON COKPATUMOCTH; CUCTOJIMYECKOE IaBJIICHUE B JICTOYHON
apTepUU U JIETOYHOE COCYUCTOE COITPOTHUBIICHHE.

JIOTIOTHUTENBHBIMA TIPU3HAKAMH CHIDKEHHOW CHCTOJIMYECKOW (DYyHKIIMH
JIEBOTO JKEJIyA0UYKa SBIISIFOTCS:

ello nanHbIM M-pexuma: yBEJIMYEHUE PACCTOSIHUS OT MAaKCHMAJIBHOTO
MepeHero JBWKCHHS TEpPEHeM CTBOPKM MUTpalbHOrO KiamaHa (ruka E) 1o
MAaKCHMAJIbHOTO 33/IHETO JABHUKECHUSI MEKKEITyI0YKOBOW MEPErOPOAKU; CHUKEHUE
aMIUTATYAbl TMEPEIHE3aHETO JBUKEHUS KOPHS aopThl, 3aJ€pKKa 3aKpbITUS
MUTPAJILHOTO KJIAllaHa. YBEJIWYEHUE PACCTOSAHUS OT MAaKCUMAJIBHOTO MEPEIHErO
JBUKEHUS TIEpEeIHEeN CTBOPKU MUTPAIBHOIO KJIAMaHa O MAKCUMAJIbHOTO 33 HETr0
JIBIDKCHUST MEXOKENTyJOUKOBOM MEPErOPOAKU SBISETCSA CIIEICTBUEM KOMOWHAIIUU
JUJIaTalldd JIEBOTO JKEJIYJA0UYKa M YMEHBIICHUS JBUKEHUS MUTPAJIbHBIX CTBOPOK
M3-32 HU3KOM TPaHCMUTPAJIbHOW CKOpoCcTH IoToKa. Hwuskag ammumryna
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MepPEeAHE3aHETO BMKCHUSI KOPHS AOPTHI OTPaKaeT CHUIKEHHOE HAIOJHCHHE U
OTIOPOKHEHHE JICBOTO YKETYyA0UKa.

e[lo maHHbIM nommueporpaduu: CHUKCHHE CKOPOCTH BBIOpOca B aopTy,
CKOPOCTH HapacTaHus JaBJieHHs B JieBoM kenymouke (dP/dt), waTerpanon
JUHEHHON CKOPOCTH KPOBOTOKAa B BBIHOCSIIEM TPAKTE JIEBOTO JKEITyJ04YKa W
JIETOYHOM CTBOJIE; aCCOIIMUPOBAHHAS MUTPATbHAS PETYPTUTAINS; TUACTOINYECKAS
TucyYHKITHS.

CHMXeHHe CKOPOCTH BBIOpOCa B aOPTy BBI3BAHO yYMEHBIIIEHUEM YAAPHOTO
o0beMa, XOTS KOMIICHCATOPHBIE MEXaHWU3MbI, BKIIOUas JTUIATAIIUIO0 JIEBOTO
KEIyI04YKa, 4YacTo OOYCIaBIMBAaIOT HOPMAaJbHBIA yHapHbIK 00BEM B TIOKOE.
CHIKEHHE CKOPOCTH HApacTaHWS MHUTPAIBLHOW PEryprUTaliy OTPa’kaeT HU3KYIO
CKOPOCTh HapaCTaHHWs JABJICHUS B JICBOM JKEIyJI0UKe B paHHIOKO cuctony (dP/dt).
CHIKEHHE WHTETPAJIOB JIMHEWHONW CKOPOCTH KPOBOTOKA B BBIHOCSIIEM TPAKTE
JIEBOTO JKEIyJI0YKa W JIETOYHOM CTBOJIC SIBJISIETCSI CJCJACTBHEM CHCTOJIMYECKOU
TUCPYHKITUA 000X JKETyT0UKOB.

BropuuHas MuTpaibHas peryprutainus Mpd aHaTOMHYECKH HOPMaJIbHOM
KJIamaHe SIBIISIETCS CICICTBUEM CMEIIECHUS MalWJUIAPHBIX MBIIII, CUCTOINYSCKON
TUChYHKIIMH JKETyT09YKa U JMIaTalluK KJIAMTAHHOTO KOJIbIa. JlaBieHue B JJeroyHon
apTepud  OOBIYHO TOBBIIEHO W MOXET OBITh OIEHEHO IO TOTOKY
TPUKYCITUJATBHONU PETYPTUTAIINH.

