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MNaumeHT KO, 66 net, obpatunaca c xxanobamm Ha:

= OAblLIKY, YYBCTBO HEXBATKM BO3AYyxa (X0Ab6a Ha 150-200 M), MHOMAa
No HoYam

Obuwyto cnabocTb

[0N0BOKpPY>XEHME

YyauieHHoe cepgLebueHmne

Bonn B UKPOHOXHbBIX MbIlL,ax Npu xoabbe 150-200 M

= [lnckomoopT npu nogbeme A/l 40 150/110 MM PT.CT



AHamHe3 3aboneBaHuUs

Oablwka

Cepauebuenne

KT
(+Xonteposckoe
MOHUTOPUpPOBaHMe)

IxoKI

AnarHos

JleyeHue

Mapokcnsm
TpenetaHus

npeacepaum

Putm
BOCCTAHOBJIEH
MeAMKAMEHTO3H
0]

Mapokcmam O
cYXC1iso
yaA/MWH

On, anddysHble
M3MEHEHMS

AvnaTaumns scex
nonocten cepaua: /K
6,5 cm, JIN 85 mn, MK 3,7
cm, MM go mn, CANA 36
MM pT.cT., B 25-30%,
MP 2-3 cT., TP 2cT.

AnypeTnkun, renapuH, 6-
610KaTopbI,
nsocopbuga AnHUTparT,
Ka/NS Y MarHus
acnaparuvHat

®n, penpeccusa cermeHTa ST MeHee 0,5
MM B 60/1IbLUIMHCTBE OTBEAEHWIN.

XM: noctosiHHas ¢opma P,
nosavMopdHble X3 g5, 11 KYNNETOB.

AKWHe3 Bepx-NeperopogoUHbIX, BepX
nepeAHuX, BEPX HUXKHWX, BEpX HOKOBBIX,
BepxyLleyHbIx cermeHToB JIK.
Pacwwmpenue JIM, M, MK, JIX.
YmepeHHas HegocTaTouHocTb MK, TK.
JII 1cT. AHeBpu3Mma JIK BepxyLueyHoM
nokanmsauun. OB 30%.

KAT: npaBbl TN KOPOHAPHOFO
KpoBOCHabxeHus, apTepun 6e3
3Ha4YMMOro CTEHO3a.

PuBapokcabaH, CMpoHONAKTOH,
dypocemug, buconponos, omenpason

JnnaTtaunoHHoe nopaxeHune
MWOKapAa CO 3HAUYUTE/IbHbIM
cHwxeHnem OB.

Obcyxaanca nepeHeceHHbIN
MWUOKapAUT, NO34HUN AebioT
AKMT, ogHako He
obHapy>eHo 3HaYMMoro
nosblweHnsa AT K Muokapay

KOnepwmo, buconponon,
CMMPOHONAKTOH, pypocemuns,
pvBapokcabaH, ANFrOKCHH,

Pacwmpenue JIM
nJK (KAP 6,2
cm), OB 27%,
AP Py3HBIN
runokmHes JIK,
MP 1cT., TP 1 CT.




AHaMHE3 »XU3HW

* BpegHble NpUBbLIYKN: HE KYPUT, aIKOrO1IEM He 3/10ynoTpebaseT, npuem
HAapKOTUYECKMX BELL,eCTB OTpUL,aeT

* CemMeunHbIN aHaMHe3; oTel, — OHMK 5o neT, ymep B 70 1eT. MaTb — pak
NOAXeNyA04YHOWN Xenesbl, ymepaa B 30 sieT. CecTpa — 56 /1eT — pak MOIOYHOM
xesnesbl. bpat —aputmua. letu: f04b, CbiH — NPAKTUYECKN 340POBbI

= Anneprum n HenepeHOCUMOCTb: OTPULLAET!



OOBLEKTUBHbLIN CTaTyC

Obuee coCTOAHME: CpeAHEN TAXKECTH,
Ko>Hble NOKPOBbI: BAeHO-pO30BbIe, YNCTbIE
Mblle4HO-CycTaBHasA cucTeMa: 6e3 NaToaornii

AbIxaTenbHast CUCTEMA: ayCKY/IbTaTUBHO - KPENUTUPYHOLLME XPUMbl € 06erx CTOpoH

CepAaeyHO-cocyancTan cucTema: ieBasd rpaHmiia OTHOCUTEIbHOW TYNOCTU CeP/LLa:
Ha 1.0 CM KHAPYXW OT CPEAHEKAOYNYMHON INHKK. AyCKyabTaumna cepaua:

OUbpuanAuMg npeacepann, TOHbI Cayxue. [1ybC apUTMUYHBIN, AeDULUT Nyabca: 6
ya/MunH. HanonHeHue: chaboe. lNynbc: 88 ya/muH. Al 110/80 mm.pT.CT
~ CoCTosiHME BEH: PETUKY/IAPHbIA BapUKO3

[yweBapuTenbHas cuctema: 6e3 natosiornm

MoueBblaennTtenbHas cuctema: 6e3 natonornm



Oowmnn aHanus

KPOBMU

[emornobuH
SpUTPOLUTSI
[emaToKkpuT
MCV

MCH

LiBeTOBOM NoKa3aTenb

TpombounTbl

JlenkoumnTsl
Hentpodunbl
J03nHObUbI
Basodunbl
MoHouUTbI
JinmdouunTol

cO3

117-160 /N
3,8-6,12x10**/n
35-52%

80-99 ¢~

27-38 nr
0,8-1,05
150-450 X 107/
4-11 X 10 °/n
45-72 %

0-5 %

0-2%

2-12%
18-44%

0-20 MM/4




BruoxvmMmyecknii aHanu3 KpoBw

AnbbyMUH

O6uwmn 6enok
ObLwnit xonecTepuH
Tpuravuepuabl
JinBN

JINMHN

JINOHIMN

[noko3a

ANT

ACT

MoueBunHa
MoueBas kncioTa
KpeaTuHuH
BuanpybuH obuwnii
BunnpybuH npsimol
Kanui

nar

KoK

pCKD

32—48r/n
57—82r/n

3,2—5,6 Mmoab/n
0— 2,83 MmMOab/N
1,56 — 9,999 MMO/1b/A
0 — 4,2 MMOAb[N
0,19 — 0,77 MMO/Ib/N
4,1— 5,9 MMOJIb/A
10— 40 ea/n
3-34ea/n
3,2—8,2 MMoJib/A
145 — 415 MKMOAb/A
44 — 115 MKMOJIb//1
3 - 21 MKMOJ1b[/1

0 - 5,0 MKMOAb/A
3,5—5,5 MMOJIb/A
240—480ep/n
o0—190ea/n

90 — 160 M/I/MVH







XOnTepoBCKOE MOHUTOPUPOBAHME
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* Bpems MOHUTOpUpPOBaHUSA 24 4. OCHOBHOU pUTM — drnbpuansuyms
npegcepann. HOK gHem 67-169 B MmH, HCOXK cp.cyT — 90 B MUH.
TeHaeHUUS K TAXUCUCTOJINU KeNyA04KOB

. HXX3C — Het

= XK9C 79, Makc/yac —15, 2 KynJeTa, OCTajJbHble OANHOYHbIE, 3
mMopdoaorumn. NpenmyLLecTBEHHO AHEBHOW TUM pacnpesesieHns

* [Ipm3Hakm HenosHoU 610KaAbl MPaBOM HOXKM Nyyka [1ca

» /locToBEPHOW AMHAMUKN KOHEYHOW YaCTU Xey[04KOBOro
KOMM/1€KCa MO 1 U 2 MOHUTOPHbIM OTBEAEHMAM He 3apEermcTpMpoOBaHO

* [lay3 puT™ma OT 2 cek. — HeT



IAXOKT

JleBoe npeacepaue:
Pa3smep

Obbem

lNpaBoe npeacepave:
Obvem

JleBbIN XXenypouek:
KAP

K40

KCO

®B

JlokasibHaa COKpaTUMOCTb:
MpaBbiil Xxenygouex:

ToAwmrHa cBob. CTEHKMN

4,0 CM

77 M1

65 MA

5,6 cm
114 M
72 MA

20%

Anddy3HbIn runokmHes

<0,5CM

3,0-4,0 CM

A0 58 M/

41-50 M1

4,3-5,8 CM

A0 150 M/
A0 61 MA

>50%

A0 0,5 CM

3akatoyeHne: QyHKLMOHAAbHAA MUTPA/IbHAS
HEeA0CTAaTOYHOCTb 1-2 CT. [pM3HAKOB 3HAYMMOM
Nero4YHOW rMnepPTEH3MM HE BbIIBAEHO. -
YnnoTHeHue cTeHoK aopThbl, cTtBopok AK, MK,
aopTa/ibHadA peryprurayms o-1 CT.




KrnnHunyeckun gmarHos

= OcHoBHoOW: AKMIT

= OcnoxHeHus: MMnepToHnyeckas 6one3Hb 1 cTeneHn. HapyleHne putma cepaua: mocToaHHas -
TaxucmcTonnyeckas popma GuUbpUANALUM NpesCcepAnm, XXeNya04KoBas SKCTPACUCTOUS.

= XCH 2A cT,, llI-IV ®K no NYHA.
= JleroyHaqa runepreH3sus.

= ConyTtcTBytowme 3aboneBaHusa: Aucnmnuaemms. ATepockiepos aopTbl. HapylweHue
TONIEPAHTHOCTM K rtoko3e. [nnepypukemus. MNogarpa, nogarpmyeckmm aptput. XBIM 3A cT.
Kucta neBon noykun. HegoCTaTOYHOCTb Kapaum. XpOHUYECKUW FaCTPOAYOAEHWT, pEMVICCM’H.
Ancdopmums xxenyHoro nyswips.



