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Kuarwuesbie ciioBa
Hetn
JleTckast KapAMOJIOTHS
Mapxkepbl OBpEXICHUSI MUOKap/a
Mmuokapaut
OcTpblii MUOKapAUT
[lennatpus

XPpOHUYECKUA MUOKAPIAUT



Cnmcok cokpameHui
CAR - Coxsackie adenovirus receptor (perientop kK Bupycy Kokcaku u aieHOBHPYCY)
CRP - C-peakTuBHBII IpoTEeHH (OEIIOK)
WPW - Cungpom Bonbda-Ilapkuncona-Yaiita
AJIKP - Accoumanus aerckux kapaunoiaoros Poccuu
ACJIO - AnTtuctpentonuzui-O
BHOK - Bcepoccuniickoe HaydyHOE OOIIECTBO KapAHOJIOTOB
BO3 - Bcemupnast opranuzanusi 3{paBoOXpaHEHUS
BIIC - BpoxaeHHbIN IOPOK cepalia
JKMII - lunaTaninoHHas KapIMOMHOTIATHS
EOK - EBpomneiickoe 00111€CTBO KapIHOJIOTOB
UATI® - UHruOuTOp aHrMOTCH3WHITPEBPAINAOIIETO (PepPMEHTA
NI - aTepneikuH
KTHU - KapanotopakaiabHbIi HHIEKC
K®K - Kpearundochokunasza
JIAI' - JlakTataeruaporeHasa
JDK - JleBsIi xkenyio4ex
MPT - MarHuTHO-pe30HaHCHas TOMOTrpadus
HK - Hemoctaro4HocTh KpoBOOOpalieHus
HIIBC - HectepouiHOE TPOTUBOBOCTIATTUTENILHOE CPEACTBO
CH - Cepneunas HEIOCTaTOYHOCTH
COD - CkopocTh ocejaHus 3pUTPOLIUTOB
OK - OyHKIMOHABHBIN KJ1acc
OHO-a - MakTop HEKpO3a OMYyXOJIH O
XCH - XpoHuueckas cepiieqHasi HeZJoCTaTOYHOCTh
OKI' - DOnexrpokapauorpadus
9x0-KI" - Oxokapauorpadus



TepMuHbI U onpeaeIeHUs

Hosrie Y3KOHAITPABJICHHBIC TCPMHUHBI B JaHHBIX KIIMHUYCCKUX PCKOMEHJAUAX HE

HCIIOJIb3YHOTCH.



1. Kparkas uapopmanus

1.1 Onpeneaenue

MuokapauT — 3TO BOCHAIUTEIHHOE MOPAXKEHWE MUOKapAa MHPEKIUOHHON, TOKCUKO-
UH(EKIMOHHOH, HH(EKIMOHHO-aJIIEPTHYECKOM, ayTOMMMYHHOW MJIM TOKCUYECKOH 3THOJIOTHH.
MuokapauT MOXET OBITh KaK CaMOCTOSITEIbHBIM MATOJOTMYECKHM IPOLECCOM, TaK U
COIYTCTBOBaTh MH()EKIIMOHHBIM WM CUCTEMHBIM 3a00JIEBaHUSIM, TaKUM Kak AU(Tepus, Kops,
CUCTEMHbIE BACKYJIUThI, OOJIE3HU COCTUHUTENIbHON TKaHHW, WH(EKIMOHHBIA PHAOKAPAUT U JP.
BrepBoie TepMuH «Muokapaut» Obul mpemnoxern G. Sobernheim B 1837 r. Ompenenenue
«BOCTIANTUTENbHAS ~ KApAUOMHONATUS»,  O0O3HAYAIOIIee  XPOHHUYECKUH  MHUOKApIUT  C
MHUOKapIUaIbHOW AUCPYHKIIMEH, OBLIO TpemyiokeHo paboued rpymmoi 3kcreptoB BO3 B
pPEeKOMEHJAIMAX 10 KiIaccupUKalUM KapJUOMUOMNATHl B  paszaene  «creuuduyeckas
Kapauomuonatusi» B 1995r. B MeaunuHCKOM JUTEpaType MPOAOIDKAIOT HMCIOJb30BaTh 00a
tepmuHa. [Ipu sTom Bocnanutenbuyto kapaunomuomnatuo (KMII) psiag aBTOpoB acCOLMUPYIOT €
BUPYCHUHIYLUPOBAHHBIM MHUOKapIUTOM U IU(PEepeHIUPYIOT MO0 HANUYHIO (TIPU MUOKapAUTE)
win oTcyTcTBUIO (ipu BocnanutenbHoit KMIT) mapkepoB BUpycHO# HH(pEKIIMU B OUONTaTax.

1.2 ITHOJOrUA U IATOTreHEe3

[TpuunHON MHOKapAWTa MOXET CTaTh JH000e HMH(MEKIHMOHHOE 3a00JIeBaHHE BHUPYCHOM,
OakTepuaabHOM, TPUOKOBOHM, PHUKKETCHO3HOW, IMapa3UTapHON, CMENIAaHHOW JSTHOJOTUU U
TOKCHYECKOE BO3/ICHCTBUE, BKIIIOYAs JIEKAPCTBEHHOE, XMMHYECKOE, a TAaKKEe HOHHU3UPYIOIIEe
u3yuerue (tabiuma 1)

Ta6aunal - OcHoBHBIE 3THONOTHYECKHE (PaKTOPbl MHOKapAUTOB (Paboyas rpynna no

MHUOKapJUTaM U nepukapauraMm EBponeiickoro obmectsa kapanonoros, 2013r.)

1. WudexnuoHHbIii

BakrepuanbHbie Staphylococcus spp., Streptococcus spp, B T.4.,
Streptococcus pneumoniae, Neisseria meningitidis,
Neisseria gonorrhoeae, Salmonella spp.,
Corynebacterium diphtheriae, Haemophilus

influenzae,
Mycobacterium tuberculosis, Mycoplasma
pneumoniae, Brucella spp.

CriupoxeTsl Borrelia burgdorferi (6onesunp Jlaiima), Leptospira
icterohemorrhagica (6osie3up Beiisist)

I'puOsr Aspergillus spp, Actinomyces spp, Blastomyces

spp., Candida spp., Coccidioides  spp.,
Cryptococcus spp., Histoplasma spp., Mucor spp.,
Nocardia spp., Sporothrix spp.

