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MHOEKLIVIOHHBIV S9HAOKAPAUT
V MAMEHTOB C TUITEPTPO®UYECKOM
KAPAVIOMUOITIATUEM

BBuy peaxkocTy pa3BUTHUS cOYeTaHne MH(PEKIMOHHOTO 3HA0KapauTa (M) u
runeprpoduueckoit kapauomuomnarun (I'KMII), B nuTeparype 3Toii mpoodiaeme
MOCBSAIICHBI OMUCAHUS OTJEJIBHBIX CIIy4aeB U HEOOJIbIIINE CEPUITHBIC HAOIIOICHUS.
AHanu3 JaHHBIX JUTEPATYPHI M0 coyeTaHUo U3 u 'KMII onyb6ankoBaH
aBTOpaMu AokJyaza B 2013 u B 2021rr.
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AKTYAJBbHOCTH IPO0JIeMbI

*HecMoTps Ha CyIIECTBEHHBIN MTPOTPECC B NUATHOCTUKE U JieueHuu, 11D He
JEMOHCTPUPYET CHUKECHUS 3a00JIEBAEMOCTH KaK MUHUMYM B TEUCHHE
nocneaaux 30 JieT.

JlocTaTOYHO pEAKUM HEOJArONPUATHBIM BHYTPUCEPACUHBIM (DOHOM JIJIs
pazsutus D cioyxxut I'KMII, npeacrapidromnias akTyalbHYI0 ITpooieMy
COBPEMEHHOM KapIMOJIOTHH.

*CoueTaHue 3TUX MATOJOTUM XapaKTEPU3YETCSI B3AMMHBIM OTATOIICHUEM U
HEOJIaronpUsTHBIM MPOTHO30M.

*Yacrora pazsutus D cpenu 810 mamuentoB ¢ 'KMII cocraBumna 1,4 cinyyas
Ha 1000 yenoBeko-yeT.

*bOJIBIIMHCTBO UCCIeloBaTe/ied OTMeYarT pa3BuTtue U3
IIPEMMYILECTBEHHO Y MAallUEHTOB C 0O0CTPYKTUBHOM popmoun 'KMII.

Habib G et al., Eur Heart J. 2015; 36:3075-3128.

Elliott PM et al., Eur Heart J. 2014 Oct 14; 35(39): 2733-2779.

Spirito P et al., Circulation. 1999 Apr 27; 99 (16): 2132-2137.
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ITapaMeTpbl, ACCONUUPYIOLIHECS ¢ PUCKOM
passutus U npu ' KMII

[Io pe3ynbpraTam HanOoJsee MOJHOro HcciieaoBanus nauueHToB ¢ 'KMII
(810 60abHBIX, B TOM 4ucie 681 — ¢ AMUTENbHBIM (CBBIIIE 55 MeEC.)
HaOJIFOICHUEM ) CPEAY OLICHUBAEMbIX KIMHUYECKUX, (DYHKIITMOHAIbHBIX U
MOP(}OJIOTHYEeCKUX MPU3HAKOB CTATUCTUYECKUA 3HAUMMOE YBEIMUECHHUE PHCKA
pazButus MO HaOmMogan0och y NallieHTOB C OOCTPYKIIMENH BBIHOCSIIIETO
tpakTa (BT) neBoro xenynouka (JIOK) u npu yBenmueHUn pa3MepoB JIEBOTO
npeacepaus (> 50 Mm).

* [Ipy 5TOM He OBLIO BBISIBICHO B3aUMOCBS3U C JIPYTUMH MMapaMeTpamMu
(Bo3pacT, 1o, GyHKIIMOHAJIBHBIN KJIacc cepieuHor HegocTtarouHoct (CH),
KOHEYHO-Auactoanueckuii pazmep JUK, Tonmmua crenok JDK).

