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Kaacenpukanus kapauoMmuonaTuii

Tepmun «kapymomuonarusy» (KMIT) B nnepeBojie ¢ rpedeckoro (kardia - cepiie,
myos — Mbliiia, pathos — 6osesnn) odbo3navaet "0ose3Hb MBI cepiia’.
Tepmun npenoxen B 1957 r. W. Bridgen u ucnionb3oaiicst Juist 0603nadcHus
3a00s1eBaHUM MUOKap/1a HEICHOM 2TUOJIOTUM, XapaKTepHU3YIOIIHUXCS TTOSIBICHHCM
KapauoMerajiinu, usmeHeHui Ha DK u mporpeccupytomnmmm TeueHueM ¢
Pa3sBUTHEM Cep/ICHHOU HEJI0CTATOYHOCTH U HEOJIArONpUs THBIM [IPOrHO30M J1Jist

JKHU3HHU.

B 1973 r. J.F.Goodwin npeutoxu cienytoniee onpejesnernne KMIT:
«Kapinomuonarusi - 570 0CTpoe, MoJA0CTPOE UM XPOHHUCCKOE TIOpaKeHHUe
MBI Cep/lla HEU3BECTHOM MITH HESICHOM 3THOJIONMH, YacTO C BOBJIEUEHHEM
SHJI0KAP/A WIIK 1IEPUKAP/A, U He SBIISEOLLEECs CICACTBHEM CTPYKTYPHOM
nedopmanuu cepiia, '’MnepTeH3uu (CUCTEMHON WM JICTOUYHON) MITH KOPOHAPHOTO

arepomarosa',

B 1995 r. pabouas rpynna skcreproB BO3 npeuioxuia naswiars KMI |
«3aboseBaHus MIOKap/1a, KOTOPBIE aCCOLUUPYIOTCS C IUCPYHKIIUECH cep/iliay, a
Jutst 0003HauCHUS TOpaKeHUH MUoKapa U3BECTHOM YTHOIOIMH WU SIBIISIONTMXCH
[IPOSIBIICHUEM CUCTEMHBIX 3a00JIeBaHUN UCITOJIBL30BATHL TEPMUH «CHCIU(UICCKIC))

KMIL

Knaccupukaius AMepUKaHCKOI accolMalin accollMalii KapoJioros,
pazpaboransas B 20006 r. npejaycMaTpuBaeT Bbl/ICJICHUC TEPBUYHBIX
(M30JIMpOBaHHOE HOpakeHue Muokapa) u Bropuunbix KMII (Mmuokap/manbHoe
[IOpaKCHUE SIBJISICTCS IPOSIBIICHUEM MYJILTHOPraHHbIX 3a0osiesanuii). Cpein

nepruunbix KMIT BbicIIeHBL:
[‘'eHeTnueckue:

- 'KMIT (runeprpoduueckas KMII),



- AJILDK (apuTmorennas jiucruiasust paBoro KEIYI0UKA ),

~ HCKOMITaKTHBII MHOKap/L JIEBOIO YKeJy10uKa,

- HapylICHUS JICTIOHUPOBAHUS IJIMKOTeHa,

- PRKAG2 (protein kinase, AMP-activated, gamma 2 non catalytic subunit),
- Oosiesns Jlanona (Danon disease),

- JIe(PeKTDI IPOBEICHMSI,

- MUTOXOHJ[PHAJILHBIE MUOIIATHH,

- HapyIICHUST HOHHBIX KaHaJI0B (CMHIAPOM YJUIMHEHHOI'O WK YKOPOUYEHHOI'O
unrepsaia Q-T; cunapom bpyrana, cunyipom Jlenerpe (I.enegre),
KaTeXoJaMUHIPrUvecKas MoJIuMoppHas JKelly10UKoBast TaAXMKap s, CHHIPOM

HCOOBACHUMOI BHE3aITHOI HOUHOM CMEPTH.
Cmenianmpie:
‘~,J_1KMI'I (yunaranuonnast KMIT),
-PKMII (pectpukrusnas KMIT).
[ IpuoOperenubie:
-~ BocHaJuTe/bHas (MUOKapIUT),
- cTpecc-uHtynuposannas (tako-tsubo),
- [iepuliapTalibHas,
|- TaxMKap/iMe-uHAYIIHpOBaHHas,
- Y JICTCH, POKJICHHBIX MATEPSIMU ¢ MHCYJTUH3ABUCHMBIM CaxapHbiM JiHabeToM.

B 2008 r. EBporneciickoe o01ecTBO KapAHOI0roB Mpe/ToKHI0 HOBOES
onpejenenne u kiaccuukanuo KMIT, umeroiyio npakruueckoe 3nauenme, 1

[PUHSATYIO BO MHOI'MX eBporneiickux crpanax. KMII - matosorus muokap/a, npu



KOTOPOH HPOUCXO/IAT €10 CTPYKTYPHbIE WIIH (PYHKITMOHAJILHbIC HAPYIIEHUS, HE
00y CIIOBIICHHbIE UIIEMUYECKON GOJIE3HBIO Cep/llla, MIepTeH3neH, KilananHbiMi
[HopoKamu 1 BposkieHHbIME 3a0oneBanusmu cepana. KMI rpynmmpyiores B

3ABUCUMOCTH OT MOP(OJIOTHHECKOrO K (GyHKIIMOHANLHOTO (peHoTHIIA:
- 'KMII,
-] lKMﬂ;
~ AJITDK,
- PKMII,

i HCKJ’I&CCHC])HII,H])_\,’CM bIC KapaAUOMHUOITATHUH: HEKOMITaKTHbIH MHOKapl, cTpece-

uHynuponanyas kapauomuonatus (Tako-tsubo).
Bee denornner KMII moxpasensitorest Ha ciejtyionme:

~CCMEHHBIE/TEHETHUECKUE — HEe WICHTUDUIMPOBAHHBIH IeHbii iederT 1 apyrie

[TOJITHITEI 3a00J1eBaHUs 4

-HeCeMeHMHbIC/HEIeHETHYECKHE - HAHOIIATHYECKHUE U JIPYI'HE 1TOATHIIbI

3a00s1eBaHUSs

. B 2013 r. knaccnduxauns KMI1 nononuena cieayrommmm MOHATHIMH CHCTEMbI

MOGE(S):