[lepBoHavaibHO AWAacTONMUYECKas TUCHYHKIHS JIEBOTO >KETyJ0YKa TIIPH
aKMII mpoTekaer ¢ HapyIICHHEM pellaKcalli, 3aTeM ITOBBIIIACTCS JaBJICHUC B
JIEBOM TIPEACEPIUN U KOHCUHO-IMACTOIMYECKOE JIaBJIICHUE B JICBOM JKEITyI0YKE C
MICEBIOHOPMAJILHBIM M 3aT€M PECTPUKTUBHBIM THIIAMHU HAIIOJTHCHHS.

[Ipu 3HAUMTENBHON CUCTONMMYECKON nucyHKIMU ¢ (pakiueit BpIOpoca
35% HeoOXoauM TIIATEIbHBIA MOUCK TPOMOO3a JIEBOTO KEIyJO4YKa anmuKaabHON
JIOKaJTU3aIINH.

Eme opnoit 3agaueii DOxoKI' sBageTrcs BbIACICHHE IMAIMCHTOB,
HYXJAIOIMXCA B CEPACYHON PECUHXPOHU3UPYIOLIEN Tepanuu. MuokapauanbHas
JUCCUHXPOHU3AIMMSA  MOXET  OBITh  BBISBICHA  METOJUKOW  TKAaHEBOMU
nomnmuieporpaduu WM TeXHOJOrHel pacuera nedopmarmu — 2D-speckle tracking
echocardiography. ITociae peCHMHXpOHH3AIMK C JIBYKEITYI0YKOBON CTUMYJISIIUCH
HEOOXOMM JTUHAMUYECKUA KOHTPOJb YMEHBIIICHUS Pa3MEPOB JIEBOTO JKEITyA0UKa,
VIYYIICHUS] CUCTOJMMYECKONM (YHKIMU U YMEHBIIEHUS THKECTH MUTPATbHOU
peryprutanpu. B ornenenun wHTeHCHBHOM Teparmuu OXoKI mgoipkHa OBITH
HalpaBjeHAa Ha OIEHKY (YHKIIMU JIEBOTO JKEIyI0YKa, JJaBICHHUS B JICBOM
MpeACepaIUHd W JIEBOM JKEIYJIOYKE, CTENEHU MUTPANIbHOW peryprutaruu. Jlms
OIICHKM WHIWBHUIYAJIBHOTO OTBETa Ha TEPANUIO IO CHUXEHHUIO IMOCTHATPY3KH

KOHTpOJIUpYyeTCcs Ppakuusi BIOpOCa, JaBICHHUE B JIETOUHON apTepuu.
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Oxokapauorpaduueckue mnpuzHaku AKMII mpakTU4eckn OTHOPOIHBI,
HECMOTps Ha WIUPOKHI Auana3oH (opm 3aboneBanud. VckimoueHueM sBisieTcs
MOJIHUEHOCHass (opMa MHOKApauTa, IPU KOTOPOM MOXKET (QOpMUPOBATHCS
HeOoJbIIas JuiaTalus KEIyJOYKOB, HECMOTPS Ha TSDKENYH CHUCTOIMYECKYIO
TuChHYHKIIHIO.

[Ipu Oone3snn Yaraca anmkagpbHasi aHEBPU3Ma JICBOTO JKEIyJI0YKa
Ha0JII0/1aeTCsl TPUOIU3UTENIBHO Y MOJOBUHBI AIIMEHTOB, YacTO ¢ (OPMUPOBAHUEM
TpoM0O3a; [ MPOTPECCUpPYIOMIET0 3a00JIeBaHUS TUIUYEH TJI00ATbHBIN
runokuHe3. M3peaka ¢GopMHpyIOTCS aHEBPU3MBI HIKHEOA3aJIbHBIX OTIEJIOB
JIEBOTO KEIyAO0UKa.

Kapauommonarust Tako-tsubo sBisieTcss OCTpbIM HPEXOASIIMM  CTpeccC-
MHAYLUPOBAHHBIM 3a00JIEBAHUEM C TPAH3UTOPHBIM IIAPOOOPA3HBIM pacIIMPEHUEM
BEPXYIIKH JIEBOTO KEJIyAOo4yKa (amuKalbHOM AWiaTaledl ¥ JUCKUHE30M), HO
COXPaHEHUEM Pa3MEPOB U (PYHKIIMH OCHOBAHMS CEp/LIa.