JleyeHune
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1. BaacapraH+cakybutpua (lonepuo) 50 Mr 2 pa3a/cyT ¢ MeAJIeHHbIM NOBbILLEHNEM

A03bl 40 200 MT, noA KoHTposiem AZl. KOHTpPOAb YPOBHA KpeaTUHMHA, Kasng,
MOYEBOW KMCAOTbI 1 pa3 B 3 MecsL,a

2. - Buconponon s M yTpoMm nog koHTposem A, HCC

3. [AwurokcuH o,25 Mr ¥2 Tab. YTpom, no cxeme 5 [ 2 (NpUHMMATD C n0He,£|,eanV||<a no
NATHWULY, NepepbiB cybboTa u BOCKpeceHue)

4. Qypocemnyg (nasmkc) 40 Mr 1 T yTPOM HATOLLaK MNOA KOHTPOJIEM BeCa, AMype3a
5. PwuBapokcabaH (kcapenTto) 20 Mr yTpom

6. AgaeHypuk (pnebykcoctat) 40 Mr V2 1ab. 1 pa3 B AeHb
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MNaumeHT I1., 76 net, obpaTmaca c xanobamu Ha:

= OgblLLKY I'Ipl/lvH'E6OIIbLIJOl\/’I bumsnyeckon Harpyske
= Cnaboctb

= [0N10BOKPYXXEHUSA

- = HeyctonumsocTb Npu xoabbe



Oabilwka

CnabocTb

JononHuTtenbHo

JleueHue

Cagg7r
Al

200/110
MM.pPT.CT

AHaMHe3 3aboneBaHus

Mpobexka
KeNys04KOBOM
Taxukapamu,
nay3bl 3054MC

Taxun-6pagu
¢dopma O
May3bl 2.4C

®B 60%,
avnatauusa JIM,
HayvasibHble
npusHakn /I

nieyesomn

Buconponon, Tpomb0o3mb03
3Hananpwn, KTOMMUS,
CTaTUHbI, MMNAaHTaLus
rmnoTmasug IKC
BapdapuH,
HubeanNuH,
aMMoAapoH

Putm 9KC, kopoTkme
3MM304bl CO6CTBEHHOrO
putma — O, RR 1680 mc,
XK3C 40

®B 46%, anddysHoe
CHUXeHne
COKpaTUTE/IbHOM
cnocobHocTu, MX 2,7
(2,6), /1MN: 128 mn, MM:
70M/1

bespeHHo-
TUbuanbHoro
cerMeHTa

TpomboambonskTomus.
Mepungonpun,
BapdapvH, acnupuH,
6buconponon,
benoannmH, akToBernH

®B 30%,
30HbI
aKnMHesnmn
nepesHe-
BEPXYLUEYHO
n obnactu

AwvnaTaumns Bcex
Kamep, akMHes
BCEX CErMeHTOB
3a/He-
neperopogoyHom
obnactn JIK, MP
cpegHen cTeneHu,
TP HebonbLas

onu304bl
TMNOTOHUN U
npecuHKonaibHble
COCTOAHMSA

OTmeHa coTanona,
meTabosimyeckas
Tepanus,
anukcabaH
PenmnnaHTaumsa
3KC

®n, putm IKC, X3C
8941, Makc/yac 2063,
8o kynsieToB,
AZNTENIbHbIe HOYHble
anu3ogabl buremeHuy,
7 HYXXT

Pacwunpenue Bcex
Kamep, HapylueHune
COKpaTMMOCTH,
XpOHMYeckas
njockas aHeBpu3Ma,
JIr, ®B 33%

KAl — 6e3 3HaYMMbIX
CTEHO30B

Buconponon,
anukcabaH,
Te/IMMCapTaH,
TopacemMua,
nmnaanTaumna VKA,
Koppekumnsa IKC

M10CKOKIETOUHBIN
paK YLUHOM PaKOBUHbI

PenmnnaHtaums 3- Kypc
kamepHoro MK/ c oAT
byHKuMen
PeCMHXPOHM3UpPYIOLLe

¥ Tepanuu

MHorokypcoBas AT




OOBLEKTUBHbLIN CTaTyC

ObLee cocTosHME: CpefHEeN TAXECTH
KoXxHble NoKpoBbl: 616 AHO-PO30BbIE, YNCTbIE
MbiweyHo-CcycTaBHaa cuctema: 6e3 natosnornm

AbixatenbHasa cuctema: YA 20 B MUH

CeppeyHo-cocyamcTas CMCTeMa; BEHbl — Habyxuine, nyabcalns BEH — eCTb,
ayCKYAbTAaTUBHO: TOHbI CEPALLA — NPUTIYLIEHHbIE. PUTM — HENPaBW/IbHbIW. [ybC —
apPUTMWYHbBIW, NyAbC —70, A —130/70

[MuweBapuTenbHas cnctema: 6e3 natonorum

MoueBblaennTenbHaa cmctema: 6e3 natosnormm



Obwunn aHanm3 KpoBU

[emornobuH
SpUTpOLUTI

B rematokpuT
MCV
MCH
LiBeTOBOM NOKa3aTenb
TpombouunTbl
JlekouuThl
Hentpodunbl

J03nHOPUAbI

Basodunbl

MoHouunTbI
JinmdoumnTol

CcO3

165 r/n
5,2X10*/n
50,8 %
97,8 ¢
31,7n0r
0,95

166 x 10°/n
8,6 x102/n
66,4 %
2,9%

0,6 %

8,9 %

20,7 %

117-160 /N
3,8-6,7x10* [n
35-52%

80-99 ¢

27-38 nr
0,8-1,05
150-450 X 10%/n
4-11X 10 °/n
45-72 %

0-5%

0-2%

2-12%
18-44%

0-20 MM/Y4




BruoxvmMmyecknii aHanu3 KpoBw

O6uwunm 6enok
Obwmn xonectepuH
Tpurnnuepugbl
[Nntoko3a

ANT

ACT

MoueBK1Ha

l Mouesas kncioTa
KpeaTuHuH
BuanpybuH obwmm
B BuanpybuH npsmon
 pCKO

64-83r/n

<5,2 MMO/1b//
0,68 — 1,9 MMO/1b/N
4,1— 5,9 MMOJIb//
13— 40 ea/n
13—37ea4/n

1,7 — 8,3 MMOAb/ N
150 — 420 MKMOJIb//1
62 — 115 MKMOJ1b//
21 MKMOJ1b//1

5,1 MKMOJ1b//

90 —160 MA/MUH




Koarynorpamma

PubpuHoreH 1,8 — 4r/n

AYTB 0,75-1,25




XOonTepoBCKOe MOHUTOpupoBaHne (4o 24
4yacoB) OT 22.07.2020:

e ———— = — = = — ————— s —

Ha poHe peakmx CaMOCTOATEIbHbIX COKPALWEHMWN OT 1 A0 4 KOMMIEKCOB
(bnbpunnaumnsa npeacepamnn) pernctpmpyerca putm IKC B pexmme 2-X
KaMepHOU CTUMYAISILLUM C MUHWUMAIbHOW YacTOTOM 60 B MUH.
MakcnmanbHag YyacToTa 97 B MUH

YXKC cp. 71 B MuH.

HX3C -0, X3C - 40, MaKc/qac 20 (napokcmam XKT), 2 kynaeT, 3
NapokKc13mMa HEVCTOVILWIBOI/I XT 2 MODCbonorMM AJINTE/IbHOCTbIO A0 6
cekyHa , YXXKC — 170 B MUH

[lay3 puTMa OT 2 ceKk HeT

MakcnmasibHaa nay3a R-R — 1456 Mc



OKI

Putm OKC B pexxmme xenyg04koBOW CTUMYASLLNM C YAaCTOTOM 71-82 B MMH. Ha
doHe dubpunnaumm npeacepanm. OTmeyeHo nameHeHne Gopmbl
CTUMY/IMPOBAHHbIX KOMMJIEKCOB (C/IMBHbIE WU NCEBAOC/NUBHbIE KOMMIEKCbI?)



OxoKI (B Kkomnnekce B- u M- pexumax)

JleBoe npegcepaue:

Pa3smep 4,8 Cm 3,0-4,0 CM
3akatoyeHue: ObpawatoT Ha ceba BHMMaHMe MOBbIWeHME

TpabekynspHocTy Bepxywku JIK 1 anmkanbHOro cermMeHTa
MpaBoe npeAcepave: 3a4He-bokoBom cTeHkM JIK, He focTuratouee KputTepmes
Obbem 85 mMA 41-50 M1 HKM. MP meHee 1 cT, TP MeHee 1 cT. B npaBbIXx Kamepax
JleBbiit xenyaouex: cepaua Busyannsnpytorca sanektpogbl IKC.

Obbem 164 MA A0 58 Mn

KAP 7,0 CM 4,3-5,8 cm
KA4O 241 MA A0 150 M/
KCO 150 M1 A0 61 MmN
®B 37% >50%
JlokanbHas cokpaTuMocTb:  Anddy3HbIN TMNOKMHES

MpaBbin Xxenygouex:

N3P 2,7 CM A0 2,9

TonwmHa cBob. cTeHkun <0,5CM A0 0,5 CM



KnuHn4yecknmm gunarHos | | &

OcHoBHoe 3aboneBanue: AKMI. CuHgpom manoro Beibpoca.
DoHosble: [MnepToHUYeckas 6onesHs Il ctaa., 2 cten., puck CCO 4.

OCNOXHEHUS: HapylueHne putTMa 1 NPOBOAUMOCTY: NOCTOAHHaA GopMa PUBPUANALMM NpeacepAnl, NapoOKCU3MbI HeycTolumneol XXT; naysa 6onee
2500 Mc (Taxu-bpagm ¢opma ®OI). IKC (EnRHytm P1501 DR d 2009r.) PeumnaanTtaumsa SKC B 2016 B ¢BA3M C ncToweHnem batapen. imnaaHtayms
KapauoBepTepa-gedbunbpunnstopa B 2017 r. PeumnaaHTaums 3-kamepHoro VIK/ ¢ dyHKUnen cepaeyHoON peCMHXPOHU3NPYIOLLEN Tepanun OT 27.09.2019
r.

Tpomb03Mboans npaBon NaeyYeBoM apTepum B 2009 ., TpomMboambonakTomusa B 2009 r., Tpomboambonuna begpeHHO-TMOMaNbLHOro cermeHTa B 2010 T,
TpomMb603MO0N13KTOMMA U3 NEBOWN NOAKONEHHOW apTepum, nepeaHen BBA, 3agHen BBA B 2010 1. TUA B 6acceiiHe neBon BCA B 2010 T.

XCH 26 ctaaum, Il =1V K NYHA.

