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OnpepeneHue

I'KMII - 3a60s1eBaHueE C
XapaKTePHBIM KOMILJIEKCOM
crienupruIecKux
MOP(POGDYHKITMOHATTBHBIX
N3MeHeHUH U 2unepmpodguell
Muoxapoa neso20 1u/uiu, B
peAKUX caydasx, IpaBoTo
scenyodouka. I'nmeprpodus
YaCTO HOCUT aCUMMETPUYHBIN
XapaKTep 3a CUET YTOJIIEeHUS
MEKKEITY/IOUKOBOU
IIEPETOPOIKY C PAa3BUTHEM
OOCTPYKIIUH BBIXOJTHOTO
TPaKTa JIEBOTO JKETYyA0UKa,
IIPY OTCYTCTBUM U3BECTHBIX
IIPUYMH.




PacnpocTpaHeHHOCTb

* 1:500 B IIOMYJIAIUU

* 0,2-1,1% HaceyleHUA

» HE3HAUYUTEJIHBHO IIpeod/1agaeT My»KCKOH I10J1
e CpeIJHUM BO3PACT 30-50 JIeT

ITUOIOrnA

° aYTOCOMHO-HOMHHaHTHBIﬁ THUII HACJIEJOBAHUWA

» 1edeKThl TeHOB, KOJUPYIOIUX CUHTES
COKpaTHUTEJJIbHBIX OEJIKOB MHUOKapAa



ITUOIOMrUA

MYL3
TPMI

TNNI3
TNNT2

MYH7

MYBPC3

HeussecrHo,
~25-30%

MyTaunu B reHax

CapKOMepHLIX DeJIKOB
40-60%

Jpyrue reHeruyeckue
M He-TeHEeTHYECKHE NPUYHHBI

¢ Hacaeacrsennbie Meradomueckne 3a001eBaHNA:

* bone3Hu HaKOIICHHS IIHKOreHa:
* [omme
+ JlaHoHa

* AMP-kunasza (PRKAG2)

* Boze3HH UMKIa KapHHTHHA

* JInzocoMHbIe BONE3HH HAKOTUICHHS
* Annepcox-®abdpu

* Hepsro-mbineunnie 3ado0esanus
. éHrafcllqa Opuapeiixa

* Muroxonapraisibie H01e3HH
* MELAS
* MERFF
* Cunapombl Maangopmanmit
* HyHaH
* LEOPARD

» Kocremwo
+ KJIK

* Cemeiinun TTP
o “Nukuit Tun” TTP (ceHmnbHbIN)
* AL amunonnos

* Hosopoxuennsie matepeii ¢ 1naderom
* Jlexka HHO-HH1YUMPOBAHHBIH
. Iq!axpo:muyc

* MHApOKCHXI0POXHH
* Creponasl



KnaccndpukaumA

ITo Ha/IMUYUIO rpagueHTa

daBJIEHUA B IIOJIOCTHU
JIZK:

* HEOOCTPYKTUBHAA
» OOCTpYKTHBHAs

\

o ¢ cybaopTaJbHOMN
OOCTPYKIIMEHN B
rmokoe(06a3ajbHON)

O JJaOUJILHOU OOCTPYKIIMEN

O JJAaTEHTHOU OOCTPYKIIHEU

IIo crenenu rpagueHTa

naBJIEHUA B IIOJIOCTHU
JIZK:

- TpaJiieHT JaBJIEHUA B
IIOKO€ WJIHN TIpHU
IIPOBOKAIITMOHHBIX IIPO0ax
< 30 MM PT. CT.

* IPOBOIIIPYEMaAsT
OOCTPYKITMSI— TPaiUeHT
IaBJIEHUSA> 50 MM PT. CT.
IIpU IIPOBOKAIINH, HO< 30
MM PT. CT. B IIOKO€
 TPAJIUEHT JIaBJIEHUS > 50
MM PT. CT. B IOKO€E



—
KnaccndpukaumA

IIo pacupocrpaHEeHHOCTH:
* aCCUMETPHUYHAsA

* CHMMETPHUYHAs

11o TokaIM3anun: .
* BEPXYIIIKA '
« MIKII

* JIEBBIU KeEJIyJI0UEK
* IIPABBIN XKEJIYJIOUEK 1 o 4




KJIMHMKa

» YXyZIlIeHrue CaMO4YyBCTBUA HA pOHE
(pu3rYeCcKOU HAarpy3KHU

* bosb B rpynu

» CuHKOIIE

» Ci1abocCTh, O/BIIIIKA, TOJIOBOKPYKEHIIE
« Hapyiienusa purma cepzaua

!