[IpoT030036I Trypanosoma  cruzi, Toxoplasma  gondii,
Entamoeba, Leishmania

[MapasurapHbie Trichinella spiralis, Echinococcus granulosus,
Taenia solium

Puxkercun Coxiella  burnetii  (Q-nuxopanka), Rickettsia

rickettsii (mstHucras nuxopanka CKaJIUCTBIX ToOp),




Rickettsia tsutsugamuschi

Bupycsi

PHK Bupychr: kokcaku A u B, Bupyc ECHO,
MIOJINOBHUpYC, BUpycHI Tpumma A u B, PC- Bupyc,
SMUAEMHUYECKOTO APOTHUTA, KOPH, KPACHYXH,
rermatuta C, Bupyc Dengue, Bupyc xxentoit
nuxopaaku, Bupyc UukyHryHbsi, BUpyC XyHUH,
BUpYyC auxopanku Jlacca, OemeHcTBa, BUPYC
nmMmyHozaeduuTa yenaoseka-1 (BUY);
JHK-Bupycel: ageHOBUpPYCH, HapBOoBHpyc - BI19,
LIMUTOMETAIOBUPYC, Teprec 6 Ttuma, dnmredH-bapp
BUPYC, BUPYC BETPSHOW OCIBI, BUPYC IPOCTOTO
repreca, BHPYC HaTypalbHOH OCIBI, BHPYC
KOPOBBEH OCTIBI

2. VIMMyHOOIOCpEI0BAHHBII

Annepressl

CTonOHSYHBINM aHATOKCHH, CBIBOPOTOYHAs 00JIC3Hb,
BAaKIMHBI; JIEKAPCTBEHHBIC PETIapaThI:
MEeHULWIINH, 1e(akIop, KOIXUIHH, GypoceMus,
N30HUA3U/[, JINJOKAWH, TCTPALIUKIIMH,
cynbhaHmIaMuapl, GeHUTONH, GEeHIUIOYTa30H,
METWJIIONA, THa3HIHbIC TNYPETHKH,
AMUTPUNITUIINH

AJIOaHTUT€HBI

OTTOpKEHHUE TpaHCIJIAaHTATa CepAla

AyTOaHTUTEHBI

HewnndexnnoHHbIN TUMPOIUTAPHBI MUOKAPIUT.
HewnH(exknnoHHbIN TITaHTOKIIETOYHBIA MHUOKAP/IHT.
AccoMupoBaHHbBIE C Ay TOMMMYHHBIMU HITH
HMMYHOOIIOCPEI0BaHHBIMHU 3a00JIeBaHUSIMU
(cucTemHas KpacHasi BOT4aHKA, PEBMATOUIHBIH
aptput, cuaapom Yepmxa-Crpocca , boiesns
Taxkascy, 6one3np KaBacaku, 6one3ns Kpona,
CKJIEPOACPMHUS , TIOJTUMHO3HUT, MUACTECHUS,
HWHCYJIMH3aBUCUMBIN AUa0ET, THPEOTOKCHKO3,
capKomJ03, TpanylieMaro3 Berenepa, peBMaTH3M
(peBMaTnvecKas TMXOpaaKa)

3. Tokcuueckuii

JlekapcTBeHHbIE

AmbeTaMuHbl, aHTPAIMKIIHBL, KOKaWH,
nuKIoQochamMu, TaHo, GTOPYpaLuI, JTNTHH,
KaTeXOJaMHHbI, HHTEPICHKHH-2, TPAcTy3yMao,
KJI03aIuH

Tsoxenble MeTaIbI

Menp, sxene30, cBUHEI (PeKo, Yalie HaKOIICHHE
BHYTPH KapIHOMHOLMTOB)

Paznoe YKyChbl HACEKOMBIX, 3MEN, CKOPITHOHOB,

OTPAaBJICHNE MBIIIBSIKOM, YTapHBIM Ta30M
I"'opMoHBI DeoxpoMoLUTOMAa, ABUTAMUHO3 B
duznyeckue Paaunanus, 3neKkTponiok

HGCMOTPSI Ha IOJHUOTHUOJIOTHYHOCTDH 3360J'I€BaHI/I5[, Oojiece YyeM B IOJIOBUHE ClIy4dyacB

BO36YI[I/ITCJ'I$IMI/I MHOKapAUTOB ABJIAKOTCSA HC MCHCEC 20 Tumos KapAUOTPOIIHBIX BUPYCOB. Panee

OCHOBHBIM 3THOJOTHYCCKHM (I)&KTOpOM BUPYCHBIX MHUOKAPAHUTOB CUUTAIACh SHTCPOBUPYCHAA

I/IH(i)eKI_[I/ISI. B HACTOAICE BPEMA YCTAHOBJICHO, YTO JSIMHACMHOJIOIUA BHPYCHBIX MHOKApPJIAUTOB

SHAYUTCJIBHO BAPbUPYET B 3aBUCUMOCTHU OT BO3pacCTa, reorpaq)nquKoro pEeruoxHa, MomyJIsinuu, a

TAaK¥KC UMCCT TCHACHIHUIO MCHATHCA C TCUHCHUECM BPCMCHU. TaK, B MOCJICAHHUEC I'OJbl OTMEYACTCA

YBCIUMUCHUC YaCTOTBI aICHOBUPYCHBIX, NUTOMCTAJIOBUPYCHBIX, MapBOBUPYCHBIX (HapBOBI/IpyC




B19) wnm HECKOMBKUX areHTOB B KAYECTBE ATHOJIOTHYECKUX (DAKTOPOB. DHIOMUOKApIUATHHAS
Oouoncus MoATBepAnIa MHOKapIuT B 52—67% cnydaeB y 6onpHbix BUY nnHpekuueit u BosiBUIA
renom BUY B kapamomumonmtax B 83% cmywyaeB B rpynne pucka BUY (T.e. y OONBHBIX C
HEOKOHYATEJIbHBIM TecToM Ha BUY).