ATepock/iepo3 aopThbl, LepebpasibHbix apTepum (CTeHo3upyowmi). AncumnpkynaTopHas sHuedpanonaTuns 2-3 cT. XpoHnyeckas Beptebpo — 6asnanspHas He40CTaTOYHOCTb.
CybkomneHcauus. ATepockiepos apTepuin HUXXHUX KOHEYHOCTeN (NpoTsxeHHbIM cTeHo3 3BBA cnpaBa; cteHo3 OBA cnipaBa g0 30%, MKA cnpasa Ao 40%). XOBJ1 2 cT., BHe
obocTpeHus. NocTTpaBMaTUYECKNIM NPAaBOCTOPOHHMI FTMAPOTOPAKC B aHaMHe3e, MOBTOPHbIE MYHKLWW NaeBpasibHOM noaocTu, dubpoTopakc cnpasa. TopakonaactTuka B 2007 T.
Moacansuctoe obpasoBaHue nuweBoa (nenommoma?). A3BeHHas 6one3Hb xenyaka. XeaysouHo-KueyHoe KpOBOTEYEHNE B aHaMHe3e. Ipo3MBHbIN racTput. [oamkmncTos
obewnx noyek. Mogarpa, peunansnpytowmi nogarpudeckmn apTput. MKB, kaMHun neBon noyku: XbIM 3-4 cT. edopmumpytowmnin octeoapTpos € NpenmMyLLeCTBEHHbIM
nopaxeHneM KONeHHbIX, Ta306epeHHbIX CycTaBoB. f3BeHHasn 6oae3Hb xenyaka, MaccnBHoe XXKKK B 2013 r. Ipo3umBHbIM aHTpaabHbIv racTpuT (AMAC ot 2017 T.)
PacnpocTpaHEHHbIN OCTEOXOHAPO3 NO3BOHOYHMKA C BTOPUYHBIM KOPELLKOBbIM U MMOTOHUYECKMM KOMMIOHEHTOM. Baprko3Hoe paclumpeHmne BeH HUXKHUX KOHEYHOCTEN. Y310BOM
3yTMpeounaHbIn 306 2-3 CT. AZleHOMa npeCcTaTe/IbHOM Xee3bl. [110CKOKNETOUHbIN paK KOXM NPaBOW YLLIHOW pakoBUHbI. CyOKAMHUYECKMIA TUPEOTOKCMKO3.



JleyeHune

MeankameHTO3HOe:

-MUKapANC (TeaMucapTaH) 40 Mr — ¥4 T Be4epoM - C peryaspHbIM KOHTpoieM YpoBHA A/l
yepes 2 HeJeN - KOHTPO/Ib KpeaTUHUHA , Kaing, Noc/e Yero pelleHma Bonpoca o

Ad/IbHeNLWen A403e npenapaTta

- KapBeanaon 6,25 Mr —% yTpom c nocseAyowmm NoBbILLEHMEM 403bl B 3aBUCMMOCTU OT
ypoBHA A/l lee .

- ANYyBep (TopacemMuns) 5 Mr yTpom

-3IMKBUC (anmkcabaH) 2,5 Mr X 2 pasa B CYTKM (C KOHTposaieM YPoBHSA KpeaTuHuHa, OAK, B
cnydae cHmxeHna CKO — peweHne BONpoca 0 3aMeHe aHTUKOAryJ/IgHTa)

-TOpBaKap4 (aTopBacTaTuH) 10 Mr BeyepoM, KoHTposib AJIT, ACT, KOK, namnugHoro
npoduas yepes 1 mecs,

-oMe3 (OMenpo30/1) 20 MIr Be4EPOM B TeUYeHMe 1 MecsiLa, AaJiee NOBTOPHbIE KYPCbl

-OMHUK (TaMCy/103U1H) 0,4 MI BeYepOoMm



JleyeHune

VIHTepBeHUNOHHOE:
= J3KC

. VIK,[I, C PYHKLMEN CEPAEYHON PECMHXPOHU3NPYIOLLEN TEpPaNUM
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yKanooOol

[aumneHT M, 30 sieT, obpaTunaca ¢ xxanobamum
= Ha O/blLLIKY B MOKOE

. vablp-a>KeHHbIe OTEKU HUXKHUX KOHEYHOCTEM
" acumT

= c1abocCTb

" NMOBbIWEHHYIO YTOMASEMOCTb

" FO/IOBOKPY>XXEHME



AHamHe3 3aboneBaHus

MepeHec OPBU
OA blLLUKA (nuxopagka,

Bblpa>XXeHHas
cnabocTb,
KaTapa/ibHbl€

CnabocTb ABNEHUA)

Ceppuebunerne

[on10BOKpYXeHne

- ——eeee R ——

AVIarH03 AKMTI, pekomneHcaums
XCH (aokymeHTaLun HeT)

dHananpun, buconponon,  CamMoOCTOATENBHO OTMEHWU locnuTannsaumns no mecty Koncynbtaumnsa B YKB 1 ans
bypocemuny, BepOWNUPOH  3Hananpua v buconponon (M3-  XUTeNbCTBA B CBA3M C rocnuTaansaymu

33 OTCYTCTBUSA «ABHOIO AekomneHcaumm XCH.

nonoxutesnbHoro apdekTaHa  Bbinucka He

CaMO4yBCTBMEY), HO YBE/IMYMA  MpeSocTaB/ieHa

A03y dypocemuga Ao 2 T/cyT

CMTyaLMOHHO MCNO/Ib30Ba

3yeuANvH

JleyeHue




AHaMHE3 »XU3HW

* HacnenCTBEHHOCTb: OTEL, YMEpP NOC/Ie MACCUMBHbIX MYEINHBIX YKYCOB
(QHAPUNAKTUYECKNM LLIOK?), MaTb — YMEpPJ/ia BO3PACTEe 54 JIET OT CEPAEYHOU

HEeJ0CTAaTOYHOCTU, CECTPA 37 JIET — BPOX/AEHHbIN NOPOK cepaua, 6paT — ¢/c
-1laToN0rnen He cTpagaeT. [eten HeT

* BpegHble NpUBbIYKN — KYPEHUE C 14 /IET A0 1,5 NAYKU B A€Hb, B HACTOSLLEE
BPEMSt — 2-3 CUrapeTbl, a/IKOro/lb — 3MU304N4ECKM MO NPasAHMKaM,
ynotpebsieHne HapKOTUKOB OTpUL,aeT



OOBLEKTUBHbLIN CTaTyC

Oblee cocTosiHME: CpeAHEN TSXKECTU
KoXHble NOKPOBbI: U3SMEeHeHMe LBeTa KOXW roJieHn c/ieBa (nocsie oxora)

OTekn o0beux roaeHemn, cTton

MbiWweyHOo-CyCcTaBHasA cmcTema: 6e3 natosornm
AbixaTenbHasa cnctema: 6e3 natonorum, Y4/ 18 B MuH.

CepaeyHo-cocyancTas cMCTeMa: TOHbI CepAL.a PUTMUYHBIE, LAYXue, CUCTOANYECKUY
wym Ha Bepxyuike 1 B npoekumnu TK. HCC 82 B MuH. A/l 100/70 MM.pT.CT

[yweBapuTenbHan cMCTEMA: NeYEeHb Ha 2 CM HKXe Kpas pebepHoun ayru

MoueBblaennTeibHaA cuctema: 6e3 natonormm



Obwunn aHanm3 KpoBU

FemornobuH
SpUTPOLUTI
lemaTOKpUT

MCV

MCH

LiBeToBOM NokasaTenb
TpombouuThl
JlerKkouuThl

Heritpodunbl

J03nHOGUbI

Bazodunbl
MoHouuTbI
JinmbounTsl

CcOo3

138 r/n
5,23X10**/n
41,5 %
7914 &1
26,4 0r
0,79

259 X 10°/1
8,9 x10°/n
53,1 %
2,1%
0,5%

9,4 %

30,2 %

6 MM/Y

117-160r/n
3,8-6,7x10* [n
35-52%

80-99 ¢

27-38 nr
0,85-1,05
150-450 X 10/
4-11X 10 °/n
45-72 %

0-5%

0-2%

2-12%
18-44%

0-20 MM/4




BruoxvmMmyecknii aHanu3 KpoBw

O6uwunmn benok
Obwwnin xonectepuH
Tpurnvuepuasi
[ntoko3a

ANT

ACT

MoueBuHa
MoueBasi KucnoTa
KpeaTuHuH
BunnpybuH obwmi
BuanpybuH npamon
LLlenouHas pocdoTasa

FaMMma - ryTaMmMHTpaHcdpepasa

pCK®

C — peakTuBHbIN Henok

64-83r/n

<5,2 MMOJIb/A
0,68 —1,9 MMO/Ib/A
4,1— 5,9 MMOJIb/ N
13— 40 ea/n
13-37ea/n

1,7 — 8,3 MMOAb/AN
150 — 420 MKMOAb/[N
62 — 115 MKMOJIb/N
21 MKMOAb/A

5,1 MKMO/1b/A

100 -290 eAa/fn

8—-61ea/n

90 — 160 MA/MWH

<6 Mr/n




Koarynorpamma

AHTUTPOMOUH I

A4TB
A-avmep

OubpuHoreH

MHO (INR)

70-115%
24-34 CeK
0-0,5 Mr/n

1,8-4r/n

0,85-1,15



[fopMoHanbHOe uccnenoBaHue

—E——— - = - —

9,0-220 NMO/Ib//

2,6-5,7 IMO/1b/N

0,4-4 MKME/[mn
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XOonTepoBCKOe MOHUTOpupoBaHne (4o 24
4acoB) |

e ———— = — = = — ————— s —

= PeructpupoBanucb otBegeHus: V2, Vg, avF. B TeyeHne CyTOK — CUHYCOBbIN
PUTM, NPeNUMYLLECTBEHHO CMHYCOBAadA TaxXMKapaus, aN130o4bl MUrpaLUn PUTMa

no npeacepanam. HCC: MakC. —110 Y. B MUH., MUH. — 74 YA. B MUH., Cpej., - 85
Y4, B MUH

23 HX3C, 1 3nn3oa napHbix HXKIC

35 0AMHOYHbBIX XKIC 4-X MOPDOAOruNn, 1 3nm304 napHbix XKIC

[May3, NpoAONXNTENBHOCTbLIO b0/1ee 2 CeKYHZA, HE BbISIBJIEHO

AnarHocTnyecky 3HAYMMOWN ANMHAMUKM cermeHTa ST He BbIIBAIEHO



IAXOKT

3akaryeHue: BoipaxeHHasa TpabekynapHoctb JIXK n MK,
C NPU3HaKaMW HEKOMMAKTHOr0 MMOKapAa
NpevMyLLeCTBEHHO MO 3a4Hen 1 6okoson cTeHkn JIXK (
Obbem A0 58 M/ anvKanbHble, cpesHue 1 basanbHble CErMeHTbI) U
MpaBoe npeacepaue: BepxyLkm JIXK, onpeaensioTca y4acTKM MCTOHYEHUS
MUOKapAa 1 Haanume raybokmx nakyH. CooTHouleHume
HKM/KM > 2. BHYTpMNoOA0CTHbIX TPOMOOB He BbisiB/IEHO.
DyHKLIMOHAAbHAA HEAOCTaTOYHOCTb MUTPA/IbHOIO U
JleBbIV Xxenypouek: TPUKYCMNAA/bHOICO KAANAHOB TAXE0M CTENEHW.