BHes3anHaA cepaedyHasa CMepTh




/InarHoCTHnKa

Knuunueckoe JlnarHoCcTHYECKHE lNeHeTHUECKOE
HCCNe10BaHHE KTKMEBLIE MPH3HAKH TECTHPOBAHHE
OueBHAHAA MYTALWSA, TPHEOIALLAN
PonocnoBHasn MpusHaku K 2aDoNeBaHHID, B TEHAX CAPKOMEPHBIX
IMpu3Haku : HET  [logymars —| BeKOR
NO3BONSAILIHE
CHMIITOME S — 0 TEHETHIECKOM -
SKI i TECTHPOBAHHH
B cneummueckoe
HIYAAUET ORI R OueBHIHOI MyTalUHHK, NPHBOAAIIET
JlabopaTopHbie NaHHbIE —*| K 3a00NeBaHHI0, B TeHAX CAPKOMEPHBIX
| " DENKOB, HE BRIABIEHO
na
NansHeiimee Mpuunna IMoaymaThk o IpyrHx
CTELMATH3HPORAHHOE HE BRIABICHA reHeTHYECKHX/He-TEHETHYECKHX
obcnenosaHue & e o o] MPHYHHAX

MYIETHIHCLHIUTHHAPHEIA Moaxon

k'

OnpenenéHHoe
reHeTHYeCKoe,/ MpHoDpeTEHHOE
3aboneBaHHe




/laHHble aHaMHe3a:

- BHe3amHas cMepTh Y KPOBHBIX POJICTBEHHUKOB

 ComyTcTBylolye 3a00jIeBaHUs: apTepUaIbHAasI
TUIIEePTEH3UA

W

o %
»
&

s

L4

y




W,
AyCKynbTauuA

- IIpusznakwu, xapakrtepHsble /s runeprpodpun JIZK: yennenue niu
JIBOMHOM Bep|yIlIeUHbIM TOJTUOK, CMeNleHHEe JJEBOM IPaHHUIIbI
OTHOCHUTEJIbHOM TYIIOCTU BJIEBO U BHU3

o Jlylommuu CUCTOJIMYECKUH IITyM Ha BEPXYIIIKE U 110 JIEBOMY KPalo
I'PY/INHBI, TPOMKHH, IPyObIN HapacTalolle-yObIBAIOIINM, HE
IIPOBOJAUTCS HA COCY/IbI IIIEU, OTCTOUT OT I TOHA Ha 3HAUUTEJILHOE
paccTosTHUE

« Tonsl cepjiiia 0ObIYHO HEe M3MEHEHHI / paciielyienue I ToHa / akIleHT
IT ToHa BO BTOpOM Mexkpebepbe ciaeBa / maTosiorudeckuid IV ToH Ha
BepxylIike / paciierienue 11 ToHa Ha aopTe




Toamuuaa crenku JI2K, MZ2KII > 15 mm
CreneHb rurepTpopun:

* 12 — 14 MM — HE3HAUYHUTEJIbHAS
* 14-16 MM — yMep€eHHas
¢ 16-18 MM — 3HaAUYUTEIbHAA
* 18-20 MM — BbIpaKeHHas1
>20 MM - BBICOKasd

y3|4 Cc apdeKToM Jlonnnepa

I'pazsieHT aBJIEHUA B BEIXOAHOM TPAKTe >30 MM. PT. CT.



HaiinenHble 0c06eHHOCTH KommexTapuii
Kopotewit PR weaTepsan/panses PaxHee soafywasHue KenynoNKos — 4acTulid deqHomed Goneanen Haxonnexdus (MNomne, PRKAG2 n laHoxa)
Bo3fyxneHne ¥ MATOXOHAPWANLHBI GonesHeid (MELAS, MERFF). KopoTkwi PR wiTepean Ge3 paHHero soabyxaeHus XenyaoMkos

BCTPEMAETCA Npu Goneasn AHpepcoHa-Datpu.

AB-Gnokapna Mporpeccupyiowan ATPHOBEHTPUKYNADHOE 3AMENNEHNE NPOBEAEHUA YACTO BCTPEYAETCS NPW MATOXOHADWANLHBIX
3a00NEBaHMAY, HEKOTODLIX BONE3HAX HaKONNeHuA (Bxnnyan Bonesss AHnepcoHa-Dadpu), aMUNOUa03E, AECMHUHONATHRAX,

Wy NALMEHTOR € MyTALMAMMK B reHe PRKAG2.
BuipaxexHan [T (Bann no Coxonosy YpesswMaiko Gonswoi sonbtax GRS TMivyen ana Gone3Hel HakonneHua, Takux, kaxk Nomne ik [laHoHa, HO MOXET BkiTh

>50) PEIYNLTATOM TONLKO PAHHErD BOIBYEOEHMA KENYOO4KOE.