M - Morpho-functional - mophodyHKIIHOHATBHBIE PU3HAKK WM BHEITHIC

KJIMHHYCCKUE TIPOSIBICHUSA;
O - Organ/system involvement - kakie opratbl 3aTPOHYThL;
G - Genetic - J10J1s1 HACIIEICTBEHHON KOMITOHEHTDI;

E - Etiological Annotation - 3THOJIOTHst MK SIBHBIN I'eHeTHYECKUiT ledekT,

CTaBIIMI NPpUUMHOMN 3a00sIeBaHus;



S - Stage - ctajs cep/IevHOM HEeIOCTATOYHOCTH (HeoBs3aTebHbII napamerp).
Takum obpazom, Jimarnos KapIMOMHONIATHH JIOTTOHSETCS pesylibraTamMmu
ITOJIYICHHBIX KIIMHUYCCKUX, FCHETUYECKHUX, MOP(OJIOTHUECKNX H3MCHEHHIT Y

KOHKPETHOI'O MalMeHTa.

Kannunyeckue BapHaHThI TeYCcHHUH

['mneprpoduieckas kapoMuonatust — 3aboneBanme, KOTopoe XapaKkTepu3yercs
l‘nllepj‘pqd)ueﬁ JIK, pazsuBaiomeiics B ocryreTBue 3a60s1eBaHmi, IPUBOISIINX
K runeptpodun Mmuokap/a. [lpu 9ToM nanmenTsl, nosIoKUTeILHBIE 110 ICHOTHILY,
MOT'Y'T OBITh HEraTUBHBIMH 110 (eHOTHITY (6€3 NPU3HAKOR BRIPAKEHHOMN

rurieprpodun).

Kimunueckn F'KMIT o6bivH0 anarnoctupyerest npu rosimue crenkn JIK > 15
MM, cortacho pexkomennanusam ESC (2014) > 13 mm, ocoGenno tpu nosyuernm
JIpYToit yoeinTesibHOi HH OPMAIMK O HATHYHK HTO 1aTONOIMH, HAIIPUMEp npu
cemeitnom anamuese 'KMIL 'KMIT - sro renertudecky obyciiosiernas 60eiimn
capKomepa, Haclie/lyemast 1o ayToCOMHO-J0OMUHAHTHOMY THILY ¢ HEIOJIHOI

[ICHETPAHTHOCTHIO.
Taxum obpaszom, nartos «runeprpopudeckas KapanoMUONIaTHs» olpasjian:

ey MAIMCHTOB C SIBHBIMHM KJIMHUYECKUMH IPOSIBIICHUSIMM 3a00J1eBaAH IS
W yCTAHOBJICHHOM MyTallMeH reHa, KOJIMPYIOIIEro COKpaTHTENbLHbIC Geiki
CCP/ICYHOIO capKomepa, WK IIpY €€ OTCYTCTBHUU, B YaCTHOCTH KOIJ1a
FCHOTHIL HE MOJKET OBITh OIPEJICIICH C HOMOMILIO CYINECTBYIONIMUX
IPEHCTUYCCKUX TECT-CUCTEM;

* Y 4ICHOB CeMbH 1PO0GAH/Ia C YCTAHOBICHHON MyTallell reHa, Ko pyionero
COKpaTHTEJIbHbIC OEIKH CEPICUHOr0 capKoMepa 1py OTCYTCTBHH

(peHOTUIIMYCCKUX TIPOSIBIICHUH, XapakTepHbix juts ['KMIL.



Harodusmonorus 'KMIT ouenn ciioxkua 1 onpeiensietest KoMIIeKCoM
B3aUMOCBA3aHHbBIX (PAKTOPOB, B TOM 4YHCIIe 00CTPYKIMEH BHIHOCSIIETO Tpakta JIU,
JIMACTOIMYCCKON JIMChYHKIIMEH, MUTPaILHON perypruraineii, niemMueii

MHOKap/a u apuUTMHAMH,

C KIMHUYECKOH TOUKM 3pEHMS BAXKHO PA3IMUUTh 00CTPYKTHBHYIO

M HeobeTpyKkTHBHYIO0 (hopmbl 'KMII, 10TOMY 4TO CTpaTeruuecku meuckue

B 3HAYUTCILHON CTENICHHU 3aBUCHT OT HAJIMYMS UM OTCYTCTBHSI CHMIITOMOB,
BLI3BAHHBIX 00CTpYKIMei. KimHuuecKkoe 3HaueHNe MPajineiTa BLIHOCSIIEIO
TpaKTa Iepruo/IM4eCKH OCIIapUBaIOCh, OTHAKO MPOBEACHHBIC UCCIIC/I0BANMS
[IPOJICMOHCTPHPOBAJIN, YTO BCTPEHACTCsl HCTUHHAS MeXaHHUecKas 00CTPYKI s
BLIHOCSICI'O TPAKTa, 10CTOBEPHO BIIMSAIONIAS HA ((OPMHUPOBAHNE KIIMHHICCKOI
KapTuhbl 3a0osiesanus. He ciaenyer 3a6b1Bath 0 HAMYMK JIATCHTHO 00CTpyKILHH,

KOTOPYIO MOJKHO BBISIBUTE [IpH IPOBEACHHU CTPECC-TCCTOR.

Ha cerojnsiinnuii IeHs BBLICHSIOT NThH BapuaHToB teueHus | KMIT: crabunnhoe,
.nporpeccupyronlee, (puOpriIALIMS Ipescepnid, KOHCUHAS CTaus U BHE3alIHAS
cepaetnas emeprs (BCC), uro ykassiBaeT Ha CTPYKTYPY KIAHHHUYCCKUX
nposisietunii 'KMIT u nomoraer B BbIGOpe TakTHKN Bejichus NalMCHTOR. 1o
KOHCHHOM CTa/lMeH N01pasyMeBatoT 0coObIi BapHANT TeuenHs 3a60leBanus,
XapaKkTEeRU3YIOIMHCS CHIKEHUEM [VI06aIbHON CUCTONMMYECKOM (ByHKIMN
MHOKap/Ia. ETo snuieMHoIoruuecKne XapakTepueTuky Gbin H3yueHnl B KpYIitiom
petpocnekTiBiom neenenosanuu. Hpu ananusze 1259 osnibix 'KMIT (koroprhb
CIHIA u Utanun) y 3,5% Obliaa BbISIBICHA CUCTOJIMUCCKAS] Jmchynkims (ppakims
BbIOpoca menee 50% B nokoe). DTH JaHHbIe chopMyJIMpPOBaHbl HA OCHOBAHWH
pe3yJIbTaTOB MHOPOJICTHEH PabOThI KIMHMKH M Kadepbl rOCIUTAIBLHON Tepariu

[IMI'™MY um. U.M. Ceuenosa.