Spirito P. et al., Circulation. 1999 Apr 27; 99 (16): 2132-2137.
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WD Ha done FTKMII - cyuiecTByIOT /1 OT/IHYHsT
OT MANMEHTOB B 001eH MOMYJIAIUN? e ¢

MalnUueHTaAaMM B
oome
MOMYJISIIHU

= B kauyecTBe Bo3Oynuteneit 1O y 0onpHbiX 'KMIT yaliie BICTyIa0s
IPaMIOJIOKUTEIIbHBIE KOKKH: CTAQUIOKOKKHA, CTPENTOKOKKH U
YHTEPOKOKKHU;

" 3THOJIOTHYECKAS POJIb 30JI0THUCTOr0 cTauiaokokka rpu N3
aCCOLIMUPYETCS C HEOJAroNPHUSTHBIM MPOTHO30M;

CpaBHuMO ¢
NauMeHTaMH

" B IIOCJEIHHUE I'OJIbl OTMEUEHA TEHACHIINUSA K YBEIMYCHUIO CPEIHETO
BO3pacTa IAlMEHTOB C COYETAHHOM MATOJIOTHUEH, T.K.
IIPOAOIKUTENBHOCT KU3HU Jinl ¢ ' KMII nmocrenenHo yBeanymuBaeTcs

CuMnToMbl,
npucymue D
JIEBOCTOPOHHEH
JIOKAJIH3AIHHU

=  (heOpwibHas BOIHOOOpa3Hasl JIUXOPAJKU C 03HOOAMH,
MHTOKCHUKAIIUSI U CUHIPOM CUCTEMHOM BOCHAIUTEILHON PEaKIl
KpOBH, ObICTpO€ (POPMHUPOBAHKE MTOPOKA TUIIA HEJOCTATOUHOCTHU
(MUTpAJIBHON WJIM a0PTAJIbHOM ), JIEBOKETYIOUYKOBasI HEJIOCTATOYHOCTD
KpOBOOOpaIeHusi, SMOOJMU OOJIBIIIOTO Kpyra KpOBOOOpaIlleHus, a Ipu
0oJiee MPOAOIKUTEIIBHOM TeueHun D — BUCLIepaIbHBIE TOPAKEHUS
MMMYHOKOMILJIEKCHOTO XapakTepa.




" TeMoAMHAMHYECKHE YCJIOBUS U Npeapacnoarampiime N
pakrTopsl pazsutusa U Ha ¢pone I KMII

TMIIEPTPO®USA AOPTAJIbHASL || MOBTOPSIOIIEECH || HEHTPOBEKHBII
MKII PET'YPITUTALIMS || AHOMAJILHOE YOPEKT
NNEPE AHEE TYPBYJIEHTHOI'O
CUCTOJIMYECKOE ggg&OTOKAB
JBUYKEHUE MK

IIpu oocrpykTuBHOM I'KMII:
— MOBbIIEHHOE
BHYTpHCEpAEeYHOE JaBJICHHE;
— yaJimHenue ctBopok MK

— aHOMAJIbHOE MPUKPeIUIeHne
NANMJLISIPHBIX MBIIIIL; JHAOKapAa < 0akTepueMus
— HCTOHYEHHEe MUOKAP/AA; l,
— anaTauuda JIII u JI2K;
— B YaCTH CJIy4YaeB
aHeBpU3MaTH4YeCKoe

v
MHKPOTPaBMaTHU3 AU

(bHUKCcalys MEKPOOPTaHNU3MOB,
dhopMHUpOBaHUE BEreTalui

| MpenMy1LiecTBeHHO
pacliMpenne BepXymKn MUTpPaJIbHOM JIOKAJIU3alu1 U
cepana. IPUCTEHOYHOI 0 3HAOKap/a

k MIKII /




/I[I/IaFHOCTI/IKa I'KMII1

KimHnyecknii AMar1o3 ¢ yBepeHHOCThIO MOXHO IMOCTABUTh Y OOJIBIIIMHCTBA
NAlMEHTOB MOCJIC MPUMEHEHHS 2-MEPHOM TPaHCTOPaKaIbHOW AXOKapauorpadgpuu
(TTO) npu oOHapykeHUN yBEIWUYEHHOHN TOJMUHBI CTeHKUA JDK >15 mMm
HEJMIATUPOBAHHOMN MOJIOCTU M OTCYTCTBHUU JIFOOOTO 3a00J1€BaHus, CIIOCOOHOTO
BbI3BaTh runeprpoduto JOK (ITI0K) Takolt BeIpakeHHOCTH (HAIp., apTepralibHas
TUIIEPTEH3US WM TTOPAXKEHUS a0pTATBHOIO KJlalaHa).