Huzkuid sonstax QRS (unw HOpMansHeR — Hulkni sonstax QRS 8 OTCYTCTBME NEPUKADAMANEHOND BHINOTA, OXMPEHMA W BonesHn nérvx peako Habnogaerca

BONLTAXK HE CMOTPA HA YEENMYEHHE npu FCEMI (33 neknioMeHMEM CNYYEEE CTAOWN ABKOMNEHCALAW), HO BETpEdaETEA o 50% nauwexTos ¢ AJT-aMunonao3om

TONLLAHB CTEHKM JIX) wy 20% ¢ TT-amunongosom. JuddepeHunansHein puardos mexay KM v kapanansHo#i GopMoi aMunonaosa
ofnerdaetca npu SOBABNEHN B MIMEDEHNS COOTHOWEHWA MeXdy BoNsTAxoM QRS 1 TOMUMHOR cTeHkn JTX.

BuipaxeHHoe nepanHes (“cesepo- HatniopaeTca y NAUMEHTOR © CMHAPOMOM HyHAH, MMEOLLMX BRPAXEHHYIO BA3ANLHYIO rMNEpTpOdMI,

zanagHoe”) emewenne QRS sexTopa PACNPOCTRAHALLYIOCH HA BuIBOAHOM oTaen M.

MMraHTCkMil HeraTMBHRA 3yDeu T MWraHTExMiA HeraTMeHbi 3ybey T B npexopaManbHb W/WNK NEPEAHENATEPANLHLIX OTEEOEHWAX CEMOETENLCTBYET

(>10 mma) 0 BOBNEYEHWK BEpyLLKn JTA.

AHOMANBHAR NPOADNKMTENLHOCTE O AnomansHo rnybokas 0-BONHa B NEPEIHENATEDANBHEN OTBEAEHUAX, OORINHO C NONOXUTENLHON T-BONHON,

BonHbl >40 Me w/unin >25% rmyBuHel ACCOLMWPOBAHA C ACKMMMETPMYHOI runeptpodmel K. AHOMANLHAR NPOAOTKUTENEHOCTL O-B0NHL (240 ms)

R-sontbl w/mnn rnytuHa >3 mm xota B accoumvposasa ¢ ofnactami dubpoaHoro 3aMeLeHna.

B OBYX OTEEAEHWAX Kpome aVR

Ceop4aran anesauwn cermenta ST Y HEKOTODBLIX NALMEHTOR C ANMKANBHOR MNW AWCTANLHOR FMNERTPOdMEH PA3BMBANTCA MANEHLKWE ANMKANBHHE

B NATEPANbHbIX MYOHLX OTEEAEHWAX AHEBPMAMBI, MHOMMA ACCOUWMPOBAHHLIE C MUOKAPAWANLHLIM drbpoaom. OHM BLIRBNATER ToNeKD npu MPT cepaua,

seHTpMEYnorpadmn unk 3xoKl ¢ KOHTPACTMPOBAHWEM, YACTO ACCOUMMPOBAHL! € 3nesaumnen ST B NaTepantHbIX rpyaHLIX
OTEEOEHHUAX.
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CyToY4yHoe
MOHUTOPMpOBaHUe IKI

* HA/XKEJYI0YKOBbIE apUTMHUU - 25—50%
* JKeJIYJOUYKOBAs TaXUKAPAUA — 25%

* DKCTPACUCTOJINHU

e cusgpom WPW

- OJI0KaAbl IIepeaHel /U1 JIEBOU HOXKKHU ITyUKa
I'mica

» yIJIMHeHHBIN uHTepBaa QT



AnddepeHuymanbHas
AMArHOCTUKA

 IIOPOKU KJIAIIAHOB CeP/Iia

- UBC

» runneprpodusd JIZK ipu AT’

o Apyrue (OpPMbI KApAUOMHONATHU

* TeHETUYECKUEe CUHAPOMBI, IIPOTEKAIOIIHE C
I'KMII



BapraHTbl Te4eHUA
M ncxoaoB [ KMIT:

 cTabMJIbHOE, JOOPOKaYeCTBEHHOE TeUeHHe
- BHe3aIHas CMepPTh
* IPOTPECCUPYIOIIEE TeUEeHHE

* «KOHEeYHas cTaaus», 00yCcJa0BIeHHAaA
IIPOTPECCUPOBAHUEM CEPJIEYHOU
HEeZI0CTAaTOYHOCTHU

* pa3zBuTHe GUOPWIIIAIINN IIPeAcEPANN 1
CBSI3aHHBIX C HEU OCJIOKHEHUU



W,
JleyeHne onpepenaerca:.