Kimnnueckoe tevenne JIKMIT orauyaerces 3naunTelbHol BapHuabeIbHOCTRIO, V
OousibiHeTBa 60JIbHBIX 3a00J1eBaHKe IPOTEKACT 0CTATOYHO JI0OpOKaAYECTBCHHO.

[lpornos, kak npu cemeiinoii Gpopme, Tak u B ciayyae criopaauyeckon JIKMII,



T1CJIOM O/IMHAKOB, M 3HAYNTENILHO YIYULIMIICS 3a [OCIe/Hee JICCSITHIIETHE, B CRSI3H
C BO3HMKHOBCHHEM BO3MOMXKHOCTH IIPOBEJICHUS ONITUMAJILHOIO JICHCHUS,
BKItoqalotero npuem HAIID u B-aapenobiiokatopos. Bmecte ¢ TeM nanuenTos ¢
JIKMIT B coorseteTsum ¢ THIIOM HPOrpeccupoBanus 3a60J1CBAHNS MOYKHO

YCJIIOBHO pas/iCJIMTh HA JIBC I'PYIIIILL:

* alreHThl ¢ 0oliee BJIAroNpUSTHLIM MCXO0JIOM (rpvira 1):
?

¢ 1TaIllUCHTBI C 6b]C'l‘p()l'[pOI‘pCCCMpyIOIl[HM 3&60][83&]{1&6&1, BBICOKHM l10Kas3zarTeclicm
CMCPTHOCTH MU 11OKa3aHUAMHU K TpaHCIUIaHTalluKU cepjliia B SKCTPEHHOM [10OpPsIJIKE

(rpyrmna 2).

Haubosice dnaronpustumiit uexon npu JIKMIT accounuposan ¢ yiyumenmnem
dynximn JOK B niporiecce sietenst, CoKpaieHueM MpoI0IkKHTeILHOCTH
CYIECTBOBAHMS KJIMHUYECKHX CUMIITOMOB, 00J1ee MOJIO/IBIM BO3PACTOM, BHICOKHM
kaaccom XCH (NYHA), a Taxoke ¢ ykasaHHeM Ha apTepuasibiylo PHICPTCH3NIO B

aHaMHese.
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Kpugbie BhikuBaemocty Karutana-Maiiepa ByX rpyIin HaiueHToB ¢

JINJIATaIMONHOM Kapnomuonarueit: rpynna | - yBesuenne OB JDK na gone

MC/IMKAMCHTO3HOI'0 JieueHus; rpynna 2 - usmenenuss @B JIK na doue neyenus

HET. BeposiTHOCTL BhKUBAHUS 3HAYUTENIBHO pasiuuaercs (p-0,02).

B npouiecce nevenus nAIID u (nnn) B-anpenobiiokaropaMu y narueHToB ¢

JKMIT B 50% cnyuaes npoucxoaut yay4ienue HacocHoit Gpynximu JDK, a ee

Hopmasmsanmst - B 16% ciyuaen. Tem He MeHee y octaBiinxcs 33% 60bIHBIX

PECIHCTPUPYIOT 1TPpOrpeccupoBanne 3a00JIeBaHUs HE3ABUCUMO OT TOro, Kakon OBl

[ICPBUMHBIM OoTBeT Ha Jieuenue. B cpennem y 20% Gonpupix JIKMIT ormeuaior

.’lCTEUH)HE_;Iﬁ HCXOJ1 B TCHCHHUEC IIEPBOTO rojia rociic yCTaHoBJICHUWS JInariosa. Lro

ocHoBHas npuinHa B 64% cinyuaes - BCC. Bropoe mecto cpejn 1nipuunn

CMEPTHOCTH 3aHUMACT TCpMHHaJIbHAasA cTaaus CH. B Teuenne BochbMHU JieT cpejid

narentos ¢ JIKMIT 6e3 Tpancrianrauu cep/iia BhiKuim:



* 94% 00abHBIX ¢ BOCCTAHOBUBILECHCS JI0 HOPMAbHEIX 3naucHuil OB JIK:
* 83% Gonbubix ¢ CH I-11 dpyukiponanstoro knacca no NYHA u ®B JIK >40%:

* 64% Gonbunix ¢ CH I-11 pynkumonansroro kinacea no NYHA B coueranuu ¢ MR

JOK <40%;

* 31% 6onbnpix ¢ CH -1V dynkuuonansnoro kiacca no NYHA.

Kimnnaeckue cumnromsl y nanuentos ¢ JIKMIT He omualorest o1 TaKOBbIX y
oonbnbix ¢ CH apyroii atnosorun. Yacto nanmenrtst ¢ JIKMIT umeror MEHBLITYIO
BLIP@XKCHHOCTL KIIMHUYICCKUX [TPU3HAKOB M JICMOHCTPUPYIOT JOCTATOUHO
BBICOKYIO MEPEHOCHMOCTD (PU3NYECKUX HAIPY30K 110 CPABHEHUIO C MAllMCHTAMA.
crpasatotmi ipyrumu popmamvu KMIL o nanmsmv @pemunremckoro
UCCIIC/IOBaHMsl, B 3aBUCUMOCTH OT HYaCTOThI PACTIPOCTPAHEHHOCTH KIMHUUCCKUX
cumnromon y narnenTosn ¢ JIKMIT unm cucronmuecxoit nuedynkimeit jipyrofi
DTHONIOTMH ObLIIK BbIJIENICHB] JBE IPYTIIBI JIMATHOCTHYECKUX KPUTECPUCR: OOIIBIIIC

(cnenmduueckue) u manblie (Hecneunpuueckue).