Junarnocruka 1D na pone I'KMII

*TT3 no3BosisieT OOHAPYX WUTh BEreTallMM HA KJIAMAHHBIX CTPYKTYpax U
[IPUCTEHOYHOM JHJIOKAPAE, NECTPYKLHIO KIIANIAaHOB, OKOJIOK/IAIIAaHHbBIE U3MEHEHU,
(opMHUpOBaHUE PETYPrUTAIUU.

[ Ipu momonu TTO BBISABISIOTCS TaKXK€ CTPYKTYPHBIE U TEMOJIMHAMHUYECKUE
ocobeHHoCTH, 00ycioBieHHble | KMII: yronmenne creHok mpaBoro u JIK
(Bximrouast MOKII), ocobennoctu mutpanbHoro kiamnaHa (MK), BBICOKUI rpajiueHT
JAaBJICHUSI HA ME30BEHTPUKYISIpHOM ypoBHE U BTJDK, nuacronnueckyro
nucpynkuuto, yeenuuenue JII u ap.
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Jnarnocruka U Ha ¢pone I'KMII: s3xoxapauorpadpus
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Oxokapauorpapuyeckoe N300pakeHue Mo napacTepHaIbHON JIIMHHOW OCH, JEMOHCTPUPYIOIIIEE
runepTpoduio MexokenynoukoBoi neperopoaku (MXKII), nocturarornryro 22 MM U BEre€TaIMIO Ha

aopranpHOM Kianane. JDK — nesbin xxenynouek; MK — murpansubii kinanas, JIIT — neBoe npencepaue.
Noel N., Naheed Z. Pediatr Cardiol. 2013; 34:709-711.




4 Jnarnocruka U Ha ¢pone I'KMII: 3xoxapauorpadpus A

A. IlapacTepHanbHOE U300paKEHHUE 11O
JUIMHHOM ocu 00JbIIOro adciecca,
PACIIOJIOKEHHOTO HAJ MEPEIHEN
MUTPATbHOW CTBOPKOM (CTPEIKOM).

B. B. [IBeTHOE DONIUIEPOBCKOE

KapTUPOBAHUE, IEMOHCTPUPYIOIIIECE

BBIPAKEHHYIO MUTPAJIBHYIO

perypruranuio, 00yciaoBieHHy0 1D,
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Pe3yabTarhl ABYX MCCJICI0OBAHUM, BHINIOJTHEHHBIX Y
namueHToB ¢ I, pazsuBmemcsa Ha ¢pone I'KMII

« Peructp 3a nepuoj ¢ 2008 mo 2013 rr., oxBaruBmmu 27
KIMHUK B Micnanuu. BximrodeHsl cnydan 1D y manmyueHToB ¢
['KMII. O01iee koarudecTBO 00IbHBIX 34, IEpUO1 HAOTIOACHUS
— 1 rox (Dominguez F. et al., 2016).

*PEeTpOCNEKTUBHBIN aHAJIN3 MALIMEHTOB ¢ coueTannueM MO u
['KMII 3a nepuog ¢ 2006 mo 2016 rr., CIIA. Oo61iee
KoJmmaecTBO 00bHEIX 30, mepuon HabmoaeHus — 1 rox (Sims
JR. et al., 2018)

Dominguez F. et al. Medicine. 2016 Jun; 95(26): e4008.
Sims JR. et al. Am J Cardiol 2018; 121: 480-484.
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/{aﬁ.lmua 1. Knunnueckas n 9xoKI'-xapakrepuctuka nanyueHToB ¢ D Ha ¢pone 'KMII \
(Dominguez F. et al. Medicine. 2016 Jun; 95(26): e4008.; Sims JR. et al. Am J Cardiol 2018; 121: 480-484.)