[Tpu KIMHUYECKUX CUMIITOMAX CEpJCYHON HEIOCTATOYHOCTH U OTCYTCTBUU
CUCTOJIMYECKON TUCHYHKIIMM JICBOTO JKENylO0YKa JIPYTMMH HamlpaBICHUSIMU
JAMArHOCTHUYECKOTO TOMCKa SIBISIOTCS 3a00JICBAaHUS KOPOHAPHBIX —apTEpHid,
00JIe3HU COCYANCTON CHUCTEMBI, TUIIEPTEH3MBHAA OOJIE3Hb CEp/Ia, IEPUKAPIUTHI,
JIETOYHOE Cep/lle U HapyIIEeHHE JIETOYHOTO KPOBOOOpAIICHHUS.

PeCTpHKTI/IBHbIe KapaAuoOMHUOIIaTUHA

[Io cpaBHEHHMIO € JWIATAMOHHOW KapJAWOMHONATUEN pPECTPUKTUBHAS
kapauomuonarus (pKMII) ne sBnsercs peakum 3aboneBanueM. Ciyuyan pKMII
BKJIFOYAIOT UH(PUIBTPATUBHBIE 3a00JI€BaHUS CO CKOIUICHHUEM KIJIETOK WM OEIKOB B
MHTEPCTUIMAIBHOW TKAaHW MHOKapja, OO0JIE3HM HAKOIUICHUS C aKKyMyJsiuuen
MAaKpOMOJIEKYJI B KJIETKAX MHOKapAa, 3HIOMUOKApIHAIbHBIE TIOPAXKEHUS.

PecTpukTuBHBIE  KApPIAMOMMOIIATMM  XapaKTEPU3YIOTCS  HOPMAaJbHOMU
CUCTOJIMYECKON (GYHKIUEH W YXYAIIEHWEM JIUACTOJMYECKON (YHKIIMU JIEBOTO
KeJTyI0YKa BCJIEICTBUE TMOBBIIIEHUS XECTKOCTU W TUHEpTpoduu MHOKapaa.
CHUMIOTOMBI CEpAEYHON HEAOCTATOYHOCTU OOYCJIOBJICHBI MOBBIIIEHUEM KOHEYHO-
JIUACTOJIMYECKOTO JABJIEHUS B JIEBOM JKEIYAOUKE W HEBO3MOYKHOCTBIO YBEJINYUTH
CeplIeuHbli BBIOpOC MpH HArpy3ke H3-3a YXYIUIEHUS AUACTOJIUYECKOTO
HAIlOJIHEHUSI WM TOAAEPKAHUEM HOPMAJIBHOTO CEpIAEYHOr0 BHIOpOCA TOJBKO C
NOBBILICHHBIM KOHEYHO-IMACTOJNYECKUM [JAaBJIICHUEM B JIEBOM JKEIyAOuYKe. Y
MHOTrux nanueHTtoB ¢ pKMII nomuHupyeT mpaBoKeny104KOBasi HEAOCTATOYHOCTD
¢ nepupepruuecKUMU OTEKaMH U aCLIUTOM.

[Ipu mnporpeccupoBaHuM 3a00J€BaHUS B PsAE€ CIYy4aeB COBOKYIHOCTb
AHATOMHUYECKUX M reMoauHamuyeckux mnpuszHakoB pKMII moxer npuoOperaTh
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HEKOTOPBIE YEPThI, MPUCYIIHE IUIATALUOHHOW KAPJIMOMHUOIATHH, 3aKaHYMBASICh
CUMIITOMATUKOW, HE OTIMYMMOM OT JUJIATAMOHHOW KapIMOMHOIIATHH.
dynkuroHanbHas kiaccudukarus pKMIT:
e lHpuIbTpaTUBHBIE CUCTEMHBIE 3a00JIEBAHMS: aMUJIONU103; O0Jie3Hb [ o1re.
eBocnanurenpHble (rpaHyIeMaTO3HBIE): CAPKOUI03.
eboJie3HN HAKOTUIEHMS: TEMOXPOMATO3; MIMKOTE€HO3bI; 0oJie3Hb Dadpu.
© DHJIOMUOKAPINAJIbHBIE: paaualOHHO-UHIYIUPOBAHHBIE; CUHIPOM
TUIEPIO3UHODUITHH.
eHennbuabTpaTuBHBIC: CKICPOACPMHUS.
Tunuuneie s3xokapanorpapuueckue nmpuzHaku pKMIT:

. HEJMJIATUPOBAHHBIN, TOJICTOCTEHHBIN JIEBBIN JKEITyA0UYEK;

. HOpMaJIbHas cUCTONMYEcKast YHKIIMS JIEBOTO KEITYJ0UKa;
. aHOMaJbHas AUacTondeckas GyHKIUS JIEBOTO JKENy10UKa;
. YTOJIIIEHHAs1 CBOOOIHAsI CTEHKA MPABOI0 XKEITYyA0UKa;

. AuIaTanus 000uX MpeacepInii;

. yMEPEHHAs JIETOYHAs! TULIEPTEH3US;

. YBEJIMYEHHUE JIABJIICHUS B IIPABOM MPEICEPIUN.

Ox0KI" 00b1uHO HEe MOkeT uaeHTuuuupoatb pKMII, onHako cymecTByoT
HEKOTOPBIE XapaKTEPHbIE YEPTHI, CHOCOOCTBYIOLINE TUATHOCTHKE.

[Tpu amuon103€ 4acTo NOpa)xarTcsa MPOBOJHUKOBAsI CUCTEMA, KOPOHAPHAs
KamuIipHasi ceThb, AU(PPY3HO YTONIIAIOTCS CTBOPKU KjamaHa. DXOCTPYKTypa
MHUOKap/la  XapakTepuszyeTrcss  crnenupuyeckuM  cepeOpHcThIM  OiecKkoM
(«cBeTsmuiics» Muokapna). OJIHAKO aMWIOWJI03 HE Bcerja IMPUBOJUT K
YBEJIIMYEHUIO TOJILIMHBI CTEHOK JIEBOTO JKEJIylo4uKa WM OJIeCKy MHOKapa.
I'emoXpoMaTo3 NpHUBOIUT K HAPYLICHUAM IIPOBOJIUMOCTH, KaK U K TAJIATallMOHHON
WIM PECTPUKTUBHOW KapAUOMMOINATHHA. MOXKET OTMEYaThbCsl BBIIOT B IIOJIOCTH
NepuKapaa, IpoJlalic MUTPAJIBHOIO KJAllaHa, THUIIEPKUHE3 IMEepeIHEld CTEHKU
npaBoro keiaynouka. bonesns ®abpu xapakTepuszyeTcsi CUMMETPUYHON WU
ACUMMETPUYHON KEITyJAOYKOBOM TUNEPTPOPHEH, KOTOpas MOXKET CHUMYJIHUPOBATH
TUNepTPOPUIYECKYIO KapIMOMHOIATHIO, TUIIHYHBI HapyIIEHUsS MPOBOAMMOCTH Ha
MO3/THUX CTaAusx 3a0oJieBaHUsA, AWIATallUs KOPHS aopThl. CapKoOuJI03 YacTo
COMNPOBOXK/IAETCSI HApPYUIEHUEM MPOBOAMMOCTA M MEPUKAPAUAIBHBIM BBITIOTOM.
[Ipu cunapome rumnep’03uHOPMWINK (PHAOMUOKApAUAIbHAS (203UHODUIIbHAS)
00JIe3Hb: SHAOMHOKAPIMATBHBIN (Tporuyeckuii) Gudpos; suaokapaut Jleddepa)
IPOUCXOANT pa3pacTaHue SHAOKapAa, GOpMUPOBAHNE TPOMOOB B MOJIOCTH JIEBOTO
KeJyI0YKa B OTCYTCTBHE MOJJIEKAIEH aHOMAJIUU IBUKEHUSI CTEHKH, OCOOCHHO B
o0JjacTu BEpXYILIKU, B Pe3yjbTaTe YEro MOCTENEHHO OOJMTEPUPYETCs BEpXYLIKa,
dbopmupyercss sHAOMUOKApAUaIbHbId (Guopo3 (mo ganHeiM OXoKI' Bepxyiika
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supokapaute  Jledbduepa
TPOMOOTHYECKHE MacChl 00Opa3yroTCsl TaKkKe MOJ 3aJHEH CTBOPKOM MUTPaJIbHOTO
KJamnaHa, 4To OOyCJIAaBIMBACT 3HAYUTENIPHYI0 MUTPAJIBHON pPETypruTaluio u
[IPUBEP)KEHHOCTh 3aJHEW CTBOPKM K d3HAoKapauty. Ilopaxenue cepaua
BclencTBUE JyueBoM Tepanuu rnpuBoauT K pKMII o0oux xemyaoukos,