KAP 6,9-7,5 CM 4,3-5,8 cM MuTpanbHasa perypruraumns 3 cT. TpukycnmnaaabHas
peryprutaums 3-4 cT. [1pU3Hakm neperpysku Npasbix
Kamep cepaua. [lnanatauns CTBO/Ia IECOYHOM apTePUU.
[Ipr3HaKy 3Ha4YMTEIbHOWN AeroYHOM rnnepTeHsmmn. HIMB
B 19% >50% 3HaUMTEIbHO pacClUMpPeEHa, He KO1abupyeT Ha BAOXe —

JNokanbHas cokpatumocTs:  AnddysHbii runokuHes npusHaku Beicokoro LIB/l. HesHauynTebHOe KOAMYECTBO
cB060IHOM XMNAKOCTU B MOAOCTU NEPUKAPAA.

JleBoe npeacepame:

Pa3smep 3,0-4,0 CM

Obbem 140 M/ 41-50 MA

Nn3p 4,4 CM 40 2,9

KA4O 227 M1 AO 150 MA

KCO 184 Mn A0 61 Mn

Mpasbin Xxenygouex:

N3P 40 2,9

TonwmHa cBob. cTeHkun 40 0,5 CM



MCKT KOPOHApHbIX apTepuil G KOHTPacToM

—

= [1paBOAOMMHAHTHBIN TUM KOPOHAPHOro KpoBoobpalueHus. aHHbIX 32 aHOMaAnm u
CTEHO3MPOBaHWE BEHEYHbIX apTEPUIN HE NOJTYYEHO.



MCKT 6proluHon nonoct 6e3 KOHTpacTUpoBaHUs

- — - - - —— . - - — - e ~ e e e e

= MCKT kapTuHa acumTa, NPaBOCTOPOHHErO FMAPOTOPaKkca yMepeHHOro o6bemMa, IEBOCTOPOHHENO
rMapoTopakca Masoro obbvema.



Y3U

M s e T G
= OpraHosre bleé NPU3HaKKM acuunTa
(6onee 200¢ — . " B PDY3HbIX U3MEHEHUM
NapeHX1MblI i MPEeHUEe HUXXHEN
MOJ0BOU BE B RF
* OPraHoBOE  free Fuic ¥ A ~ [b: B OptolwHOM
MO/IOCTU 3Hi, , * = ~ = Q03N
= RT Kidn ‘ v
= [aeBpanbH pEe NbHOW NONIOCTU: C/IeBa
-320 M/, CNf
OT 14.07.20 ) 2000 M/ XWNAKOCTH, B
v - S RT PLEURAL
1eBOU - OKO\-\ \f“\) EFFUSION # ;
n = (v ) , 5
= LLlNTOBUAHC K " , = leHUu (Mo Tuny

ayTOMMMYH



KrnnHunyeckun gmarHos

A — = ——

= KnnHunyeckmn amarHos: AKMI, cuHapom manoro Beibpoca

= OcnoxHeHnsa: OTHoCMTeIbHasA HeJ0CTAaTOYHOCTb MUTPAJIbHOIO K/1anaHa

~ (peryprutauumsa 3 CT.), OTHOCUTE/IbHAasA HEA0CTATOYHOCTb
TPUKYCNNAANBHOrO KAanaHa (peryprutaums 3-4 CT.)

* HapyweHus putMma cepaua: npobexkn Heyctonumsoum XKT

= XCH 2B cT1., 3-4 OK NYHA.

* OTeYHO-aCUUTNYECKUM CUHAPOM.

= [1BYCTOPOHHWUM rMApOTOPaKC

= JI[" 2 cT.

* KopAapoH — MHAYLUMPOBaHHbIV FMNOTUPEOo3, CybkoMneHcaLms



JleyeHune

MeanKkameHTO3Hoe:

JHaNanpwua 1,25 Mr X 2 p/CyTKM

Buconponon 2,5 Mmr—% T B 0beg, c noCcTeneHHbIM TUTPOBAHWEM A03bl (YBE/IMYEHME HA
0,625 Mr Kaxable 1-2 Hegenu nog koHtpoaem A, HCC

KopaapoH (aMrnoaapoH) 200 Mr 1 T yTPOM
BepownunpoH (CMTMPOHOAAKTOH) 75 MF yTPOM +50 Mr B obeg,

Oypocemung 60 Mr yTpom (1+1/2 T), B AanbHeMLEM BO3MOXHA KOPpPeKLNs 403bl B
3aBUCUMMOCTM OT KNIMHUYECKOU KapTUHbI U Anypesa

Owme3s (omenpas3o/1) 20 MIr BeYepoMm

HabntoaeHune kapanonora, aHgokpuHoaora. KoHtponb TTT, T4cB, T3CB Yepes 1 mecs,
KOHTPO/1b KpeaTuHuHa, kanmsa, OAK uepes 1-2 Hegenun



JleyeHune

VIHTepBeHUNOHHOE:
o pesynbTaTam KOHCUANYMA NPUHATO pPeLleHne O

* HanpasneHun naymnenta B PIreY «HMUL, sHgokpuHoaormnm»
MWH3APABA PO ansa umnnantauum KA

* TakKe NayneHT HaNpPaBASAETCS K XMPYPry-TPaHCN/IAHTOOTY A4
peLleHMns BONpOCa O TPaHCN/IaHTaLnm cepaLa



TeopeTnyeckaad 4actb

—_—



Kenypouka nfuam obounx xenyso04xkos

OnpepgenexHne |

Normal

AnnaTaymMoHHasa KapAMOMMONATUSA —
AUnaTaumna Kamep cepaua u
HapyLleHMe COKPaTUMOCTM JIEBOTO

Kputepun:

DOBJ/1XK<45%

KAP>117%(>112% c nonpaBkou Ha
BO3PacT M N10WaAb MOBEPXHOCTH
Tena)

Circ Res.2017;121:731-748



Knaccudukauma kapguommonaTtun
EBponenckoro obulectBa Kapguosrioros

s= S = - — - —— . e e ’

%

TKMN  AKMM AKIDK  PKMM  Heknaccubuumpyemsle

= ;
| e
CemMeunHble/[eHeTnYecKkmMe HecemeliHble/HereHeTuyeckme
Hepacrno3HaHHble [MoaTunn [MoaTwnn
. . Nanonatunyeckme .
AedeKTbl reHOB bonesnu 6onesHun

Circ Res. 2017;121:722-730



Knaccudukauma kapguommonaTtun
AMepUKaHCKON Kapauornorndeckom accoumaumm

S ——— = = — - ——— N

TMepBUYHbIE KapAMOMMONaTUN
(NpenMyLLeCTBEHHO BOBJIEKAlOLWME CepaLe)

e T f oy od

[eHeTnyeckne CmellaHHble [pnobpeTeHHble
~ TKMIT AKMN — BocnanuTenbHble
AKTIK/A — — PecTpuKTMBHbIE ——  CTpecc-MHAYLMPOBaHHble
HMJIK  — (HernnepTpoduyeckne («Tako-Lybo»)
PRKAG2 : N HeAMNATALMOHHbIE). '
> e = , —  TNepwunopTanbHble (MOCEPOAOBLIE) -
BonesHb '
JIaHOH? NledexTbl _ - TaxukapAna-nuHAYLNPOBaHHbIE
Aediistl ol | /[leTel, poAMBLINXCA OT MHCYNNH-
MUTOXOHAPUA/IbHBIE MUOMATUMN — 3dBMCUMbIX MaTEPEn
Kananonatmy —
LOOT%\ Asunatckui

Bpyraga SQTS KMXT CBHC

Circ Res. 2017;121:722-730



A.CxeMa AVNaTUPOBAHHOMO JIEBOIO XeYA04Ka, B OTCYTCTBME MOPAXeHMs KianaHa.
3awTpuxoBaHHasa obnacTb NpeacTaBaseT HOpMaabHbIM Xenyaodek. KpacHaa obnactb
AEMOHCTPUPYET PacCLUIMPEHHbIN XENYA0YEK.

B. t-IeTblpeXKameprwl BU/J, NpernapaTa cepaua paCLIJI/IPEHHblMI/I MOJIOCTAMM XeNyJ04KOB
(NepBbIN CyYan TpaAHCNAAHTaUMM cepaua B Vtaaun). -
C. lucTonorma Mmokapgaa: MMOLMTONN3 C aHOMa/IbHbIMU Agpamu 1 He3 BocnamTelbHOM
MHPUABTPaLMN. [eMATOKCUANH-303UH.

Circ Res. 2017;121:722-730



PacnpocTpaHeHHOCTb

Children (1—puberty)

Uncommon
Uncommont
ARVC ncommon

RCM Uncommon

LQT 1:2000
Brugada (type 1 ECG)

Uncommon
CPVT 1:5000/10000

Adults (19-64 y)
1:250/500*
1:250/500%

1:2000/5000
Uncommon
1:2000
1:2000/50008
1:5000/10000

T [poaBaeHne B NepBbIN FOJ XWU3HU B 14 Pa3 Yallle, Yem B

AeTcTBe N OHOCTU

 OLeHKa, No/lyYeHHas U3 AaHHbIX 0 3aboneBaeMoCTy

KM/ AKMIT

Circ Res. 2017;121:722-730



CemenHasa/reHetndeckaa LOKMI1.
Kputepun n anroputm BeOeHUd

——— = - = = - — = !

| = 1 I‘Igo6quchMI'I |
KpuTepumn cemeriHon AKMI: | |__CemeliHbi aHaMHe3 >3 nokonexuni_|

 >2 poacTtBeHHukoB ¢ AKMIT o —
= PO,[II?CT.&IIBEHHMK C ‘ﬂ' CemeﬁHaﬂ AKMIM CnopaggquKvaﬂ AKMI
: v 22 Y1E€HOB CEMbM dusnkanbHbIN 0OCMOTP HecemenHas
HeOHBACHMMOW BHE3aNHOU S
CepAeyYHON CMepTbio <35 JieT .l XOKT 8
XonTtep :
MPT cepgua
YpoBeHb KOK
Y

[eHeTUYeCKNN CKPUHWHT
TecTupoBaHWe 1 KOHCYNbTUPOBaHME
CKPUHWHI POACTBEHHWNKOB 1CT POACTBA |

T
AKMT1/reHbl +nan- be3 AKMI1/reHb! +

Y

KnnHuyeckoe HabatogeHme
Kaxable 1-2 roga y 4eTen/nospocTKoB
Circ Res. 2017;121:711-721 Kaxable 3-5 16T y B3POC/IbIX MW MPU NOABAEHUN CUITMTOMOB

Be3 IKMF/reHbi -




«KpacHble ¢narm» ceMemHoro aHamHesa

Box 1 | Family history red flags

: v : E Any of the following findings in the family history should prompt further investigation:
* BHe3anHasa cepaeyHas cMepTb , il st
Y v ® dudden infant death syndrome
* CMHApPOM BHE3anHou AeTckou CMepTH + Unexplained syncope

» Seizures without objective ictal activity

» H e O 6-bﬂ C HUMBbI l\;I O 6 \Y O p O K * Heart transplantation in the absence of coronary artery disease
° CYAO po B M | 6 e 3 O 6-be KTUBH O l‘/"l n KTa NbH O l‘/"l a KTUBH O CT n ( H a 3 9 r) * Presence of a pacemaker and/or implantable cardioverter-defibrillator in a young

person (aged <60 years)

R nepecaAKa CepALlla np[/] OTCYTCTBMM MEC * Muscle weakness or myopathy

* BoguTens putMa uam VKl B MOJI0AOM BO3PACcTe (<60 fieT) [,
* MbliWweyHas c1abocTb UAN MUONATHUS censoromry ok e Wi
* YTOn/IeHne onbITHOrO MI0BLLA |
* ABTOMO6W/IbHAsA aBapuMA NPU OTCYTCTBUM MHTOKCUKALMN BOAUTENS UX

HEMCNPABHOCTM aBTOMObOUAIS
« CmepTb 0T IM B M010,0M BO3pacTe Npu OTCYTCTBMMU U3BECTHbIX GaKTOPOB

pucka 1 6e3 npoBegeHHOM ayTOMNCUM.