Kimnnyeckue CMMIITOMBI Y AIMECHTOB ¢ XPOHUYECKOii
Cep/IeYHON HEIOCTATOYHOCTHIO: YACTOTA BCTPEUAEMOCTH
00JILINHUX U MAJILIX KPUTEPHEB

boabmue kpurepun
Xpulibl B JICIKHX 81%
Kapauomeranust 70%

[ loBblllIeHHOE HHEHTPAILHOE BEHO3HOE JIaBlICHHE 55%



PenTrenonoruueckue npusHaku 3actos 48%

Iapokcusmanbias HoUHAs OJIbIIIKA 32%
OpTornHo? 31%
1 Ton npu ayckynbraimu 19%

MauJibie KpUTepHH

OJibiinka npu GU3MYECKON Harpy3Ke 93%
I epudepuvueckue orexn 56%
Jlenpeccusi 46%
[ neBpansHbIi BLITIOT 32%
[ 'enaromeranus 14%
Hounoit kamens 12%
HCC dosee 120 B MunyTY : ! 4%

I'loTtepst maccnbl Tenia meHee 4,5 Kr B Teuenue 6 Mmec 2%

Jlis navana neuenus CH u onpenenenus npornosa nipu JIKMIT jocraroutio
pe3yJibTaToB (PU3UKAILHOrO 00CIeI0BaHHS U JaHHBIX MCTOPHUH OOJIC3HH, YTO
Oecceriopo HYKoHoMuvecku orpasiato. Ha gone saddexrunnoro jieuenus y
MHOTHX MAIMEHTOB ¢ cUcTOMYecKor auchynkuuei JOK kinnudeckue npusnaku
3a00J1eBaHus OTCYTCTBYIOT BOBCE WIIM BBIP@XKCHBLI B MUHUMAJIhHOMN CTEIeHN.
Hecmorpst na 1o, cyniecTBoBaHHEe NeYeHOUHO-SIPEMHOT0 pedirokca (CUMITTOM

[lacrepa-Pyo), a raxxke 1l Tona npu ayckysabTailny cep/iia JIaioT MpejicTaBicHne



O [POrHo3¢ Y KOHKPETHOI'O nalyeHTa B 0oJIbIIIEN CTCICHH, YCM COBpPEMCHHbIC

MCTOJILI 00CIIeI0BaAHUS.
Jleyenue

Jleuenue Gonbubix  'KMIT  onpenensercs  corsiacho dopme  3aboseranus,
[IPOrHO3Y, pHCKY pa3BUTHS BCC, IIPOrpeccHpoBaHusl cepecyHOMN
HCJIOCTATOYHOCTH, HAIMYUIO HIIM OTCYTCTBMIO JKH3HEYIPOKAIOUIMX apuTMUil.
OcHoBHble  3a7auM  JleyeHUs  —oOJIerdeHHe  CHUMIITOMOB  3a060JICBaHIs.
HpeLypexieHue ocnoxkHeHni n npopunaktiuka BCC.

OOue  MeponpHATHS BKJIIOUAIOT OrPAHHYEHHE 3HAYMTCIBHBIX (DUIHUCCKIX
Harpysok. Ilenecoodpasnocts neuenus neoderpykrusnoii 'KMIT y acumnromibix

O0JIBHBIX COMHHUTEIILHA.

B ciydae BhISBICHUS KU3HEYTPOKAIOIMX aPUTMUii (ubpuiisims KEIY 104 KO,
KCJIY/IOUKOBAsl TaXMKap/ds) M OCHOBHBIX (DAaKTOpoB pucka passutus BCC
HauOosice aJleKBAaTHBIM MeTOJ| JIGYEHUS] — WMILIAHTAIlNS Kap/JlMoBeprepa-

aedgudpuutsiTopa.

Me/iMKaMeHTO3HOE JIedeHre MPOBOJUTCA B Cilydae KIMHHUCCKHX [POSBIICH]
3a00JIeBaHUs € LEJIbIO YMEHBUIEHHS] TpajMenTa JAaBICHHs B BBLIXOAHOM OTIICIC
JICBOrO KenyjouKa, crenend runeprpoduu JDK u  koppekiuu unpusnakor

cepjieH HOM HEJIOCTATOYHOCTH.

OcnoBHbiMM — Ipyrniiamu — nipenapatoB B seuennn  TKMIT  ssasiores [3-
aziperodniokaropel  (BAbB) 1 Onokaropnl  kaneuuenslx  kanaios (BKK), npH

HApyHICHUAX CEPJ/ICHHOTO pUTMA — AHU30ITMPaMHK]] U aMHOJ1apOH.

AMHMOJIapOH  HAa3HAualOT B Cllydae JKeJIYJOYKOBOH Taxukapiun W (uiin)
(Gudpuisiinm nipescepuit y nun 6e3 daxropos pucka pazsurus BCC. C ieibio
epsutnon  npoguinaktuky BCC amuoyapon nasnadator GostbHbiM [KMIT ¢

OJIHMM OCHOBHBIM (aktopom pucka pazsutis BCC minM OTCYTCTBHEM TAKOBLIX.

”pI/I AJIATCIIBHOM - Ha3HA4CHUM  aMuolapoHa HEOOX0JINMO YUYHUTBIBATHL Cro



[POAPUTMHUUCCKII 2D PeKT (pa3BUTHE MTOTUMOP(HOMN ey I0UKOBOM TaXMKap/11H )
n TokeuuHocTh B 30% ciaydaeB (HapymieHue (YHKUMM HIMTOBHIHON JKCIIC3bI,

pasBUTHE JieroyHoro Gpudposa u 1.]1.).

bAb orHOCcsATCS K npenapaTtam, MO3BOJSIOLIMM JIOCTUYBL d(deKTa B Jiedennn vy
30-—60% OGosibHBIX ¢ OOCTPYKTHBHOM M HeoOCTpykTHBHOH (Gopmoii ['KMI L
[lponipaniosion,  aTcHONON,  METONPOJION,  COTANON,  HAJOJNON  YMEHBLINAIOT
[HOTPEOHOCTD MHMOKap/ia B KUCIIOpOJIe, CHUIKAIOT aKTHBHOCTI
CHMIIATOA/PEHAIIOBOH  CUCTEMBl  HpU  (QU3UYCCKOM M DMOIMOHAIBLIIOM
HAPSOKEHUH, TEM CaMbIM YJIYYIIAIOT KauecTBO JKM3HMU OOJBHBIX: YMCHBIIAIOTCS
cepjuieOrenne W OJblIKa, KyIHUpYeTcs W (MIIM) MPEJyIpekJIacTes pasBHTHE
00JICBOIO CcTEHOKapAUTH4YeCKoro cuujapoma. bAB mnpejiorpamaror 1moBbiiciime
rpajiMeHTa JIaBJICHUsl NPU JIATEHTHOW M J1a0WIbHOW OOCTPYKIIMU B BBIXOJHOM
OTJEJIC JIEBOI'O JKEJy/I04Ka, BBI3BIBAIOT PErpeccuio IuiepTpoduu Muokap/ia.
Ojanako mpernaparbl 2TOro Kjlacca He OKa3bIBAIOT CYNICCTBCHHOrO BIMSHUS Ha

BLKUBAEMOCTE 00JibHBIX | KMIT.