[TapameTpsbI Dominguez F. et al., 2016 Sims JR. etal., 2018
(n=34) (n=30)

Bospacr 64 (56-75) 57,7 (19-81)
Myxunnsl, N (%) 19 (55,9) 26 (87%)
O6c¢rpykuust BTJDK, n (%) 19 (55,9) 15 (50%)
MakcumanbHas TomuHa crenkn JIDK 18,7+3,8 20,6

nia MOKTI, mm

[lepenHee CUCTONMYECKOE ABHKCHHE 12 (29,4) 20 (63%)

MUTPAJILHOTO KiianaHa, N (%)

Denorunnueckut Bapuant I'KMII

BaszansHoi gactn MKII, n (%) — 19 (63%)
Tuneprpodus Beeit MXKII, n (%) 10 (29,4) 4 (13%)
AnukansHag, N (%) — 1 (3%)
OGparnoii kpuBH3HBL, N (%) — 5 (17%)
Konnenrpudeckas, n (%) 13 (38,2) 1 (3%)
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Tadauna 1 (mpomomxenne). Kimuandeckas, 9xoKI™ xapakrepuctrka narueHTos ¢ D Ha
dbone 'KMII

Dominguez F. et al., 2016 | Sims JR. et al., 2018

(n=34) (n=30)

Huametp JIII, Mmm

Jlokajau3anua nmaroreHa, adcoaroTHoe 3HadeHue (%)

44,5+11

AopTalbHBINA KJIanaH 12 (35,3) 14 (47%)
MuTtpalbHbIA KJIanaH 24 (70,6) 16 (53%)
Knamas Jiero4yHON apTepuu WK 0 (0) 3 (10%)
TPUKYCHOUAATIbHBIA KIalaH

MHO0XEeCTBEHHOE IIOPaKEHHE — 10 (33%)
KJIaIlaHOB

WD HaTHBHOIO KJalaHa 26 (76,5) 10 (33%)
WD mpoTte3a KiamnaHna 4 (11,8) 9 (30%)
WD xapanaabHBIX YCTPOWCTB 4 (11,8) 11 (37%)
daKTOpHI MpeaPacIoIararIe 22 (64,7) -

K OakTepueMuu, %
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Dominguez F. et al. Medicine. 2016 Jun; 95(26): e4008.;
NG Sims JR. et al. Am J Cardiol 2018; 121: 480-484. %
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JleueHne MHQPEKIMOHHOI0 YHAOKAPAUTA HA

(boHe rUNIEPTPOPHUIECCKON KAPAUOMHUONIATHH

OcymiecTB/IsieTCSl B COOTBETCTBHU € OOIIMMH NPHUHIIUIIAMH,
chopMyJTHPOBAHHBLIMH B COBPEMEHHBIX COIVIACUTEIbHBIX PEKOMEHIALMAX
mo UD.

* AnTuOakTepuajbHas Tepamus MPOBOAUTCS B 3aBUCUMOCTH OT
YCTAHOBJICHHOTO WJIM IMPENOJIaracéMoro Bo30yIuTesl.

»  Kapauoxupyprudeckoe jedeHue D nmpuMeHseTcs npyu HaIuduH
TPAAULIMOHHBIX MOKa3aHuM: mporpeccupyromend CH, HeKkoOHTpompyemMon
MHQEKINH (B T. 4. BHYTPUCEPJCUYHBIX a0CIIECCOB) U MPOPUIAKTUKH dIMOOIUH.

"  (OCOOEHHOCTBIO KapAuOXupyprudeckoil Taktuku npu MO Ha pone 'KMII,
ABJISICTCS, TOMUMO MpoTe3upoBanusd MK wnm aoptanbHoro kiamnana (AK),
BO3MOKHOCTb OJITHOBPEMEHHOTO IIPOBEACHUSI MUAIKTOMUM 110 Moppoy .

* OmnwucaHa ycrelHas TpaHCKaTeTepHas acupanys CeNTHYECKOTro 3M00J1a
KOPOHAPHOW apTEPUU C MOCIEAYIOLIEN XUpypruueckon 3ameHon MK u
CENTAIIbHON MUDKTOMHUEN.

Habib G et al., Eur Heart J. 2015; 36:3075-3128.
K Cahill TJ et al., JAm Coll Cardiol. 2017 Jan 24; 69(3): 325-344. /
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Coueranue ' KMII u UD: kiInHHYeCcKO€e HAOJIIOAECHHUE