YV HOBOPOX/IEHHBIX U JIeTeH paHHEro Bo3pacTa HauboJiee pacpoCTPaHEHHON MPUYUHON
UHQEKIMOHHBIX BPOXAEHHBIX W TPUOOPETEHHBIX MHOKAPAUTOB IMO-TIPEKHEMY SIBISIOTCS
saTepoBupychl Kokcaku (tumoB B um pexe A) m ECHO, psn kapanOTpOIHBIX BUPYCOB
HOJIMOMUEIINTA, aJCHOBUPYCHI, IUTOMETaloBUPYChl, BUPYychl mpocroro repreca | u Il tunos,
HEKOTOpbIe TUIBI Bupyca rpunna. OnucaHel BUPYCHbIE MHOKapAWTHI IpU OmmuTelH-bapp-
BUPYCHOW MH(EKIMH, KpacHyxe, BETPSHOW OCIe M SNUAEMHYEcKOM mnapotute. [lpuumHoi
BPOXKJICHHOT'O MHOKAp/AUTa MOTYT OBITh OJJMH MJIM HECKOJIbKO HH(eKInoHHbIX areHToB TORCH-
komIuiekca: T- Tokcomnasmo3 (Toxoplasmosis); O - apyrue unpekuuu (others), BkItouas
renatutel B u C, cudunmc, XgamMuamo3, TOHOKOKKOBYIO HHpekuuto, aucrepuo3, BUU-
UHQEKINI0, BETPSIHYIO OCIy, SHTepoBHpycHyro wuH(pekuutoo; R - kpacumyxa (Rubella); C -
nuromeraiosupycHas uHdekuus (Cytomegalovirus); H - repmec (Herpes simplex virus). Oto
OOBSICHAETCS KapJHOTPOITHOCTbIO BHPYCOB M HECOBEPLIEHCTBOM HMMMYHOJIOTMUYECKOH 3allUThI
HOBOPOXJIEHHBIX U JIETEH paHHEro Bo3pacTa, IpeipacinoiokKeHHbIX K JaHHOMY 3a00J1€BaHUIO.

W3 OakrepuanbHbIX MHOKApAUTOB HauOOJEe ONACHBIMH SIBJSIIOTCA JUQTEpUIHbIE
(MH(PEKIMOHHO-TOKCUYECKUE), MHOKApAWTHl TNpU  CKapiaTtuHe, OpromHoM  THPEe U
calbMOHENE3ax, TyOepkyse3e, HepCcUHMO3aX (KHILIEYHOM M IICEBAOTYOepKyiese), INpu
TeHEPATM30BAHHBIX CTPENTOKOKKOBBIX M CTa(QHUIOKOKKOBBIX HMH(EKUUSX M TOH3WIJIOT€HHBIE
MHUOKapJIUThI, CBA3aHHBIE C JAHHBIMH BO30yauTensiMu. OnucaHbl COUPOXETO3HbIE MUOKApPIUTHI
IpU BPOXACHHOM U MPUOOPETEHHOM BHCLEPAIbHOM CHU(UINCE U JENTOCHUpPO3e, IpHU
napa3uTapHbIX (TOKCOIUIa3Mo3, Oosie3Hb Yaraca, TpUXUHeNUIe3) M TPHOKOBBIX (acmeprusuies,
aKTUHOMHUKO3, KaHAWI03) 3a00JeBaHUAX, MPH BHYTPUKIETOUYHBIX MHUKOIUIA3MEHHOH U
XJaMuauiiHONW MHpeknusax. BapuanToM MHYEKIIMOHHOTO MUOKapIuTa HEM3BECTHOW 3THOJIOTUU
apisiercsi  Oone3np KaBacakm ¢ MHOKapIWTOM, KOPOHApUUTOM, OCTPOW  CepACUHOU
HE/I0CTaTOYHOCTBIO y JeTel J11000ro Bo3pacta, B €IUHHUYHBIX CIy4asx yXe Ha MEpBOM Mecsle
JKU3HU.

B nmarorenese MuoOKapauTa HMEET 3HAYEHHWE CXOACTBO HMMMYHOIIATOJIOTUYECKUX
(heHOMEHOB IPU MHOTOO0PA3UH 3TUOJIOTUYECKUX (PAKTOPOB.

OKCIIEpUMEHTAJIBHO YCTAHOBJIEH MATOI€HE3 BUPYCHBIX MHUOKAapAMTOB C BUPYCEMHMEW B
TeueHue 24—72 4yacoB, MOCIEAYIOIIEH aTaKkoW KapAMOMHOIMTOB KapAWOTPOIHBIMU BUpPYCAaMHU
yepe3 crneurpuueckre KIETOYHbIE PElenTOophl, IUTOIIa3MaTHYECKON perinKalurueil Bupyca ¢

MO/IaBJICHUEM CHHTE3a COOCTBEHHBIX Makpomodekyn 6enka, JIHK, PHK 3a cuet cunTe3a 6enkos,
9



KOJAMPOBAaHHBIX BUPYCOM, M3MEHEHHEM KapAWOMHOILINTA, €r0 T'MOENbI0 M 3allyCKOM MMMYHHBIX
MEXaHU3MOB BOCIIAJIEHUS B MUOKap/IE.

[Tonmy4yeHHbIe 3KCTIEpUMEHTATBHBIE U MOP(OIIOTHUECKUE JaHHbIE MO3BOJIAIOT CUUTATH,
YTO TOBPEXKICHHE MHOKapja SBISETCS pPe3ylbTaTOM KakK NpPSIMOro, TaKk U ONOCPEJOBAHHOIO
IIUTOTOKCUYECKOTO Bo3aeicTBus. [lo kpaitHel mepe, B ocTpoM mepuoze 3a00JieBaHUsT OCHOBHOM
00beM TOpaXEHUs MHOKapJa pa3BUBACTCS 3a CYET MPSIMOrO BHUPYCHOTO TOPAKEHHS
KapauoMuouuToB. VIMMyHoOJOrM4eckass HEAOCTaTOYHOCTb CTAHOBUTCS IPUYMHON pa3BUTHUS
ayTOMMMYHHBIX ITPOLIECCOB C BBIPAOOTKOM aHTUTEI K CTPYKTypaM KapAHMOMHOIIMTOB, IpHoOpeTaeT
BEAYILYI0 pOJb B JajbHEHIIeM MHOKapIWAIbHOM MOBPEXKIACHUM U MPOrPEecCHPOBAHUU
MHUOKapAUaIbHON NUCHYHKIMU Ha CIEAYIOUMX dSTanax Oonie3Hu. Pa3BuBaromiascs mpu 3ToM
cepaeuHas HepocratoyHocTh (CH) compoBokigaercss TrunepnpoAyKuMed HEMpOropMOHOB U
JMAIBHEUITUM CHUCTEMHBIM M MHOKAPIUAIBHBIM CHUHTE30M MPOBOCHAIUTEIBHBIX ITUTOKHHOB
(®PHO-0, WJI1, WJI6, WNJI8), WMHUIMHUPYIOIIMX PEMOICIUPOBAHUE U MPOrPECCUPYIOLIYIO
michynkmuo muokapaa. Ha ¢one anaromo-¢u3nomorndeckux 0coOEHHOCTEH MuoKapaa
HOBOPOXKJICHHBIX M JIET€H paHHEro BO3pPacTa ATH MPOIECCHl SBIAIOTCS MPUIUHON OBICTPOTO
Ne3aJalTUBHOTO PEMOJICIUPOBAHUS MUOKapJa C pa3BUTHEM CHEPUUYHOCTH, KapIAUOMETATIHH C
HapymenueM ¢yHkiuu JDK, OpicTpoli AeKOMIIEHCAIUU KPOBOOOpAIIEHUS, HAPYIICHUH pUTMA.
KnuHudecku 310 KOppenupyeT ¢ TAKECTbIO MPOSIBICHUM U IPOrHO30M 3a00JIeBaHUS.