[ Ipumenstior MPEUMYIIECTBCHHO npenaparsl 0e3 BHYTPCHIEH
CUMIIATOMMMETHYECKON aKTUBHOCTH. Hakorien onbIT UCIIONIb30BaHUS CPC/IHNX |
Makeumaiibio s dektuBnbix (120-—240 mr) j103 nporpanosoia. Hauunaior ¢ 20
MP 34 pasa B JIeHb, I[OCTEIIEHHO YBEJIMUMBAIOT JI03Y /10 JIOCTHIKCIIHS
YPPEKTUBHON 1101 KOHTPOJEM YaCcTOThl CepieuHbIX cokpanicHuii u AJl, oako
[puMeHeHne OOJIbUIUX J103 BBI3LIBACT TMOABJICHUE HEKENAATCAbHBIX M000UILIX
peakimid. B sTom ciyuae npuberaror k kapjauocesekTusHbiM bADB. B ciyuac
Pa3zBUTHUS CUMIITOMOB XPOHHUYECKOMN cepjiednoi nejoctarodnocT Takue bAD, kak
METOIPOJIOJI,  OMUCONPOJION, KapBEAWJIOJ, Ha3Ha4daloT B Jl03aX  COIJIacHOo

pEKOMCH1alluAM 110 JICHCHUTIO CQPI[G‘-H-JOI\;I HEJIOCTATOYHOCTH.

Jleuenue 6.]]0?(':1’]‘0})8.1\4 H KaJIbIITHCBbLIX KaHa/loB CUHTAroT OITpaB/IaH bIM,
[aTorecHeTHYCCKUM [0 CpaBHCHUIO C EAI), [TOCKOJIBKY lpclaparhbl 92TOI0 Klacca
CHUKAIOT YPOBEHbL CBOOOJIHOTO KaJIbIUsl B KapaIHMOMHOIIUTAaX, HOPMAJIM3YA KX

COKpalcHue, MnoAaslidioT IPpOoLECChl FHHCprO(l)HH MHOKapJia, CHHKAIOT ¢Cro



COKPATUMOCTh.  BbI3biBas  OTPULATE/ILHBIA  UHOTPOIHBIH M XPOHOTPOIIL]

d¢ppexrs, BKK ymenbinalor cydhekTuBHbIE KIMHHUCCKHE TIPU3HAKH 3a00J1CBalIHs.

Beparami, o6nazatonmil npenmMyecTBEHHO KapOIPOTEKTHRHEIM ACHCTRIEM.
TaK ke Kak U bADB, cHwkaer norpebieHre KHCI0poia MUOKAPIOM, YMCHbIIAC
[POSIBJICHHSL MIICMMH, YIIYHIIaeT JuacToinueckyio ¢ynkimio JIK, nossiunact
TOJCPAHTHOCTE OOJILHBIX K (DU3MUECKOH HArpys3ke, CHMKacT cyGaoprallbiibiii
rpajiueHT B nokoe. OH 06ecncm«rsae’r spdexrusHoe sedenue 60—80% GobbIX
pu HeodcTpykTHBHON (opme 'KMIT, B ToM uncse B ciyuae pedpaktepHocTH «

bAD.

[lockonpky npumeneHne BepamaMiuiia CONMPOBOMKIACTCS CHHIKCHHEM 0011ero
[EPU(PEPUUCCKOrO COCYIMCTOTO COMPOTHBIICHUSI W YMEHBIICHUCM HOCTHATPY3KH,
y OOJIbHBIX CO 3HAYMTENBHOH OOCTPYKIMEN BO3ZMOKHO OLICTPOE TOBBINICHIC
rpajuenta nasicuus B JDK, BeienctBue KoToporo pasBuBaloTcs OTEK JICTKHX.
kap/itorentibiil ok win BCC. B cBs31 ¢ 0MacHOCTHIO Cephe3HbIX 0CII0KHCHHI]
BeparnaMmuil ¢ OCTOPOIKHOCTBIO HA3HAYAIOT OOJLHBIM C BHICOKHM JABJICHUCM B
JICIOYHOM apTepuH, TsDKEION oOcTpyKuuel BbixoHoro otsena JIK, npusnakxamvu

CCPACHHO i1 aCTMBbI.

[Ipumensuior  Bepanamun  (mpepnodtutensHee  GOpMBI ¢ 3aMEUICHITBIM
BbICBOOOKAeHHEeM) B jo3e 20—40 mr 3 pasa B CYIKM C [0-CTCHEHHbIM
YBCJIMUCHUECM (1IPH XOPOIICH NepeHocuMocT) 10 160240 M 1104 KoHTposen
HacTOThI Cep/IeHUHBbIX CoKpalleHuid (B nokoe 60 yu./mun). CyiecTByeT MmiieHic,
YTO  BBIKMBAGMOCTH  GOJNBHBIX  C HeoOcTpykTuBHON  popmoit  'KMI L.
[PUHUMAIOIIMX  BepamaMu/, BhILE, 4YEeM Y [oJydaBuiux I1Uianebo. Ojuiako
yOCMTEIbHBIC JauHbIC OTHOCUTENBHO YDMCKTUBHOCTH BIMSHUS BepanaMuia
KOHCUHBIC TO4YKM JsedeHus OonbHeIX ['KMII (yBenuuenue npooiKuTelbiocT

}‘I(VIBIIH) HE TTOJYYCHBI.

Her jiokazarennctB appextuBHOCTH  KOMOMHMpoBaHHoro Jieuenuss ['KMIL

Bimovaroniero bAb u BKK, no cpaBHenuto ¢ monotepaimeil. Boubiunerso



HCCIIC/IOBAHMH 110 ONGHKE  PEe3yJIbTaTOB  Jjieuenust  OoibHbIX | KMI]

HCPAanJ10MHU3UPOBAHHBIC U HCKOHTPOJI HUPYEMBLIC.