3alOJHAETCS ~ 3XOreHHbIMM  Maccamu). llpwu

HapacTaronieil  KaibIu(pUKaAIAHA

CCIMCHTOB, ITIOIIaBIIMX B ITOJIC O6J'Iy‘-IeHI/IH.

KJIAIIAHOB, KOPOHApHOMY  aTePOCKIEPO3Y
JAudpepenunanbHas IMArHOCTUKA PECTPUKTHBHON KapAUOMHUONIATHH
Huddepenumanus pKMII KOHCTPUKTUBHOTO  TI€pUKapAUTA

po0OsieMaTU4Ha BCIAEACTBUE TOA0OHON KIIMHUYECKONH CUMIITOMAaTUKH, COXPAHEHNUS

CUCTOJIMYECKOM (PYHKIMHU JIEBOTO KEIyAOUYKA W YXYJIUIEHUS AHACTOIMYECKOTrO

oT

HanmoyHeHusl. OTIMYNUTETBHBIMU TPU3HAKAMH JITHX 3a00J€BaHUN  SIBISIIOTCS
XapakTep AUACTOJINYECKOTO HAMOJHEHUS MPEACEPAUNA U KEITYJOUKOB, OTCYTCTBUE
/TIPUCYTCTBUE TEPUKAPUATHHOTO  YTOJIICHHS, CTENEHb aCCOIMUPOBAHHON
JIETOYHOM THUNEPTEH3UH. [[ AMacTOIMYEeCKOro HAINOJHEHHUS JKEIYJIOYKOB MPHU

pKMII He xapakTepHa 3HaUMTENbHAS PECIUPATOPHAS] BApUAOEIbHOCTD, B OTIHYME

OT KOHCTPUKTHUBHOTI'O IICPHUKaApANUTA.

TunuyHeie TPU3HAKU KapAUOMHUOIIATUI

[Ipnusnaku Hunatanonnass | ['mmeptpoduyeck PecTpuktrBHad CnopTtuBHOe
KMII as KMII KMII cepjie
Cucronundaeckas YmMmepeHHo - Hopmanbnas Hopmanbnas Hopmanbnas
bynxmms JDK 3HAYUTEILHO
CHIDKEHA
JuacTtonnyeckas MoxeT ObITh AHomanbHag AHomanbHas Hopmanbnas
dhynxmms JDK aHOMaJIbHOU
IanepTpodust 1 maccor JIK Acummetpuunas | Konnentpuueckas Hopmanbuas
JOK BCIIEJICTBHE runieptpodus JOK | runeprpodus JOK | TommuHa creHKH
munatauu JIK ¢
HOPMAaJbHON
TOJIIIAHON CTEHKH
Humaranuys Bce uetnipe Jumatanms JIIT, Humaranus JIIT, Humatanus JDK
Kamep KaMephbl [II1, ecn TI1
MPUCYTCTBYET
MUTpaJbHas
perypruTanus
OO6cTpyKIHs OrtcyTcTBYeT Moxer OtcyTcTBYET OTtcytcTByeT
BBIHOCSAILETO IIPUCYTCTBOBATH
tpakta JIK JMHAMHAYEeCKast
0OCTpYKITHS

Koneuno- [ToBbIIEHO [ToBbI1IEHO [ToBbIIEHO HopmansHoe
JUACTOJINYECKOE
naBieHue B JDK
Jlerounoe [ToBsImIeHO [ToBbIIeHO [ToBsImIeHO Hopmanbenoe
JIaBJIICHHE

KMII - xapnuomuonatusi, JDK — neBbiit xenynouek, JIII — neBoe npencepaue, T1IT —
MpaBoe Mpeicepaue.
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APpUTMOreHHAas JUCILIA3UA NPABOI0 KeJy104Ka