Rosenbaum, A.N., Agre, K.E. & Pereira, N.L. Genetics of dilated cardiomyopathy: practical implications for heart failure
management. Nat Rev Cardiol 17, 286—297 (2020).



MaHenn reHeTuyeckoro TectupoBaHus OKMIT

ABCC9 ACTC1 ACTN2 ANKRD1 BAG3 [Toka3aH CNMCoK 13 111
CHRM2 CRYAB CSRP3

DES DMD  DOLK DSCG2 DSP DTNA  EMD reHoB, NpejJjiarae€mMbix B

FHL2 GATAD1 nabopatopuax gns OLLEHKM
GLA ILK JPH2 JUP

LDB3 AKMI. YepHbim wpndtom
MNOKa3aHbl reHbl, KOTOpPbIe

MYLK2 MYOM1 MYOZ2 MYPN NEBL NEXN XapaKTeprl ANA AKMHI d
PDLIM3 PKP2 PLN PRDM16 PRKAG2 PTPN11 RAF1 CeprM LBEeTOM —I'eHbl,

RIT1 RYR2 SCN5A SGCD SLC22A5 SOS1 TAZ OTpa>Ka+0u_|,l/|e NX pOflb BO
TGFB3 TMEM43 TMPO TNNC1 TNNI3 TNNT2 TPM1 v

TTIR  TXNRD2 VCL BTOPUYHOM KapANOMMONaTUm
(cmHgpom HooHaHa, HepBHO-
MblLLeYHble 60/1e3HU K
MUTOXOHZAPWAaJIbHbIE

MUOMaTUN)

—————— = — =

MURC MYBPC3 MYH6 MYH7 MYL2

Circ Res.2017;121:731-748



Tunnunas OKMI1 ¢ nepeMeHHON 3Kchnpeccuen

TPM1 E54K* TPM1 E54K*

®B 45% ®B 45%

6 U U e O m

TPM1 E54K* +
XCH B 6 Hegenb PM145%4K

TpaHcnnaHTayvs B
3 roga

B 6osbwinHcTBe caydvaes [ KMI HaciegyeTcs no ayTOCOMHO-A0MUHAHTHOMY Tuny. MNpobaHa BbisBAEH
B paHHeM Bo3pacTe 1 TpeboBan nepecaakm cepaLa B paHHeM getcTse. Jpyrune yaeHbl cemMmbu
HaxoAATCSA Ha TpeTbeM-wwecToM gekage ¢ PBJIK 45% 1 feMOHCTPUPYIOT NepeMeHHYH0 3KCNPeCcCcuto
NepBMYHOUN MyTaumn. BHelwHWe 1 J0NONHUTENbHbIE FeHeTUYeckme GakTopbl MOryT CNOCOHBCTBOBATH
M3MEHEHUIO SKCNPEeCUMm.

Circ Res.2017;121:731-748



OCHOBHblE€ KOMMOHEHTbl KapAWOMUOLIMTOB, MYyTaLuu
B KOTOPbIX CMOCOOCTBYIOT ‘F€HETUYECKN
ornocpegosaHHou KM

Extracellular Matrix

e = oD \-LJ i‘n}»'n}};}w‘ w . ' .
Py | 1y iy ) [ 1 | My

Sarcomeres

ITN, TNNTZ2, TPM1, MYH7, MYBPC3

Circ Res.2017;121:731-748



HecemeunHble/HereHeTudyeckmne OKMIT
[laToreHeTnyeckne MexaHusMmbl, - y4acTBYHOLLME B MUOKapAUTE WU
nporpeccun Kk OKMI]

leHeTMYecKasa Npeapacno/ioXeHHOCTb

ﬂaToreH bl HeuHdeKunoHHbIe
MBdeer (shyces, Gaxvepi, areHTbl(1eKapcTBa, TOKCUHbI, CKB,

rpubobl u ap.) .
®dasza l Mpamoe MUKpPOOHOE NoBpEXKAeHUE Mpamoe/Henpamoe NoBpeKaeHue

MpeacTasneHue HOPMasbHbIX
a CKPbITbIX aHTUreHOB UMMYHHOWM
CUCTEME WU aHTUTEHHAA MUMMKPUA

fmbenb muoumTos, sbicsoboxaeHune
XEMOKMHOB/LIMTOKUHOB, aKTUBaLMA UMYHHOM CUCTEMBbI AKTUBALMA NEPEKPECTHbIX UK

CprlM MMOKapAMT WHAVKUMUA aVTOaHTUTEN

®aza 2 AyTOpeaKTUBHbI MUOKapaUT

numuHauma Bo3byantena / Npucyrcreve so3byautens HeT MUKPOBHbIX areHTOB WM 1eKapCTB
Pa3pelieHune BocnaneHusy HenpepbisHoe BocnaneHue HenpepbiBHOE BOCNaneHue

M3neyeHHbI MUOKAPAUT |eeesss XpOHUYECKU1 MUOKapauT

MuKpPOGHbIe arenHTbl MUKPOGHDJE areHTbl BHbIX KNETOK HeT MuKpOGHble areHTb! +/-
AYTO3HTUTEN HET AyToaHTena OaHTUTeNa AyTOaHTUTEN3 +/-
HenpepbisHoe socnaneHue HenpepbleHoefgocnanexHue Henpep§isHoe BocnaneHue HeT ABHOro BocnaneHua
HenpepbieHoe HenpepgieHoe HgnpepbieHoe HenpepbisHoe
pemoaenupoeaHue/aecTpykuma pemogenupoeaHfie/aectpykuma pemoaenypoBaHue/AeTpyKuMA E?Tz%iﬂ:zoaame/

XpoHuueckuit XpOHUUECKUI|  |XpoHUueCKMil

MUKPOGHbIA MUKPOBHBI ayTOPeaKTUBHbI

MWUOKapANUT M UMMYHHbI MUOKapauT
MUOKapANUT

Circ Res. 2017;121:711-721



OKMM (noctBocnanuTenbHas)

=~ = — - = i - = = e s 3

A. Makpockonunyeckumm

- npenapat cBOHOAHOM CTEHKM
PACLUMPEHHOrO IEBOFO
KEeNYA0YKA: 3aMETHbI
AndPy3Hble ’
nocTHeKpoTUYeckue pybubi

~ CTEHKWM Y COCOYKOBOM MbILLLLbI B
otcyTtcTBue NBC.
B. Ha rucTtonornyeckom
npenapaTe MOXHO yBUAETD
TPAHCMYpPaJIbHbIM
MUOKapAamanbHbin Grubpos.
Okpacka a3aHoM. '

Circ Res. 2017;121:722-730



BropuyHas [OKMI B pesynbTaTe capkouaosa

A. Obpasel, oT TpaHcnAaHTaumm cepaua ¢ AKMIM n aHeBpM3M01‘/’| 3a1Hel CTeHKU
N1eBOTO XENYA0uUKa.

B. [ucTtonorna: ruraHTok/1eTouyHas rpaHynema 6e3 Ka3eo3HOro HeKpo3a.
[eMaTOKCU/IMH-303UH.

Circ Res. 2017;121:722-730



Opyrve npuvunHbl QKM

Tabnuua 1 TTpuumHer OKMTT

TTpyuUHbI

MAMOHOTMHQCKMe

leHeTuueckue

ToKeuHbT

MHgpekumm

TTpumepbt

CmoTpu "naHenu reHeTuueckoro TectuposaHms”

AnKOronb, AMEETAMUHBT, KOKaUH,
AHTPAUMKNUHBE (AOKCULIMKNUH), TPacTysymas,
KNO3aNUH, XNOPOXUH, MOHOOKCUA YrNepoAaa,
KobansT, ceUHeU, PTYTs

BupycHere

* AneHosupyc, supycst Kokcaku A u B,
uuTomeranoeupyc, supyc dnwrelina-bapp, supyc

repneca yenoseka 6 Tuna, BUY, napsosupyc B19,

BapuuUenna, BUpYc BETPAHOU ocnbl

BakTepuansHere

* Bpyuennes, augTepus, OpHUTO3, 6pHOWHOM
™

Ipubkossre

Cnupoxetossr

* Boppenuos (6onesHs Ialima), nentocnupos
(6onesHs Bering)

TTpotosoiiHere

* TpunaHocomos (6onesHs LWaraca),
WMCTOCOMO3, TOKCONNA3MO3

Pukketcmossr

PyTurHoe obcnenosarue

TToApo6HLIV CemeliHbI aHamHes

3K [LMNA]

$eppUTUH U HackIWeEHUE TPaHCeppUHa
xenesom [remoxpomaros]

TToapo6HLI QHAMHE3 KOHTAKTOB ¢
TOKCUHAMU
I'TT, TecTsr (pyHKUMM neueHn, MCV

TponoHuH
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YrnybnerHoe obcneaosaHue

Ecnu He HaviaeHer apyrue npuuuvHer JKMTT, o
KNUHUYECKUIA CKPUHUHT POACTBEHHUKOB NEPBOM CTeneHu
poacTea