Jlu3onumpamu/i OTHOCHTCSl K Hperapatam ¢ aHTHapuTMHUYCCKUM JeieTrem A
kiacca.  OOmajtaeT  BBIPAKCHHBIM ~ HHOTPOIHBLIM  d(dekrom. [lpn  ['KMI|
JIA30IUPAMMUJL (no3a 300-—600 Mr/cyT) YMCHBIIACT CTCHCH
[ICPE/IHECHUCTOIMHECKOrO JIBIIKCHHUSI CTBOPKH MUTPAIhbHOTO Kilanana, 00CTpyKIiii
H MHTPAJILHON PErypruTaivi, MOJ0KHTEILHO BIUSCT HA CTPYKTYPY JMACTOJIb.
Onaako .npenapa'r BBI3BIBACT YCKOPEHHE aTPUOBEHTPHUKYIISIPHOTO [POBECH M
UMIYJIbCa M YBEJIMYCHHE 4YacTOThl CEPJCUHBIX COKpaICHMI, 4YTO OKa3bipac!

HEOJIAroNpPUATHOE BIMSHIE HA FEMOIMHAMMKY.
Onpejenenn! clietyronme Kpurepun >(pGexTUBHOrO JeucHus 6oapubx I'KMIT:

- YBGJIHMHYECHHUC TTPOJIOJIZKUTEIIbHOCTH JKHU3HU;

YMCHBIIICHHC CTCITCHH OOCTPYKIIMK BBIHOCSIIEr0 TpakTa JIK;

- OTCYTCTBHC KU3HEYTPOKAOIINX I-IapyII_IEIIHf:I pHTMa, CHHKOIIE, CTCHOKap/11H;

[IpeaOTBpalICHHEe pa3BUTHAI CCp}lC‘-IH()ﬁ HCIOCTATOYHOCTH,

1

[TOBBIINICHHUC KauecCTBA KU3HH — YAOBJICTBOpUTECIIbHAA NEPCHOCUMOCTD ObITOBBLIX

(PU3MYUECKUX HAIPY30K.

Bosuukalor 3HauuTenbHbIe TPYAHOCTH B jiedeHud Oosibibix [’ KMIT ¢ IpU3HaKaMu
XPOHUUCCKOMH CePIACYHOM HEJIOCTATOYHOCTH. I lockonbky [IPUMEHCIHHC
JUTYPETHKOB, HHIMOUTOPOB aHrHMOTCH3WH-NpeBpariaionero dgepmenra (AllD),
HUTPOBA30/IMJIATATOPOB, CEPACYHBIX [VIMKO3WJIOB ITPHBOJIMT K  [OBBIIEHUIO
rpajiueHTa jlaBlichuss B BbIXOJHOM otzaene JUK u yeyryOsienmio cumimomon
32160.110]3&1.}-11/15{, WX Ha3Ha4YCHWE MPOTHBOIOKA3AHO B CjIyvae BBISABJICHUS IPAjMCHTA

00CTPYKIMHK B 110KOE M (MIIN) P ITPOBOKAITHSIX.

Bmecre ¢ rem u3BecTHo, uTo  MHruGuTopnl  AlID  crumysimpylor perpece
FHICPTPOQUH  MHOKap/Ja MOCPE/ACTBOM MPsMOH  GJI0Ka/bl JIOKaNbHOH  peHitii-

'dHI’HOTClI3[*[H-8JIBI],OCTGPOHOBOI‘71 CUCTEMBI W IIpeJIOTBpallarT JICUCTBMEC 1A



MHOKapa anruorensuna II u karexonamuuos. Ha nosjnux craamsx 3adoseparms
HPU BBIPAKCHHON CHCTOJIMYCCKON JMCOYHKIMH U JASaTalini 1ojocTeii cepia
(5% OonbHBLIX) JIGKAPCTBEHHAs] Teparus TPOBOJMTCS B COOTBCTCTBUMH  C
pPeKOMEHJIAIMIMI  [10  JIEYEHUIO 3aCTOMHONW CepJledHOl  HEeA0CTATOMHOCTH ¢

OCTOPOKHBIM  UCHOJIb30BaHWEM HHIHOUTOPOB AllD, cepacutbix IMKO3M108,

JIHYPCTHKOB, 6.1'[0!{8.’[‘0]30]3 PELCIITOPOB aHrvoTen3nHa H, CIIMPOHOJIAKTOHA.

Jlokazarenners addexruBioctd BAB npu koHewHo# «MiaTalMoHHON) CTa) N

['KMIT He nonyyeno.

Xupypruueckoe Jjedenue o0ctpyktuBHoit Gopmel 'KMIT Boinonusiercs ¢ 60-x
roJloB npomuioro crosetus. lloTeHumanpHbIMU KaHmjaTaMu Ha OIepaTUBHOC
jedenue  sABisoTes 5%  manMenToB ¢ oOCTpyKTHBHON (popmoit 'KMIT #
pegpakTepHOCTHIO K MeJIMKaMEeHTO3HOM Teparmu. biiaro,iaps
COBCPHICHCTBOBAHUIO ~ METOAMK'  ONEPaTUBHOIO  JicyeHUs  (MHODKTOM M.
MHOCCIHTIKTOMKS) HAOJIOIACTCS CHUKEHUE XMPYpPrudeckoii jeranbuoctu: 1 2%
npoTuB 2-—5% na (oHe MeJMKAMEHTO3HON Tepanuu, OJHAKO Ha YBEJIMYCHUC
[IPOJIOJIZKUTEIIBHOCTH  Ku3HKM  OosibHLIX  ['KMIT  cyiecrsennoro  Biusiiys

XHPYPIrUYCCKOC JICHCHHME HE OKa3bIBaET.