3HaueHue KOHLEHTPAIlMM aHTUMUOKAPAUaIbHBIX aHTUTEIN, UTPAIOLINX B HOPME Ba)KHYIO
pOJIb B TyMOPAJIbHOHM 3alliuTe, HO OO0NAJAIONIMX KAPAHUOTOKCUYHOCTHIO M LUTOJIUTUYECKOU
AKTUBHOCTBIO IPONOPLUOHAIBHO MX TUTPY, AakKTUBHO wu3ydaercsa. Ilpunsara rumnoresa
NEPEKPECTHOrO pearnpoBaHMsl ayTOAHTUTENl C MHOJIEMMallbHOM MeMOpaHoi U BUpycoM. Kpome
TOT0, MPUYMHOM ayTOMMMYHHU3AallUM MOTYT CTaTb aHOMAJbHbIE OEJIKOBbIE MOJIEKYIIHI,
oOpasyromuecss BCIEACTBUE JUCTpOoGUUM M HEKpo3a KapAMOMHOLMTOB. CoxpaHsIomuics
BBICOKMI, HECMOTpsl Ha JIEYEHUE, YPOBEHb AHTHUTEN, CBUAETEIBCTBYET O IPOrPECCUPOBAHHUU
MHUOKap/UTa U €ro TshKeJaoM TedeHuH. [IoBbileHne TuTpa aHTuTen K peuentopam Bl npuBogur
CHIDKEHHMIO COKpAaTUTENIbHOM CIOCOOHOCTH MHOKap/a, aHTUTeNla K TPOIMOHMHY | crmocoOcTByrOT
Pa3BUTHIO BBIPAKEHHOTO BOCHAIEHUS C MOCIEAYOIUM (UOPO30M MHOKApa, BBIPAKEHHOM
JUIaTayeil kamep cepiiia ¥ BBICOKUM PHCKOM JIETAIBHOCTH. AHTHTENA K TpolnoHUHY T Takum
neiictBueM He oOmagaoT. B pa3BUTMM  ayTOMMMYHHBIX IPOLIECCOB MPH  HAJIUYUU
MPEIECTBYIOLIEr0 WM TEKYIIETO MOBPEKIAIOIIEr0 HHPEKIIMOHHOIO BOCTAIEHUsI B MUOKap/ie
UMeeT 3HayeHUWEe TeHEeTHYecKas JeTepMHUHHPOBAHHOCTb MPOTHBOMH(EKIIMOHHOIO UMMYHHOI'O
OTBETA.

1.3 DnuaeMuoJ0rus
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TouHbIe TaHHBIE O PACIPOCTPAHEHHOCTH MUOKAPJUTOB OTCYTCTBYIOT, IOCKOJIBKY B YaCTH
ciydaeB 3a0ojeBaHHE TMPOTEKAeT JATEHTHO, 0e3 KaKWUX-IMOO 3HAYUMBIX KIMHHUYECKHX
nposiieHui. JluarHoctuka 3aTpylHEHA BBIPAXCHHOW BapraOENbHOCTHIO KIMHUYECKHX
NposiBI€HUM: OT MHUHUMabHbBIX OKI' M3MEeHeHMil 0 KapJMOr€HHOrO IIOKAa M BHE3aIHOU
cMepTH. MUOKapuT yalie BCEro pa3BUBAETCs Y HOBOPOXKJIECHHBIX M JIETEH paHHEro BO3pacTa,
HEPEJKO €My COIYTCTBYET MepukapauT (Habmomaercs muonepukapaut). [lpu wccnemoBaHun
ayTOIICMA IpU  BHE3allHOM CEpPACYHOM CMEpPTH B  MOJOJOM BO3pacTe MHOKAPIUT
muarHoctupyerca B 2-42% ciydaeB. MUOKapIuT MOXKET OBbITh MPUYMHON  pa3BUTHUSA
nunataunonHou kapauomuonaruu (JJKMII) B 46% cinydaeB y neteid.

1.4 KoqupoBanue no MKBE-10

101.2 — OcTpsIiii peBMaTHYECKUI MUOKAPINT;

109.0 — PeBMaTnueckuii MUOKap/IHT.

Octporit muokapaur (140):

140.0 — MH}EeKIMOHHBI MHOKAPIUT;

140.1 — M30mmpoBaHHBII MUOKAPINT;

140.8 — JIpyrue BUABI OCTPOro MUOKAPIUTA;

140.9 — OcTpslif MUOKapAUT HEYTOUHEHHBIIA;

MuokapauT npu 60s1e3H5X, KiaccupuIUPOBAaHHBIX B APYrux pyopukax (141):

141.0 — Muoxkapaut npu OaKkTepUaNbHBIX OOJE3HSIX, KIACCH(PHUIMPOBAHHBIX B JPYTHX

pyOpuKax;
141.1 — MuokapIuT NpH BUPYCHBIX OOJE3HSAX, KIACCU(PULUUPOBAHHBIX B JPYIHX
pyOpukax;
1412 — MuokapauT Tpu  HWHPEKIMOHHBIX W  Tapa3uTapHBIX  OOJIE3HSX,

KJ1acCU(UIIUPOBAHHBIX B IPYTUX pyOpUKaXx;

141.8 — MuokapauT npH Ipyrux 00Je3HsIX, KI1acCU(PUIMPOBAHHBIX B IPYTUX PYOpHKax;
151.4 — MuokapAUT HEYyTOUHEHHBIH;

198.1 — IlopakeHue cepaeuHO-COCYIUCTON CHUCTEMBI NPU JIPYTUX WHQPEKIHOHHBIX U

napasuTapHbIX 00JIE3HAX, KJIacCu(UIIMPOBAHHBIX B IPYTUX pyOpUKax;

1.5. IIpuMepbI THATHO30B

o  Ocmpuiii supycuwviti muokapoum, msxcenoe meyenue. XCH Il 5 cmenenu. ©K III- IV no
Ross.

o Ocmpbili  UHGeKYUOHHBI ~ MUOKAPOUM — HEYMOUYHEHHOU  OMUOLO2UU C  NOPaAdCeHUuem
npoeoosawell cucmemvl cepoyd: 4acmas MOHOMOPDHAS HCeTYOOUK0BAsk IKCMPACUCTONUSA,

epaoayus Il no Lown, cpeonemscenoe meuenue. XCH I-1l A cmenenu. @K 1l no NYHA.
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o bonesuv Kasacaxu, noanas ¢opma. Ocmpas auxopadounas cmaous. Muoxapoum,
koponapuum, msoscenoe medenue. XCH Il A cmenenu. @K Il no RosS.