Ecnu ects npusHaku HacneacTeeHHocTu, AB-6nokaga unu
NOBLIWEHUE PEPPUTUHA U HACBIWECHUS TPAHCPEPPUHOM, TO
paccmoTpeTh reHeTUUecKoe TeCTUpoBaHUe
XUMUKO-TOKCUKONOIUUECKOR UCCNICAOBAHUE MOUM NPU
MOAO3PeHUU Ha ynoTpebneHue KoKauHa/amepeTamumHa

Ceponoruueckoe TecTuposaHue Ha BUY scex nauvexTos
¢ aKTopamu pucka u HeobvacHumori JKMTT

Ecnu HepaeHo nyTewecteosan & LieHTpansHyro/FOxHyro
AMEpPUKY UNU XKUBET TAM, TO Ceponoruyeckoe
TecTuposaHue Ha Trypanosoma cruzi

TTpu NOAO3PEHUM Ha MUOKAPAUT PACCMOTPETL
3HAOMUOKAPAVANbHYHO BUoncuro

Ceponoruueckoe TecTUpoBaHUE NpU NOAO3IPEHUU Ha
6onesHs Jlaima unu pukkeTcuos




[pyrne npuynHbI

MeTabonuueckue/
3HAOKPUHHBIEC

BocnanutensHee/
WHUNLTPaTUBHEIC/
ayTOUMMYHHBIC

HevipomeriweuHsre
3a6onesaHus

3J'IGKTOJ'WITHbIe HGUJQHMQ
® rMﬁOKQJ‘lbuMGMMﬂ, ™ nocpoccpa*requ, ypeMMﬂ

SHAOKPUHHEIE NATONOrUM
* BonesHs KywuHra, akpomeranus,

rvno/runepTupeonamnsm, eoxpomoumutoma
Hepoctatok nutaHua

* KapHUTUH, TMaMUH, ceneH
TunepuyBscTBUTENBHLIA MUOKApAUT
HMHpuneTpaTtueHere 3a6onesaHus

* Femocupaepos, capkongos

Backynuter

* Cungpom Yapra-Crpocca, 6onesHs Kasacaku,
Y3enKoBLIl nonuaptepunt

CuctemHbre 3a60N1EBAHUS COCAUHUTENBLHOM TKAHU

* Cknepoaepus
* Oepmatommnosut
*CucTemHas KpacHas BONYaHKa

AuctpogpuHonatum (meTweyHas aucTpogpus
DOrowenHa/Bexkepa/X-ceasanHas JKMTT)
TToacHO-KOHEUHOCTHEIC MBIWeYHBIE AUCTPOPUU
Jluue-nonarouHo-nneyesas muoancTpogpuUs
MetweuHas auctpogpus Imepu-Lpevigyca
ATtakcus Epuaperixa

MwuoToHuueckas auctpogus

BepemeHHocTs
Taxuaputmus

MouesuHa, kpeatuHuH, Na, K, Ca, PO4
@YHKLMOHANbHEIC TECTLI LWUTOBUAHOM
Keness:

Inroko3a nnasmer

MeTaHeppuHeL 8 moue

CO3, CPB

3KI (AB-6nokaaa), peHTreHorpapus
OpraHoB rpyAHol Knetku
(ysenuueHue sHyTpUrpyaHBIX
numepoysnos), ATT@ s kposu
[caproupos]

K&K

Cna6oCcTb CKeNeTHLIX MbILIL

CemeliHbIi aHamHe3, KT (M3aaHe60KoBOM
UHpapkT"), IxoKT (3apHe60oKoBas
QKUHe3Ua/ AUCKUHe3ns)
[aucTpouHonaTuu]

HapyiweHue koopauHaumm [atakcus
dpugperixal

MuoToHUs/KaTapakTa [MrMoToHUUeCKas
ancTpogus]

3KT (AB-6nokana) [MeIleuHas aucTpogpus

Smepu-[peligyca TMna 1/mMoToHUuUecKas
ancTpogus]

3Kl & 12-T1 oTeeaeHUaxX
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Ecnu ecTb cooTeeTcTBYFOWMUE KNUHUYECKUE
0cobeHHOCTU, TO yrnybneHHsIe
3HAOKPUHHLIC UCCNeA0BAHUS

TTpu ucToweHum obcneaosats Ha
MUKPO3NTEMEHTEI U BUTGMUHBL

SHAOMUOKapAManbHas 6uoncus npu
NOAO3PeHUM Ha CaPKOUAO3 UMM BACKYUT
OnpeaeneHue GHTUTEN NpU MOBLIWEHUW
CO3/CPB nnu nopaxeHuu
KoXu/cycTasos/apyrux cuctem

OueHka cneuuanucTa +/- MeIlwedHas
6uoncusa/3MI/reHeTueckoe TecTUposaHue
npy MeIweyHol cnaboctu, nossiweHun K&K
wunu apyrux

KApAUANLHLIX/ 3KCTPAKAPAUANLHEIX
MapKepax

Am6ynaTopHeIi moHUTOpuHr 3K




KnuHuyeckme npusHakM M CUMMTOMbI Mpu
AKMI ] ’

Beayuime knvHuyeckme NposiBAEHUS:

= CumnTtombl XCH

* [NpuU3HaKM NOpPaKeHMS MMOKapPAa

= HapyweHus putma u TpoMb03Mb0IMYECKUM CUHAPOM
XKanobbl 60/1bHBbIX:

= CnabocTb, bbICTpas yToMaseMoCTb

= YCuneHHoe uam yyauleHHoe cepalebuenme, ouyweHmne nepeboes B paboTte
cepAaua

= Hotowme n TaHywme 60am nam gnuckompopt B 061aCT cepaLa, He CBA3aHHble C .

PU3NYECKON Harpy3Kou, He NPOoXosLLMe Nocae NpueMa HUTPaTos,
ANUTENIbHOCTbBIO A0 HECKO/IbKMX YaCOB UJIN AHEN



CuMATOMbI 60MbHBIX KM

— - ~ - — . e - o g P

[Mpu3HaKy He40CTAaTOYHOCTH NO Manbmy U/nan 6oabLIOMY KPYTYy KPOBOOOPALLLEHMS:
» OabllliKa npu c|>m3mqu|<Qf/'i'Harpy3|<e 1 B MOKoe

" I'IpMCTyh'bl CEPAEYHOM aCTMbl, opTonHoé

* [NapokcnsmanbHas HOYHaS op,blun(é, CYXOM Kalleb

* AKpPOLMaHO3, MOX0/I04aHNE NaNbLEB PYK U HOT

» [lepudpepnyeckme oTeku

» YyBCTBO TSXECTM B MPaBOM NoZApebepbe Npu YBeNNYEHUN NedeHu

= [enaTo-toryisapHbiv pedaroKC

* HukTypmus, ymMeHbLleHne obbeMa Moumn




dusnkanbHoe obcrenoBaHme

A — = ——

[IpM3HaKu nopa)keHns MMoKapaa:

= [purayLeHHbIN | TOH

AnacTtonnyeckmum puTMm raaona

CUCTONIMYECKUMN LIYM Ha BEPXYLUKE CEPAL,A — OTHOCUTE/IbHAS
HEeAOCTAaTOYHOCTb MUTPAJIBHOIO KAamnaHa

CUCTONNYECKMW LWYM B MPOEKLUN MEYEBUAHOIO OTPOCTKA —
OTHOCUTENIbHAsA HEeA0CTAaTOYHOCTb TPEXCTBOPYATOrO KAamnaHa -

PacwupeHune rpaHuL, cepaeyHom TynocTu



OKI
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HapyweHusa putma (O, Hagxenyso4koBas U XXeyA04KoBas
~ 3KcTpacucToamsa, HYKT)

HapyLueHMﬂ nposop,mwlocm (BJIHII, pacwmpernue QRS, yanvHeHue
PQ)

[pu3HaKkM runepTpodurm NEBOFO XENYA04YKA U IEBOTO NpeAcepans

Hecneynopunyeckmne nameHenms cermeHta ST nsybua T



XonTepoBcKOe MOHUTOPMPOBaHUE
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~® 24-48 4aCOBOE MOHWUTOPUPOBaHUNE

= C/HYyCOBas Taxnkapams

AB-6110|<a,u,b|

baokagbl HOXeK nyyka rmca
JKCTPacUCToONnN
DT

= XenyaoukoBble Taxmkapanmu




BHe3anHas cepoeyHas cMepTb U YrpoXkaroLme
XXN3HU KEeNyOo4YKOBble apUTMuM

e ——— = — = —————— _— —

OueHka BbKMBAaeMOCTH,
CTPATUPULMPOBAHHANA HA OCHOBE
cemenHoun nctopum BCC nam
XKEeJIYA0UYKOBbIX apUTMUN U SMarHO3a
aputmoreHHon AKMI1. Koropta 13 285
nayuneHtos ¢ AKMII. TlauneHTbl €
aputmoreHHou AKMI1 n cemenHbim

non AR-DCM No familyhistory for SCD/SVTIVE B anamHesom BCC mam Xenyao0ukoBbIx

AR-DCM and No family history for SCD/SVT/VF

. ARDCM and Famiy sty or SCOISVINE RS T CaMbLAO e L W NPOTEO3.
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Circ Res. 2017;121:722-730



IAXOKT

AvnaTauma 1eBoro 1 NpaBoro XenyAo04kos
Avnatauns npeacepann

Anddy3Hoe CHMKeHMe coKpaTUTENbHOM CMOCOBHOCTM
Mmnokapaa — OB meHee 45%

NckntoueHue y4acTkoB rmnokKMHesa 1 akmHesa
(ncknroyveHue MBC n nepeHeceHHbix IM)

[pucTeHOYHblE TPOMbbI B Npescepanax U Kenyao4vKkax
(4 IxoKT)

Aonnnep 3xoKIl — mutpasnbHasa n/nmam
TPUKYyCNUAasibHana peryprutaumnsa, gasneHuve s J1A.