Hapsity ¢ XupyprudeckuMm JjiedeHHeM pa3padarThiBAlOTCs HOBBIC METOJLbI

TpatcKaTeTepHas ajKorojibHas  cenrajibHas  aOisiuus,  JABYXKamcphas
DIIEKTPOKAPJAMOCTUMYJISIIUS,  MMEIOIIHUE  OIPEJIC/IICHHBIC  JIOCTOMHCTBA,  HO
d(pperruBHocTh UX eme usydaercs. Takum o0pasom, Hapsily ¢ JIeKapeTBCHHOL
repared, He 103BONAIONICH JOCTUYB [OJIOKUTEIBHBIX PE3YJILTATOR BO BCCX
ciydasx — 3abojicBaHUs,  NPUMEHSIOT  XUPYPIHYCCKHE,  MaJIOMHBA3ZUBHbIC,

eKTpruaeckue metoanl jJeuenuss ['KMIT.

boitbhbie ¢ obcrpykrusnoit I'KMIT ornocsitest Kk rpyrie  pucka  pazBHTis
uHpeknmnonnoro sujpokapaura. C  1enanto nporIakTMKH  3a0oJieBatinsg 10
BLUTOJHEHUS CTOMATOJIOTHYECKHX, IHIAOCKOMUYECKUX, «MAaJIbIX» XHPYPrUueCKux

-,

[IPOIEJIYP PEKOMEH/IYETCs IIPOBE/IEHHe aHTUMUKPOOHOM Teparinu.



Takum  obpasom,  runeprpoduyeckas — KapJAMOMMONATHS  OTHOCHTCH K
3abosieBausgM, JIMArHOCTUKA KOTOPBIX BO3MOKHA HA [O3JHMX JTalax, B CIyqac
pasBUTHs  CEPHLE3HBIX  OCJIOKHEHUH.  CJIOKHBIC  MEXaHM3Mbl  CHMIITOMOR
3a0oleBatms, TPYAHOCTH B BBIOOpPE Tepaliu, HEJMOCTATOUHAS H3YUEHHOCTh ¢C
OTJlaJICIII-IBIX PC3YJILTATOB ©U OTCYTCTBHE JIOKa3aTesbHOH 0a3bl 00YCIOBIHBAIOT

Jastbieiniee nzyuenue I'KMIT.

Hro kacaercs sievenus J[KMIL 10 HE3aBUCUMO OT YTHOIOIHHN 3a00JIeBAHMS 1
HCHOJIL30BAHMSE CHICIU(PUICCKUX METOIOB JICHeHUs! (T.€. [IPOTHBOBOCITAIMTE/ILHOI,
POTUBOBMPYCHOM 1 KMMYHOMOLYJIMPYIOLIEH Tepalini), Bee 001IMe NPHHIMLIDI
nevennst CH B pasnoii crenenn npumenumst u k JIKMIT, 1.e. npumensior uAllD,
bPA, B-aspenobiiokaTtopsl, AMYPETHKH, aHTANOHHCTHI aJIbJIOCTCPOHOBBIX

PCHCHTOPOB, CEPJICHHBIC I'NTMKO3HUAbl U TPaHCIJIAHTAIIMIO cepJiia. Haznauaior

CJICJIYIOIHHUE IPYIIIbI TPEIapaToB.
* Murnburopst ATID njin aHTaroHKCTh PErenTopos K aHrMoTeH3nHy |.

* Jlo3n1 B-asipenob1okaTopoB (KapBeIruIIoN, MEeTONpPOIIo, GHCONPOIIOI,
HCOMBOJION) TUTPYIOT /103 B COOTBETCTBUM C IPUHIIMIOM "THIIIE €Jelilh, JAaNbIlIe

Oyenn".

* AHTAroHUCTBbI ajlb/I0CTEPOHOBHIX PELEINITOPOB CIIOCOOCTBYIOT MOBBIIEHUIO PUCKA
pasBUTHs ruliepkajiemun Ha Gpone snevenus HALID wnu perenrtopos k

anrmoTeHszuuy II.

[eoOx0 1Mo TOAHOCTHIO NPEKPATHTD PHEM MOTEHIIHAILHO KAPIMOTOKCHYHBIX
BCUICCTB (HalpUMEp, STHIOBOIO CIIUPTA, aHTPALMKINHOB). Kpome Toro,
(hpusKHecKHE TPCHUMPOBKM MOTYT CIIOCOOCTBOBATH YMeHbIIeHHIO cumirromon CH i
yayuuienuto nporuosa. Hpu JIKMII B kauecTse J010JHUTEIILHOTO METO/1a
neueHust Moxno npumMensTh PCT, eciin cymecrsyer BJIHIIL, a

HPOJIOJIZKUTENIbHOCTD KoMIUIekca QRS npessinaer 120 mc na gpone CH I11-1V



(pynkimonansHoro kinacca no NYHA.

Tpancnuianranus cepia 10 CHX MOP OCTAETCS PAIUKAIBLHBIM METOJIOM JICUCHHMS
HaiuenTos, crpajatodx JIKMIT ¢ repmunanshoii crammeit CH, pedpaxrepnoii k
nposoAnmoi teparuu. Mekycersennsiit JDK mosker noyiepsxats ero gynximio j1o
[IPOBEJICH NS TPaHCIIAHTAlUK ("MOCT K TpaHCTIITaHTaluK'") WK JI0 TeX TI0p, 110Ka
HC TMPOM30HJIET YCTOMYMBOE yiIyUllieHHe ero PyHKiuu ("MocT K
BLI3/IOPOBIICHHIO" ). BO3MOKHOCTH YaCTHYHONW BEHTPUKYIIKTOMUH (1IACTHKM

JIK) kax merona jieuenus JIKMIT nocraTouno OrpaHUYCHBbI.