O Xponuweckuti  aymoOuUMMYHHBIU ~— MuUOKapoum ¢ UCX000M 8  Kapouoghuopos,
anespusMamuyeckas 0ehopmayus 8epxXyulKu 1e6020 Hceryo0ouKd ¢ nepexo0om Ha 60K08Y
cmenky nesoeo ducenyoouxa. XCH 24 cmenenu. @K 1l no Ross.

1.6 Knaccudukanus

OOmenpuHATON  KIaccuPUKaMM ~ MHOKAapIUTOB  (KapJUTOB) HE  CYIIECTBYET.
[Ipennaraempie Ki1accuUKalMK B TON WIK UHOM CTENIEHU OTPAXKAIOT 3TUOJIOTUYECKUE (DaKTOPBI,
MaTOr€HEeTUYECKUe MEXaHU3Mbl Pa3BUTHUSI U BapUaHThl TeUeHUs. BbIaensioT nHQEKIHMOHHBIE U
HEHH(EKIIMOHHBIE MUOKAPAUTHI.

KnuHupctraMu IIMPOKO HCHONIB3YETCSl  KIIMHUKO-MOP(OIOruyeckas KiacCu(pHUKanus
(E.B. Lieberman c co0aBT.1991 r1.), corimacHo KOTOpOHl pa3nMyaloT Cileayromue QGopMbI
MHUOKapIUTA!

o0 (yIbMHHAHTHBIN;

O OCTphIi (HEQyIbMUHAHTHBIN);

O TOJIOCTPBHIN;

O XPOHHMYECKUH aKTUBHBIN;

O XPOHMYECKHUH NEPCUCTUPYIOLIUN.

Paboueii rpymmoii SImoHckoro kapauosormueckoro odbmecta (2009 r.) mpemiokeHa
KJacCU(pUKalMsig MHOKApAWTa C YYETOM OJTHOJOTHMYECKOro (akTopa, THCTOJIOTHH U
KIIMHUYECKOro Tuma (Tabnuua 2).

Tab6auua 2 - Knaccudukanus padoueil rpymnsl IMOHCKOTo KapAXOJIOTHYECKOro oo1iecTa

(2009).

ITHOJIOTrUA

e Bupyc

e  bakrepus

e T'pubok

e  Pukkercus

e Cnupoxera

e IIpocreiiiue, napa3ursel

e JIpyrue nHQpeKIHOHHbIC TPHYUHBI

4 .HEKapCTBa, XUMHWYCCKHUC BCIICCTBA

e  Ameprus, ayTONMMYHHBIE TIPOIIECCHI

e KommareHoss!

e bonesnr KaBacaku

e  Capxonnos

e  Panmauus, TeIoBoil yaap

L4 Heussecrnie TTPUYNHBL

e Hamomatnueckui

Kaerounplii THI

o JlumdonurapHsrit
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e ['MraHTOKJIETOYHBLIH

e D03uHO(DWIBHBIH

e ['paHyneMarTo3HBbII

Kanandeckuii THII

e Octpsrif

e  (DynpbMUHAHTHBIN

e  XpOHHUYECKUH

— Togpoctpslit

— JlaTeHTHBIH

B MKB-10 mpucyrcTByeT pyOpHKa «OCTpBIe» MHOKApIWUTHI M OTCYTCTBYET pyOpHKa
«XPOHHYECKHUE» MUOKApAUTHL. [1oaTOMY, eciii BocmanuTenbHOe 3a00IeBaHIEe MHOKApIa HMEET HE
ocTpoe (3aTSDKHOE WM XPOHHYECKOE), a OTHOCUTEIILHO OJIATONpPHUSATHOE TEUCHHE, OHO MOXKET
OBITH OTHECEHO B PYOPHKY «MHUOKapauThl» ¢ Komamu - 141.1; 141.0; 141; 141.2; 141.8; 151.4. Tlpu
HEOJMAronpUsTHOM XPOHHYECKOM TEUYEHHH C MNPOrPEeCCUPYIOUIMMH  KapAuOMeraaueil u
CepACYHONM  HEJOCTaTOYHOCTHIO  3a00JICBaHME MOXKET OBITh  OTHECEHO B  PYOpPHKY
«KapIUOMHUOIIATHN» ¢ KofaMu - 142 (BocnaymTenbHas KapauoMuonarusi). JlaHHbIM TEPMUHOM B
OOJBIIMHCTBE COBPEMEHHBIX MCCIIEIOBAaHUN HAa3bIBAIOT XPOHUYECKUN MUOKAP/IUT.

B nmemmatpuu  BBLAENSIOT  BPOXKICHHBIA  (aHTEHATANbHBIN) U MPHUOOPETEHHBIH
(moCTHATATBHBIN) MHOKAPIUTHI.

Tabnuna 3 - Knaccudukauus muokapautoB y aereii (mo H.A.benokons, 1984r. B Moaudukanum
paboueii rpynmbl AJIKP (Acconmanuu nerckux kapauosoroB Poccun) 2010 r.)

Kaaccugummpyrommii THnbl MHOKAPAUTOB
NPHU3HAK

Ilepuon BO3HMKHOBEHMS Bpoxnennslii

3a0oJeBaHUs [IpuobpereHHbIi

OTHONOTHYECKUH Bupycuble, ©OakTepuanbHble, TPHOKOBBIC, CIMPOXETO3HBIE, PUKKETCHO3HBIE,
(haxTop MPOTO30IHbIE, Tapa3UTapHbIE, TOKCHUECKHE, AITIEPTHUECKHE, Ay TOUMMYHHBIE.

dopma (o OuaroBsIit
JIOKAJTM3aIuN) Huddy3nsriit

Teuenue OynbMUHAHTHBIN

OcTpslit — 10 6 Henenb 0T Hadana 3a00JIeBaHMs
IomocTperit — oT 6 Hemenb A0 6 MecsIeB 0T Havaa 3a00JIeBaHs
XpoHnueckuil (aKTHBHBIH/TIEpCUCTUpYOLIMI) - Oojiee 6 MecsleB OT Hayaia