Kapavonorus n cepgeyHo-cocyamcTas Xmpyprus. 2015;8(4): 89-91



"Specklé'trackiné‘

201702]24-11.59.29

APLAX

FR= 431fps

SL
20.0
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%

GS=-19.7%



Speckle tracking gna onpegeneHua npe-
- OKMI1 deHotmna
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2014103/19-12:53:31

LOCAL: Langtudinal Strain (%) = 1297 T=233 msec OueHka agedopMaLum Mmokapaa ¢
o ~ nomouybto speckle tracking asnsetca
5 | YYBCTBUTE/IbHBIM METO/,0M

, | BbISIB/IEHUS HAPYLUEHUI ‘
R 777 COKPATUMOCTM MMOKapAA Y /INL, C
5 =27 coxpaHeHHoW dpakumeit Beibpoca
9 S B T K.Y 601bHbIX XCH 0TMeuaeTcs

% NS | cHuxeHue gedopmMaunm M1UOKapaa

| KaK B NPO/0/IbHOM, Tak 1 B i
PaANaNbHOM U LLUPKYISPHOM
; | HamnpaB/eHUsX, YTO MOXET BbITb
 06YC/IOBNEHO M3MEHEHMEM
| OpVEHTALWUK BOJIOKOH Ha PpoHe
o~ W Wi peMOAeNMPOBaHUSA MUOKapAa

-

/ “| / ~ /
GS=-71% = .\

-16.0




PeHTreHorpadhus opraHoB FPyOHOM KNeTKu
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* PacwupeHue cepaedHomn TeHN —
KapAMOMera/ims |

* [lpn3Haku 3acToq B ManoM Kpyre
KpoBoobpaLLeHus

* [MpuU3Haku neroyHou rmnepTeH3mm
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OHOoMvokapananbHas 6uoncus
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= JlMarHoCTMKa MMOKApAMUTA NMPU HEOGBACHNMON CEpPAEYHOM
- HeJ0CTaToO4YHOCTU

[MraHTok/NeTouHbI  [paHynema npu

MUOKapANT  capkoumgose JO3UHOPUAbHbBIN

MWOKapANT

OcTpbIvt AMMPOLUTAPHbIN
MMUOKApUT

Pathology International. 2020;70:1-11



KaTeTepM3aums?| cepoua  KopoHapoaHruorpadus
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* cnonb3yetca y 6onbHbIX Npu Tsxkenon = INpoBoauntca ana nckaodeHna NBC, kak
AekomneHcmpoBaHHon XCH gas MPUYUHbBI PAa3BUTUA gUaaTauum
KOHTPO/IAl 3a NPOBOAUMON Tepanuen nosiocTen cepaua

= KOHeYyHoe anactosimyeckoe AaBaieHue B
nonoctun J1)K

» CTeneHb CHMXEHUS MUHYTHOro obbema
cepaua n dpakumm Boibpoca



HemegukameHTo3Hoe neveHve OKMI
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KOHTpO/Ib Macchl Tesla: exeAHeBHOe B3BelmMBaHue. MpupocT Beca >2 Kr chomeatame IRV

33 1-3 4Hf, CKOpee BCero CBUAETE/IbCTBYET O 3a4ePXKe XXUAKOCTU U 5.
pUCKe pa3BuUTUA JEeKOMNEeHCcaLmn. : BT 2 MET/>300 0 >
Koppekuusa Macchl Tena Npu OXXKMPEHUM U KaxeKcum ’ Awarensime | Aspobiusie
)'np.u\'uemm Hal‘p)’ﬂku (XO;\MTA)
v N =S i — + AbBIXaTeAbHbIE
OrpaHunyeHmne npnemMa XnaKocTu (40 2 A/AeHb), NOBapeHHOW Cou (He | ynpaxHuerns
NOACa/IMBATb MULLLY) | ~
- ' 8-10 cyrku
g nposesenne KITHT/
ObLre pekomMeHAaLnm 1 pexmm: BakunHauus; He npebbiBaThb B l’ 6MTX
YC0BUSAX BbICOKOrOPbS, BbICOKUX TEMMAEPATYP M BAAXKHOCTY; n3beraTb E G N
NPOAO/IHKNTE/IbHbIX MOe340K; OTKA3 OT BPeHbIX MPUBbIYEK " S4MET ~">6 MET
{ >300m 1( >425 M
v HeT - Ad || ner . Ad
OrpaHuyeHne prsnyeckmnx HarQFOK MOCTE/IbHbIV PEXUM — TOJIbKO MNpU , i | .
Bblpa>XXeHHOUN AeKOMMNEHCALUN H), N3n4eCckKme Harpyskm Ha OCHOBE AsxaTeasie | Aspobunre Aapobmbre ynpaxHenns
Ka pAMOnynbMOHan bHOrO Ha rpy3quorO TeCTa ynp;uxucmm 1 )’llp.’l'/l\'H’L‘HH}I (UL"[', C3A4 Ha BC,\OCHIIL:AC_,
(xoap6a ), «CKaHAHMHABCKast xoabbax»,

AbIXATCAbHBIC BOAHBIC TPCHHPOBKH H T.A, ), |
- |
YHPAOKHEHHA alidi)p()bllblt‘ YHpaKHeHHA,
ABIXQATCALHBIC YIIPAKHCHHUA




[MpuHUMNbI Tepanuu | s o

Hosble NEPCNEKTUBDLI: UCMNOJIb3OBAHUNE JleTClJ'IbHOl\;I ANArHOCTUKU LlKMT[ ans l'lOLl60pCl Tepanuu

BbipaxeHHoe
yBennyeHue JIX n
CHUXeHue B

yBenuuexHue
obbema JIX u
CHUXeHue ®B

PaHHWi deHoTun JIK
(CHWXeHue
Aedopmauuuy,
yBennueHue JIX, . )
OrpaH1UYeHHbIi nam »—— O6LWMPHbIN

AGPY3HbIA PUEPO3) ' ki T | i
. | orcyicTBuYe 3amewatolero | 3amelatolmii propos

dubposa

+/vnm

MaToreHHble reHeTnueckue
MyTaLum

M3meHeHWe BUoMapKepos

3apepXXKa peMoaennpoBaHua:

HelporopmMoHanbHas 610kaaa
MonekynspHas/reHeTnyeckan Tepanums

Busyanusaumsa n HabarogeHwe 3a buoMapkepamu

Japp. A.G. et al. J Am Coll Cardiol. 2016;67(25):2996-3010.

+/VMnn
OTHOCUTENbHAsA MUTPanbHas peryprutaums

- t WcTOHYEHWe CTeHOK
+/- PemozenvpoBaHue

npaesoro xenyaouka

AvccuHxporus JIX
AKTVUBHbI MUOKapANUT

O6paTHOoe peMoAe/IMpoBaHue:

HeliporopmoHanbHas 610Kaja
PecuHXpoHU3MpytoLLas Tepanus
BMeluaTenbCTBa Ha MUTPasibHOM KlanaHe
MonekynspHas/reHeTuuyeckas Tepanus
VMMyHOCYnpeccus/aHTUBMPYCHbIE Npenaparbl

JACCVOL.67,NO.25,2026JUNE28,2016:2996-301

PedpakTepHOCTb K TPaAULIMOHHOWM

Tepanuu
BoccraHOB/IeHUE:

Tepanus CTBOIOBLIMU
KAeTKamu

"bridge to recovery"
MexaHuyeckas
noAaepxKa Nesoro
XenyAouka

3amelueHue:

TpaHcnaaHTaums
cepaua

"Destination therapy"
MeXaHuyeckas
noaaep>ka Nesoro
XenyAouka




MeaukameHTO3HOe feveHune
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= 3THUoTponHoe (Npu BTopuYHbIX AKMIT)

= JleueHne XCH (MATMN®, B-6nokaTopsl, APA II, APHW, aHTaroHucTbl
a/bOCTEPOHA)

= CumntomaTtunyeckoe sieyeHne XCH (anypetnku, raMkosnabl,
nepndepunyeckmne Ba3ognaatTatopbl, MBabpaaunH)

* [IpodunakTnka T — renapuH, HU3KOMOJIEKYASPHbIE FrenapuHbl,
nepopasibHble aHTUKOArYAAHTbI

* [IpodumnakTmnkKa BHE3ANHOM CEPAEYHOM CMEPTU: AHTUAPUTMUKN —
aMNOAapOH



CepneqHaﬂ PECUHXPOHM3NPYIOLLIAA Tepanus
(CPT)
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[ 9TO MMHJ’IaHTaLI,l/IS'-l TpEXKaMeprIX KapanocTumynaTop Ans peCUHXPOHU3NPYIOLWEN Tepanun
3/1eKTPOKAPANOCTUMYIATOPOB C SRR
nepegaven s1eKTPUYECKoOro Umnysibca KBPANOCTUMYNATOP

npaBoMy npecepamnio n obomm
XenyAo4ykaMm cepala, YTo No3BoaseT
MHANBUAYAIbHO NOAOOpPaTh 3a4epXKY
MeXAY COKpaLLEeHUSIMU NPeACEPANN U
Xenyp04vkoB 1 obecneynTb
OAHOBPEMEHHOE COKPALLEHNE /1IEBOTO U
MPaBOro XenyA04KoB CepALa.

—— IMnynbCHbINA

reHeparop




TMokazaHus Kk CPT
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* PekoMeHAYeTCS NauMeHTam ¢ cuMATOMHOM XCH, CMHYCOBbIM PUTMOM, AINTENBHOCTLIO
komnaekca QRS =150 mc, mopdponormem komnnekcos QRS, cooTBeTcTBytowWwen BJTHIT u
®B /1)K <35 %, HecMOTpA Ha ONTMMA/IbHYIO MeANKaMEHTO3HYHO TEPANMIO C Le/iblo
yMeHbLIeHUS CUMATOMOB, CHUXEHMSA 3a601eBaemMoCTn u cmepTtHOCTU (EOK [A)

- = PekOMeHAyeTCs CUMATOMHbIM naymeHTam ¢ XCH, CMHYCOBbIM PUTMOM, AJINTENBHOCTLIO
komnaekcoB QRS oT 130-149 Mc, Mmopdosormem komnaekcoB QRS, cooTBeTCTBYIOLWEN
BJIHMI n @B <35 %, HeCMOTpPS Ha ONTUMAa/IbHYO MeANKAMEHTO3HYO TEPANMIO C LLe/bIO
YMEHbLUIEHUS CUMNTOMOB U CHMXXeHUA 3aboneBaemocTn n cmeptHocT (EOK IB)

* Bcem naumertam ¢ XCHH®DB, KoTopbiM NOKa3aHa XeayA04K0Basg CTUMYAALLASA N0 MOBOAY
aTPUOBEHTPUKYNAPHOM 610KaAbl BbICOKOW CTEMEHM, BK/IOYaA nauneHTos ¢ Pl u
He3aBucKMo oT DK CH, BMecTo npaBoXey404KOBOU CTUMY/IALLNY pEKOMEH,ﬂ,yeTCﬂ CPTc
u,enbro npeaoTepaweHnsa nporpeccupoanma CH (EOK 1A)




MimMnnaHTupyembi KapaunoBepTep
nedubpunnatop (UKLO)
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* Mpunbop, KOTOPbIN MOMUMO CO3AaHUA U -
nepesaqm 3/1eKTPUYeCKoro UMMybca >
.MMoKapay cnocobeH npwu o
BO3HWUKHOBEHWU XU3HEYPOXAIOLLMX
XKEeJIYA0UYKOBbIX aPUTMUMN HAHOCUTb
CUJIbHBIV SN1EeKTPUYECKUIM PA3PAL,
NpepbIBaloLWNIM HApYLUEHNE pUTMaA