Kenmuna 68 siet ¢ ycraHoBIeHHBIM TuarHo3oM ['KMII oOctpykTuBHas popma ¢ rpaJueHTOM
nasnenusi B BTJDK 90 mMm pr. ct. [Tpu TTO — runeprpodust MIKII, a Takxke nepennHee
cucronnyeckoe asrxeHne MK ¢ BeIpaKE€HHON MUTPAJIbHOM PETYPTUTALUEN B PE3YJIBTATE
nepdopanuu nepeaneit creopku MK. Bereramuu pacnosiarajiuch NpeMMYyIECTBEHHO I10
nepeaHen ctBOpke MK BOKpYT aHEBPU3MBI, a TAKKE HA yUacTKaxX dHAOKapAa MPEeACEepAnn,
NPUJIETAIONINX K 30HE CMbIKaHUs. BIMOIIHEHHAS B X0/ Ollepaliuy TpaHca3odareaibHast
OxoKI" (pucyHOK a 1 b) mo3BoJnia BEIIBUTH AaHEBPHU3MY CTBOPKH JJIMHOM 10 MM ¢
nepdoparueit e€ kpast mo eHTpy. Kpome Toro, perucTpupoBajics J0MOJHUTEIbHbBIN MOTOK,
0OyCJIOBJICHHBIN CUCTOJIMYECKUM JABWKEHUEM NepeaHen ctBopku MK.
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[TaneHTKE BBIMOIHEHO ONEPATUBHOE
BMENIATEIIBCTBO: PEKOHCTPYKIIUS KJIalaHa C
IIPUMEHEHUEM 3aIUIAThl B COYETAHUHN C TTPOTKEHHOU
MUPKTOMHUEH 111 yeTpaneHus: ooctpykuuu BTJIK.
MusKkTOMUSA NEPETOPOIKH BHITTOJTHEHA
TpaHCaOPTalbHBIM J0CTyIOM (puc. a u b).

Ha nepenneit ctBopke MK Habmonanach aHeBpru3mMa

¢ nmepdoparueii (pucyHox C).

Taguchi H. et al., Gen Thorac Cardiovasc Surg. 2021 Jun;
69(6): 1000-10083.
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[InacTuka koJsbla KjaamnaHa Oblia NpoBeAcHa C IPUMEHEHHEM 28 MM ITOJIHOTO
KOJIbLIA, KOTOPBIN PACIIOJIOKWIA Y OCHOBAHUS MEXKOMUCCYPAIbHOTO
pPacCTOSIHUSL.

[Tpu BBITTOTHEHUM MOBTOPHON MHTPAOIIEPALIMOHHON TpaHCA30(areaabHON
Ox0KI" mutpanbHas peryprutanus HE OTMEYAIACh, KPOME TOTO OTCYTCTBOBAJIO
CUCTOJIMYECKOE JIBIKCHHE TIepeaneii crBopku MK (pucyHok C u d).

& Taguchi H. et al., Gen Thorac Cardiovasc Surg. 2021 Jun; 69(6): 1000-1003. j




CoOcTBeHHBbIE JaHHbIE 0 YacToTe UD y
0oJbHBIX I'KMII

[Ipyu aHanu3e HaboAeHUN 340
nanueHToB ¢ M3,
rOCNUTAJIU3UPOBAHHbBIX B
CapaToOBCKYI0 00JIaCTHYIO
KJIMHHUYECKYI0 O0JIbHUILY 3a IEPUO/], C
2006 mo 2019rr.,, HaMH
3adukcupoBaHo 3 cayyas U3, Bce - ¢
oo6cTpyktuBHOU 'KMII (wactoTa U3
Ha ¢oHe 'KMII cpenu Bcex
nanueHToB ¢ U3 cocTaBuaa 0,8 %).
3a yKa3aHHbIN MepUO0/i BDEMEHHU MbI
HaoJsronasu 136 6oapHbIx 'KMII, 61
M3 KOTOPBIX C 0OCTPYKTUBHOM
dbopmoi 3a60/1eBaHHS; TAKUM
06pa3oM, yacToTa pa3BuTHA U3
cpenu nauyveHToB ¢ 'KMII, mo HauMm
HabJrogeHuaM, coctasuia 2,2 %.
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MM PT. CT.).
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CoOcTBeHHBIE JaHHBbIE 0 YacToTe D y 00/IbHBIX
I'KMII
e

Btopomy 6onbHOMY Hapsany ¢ npore3upoBanueM AK u MK Obu1a BeInoiHEHA
XUPYpPruyeckasi MUIKTOMHUS, UTO MO3BOIMIO0 CHU3UTH TpaaueHT BTJIK B 2 paza (c 40 no 20