3a001eBaHuUs
TsoxecTb KapauTa Jlerknii
CpenHetskenbli
Tsoxenwrit
Cranus u I, A, IIb, III cramuu
(hyHKIMOHANBHBIN  KJacc L, 1L, II1, IV ¢yHKIIMOHATBHBIH KI1ace
cepleyHon
HEJIOCTaTOYHOCTH
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Wcxoapl 1 ocnokHEeHUS Br13nopoBieHue, KapaIuocKiepo3, runepTpodus MUOKapaa, HapYIICHUE PUTMA H
MPOBOJVMOCTH, JIETOYHAs THUIEPTEH3Hs, TMOPAKEHHE KIANaHOB, MHOTICPUKAPINT,
TpOMOOIMOOIIMUECKII CHHAPOM, AWIATAIIMOHHAS KapAHOMHONATHSA, KapIHOTeHHBIN
IIIOK, JIETAIBLHBIN UCXOT

2. JImarnocruka
Juacnocmuxa ocmpoeo  Muokapouma OCHO8bI8AeMcs HA — OUHAMUKE — KAUHUYECKUX
CUMNMOMO8, HA OCHOBAHUU KAPOUOME2AIUU, OCMPO UM NOOOCMPO HAYABWEUCS U
npozpeccupyiowell  3aCMOUHOU — CepoeyHolu  HeOOCMAamo4HOCMU,  BbIAGIEHHbIX  NOCTe
UHGEKYUOHHO20 npoyecca Ul K020a NPUYUHA HeSACHA NPU HATUYUU NAMOIOSUYECKUX USMEHEHUlL
INEKMPOKAPOUOCPAMMbL (OKT), IXOKAPOUOSPAMMDbI (Oxo-KT), nogvlueHus

Kapouocneyughuueckux gepmenmos.

e B coorserctBum ¢ Canadian Cardiovascular Society Consensus Conference guidelines on
heart failure (Pexomenmamuu Koncencyca Koudepenimn Kanagckoro OOrmiectBa 1o
cepaeuHbiM 3a0oseBanusM, 2009 r1.), HaJIM4Yue MHOKApAUTa PEKOMEHIYETCS
MPEANoaraTh B CUTyaIHsIX

(a) KapIMOTeHHOTO MIOKa BCJEICTBUE JIEBOXKENYI0UKOBOM (00IIel WM pernoOHAIbHON)
CUCTOJIMYECKOHN AUC(YHKIMU WK KOT/1a IPUYMHA HEACHA;

(6) ocTporo WM TOAOCTPOTO PAa3BUTHS JICBOXKETYIOYKOBOH (0OmIield wim
pEruoHaIbHOMN) TUCHYHKINH, KOT/1a IPUYMHA HESICHA;

(B) mpH MOATBEPKACHUH HEKOPOHAPOTEHHOTO MopakeHust Muokapza [1]

(Cuna pexomennanum 1, ypoeHb nqoka3arebcTs C)

e B cBa3u ¢ TeM, YTO JUArHOCTHKAa MHOKapAuTa BO MHOTHX CIlIydasx 3aTpyAHEHa H3-3a
BapUa0ENbHOCTH  CHUMITOMOB, OOJBIIOTO  KOJMYECTBA  KIMHUYECKUX  «MacoKy,
BO3MOKHOCTH OECCUMIITOMHOI'O TCUYCHHA, B PAIC CI/ITyaIII/Iﬁ AJid YCTAaHOBJICHUA JHArHo3a
PEKOMCHIAYCTCA 3KCHCpTHBII>i KIMHUYECKUH KaTaMHe3 A0 TEX IOp, MOKa MUOKApIAUT
HE Pa3pelInTCs UK 10 COCTaBJICHHS TOCTOSHHOTO TUTaHa BeaeHus [1,2]

(Cuia pexoMeHaanunu 2; ypoBeHb q10Ka3ateabeTB C)

2.1 7)Ka100L1 1 aHAMHE3

@) Om}ZZOufeHHbllz ocmpuimu 60CNAJIUMENbHbIMU 3a001e6aHUAMU  AHAMHE3 mamepu npu
anmeHamaibHOM 6blAiA61eHUU MUOKClpaZ/lmOG;
@) ﬂ]lﬂ l’lpUO6p€l’l’l€HHle MuOKapdumoe, 6 mom 4ucie nocmHamdaiabHblX, 6addX}NCHA C653b

KapOUaibHbIX CUMNIMOMO8 ¢ npedutecmayrowumu (3a 1-2 nedenu) 3nuzo0amu 8UPYCHbIX,
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OaKmepuanibHblX UHGeKYull U HesICHOU AuxXopaoku [yposenv oOokazamenvHocmu A),
annepeudecKUMu peakyusamu, 6aKyuHauuetl.

Ilpu 8p0odHCOEHHBIX MUOKAPOUMAX KIUHUKA CEPOEYHOU HeOOCMAmoOYHOCU NPOAGIAEMC S
6 nepsvie 72 yaca nocie poldcoeHus,

Ilpu npuobpemennvix muokapoumax xapaxmepuo ocmpoe passumue cumnmomos CH na
5-7 denwv supycrotl ungexyuu (yawe unpexyuu 8epXHUX ObIXameibHbIX nymell ¢

G ebpunbHOll TUXOPAOKOU, OUAPEUHBIM CUHOPOMOM), a Y Oemell bojiee Cmapuie2o
603pacma — Ha 1-2 Hedene pekoHsaiecyeHyuu.

00bIUUKA, YIMOMAAEMOCIb NPU KOPMIIEHUU 8NI0Mb 00 AHOPEKCUU, COHYWee, Kpaxmsuee
ovixanue

HOMAUBOCMb, CIAOOCMb U AOUHAMUS,

Y cmapuux oemet B03MOXNCHbL JHcanobbl HA Oonu 8 obiacmu cepoya Kaulelvb Hpu
nepemeHe noi0diceHus mea

APU MANCELOM MEYEHUU MUOKAPOUMA BO3MONICHO NOABILEHUe OMeK08, Dolell  dcugome.
Taocenoe meuenue conposoxicoaemcs ObICMPLIM  pA3BUMUEM NPUSHAKOE OCMPOl
negodcenyoouxkosoi CH ¢ 00vbluKol, yuaHo3om causucmulx 0060104ex, maxuxapouetl,
cepoyebuenuem, 3ACMOUHLIMU — GIAJICHLIMU — XpUNamu 8  JlecKux, a  3amem
npasoHCcenyOOUKOBOU  CEePOeHHOL HeOOCMAMOUYHOCMbIO C YeIUudeHueM nedeHu, 6
MeHbuell cmenenu - cele3eHku (ocobenno y demeti 0o 1 2oda), omekamu Koneunocmetl,
HONUCEPOIUMOM U ACYUMOM 8 MEPMUHATLHOL CIAOULL.