Onenka pucka 1 repBuIHas IPOQUIAKTHKA BHE3AITHON cepAeHHOMN CMEPTH HPH
JKMIT - tpynnas 3anava. IlporpaMmupoBantas CTUMY SIS KCITYI0YKOB y
Oonbnbix JIKMIT He nmeer Takoil IPOrHOCTHYECKOMH 1IEHHOCTH, KAK rpu MLC.
BCC B cemeiinom anamuese - mokasamue uist yeranosku MK (Bropusmast
poduiaxtiika). Taroke cepbesnbiM npeukropom BCC npu JIKMIT cunraior
0OMopok# . bosbubix JIKMIT MOXKHO OTHECTH K IpyIITie BHICOKOTO pucka BCC,
eciid y HuX obHapyxena Heycroiuusast XKT, noarsepsxiennas JaHubiMu XM,
KJIP JIK >70 mm mim @B JDK 30%. O6menpunstoe sevene CH raxoke
CIIOCOOCTBYCT YMCHBIICHHUIO JIeTalLHOCTH, O1arojiaps npoduiakruke BCC. B
KavecTBe MeTo/ta nepsuuHoil npopunaktuku BCC yeranoska MKJ[ umeer
[IPEHMYIIECTBA 110 CPABHEHUIO C IIPUMEHEHHEM aMuo lapoHa. [lo pesynbrartam
kmuuyeckoro uccaeosanss AMIOVIRT (Cpasnenne ammnosapona u UKJL y
narnueHToB ¢ KMIT nentnemuyeckoil 3THONIOM MU U aCUMITTOMHBIMU
HeycroiduBpiMi JK'T), He ObLIO 1OJTYyUeHO TOCTOBEPHBIX Pa3IMUMil MCK/LY
npuemom amuosapona u ycranoskoit UKJI. B uccieiosanusx COMPANION
(CpaBrenue MeJIMKaMeHTO3HOTO JICUEHHMSI, DIICKTPOKAPIMOCTUMY IS IIHH 1
sedgubpriusiimy ipu CH) n SCD-Heft (Mccenenosanne BCC npu XCH)
[HOJITBEPAJICHO lipenmyniecTBO yeranoBku MKJL uis Broputnoli npodunaxruki

BCC.



[pn @Iy 6ounbubix JIKMIT cieyer jocturats KOHTPOIIsE puT™a U (1iin)

orntumMainsuou HCC.

Bostbtibiv JIKMIT npu ®IT pekomenoBana aHTHKoArysstHTHas Tepanus. 1pu
TpOMOIMOOIIHYECKUX OCIOKHEHUAX B aHAMHESE, @ TAKKE ITPH BBIPAKCHHOM
napyennn Gynkiun JOK ee taioke nasznavaior. B nactosiiee Bpemst Het
JOCTATOUHBIX JIAHHBIX, CBUAETEILCTBYIOIIMX O [0J1b3€ aHTHKOAYJISTHTHOI
Tepanuu y nampenTos ¢ JIKMII ¢ cunycoBbim putmonm (uccrieiosanne WATCH).
[lanmenram ¢ cemeiinoit popmoit JIKMIT u ux pojicTBenHMKaM 1EpBOii CTEIICHH
POJCTBA CIICJIYCT PEKOMEHI0BATh I'EHETHYECKOe KOHCYIILTUPOBAHUE. Y UUThIBAS
TO, YTO Y MHOI'MX U3 WiIeHOB cemeit Oonbubix JIKMII cyinecrsyer acumnromuoe

yBesmdeHue pasmepoB JIK, ux takixe HeoOxo Mo obeiieiosath (DKL 1 IxoKI).

Cuucok inreparypsi:
yp

l. Krmaccuduranums kapuoMuonaTii: peKoMeHamy padoueii rpyins 1o
3abo0JicBaHUsAM MHOKap/a 1 neprkap/aa Esporneiickoro obiiectra

Kap/IHoJ1oTroB

o

H. ®. Copoka, A. 1". Mpouek, T. /1. Ts6yr. Kapauomuonaruu.

Coppemennbie METO/1bl AMArHOCTHKY M siedenusi. BI'MY. 2016 r.

3. 10.H. benenxos, E.B. [1puBaiiosa, B.IO. Kannynosa, M.C. Yeknena,
[".A. Illakappsni, M.B. KoxeBuukosa. [ uneprpoduueckas
Kap/IMOMUONIATHs: (OPMbI U BAPUAHTHI TEUCHHSI, [10/IX0/1bI K
menkamenTosHolt tepanuu. "DODOEKTUBHA S DAPMAKOTEPATINSL.
Ounokpunonorus” Ne2 (28) | 2016

4. EJL Tpucserosa. I'uneprpoduueckas kapiuoMuonaTus: 3THOIOT IS,

KJIMHHKA, JIHalrHoCTHKa, JICUCHHC. }Kypﬂaﬂ ((MCJIH[[HHCKHC HOBOCTHY. No9,

2007 r.
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[MMocrak H.A., SAxymun C.C., ®unmunnos E.B., Koncrantunosa E.B..

Kinmenxo. A A., Kynuuenko B.I1. Kapjuomuonaruu



Peuensus na HUP
cTyaeHTa 4 Kypca neguaTpuyeckoro pakyabrera _ 1 rpynnsl
CucenoBa Kapuna MuiipamoBHa

(o pesyJbTaTaM NpoXo:KAeHHUsI NIPOU3BOACTBEHHOM KIHHHYECKOH NPAKTHKH
NOMOIIHHK BPa4ya CTAHOHAPA, HAYYHO-HCCJIe0BaTeILCKO padoTa)

HpeﬂCTaBHeHHaﬂ Hay4dHO-HCCJICAOBATEJIBECKasa paﬁo’ra COOTBETCTBYET

I[IPEOBABIISIEMBIM TPGGOBB.HHHM H BBIJaHHOMY 3aJaHHUIO.

Hccnenyemaﬂ npoﬁneMa HMEET BBICOKYIO aKTYaJIBHOCTBb, @ TaKXKE 6011!:111)/10

TCOPETHYECKYIO U MMPAKTHYCCKYIO 3HAYUMOCTE.

B nenom paboTa CTpyKTypHa, BCe 4aCTH JIOTHUECKU CBSI3aHBI MEXIY CO0O0M
1 cootsercTByIOT TemMe HUP. Coneprxanue paboThl oTpaXkaeT Xopollee yMEHHE U
HaBpIKM TOMCKa HHQopmanuu. OXHAKO ecTh HEKOTOpble HENOYeThl IpU
00001IeHNH U aHalk3e IIOJMyYeHHOro MarepHana, (HOpPMYJIHPOBAHMH BBHIBOIOB
cryneHToM. OTAEnbHBIE IMyHKTH TEOPETUYECKON YacTH PAcKpPHITHl HENOCTATOYHO
nonHo. Kpome Toro, B paboTre NpPUCYTCTBYIOT HEKOTOpPbIE CTHIIMCTUYECKHUE

MOTPEITHOCTH H HETOYHOCTH B OQJOPMHGHHH JIATEPATYyPHL.

B uenom pabota 3acayxuBaeT OLEHKU «xXopoiioy (4).

P /éﬁu&/,

—

(noamnuce)