M~




Mokasannsa ans umnnaHTaumm UKQ

X V— p— 4 — e i ————— _—— - =

[lepBHYHasA NpodUNaKTUKA BHE3AMHOM CEPAEYHON CMEPTMU:

" PeKoMeHAYeTCs MaLWUeHTaM C ULeMUYECKOW CUCTOMYecKon AncyHKLnen JIXK, OB JIK
<35%, QK lI-1ll, HaxoAALWMXCA HA ONTUMAJAbHOW MEAVUKAMEHTO3HOW Tepanumn, Npu
OXMAaEMOWN NPOAOIKUTEBHOCTU XMU3HWN B XOpoLLieM GYHKLMOHaIbHOM cTaTyce 6osee 1
rofia AN5 CHUXXKEHUS PUCKA BHE3ANMHOWM CMEPTU U CMEPTHOCTM OT Bcex npuymH (EOK 1A)

BTopunyHasa npodunakTnka BHE3aNHOM CEPAEYHON CMEPTMU:

= naymeHTam ¢ CH, nepeHeclunm 3n1M304 XeayJ04KOBOU apUTMUN, NPUBEALLINN K
HeCcTabuabHOCTK NoKa3aTenen reMoAnMHaAMUKK (BO3HUKLLIEE He B NEPBbIe 48 YacoB nocae
OWMM v He cBsi3aHHble C 06paTUMbIMU NPUYMHAMM), PEKOMEHAO0BAH UMMNNAHTUPYEMBIN
KapauoBepTep AePUOPUNIATOP B TEX CIyYaANX, KOrAa oXuaaemMasa NPOAO/KNUTEIbHOCTb
XW3HU cocTaBaseT bonee 1 roga npu xopowwemM GyHKLMOHAABHOM CTaTyCe ANS CHUXEHWS
prcKa'e BHE3arnHOM CMepTU U CMEePTHOCTM OT Bcex npuyunH (EOK [A)




UMnnaHTaumsa 3aKcTpakapauanbHOro
~_ceTvyaToro Kapkaca
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» /laHHas onepauua NnpeanosaaraeT OKyTbiBaHMeE
KeNYA0UYKOB CepALLa 31aCTUYHbBIM KapKacoM C
No/HbIM cobatogeHneM ux penbeda

» [IpegBapuTebHble pe3yabTaTbl MCMNOAb30BAHUSA 3TOM
METOAMKM NOKA3bIBAKOT, YTO OHA NpeAoTBpaLlLaeT
nporpeccupoBaHue CH, HapacTaHue gnnaTaymm
cepaua, pa3BUTME peryprutaLmm Ha KnanaHax,
OKa3blBaeT CUCTOINYECKYIO NOALEPXKKY, YAyYLIaeT
COCTOSIHWE MALMEHTOB M NOBbLILIAET 3PPEKTUBHOCTL
MeAMKAaMEeHTO3HOWN Tepanuu

» [lna noaTBepXAeHMs 3PPEeKTUBHOCTN HEOHXOAMMDI
pe3y/ibTaTbl KJIMHUYECKUX NCCeJ0BaHNN




[poTe3anpoBaHne MUTpanbHOro KnanaHa
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[lepBnYHasg (opraHmnyeckasa) MUTpPasibHaA HEA0CTAaTOYHOCTb:

= 60/1bHbIM C TAXE/I0M CUMOTOMHOW OPraHNYeckomn
MUTPAaJIbHOW peryprutaumen NokasaHo -
KapANOXMPYPruveckoe NeéveHme npn oTCyTCTBUM

. NMPOTMBOMNOKAa3aHUN

BTopnyHas MUTpasibHaa HeAOCTAaTOYHOCTb:

" XMPYPrUYecKyro KOpPPEKLMIO TAXEION MUTPAIbHOW
peryprutauumn cnejyeT pekoMeHA0BaTh 60/1bHbIM C
HU3Kou cucTonmnyeckom @yHkumen JIXK, KOTopbiMm

BblIMNO/IHAETCA onepauus pesackyaapusaunm nav AKL

" PEKOHCTPYKTMBHAsA OrepaLuns Ha MUTPabHOM KaanaHe
npy GyHKLMOHAIbHON MUTPa/IbHOU Peryprutanmnm ¢
TSXE/I0N cncTonmyeckon anchyHkumen JIXK moxet 6b1Tb
npoun3BeeHa A5 TOro, YTobbl M36exarTb AN OTNIOXKUTD

TPpaHCNAQHTALINIO CEPALLA




MexaHunyeckas nogaepka KpoBoobOpaLleHUs
| (MTI1K)

S

(A9 NaUNEHTOB C TAaKUM TAXENbIM CHUXEHUEM
cep/AeYHblM BbIOpPOCOM, KOrAa A5 BbIKMBAHMA M YCNELIHOMO
BbINOJIHEHWS TPAHCMIAHTAL MM CepALLA, BPSA /M MOXHO 06oUTHCH
6e3 MexaHNYeCckom NOAAEPIKKM)

(ANA NaLuMeHToB C 1 Uam 6oaee OCHOBHbIMU
NPOTUBOMNOKA3aHUAMM K TPAHCMNAHTALMN CepAL,a)

(ANa NauMeHTOB C PpaTaIbHbIM CHUXXEHUEM
cepaeyHoro Bbibpoca B cuTyaumsx, Korga BOCCTAHOB/IEHWE
BO3MOXHO WU BEPOATHO)

(B TeX cayyYasix, KOrga pelleHne o TpaHCnAaHTauum

He MOXET ObITb NMPUHATO B MOMEHT UMMNJIAHTaL U CI/ICTeMbI)



MexaHun4yeckass noggep)kka KpoBoobOpallleHUst

(MI1K)
KpaTkoBpemeHHas MIMK: - MIK Ha ganTenbHOW OCHOBE:
" BHYTpUaopTasbHasa bannoHHas * ickyccTBeHHOe cepaLie

- KoHTpnynbcauua (BABK)
- * IMnaaHTUpyemble CUCTEMB

NEBOXENYA04YKOBOrO,
MPaBOXenyA04KOBOIro (0ceBble
N LEHTPUPYXKHbIE HACOChI) U

- BuBeHTpUKyNsspHOro obxoaa

* BHYTPMAOPTa/IbHbIN
N1eBOXeNyA04K0BbIN 06Xx04
(J1KO) ¢ nomoLLbiO 0CeBOro
Hacoca

" 3KCTPAKopnopasbHas
MeMbpaHHasa oKcureHauus
(3KMO)

" 3KCTPaKOpnopasibHbIM
N1E€BOXENYA04KOBbIN 06X04



MexaHun4yeckass noggep)kka KpoBoobOpallleHUst

VckyccTBeHHOe
cepaue Cucrtema aAnd
NIEBOXENYA04KOBOro 06xoaa




TpchhnaHTaum‘ﬂ cepgua (TC)
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TpchnnaHTauMﬂ cepaua (TC)
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A6c0m0THb|e nokasaHus |<TC

* TpaHCcn1aHTaUMS cepALa BbiNOHAETCS Y 60bHbIX Kapguomuonatunen, NBC,
TSXKENIbIMU 4,eKOMMNEHCMPOBAHHbIMKY 3a060/1€BaHMAMM K/1anaHOB cepaLia (npu
HEBO3MOXHOCTU BbINMOJIHEHUS UHBIX METOAOB XMPYPrUYECKOro Je4eHmns),
MUOKApPAUTAMU, BPOXAEHHBIMW MOPOKaMM CepALL, @ TaKXe 4pyruMu
3aboneBaHusaMU cepgua, kotopble (IC) cyuiecTBEHHO OrpaHNYNBAOT PUNYECKYIO
aKTVMBHOCTb 1 CONPOBOXAAIOTCA PUCKOM CMEPTU B TEYEHME FOA3, MPEBbIWAIOLWNM

0%

* TpaHCN1aHTaLMS cepAl,a nokasaHa 601bHbIM ¢ KoHeyHow cTaamnen CH ¢
BbIPAXEHHbIM OrpaHnYeHem GU3NYECKON aKTUBHOCTY Opy HedbDOeKTUBHOCTY
MeAMKAMEHTO3HOW TePaNmmM M HAIMYMUM MNOKA3aHNM K NOCTOSHHOW NOAAEPXKKE
KpOoBOObOpaLleHNs, @ Tak)Ke HEBO3MOXHOCTY NPOBEeAEHUS UHbIX METOAOB
XMPYPrUYECKOro eYeHmns, HO C NOTEHLMANOM A8 AOCTVXKEHWUA PEMUCCUM NOCAE
TpaHCN/aHTaLNK AoHopckoro cepaua (1C)




TpaHCi'IJ'IaHTaLI,I/I‘FI cepgua (TC)
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* BosibHble, rocnnTannspoBaHHble C OCTPOWN MAK AekomneHcmpoBaHHom CH,
TDe6v+ou_tme HenpepbliBHOW UHPY3NK KaTexonammHos namn MIIK, HaxoAsTcs
B MPUOPUTETHOM AUCTe OXMAaHUsA TC. BosibHbIE, BK/IKOYEHHbIE B INCT
OXWUAAHNA U He HYXAatolWmMecs B NOCTOSHHOU MeAMKAMEHTO3HOM
MHoTponHon nnan MrK, Habatogaemble ambynaTOpHO, 40/1KHbI MPOXOANTb
perynsipHole obcneaoBaHusa ans oueHkm ctatyca (1C) |




PereHepaTvBHas KnetoyHas Tepanus

= JleueHne AKMI1 cTBONOBbIMUY K/1IETKAMU
OCHOBAHO Ha CMOCOBHOCTM CTBONIOBbIX
KJ€TOK BOCCTaHaB/IMBATb YTPAUYEHHYIO
NoNyAALNIO KNETOK cepaua
(kapanommobnacTtos). BBegeHHblie
Me3eHXMMa/IbHble CTBO/IOBbIE KJETKU U
KapAMOMMOD61aCTbl 3aMeLLatoT KAETKM
COeAMHUTEIbHOM TKaHW, HapyLLaloLLen
paboTy mmokapaa. OgHako B HacTosLee
BPEeMS BONPOC NogobHom Tepanuu
nccnesoBaH HeL0CTAaTOYHO M HAXOANTCA B
daze KIMHNYECKNX UCMbITaHUW




Cnacubo 3a BHMMaHue!