™~

Cpenu 278 nmanuentoB ¢ ' KMII,
TOCIUTAIU3UPOBAHHBIX B
KapJMOJIOTUYECKUE OTACICHUS
JIoKTMO, HI'KB Nel, I'Kb Ne2 u
'Y «MlHCTUTYT HEOTIIOKHOU U
BOCCTAHOBUTEILHON XUPYPTIUU UM.
B.K.I'ycaka» r. JIoHenKa 3a 1epuo ¢
2001 o anpenp 20211, u3 HUX 68
(25 %) O0NBHBIX C OOCTPYKTUBHOM
(b OpMOi1 B COCTOSIHUH TTOKOS,
JOCTOBEPHO U3BECTHO 00 BYX
nanuenrax ¢ UD MK 'y onnoro
0onpHOTO; Yy Broporo — D MK u
AK (0,72 %), HarpaBiIe€HHOTO Ha
KapIMOXUPYPrUUECKOE JICUCHUE.
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 AnTn6akTtepuagbHas npodmwiaktnka My
nanueHToB ¢ I' KMII

B nocnegunx pexomenaanuax mo M9 skcriepramu EBpornenckoro
KapJIMOJIOTMYECKOro 0011ecTBa 1 AMEPUKAHCKOW KOJJIETUH

KapJMoJIoroB/ AMEPUKAHCKOM accolMaluy cepiia UCIOIb30BaHUE
aHTHOAKTEPUAILHOW MPOQPUIIAKTUKH IMOKA3aHO TOJIBKO Y MAIMEHTOB C OYEHb
BBICOKMM KapAUOT€HHBIM pUCKOM pazButus MO, k kotopomy ['KMII He
OTHOCUTCH.

B T0 ke BpeMsi, 10 MHEHUIO UCCJIeloBaTe/Ied, 3aHUMABIIUXCA U3YYEHUEM
po6JieMbl B TEYEHWE MHOTHX JIET, B HEKOTOPbIX KIMHUYECKUX CUTYaALASAX
(BeipaxkeHHas oo6cTtpykius BTJ/IK, ciMnToMbl HE4OCTAaTOYHOCTH
KpOBOOOpallleHUs ), Korjaa npucoeguHeHre M3 k ooctpyktuBHor 'KMII
MOET Cepbe3HO YXYAILIUTb POrHO3 MalUueHTa, cjaeAyeT NPUPABHATH
nanueHToB ¢ 'KMII K rpyrine BbICOKOTO pUCKa.

Habib G et al., Eur Heart J. 2015; 36:3075-3128.
Nishimura RA, et al. J Thorac Cardiovasc Surg. 2014 Jul; 148(1): el-e132.

Maron BJ, et al. J Am Coll Cardiol. 2009 Dec 8; 54 (24): 2339-40.
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Ucxoanl ¥ nporuo3 UJ y manuenron ¢ ' KMII

][I0 JaHHBIM HUCCIIEAOBAHUM, OTHOCAIIMXCA K 80-M rogam IpoIIoro
croyieTusi, 1D ObUT MpUYMHOM JIETATLHOTO UCX0/1a MPpUMEPHO Y 5-7 %0
oonpbHBIX ['KMII.

*C yny4dIIEeHMEM KA4eCTBA IMATHOCTUKU U JICUCHUS TAKUX MAIlMEHTOB
MPOUCXOJUT U CHIKeHUE cMepTHOCTU 0T VD Ha pone ['KMII, uto
KOHCTAaTUPYKOT COBPEMEHHBIE UCCIICIOBAHUS.

*/13 ycTynmaer mo 4actore BO3BHUMKHOBEHUS TAKUM ITPUYMHAM JIETAIBHBIX
nucxoq10B y 0onbHbIX [' KMII, kak BHe3amHasi cepaeyHas CMEPTh U SMOOJIHH.
Opnnako nipucoearHenue 1D sBiseTcss HECOMHEHHBIM (PaKTOPOM,
YXYAIIAOMIMM COCTOSIHUE Y POrHo3 narueHToB ¢ ' KMIT.

Hubers SA, et al., Mayo Clin Proc. 2020 May; 95 (5): 982-997.
IMonomapena E.1O. u np. Apxuss BHyTpeHHel Menuinabl. 2021; 11(5): 335-343.