» (popmou 3a00J1eBaHUA

 IIPOTHO30M

« puckoM pasButuda BCC

* IIPOTPECCUPOBAHUEM CEPJIEUYHOU
HEI0CTATOYHOCTU

* HAJWUYHMEM HJIH OTCYTCTBHEM
*KU3HEYTPOKAIOIINX aDUTMUU



JleyeHue

« MenukaMeHTO3HOe JIeUeHUeEe IIPOBOJUTCA B CIydae
KJIMHUYECKUX ITPOSABJIEHNH 3a001€BaHUA C IEJIbI0
yMeHblleHUa 2padueHma 0asAeHUs B BBIXOJHOM
OT/eJIe JIEBOTO JKEJIyZ0UKa, CImeneHu aunepmpodguu
JI2K u xoppexuuu npusnaxkos cepoeuHoil
Hedocmamo4HoCmu.

» OCHOBHBIMH I'DyIIIIaMU IPENAPATOB B JIEUEHUH
I'KMII asasiotcess b-agpeHoo61okaTopsbl (BAB) u
Os1oKkaTOPHI KaabiueBbIx KaHa10B (BKK), mpu
HapYIIEHUIX CePAEYHOro pUTMa — AU30IHPAMU/I U
aMHOJapOH.



JleyeHue

bADb

CHMzKAI0T aKTUBHOCTh CUMIATOAAPEHAIOBOM
CHCTEMBI IPpU PUBNUECKOM U 3MOIIMOHATIBHOM
HaNPs>KEHUY, TEM CAMbIM YJIyUIIalOT KA4E€CTBO
»KU3HU O0JIbHBIX: YMEHbIIIaeTcs cepAleOreHne U
OJBIIIKA, KYIIUPYETCA U/ WUIH IIPEAYIIPEKIAETCS
pa3BUTHE 00JIEBOTO CTEHOKAPANUTUYECKOTO CUHIPOMA.
[IpegoTBpanialoT NOBLINIIEHHE TPaJUeHTa JaBJI€HUS
IIpY JIATEHTHOM U JIaOMJIbHON OOCTPYKIIHH B
BBIXO/THOM oTzesie JIZK, BBI3BIBAIOT perpeccuro
runepTpoPuu MUOKap/IA.

ITPOITPAHOJIOJI ATEHOJIOJI
METOITPOJIOJI COTAJIO/JI HAJOJIOJI



JleyeHue

BbKK

CHM>KaIOT YPOBEHD CBOOOJHOTO KAJILIHS B
KapAUOMHUOIIMTAaX, HOPMAJIN3Ys UX COKpallleHHE,
IO ABJISIOT MPOLECCHI THIEPTPOPUU MHUOKAPAA,
CHIKAIOT €r0 COKPAaTUMOCTbh. BbI3bIBasA
OTPUIATEIbHBIA HHOTPOIITHBIN ¥ XPOHOTPOITHBIU
addekTnl, BKK ymMeHbI1a10T CyObeKTUBHBIE
KJIMHUYECKHE IIPU3HAKU 3a00JIEBAHUS.

BEPAIIAMMNJI



———
JleyeHue

B ciiyuae BBISIBJIEHUS JKU3HEYTPOKAIOIIHIX
apuTMuiu (GuOPUIIAINA 2KETYI0UKOB,
YKeJIyJOUKOBasI TaXUKaPAHsl) 1 OCHOBHBIX
dakTopoB pucka paszsutus BCC naunbosiee
aJIeKBaTHBIM MeTO/, JIeUeH A — UMILJIaHTaIlHs]
KapaunoBeprepa-aedudpuaaropa (kiace I,
YPOBEHb JOKa3aTeJIbHOCTU B; kiacc I11a, ypoBeHb
nokasarenbHocTu C) . '




Kputepmn 3dPEKTUBHOCTMU
neyeHus 60sbHbIX [TKMIT:

* YBeJINUEHHE [IPOIOJIKUTEIbHOCTU KU3HU

* YMEHbIIIEHHE CTeeHH OOCTPYKIIUH BbIHOCAILETO
Tpakra JI72K

* OTCYTCTBHE >KN3HEYTPOKAIOIIUX HAPYIIIEeHUU
puTMa, CHHKOIIE, CTEHOKApAuHU

* IIpeJOTBpAallleHHEe Pa3BUTHA CEPIAEUYHOU
HEJIOCTaTOYHOCTH

* IIOBBIIIIEHUE KAUeCTBA KU3HU —

Y/I0BJIETBOPUTEIbHASA IIEPEHOCUMOCTD OBITOBBIX
(pU3NYECKUX HATPY30K



Cnacuobo 3a BHUMaHMe