Ilpu neexom meueHuu eOUHCMBEHHLIMU HCANOOAMU NPU MEKYUeM MUOKApOUme Mo2ym
Obimb owyujenus «nepeboesy 6 cepoye uiu cepoyeoduenusi Kaxk nposieHus HapyueHus
pumma.

2.2. PuzukajabHOE 00cIe10BAHUE

IIpu ocmoTpe peberka HeoOXoauMO o0palllaTh BHUMaHUE Ha:

O TOJIOKEHHE OPTOIMHO) (MOIyCHITYEE);

O HamnpspKeHUWE M pa3lyBaHHE KpPbUIbEB HOCA, BTSKEHHE MOAATIMBBIX MECT TPYIHOMH
KJIETKU, TAXUITHOD (pexke TUCITHO);

O TaxHuKapauio (pexe MOXKeT ObITh OOHapykeHa Opaaukapus);

O BJIAXHBIE Pa3HOKATMOEpHBIE XPUIBI B JIETKUX (CHadanaa B HMXKHEOOKOBBIX OTJENax
JeTKUX W/WIN TPEeUMYIIECTBEHHO ClIeBa H3-3a CJAABJIMBAHUS JIEBOTO JIETKOTO
YBEIMYCHHBIM CEpIIEM, 3aTeM HaJl BCE MOBEPXHOCTHIO JIETKUX );

O cepae4Hblid rop0 ( MpU OCTPOM MHUOKAPIUTE MOKET HE BBISBIIATHCS);

O pacHIMpCHUC I'PAaHUIL OTHOCHUTEIbHOMN CCpI[C‘IHOfI TYHOCTH BJICBO IIPU IICPKYCCUU;
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O DIyXOCTb CEPAEYHBIX TOHOB M  IIOABJICHUWE  [JONOJHHUTEIBHBIX TOHOB  —
nporoauacronaundeckoro |l u npecucronmueckoro |V, akuent II Tona (xapakrepeH
JUIsL JIETOYHOW TMIIEPTEH3MM), BOBMOKEH CYMMAIMOHHBIN pUTM ranona. Mimeror mecto
LOIyM OTHOCUTEJIBHOM HENOCTATOYHOCTH TPUKYCHUAAIBHOTO WIA MHTPAJIBHOIO
KJIaIlaHa;

O yBEJIHMUYEHHE Pa3MepOB U O0JIE3HEHHOCTH MPH MAJbIIAINH [1EYCHH;

o cumnroMm [Tnema (HaOyxaHue MIEWHBIX BEH MIPU HA/IaBIMBAHUU HA 00JIACTh MIEYECHH);

O YMEpPEHHOE yBEJIMYEHHUE CEIE3CHKH (XapaKTepHO Y AeTeil paHHEro BO3pacTa);

O JUCHeNTUYECKHEe sBJIEHHs (IIOHOC, 3arop, TOILIHOTA, PBOTA), CBA3aHHBIE C 3aCTOEM
KPOBHU B ME3EHTEPUAIBHBIX COCYAAaX U 3aCTOWHBIM I'aCTPUTOM;

O mepudepuuecKue OTEKH HAa CTOMaX, 3aTe€M Ha JIOAbDKKAX, TOJEHSX, Yy JIEKadux
OO0JIBbHBIX - B 00JIaCTH KpecTLa, OOBIYHO YBEJIMUYMBAIOLIUECS K Beduepy (uarie y aereit
CTapILEro Bo3pacTa, Tak KaK y JeTeil MepBbIX JIET )KU3HU OTEKU MOTYT ObITh HE BUJHbI
13-3a BBICOKOU TUAPOPHIBHOCTH TKaHEH );

O THIPOTOPAKC, ACIHUT, OOBIYHO MOSIBIISIONINECS MO3/IHEE, YeM NepuepruuecKue OTEeKH;

2.3J1a0opaTopHAas JHATHOCTHKA

Pyrunnbie maGopaTopHble HCCIENOBaHUSA (KIMHUYECKHA M OMOXMMHYECKUN aHAJIH3bI
KPOBU M MOYH) B IMATHOCTUKE KapAUTOB HeJI0CTaTOYHO MHpOopMaTuBHbI[1,2].

(Cuaa pexomengamuu 1; ypoBeHsb joka3zareiberB C)

KommenTapuu: usmenenus npu pymunHulX 00C1€008aHUAX HeCneyuuunbl U umerom
ouazHocmuyeckoe 3HaYeHue moNbKO 6 COYemaHuu ¢ KIUHUYeCKUMU OaHHLIMU U
OaHHBIMU QYHKYUOHANLHBIX uccaedosanui. [losviuwenue COD mooxcem ompadsxcamo
Hanuqyue CcucmemHo2o 3a001e6anus COeOUHUMENbHOU MKAHU 6 Kadecmee NnpUYUHbL

Muoxapouma.

PexomennoBaHo  uccneqoBaHue — OMOXMMHUYECKMX M HUMMYHHBIX  MapKepoB
MUOKapIMaTbHOTO TTOBPEKICHHUS.

(Cuna pexomenaanum 1; ypoBeHb goka3ateabHocTH B)

Kommenrapmii: uccredosanue mpononuna u e2o usoghepmenmos 6 ocmpuiil nepuoo
cuumatom @vicoxo ungopmamusnvim 1 (Tul, pechepencnvie eeruyunvr 0-1He/mn) u
mpononun T (TuT, pedhepencuvie senuyunvt 0-0,1ne/mn). [lpu omcymemeuu KiuHuyeckux
uw/unu KT -npusnaxos uwemuu, sozpacmanue yposwei Tl unu TuT 6 kposu ykasvieaem
Ha noepedcoeHue (HeKpo3) HEeKOPOHAPO2EHHO20 2eHe3d, MO UMeem 6adCHOe 3HaueHue
014 neduampuyeckoll U HeOHAmanbHOU NPAKMUKU U A61Aemcs 60aee Yy8CmeumenbHulM
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NPUBHAKOM Ol OUASHOCMUKY Muokapouma, yem kpeamungocgoxunaza (KOK) u u MB-
¢paxyus KOK (KOK -MB)[1,2,3]