ApUTMOTEHHAsT  AWMCIUIa3Usl  IIPAaBOTO  JKEIyJO4YKa — TEHETHYECKU
JETEPMUHUPOBaHHAs (opMa KapAWOMHOIIATUH, TPU KOTOPOH MPOUCXOIUT
3aMEIEHUE KapJIMOMHMOLMTOB IIPAaBOTO JKeinyaouka (GUOpO3HOH U KMpPOBOU
TKaHbIO C KJIMHUYECKOM MaHM]ecTanuell B BUIE CHUCTOIMYECKON AUCHYHKUIUU
MPaBOro KeNyl04Ka, apUTMHH, BHE3AIHOM CMEpTH. DXOoKapauorpapuuecKuMu
IIPU3HAKAMHU apPUTMOTI€HHOM JUCILIA3UH IIPABOIO JKEIIyA0UKa SABJISIIOTCS AUaTalus
U CHUCTOJIMYECKass JUCOYHKIUS TMPABOTO KEIyAOYKa TMPU OTHOCUTEIHHO
HOpMaJIbHON (DYHKIIMU JIEBOTO KENyJI0YKa U HOPMAJIBHOM JaBJICHUU B JIETOYHOU
aprepun. IIpy apuTMOreHHOM IUCIIIA3UU IIPABOTO KEIYA0YKA MOTYT OTMEYaThCs
BBIp@KEHHAs] TPAOEKyJspPHOCTh U Majas aHEBpU3Ma IIPAaBOIO JKEIyAOUKa,
ITOBBILIEHNE XOT€HHOCTU MOJIEPATOPHOTO IIyUKa.

HN301MpoBaHHBIM HEKOMIIAKTHBIN JIEBBIN KeJIyA04YeK

N30mMpoBaHHBIN HEKOMIAKTHBIM JIEBBIM JKEIYJIOYEK — TE€HETUYECKHU
JETEPMUHUPOBAHHAS (pOopMa KapIMOMUONATHH, XapaKTEPU3YIOLIAsACs YTOIIEHUEM
MUOKapJa C 4Ype3MEpHO BBICTYNAIOIIUMH TpaOeKyJaMd U  T[IIyOOKHMHU
MEXTPaOEKyIIpHBIMM NPOCTPAHCTBAMU B OJAHOM WiIM Oojee CerMeHTax,
COOOIAIOLIUMUCS C TOJOCTBHIO JKETY0UKa, U CHUKEHHEM pe3epBa KOPOHAPHOTO
KpoBoTOKa. [lomoOHBIN  BapwaHT  TPaOEKyJIAPHOCTH  JKEIYI0YKa  MOXKET
HaOIIOAAThCSl P BTOPUYHBIX KapAUOMHUOMTATHSIX, (DOPMHUPYIOUIUXCS BCIIECCTBUE
HEHUPOMBIIIIEYHBIX W JApyrux 3aboneBanuil. (OCOOCHHOCTBIO HM30JHMPOBAHHOTO
HEKOMIIAKTHOTO  JIEBOTO  JKEIyJO04YKa  SBJIETCS  YAaCTUYHOE  COBHAJCHUE
KIMHUYECKUX M JXOKapauorpauyeckux  MNPU3HAKOB C  MPU3HAKAMU
JIUIATAllMOHHOM, TUNEPTPOPUUYECKON M PECTPUKTUBHOM KapauomuonaTtuil. Jlis
HEKOMITAKTHOTO JIEBOT'O JKEIyAOYKAa TUIWYHBI CEpAeYHAs HEAOCTATOYHOCTD,
TpoMOOAIMOOINY, HAPYIIEHUST pPUTMAa W TPOBOAUMOCTH. OTIUYUTEIBHBIMU
AXOKapauorpa@UuecCKUMU TMpPU3HAKAMH  SBJISFOTCS THUIIOKMHE3 U YTOJIICHUE
MHOKapJla BEPXYIIKH, CPEIHEIATEPATBHOM U CPEITHEHMKHEN CTEHOK; OTHOLIEHUE
HEKOMIIAaKTHOTO K KOMIIAKTHOMY MHOKApJly B KOHIIE CUCTOJIBI cOoCcTaBisaeT > 2:1. B
pexnuMe LIBETOBOT'O JONIIEPOBCKOTO KapTUPOBAHMS ONPENEIIAECTCS
MEXTpaOeKyJsipHask IPEPbIBUCTOCTb.
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