Iosviuwenue ronyenmpayuu mpononuna | wru mpononuna T wnabarodaemcs npu
MUOKAPOUATLHBIX NOBPENCOCHUAX — PA3IUYHO2O 2enesd (6ocnanumenbHuiXx,
MPABMAMUYECKUX, UEeMULeCKUX U eunoxcudeckux). Ommeuaemcss npu MUOKapoumax,
cencuce U CUCMEMHOM BOCHAIUMENbHOM CUHOPOME, NPU PA3IUYHLIX UWOKOBbIX
COCMOAHUAX,  NpU  JIeKAPCMBEHHOU  UHMOKCUKAYUU — YUMOCMAMUKAMY,  Npu
MPABMAMUYECKOM — NOBPENCOCHUU  cepoya,  6KIYAs — Kapouoxupypeuro, — nocie
Ooepubpuinayuu, npu - OMMOPIICEHUU  CepOeyHO20  MPAHCHIAHMAmJ, npu
Kapouomuonamuu, npu XpOHUYECKUX CEePOEeYHOU U NOYEUHOU HeOOCMAmOYHOCMU, NpU
2UNEPMEH3UU C BbIPAICEHHOU 2unepmpoghueli 1e8020 JHceryO00uKd, npu OCMpOLl 1e20YHOU
amboruu ¢ Ouchynkyueu npagozo ucenyoouka. Taxum obpazom, onpedenenue
mpononunoe | u T npu omux cocmosHusx — Xapakmepusyem — Haiuuue
NPOBOCNANUMENbHO20  YUMOKUHUHOYYUPOBAHHO20 NOBPEHCOCHUs. U IHepeemudecKuil

oepuyum.

PexomennoBaHo wuccienoBaHME AKTMBHOCTH  jakrtarieruaporeHasel  (JIAI) wu
kpearuHdocoknnazpl (KOK) ¢ oTnenbHBIM HCCAEAOBAHHEM CEPACUYHOU (paKIuu
[1,2,3].

(Cuna pexomenaanuu 1; ypoBeHb go0Ka3aTebcTB B)

Kovmmentapuu: [losviwenue axmuenocmu JII' u  kKpeamungocgoxunasvi
He00CmamoyHo cneyuuuno, uawe ompasxdcaem AaKmMuGHOCMb U 2eHepalu3ayuIo
0bue2o ungeKkyuonHo2o npoyecca.

THosviuwenue axmusnocmu cepoeunvix uzogepmenmoe KDOK-MB (4-6% om ypoeus
K®K, unu menee Smxe/n), JIII'1 (om 14-26% om odowen axmuenocmu JIAI) u JIAT2
(om 29-39% om obweni akmuenocmu JIJ[I') 6onee cneyuguuno, ecmv 0anHvie 06 ux
nogvluleHul 8 ocmpotl gaze Muokapouma 00 yugp, conocmaguMvlx ¢ pe3yibmamamu

npu 0Cmpom uHgapkme Muokapodq.

PexomennoBano omnpezneneHue ypoBHS N-KOHIEBOTO (¢parMeHTa IMPOMO3TOBOTO
Harpuityperudeckoro nentuaa (NT-proBNP), kak crierududeckoro mapkepa CH [1,2].
(Cuna pekomenanuu 1; ypoBeHb 10Ka3aTeJbCTB A)

KommenTapuii: Vpogenv 200 ne/mn npunam 6 xauecmsee nopoco6o2o 014 OUa2HOCMUKU

KapouanibHot namoao2uu.
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JIyist BBISIBJICHUSI STHOJIOTHYECKOTO (haKTopa MUOKapAUTa PEKOMEHIOBAHO MPOBEICHUE
CEPOJIOTHYECKOTO  OOCIEJOBaHUs, TPU HEOOXOAMMOCTH  OaKTEPHOIOTHYECKOTO
o0cie1oBaHMsl, a TAKXKE MOJIEKYJSIPHO-OMOIOIrMUECKOTO HCCIeI0BaHus (TIOIMMEepa3Ho-
nennoit peakuuu (ITHP)) CH [2,3].

(Cuna pexomenaanuul; ypoBenn gokazareiabcTs C)

Kommentapuu: [locesvl kposu u Opyeux OU0I02UMECKUX JHCUOKOCMel (8 YacmHoCmu,
nepuKapouaibHo20 8bINOMA), ceponouyeckue u UMMyHogepmenmuvle memoosl (MDA
u II[P) nossonaiom ¢ mou uiu UHOU CMENeHbi0 MOYHOCU YCMAHOBUMb
OAKMepUuanbHy0 Ulu 8UPYCHYIO0 dMUOI02UI0 00We20 UHPEKYUOHHO20 Npoyeccd, HO He
gcec0a COOMBEeMCMEYIOM NPUYUHHBIM — hakmopam muokapouma. JlocmosepHvim
cnocobom onpeoenenus dMUOI0UL MUOKAPOUMA ABNAEMC 0OHAPYIHCEHUE 8UPYCHO20
2eHOMA 8 MKAHU MUOKAPOd, NOJYYEeHHOU NpU IHOOMUOKAPOUAILHOU OUONCUU, OOHAKO

PYMUHHO 8 KIUHUYECKOU NpaKkmuke OanHbvlil Memoo e npumensemcs [1, 4].

PekoMeH10BaHO BBbISIBJICHHME XPOHHMYECKOro o4yara HHGpeKumuum (XpOHUYECKHUI
TOH3W/IJIUT, CHHYCHUTBHI, NATOJNOTUS TOJOCTH PTa, XOJCIUCTHUT), SBISIOLIETOCS
HCTOYHUKOM JUIMTEIIbHONH WHTOKCHUKAIMM M CCHCHUOMIM3ALMH, ITOTEHI[MAIbHBIM
WUCTOYHUKOM HH(EKIUU MHOKapaa (0COOEHHO TOH3WJUIOTEHHOM), IOIMOJHUTEIBHO
poBoAsATCs uccienoBanus anTuctpentonuzuHa-O (ACJIO), moceBsl U3 HOCOTJIOTKH U
KHUILIEYHUKA C uAeHTU(UKAIUed ¢GIopsl U OmpeaereHueM €€ YyBCTBUTEIBHOCTH K
AHTUMHUKPOOHBIM rpenaparam [3].

(Cuna pexomenaanuu 1.ypoBeHb qoka3arejibeTs C)

2.4 UHCTPpYMEHTAJLHAS JHATHOCTHKA.

PexoMeH0BaHO NpOBECHHE peHTTeHOTrpad K OpraHoB rpyaHoin kietku [1,2,3].

(Cuna pexomeHnaanuu 1; ypoBeHb 10Ka3aTeNLCTB A)

KommenTapuii: onpedensemcs ysenuuenue pasmepog cepoya (¢ yeeruuenuem
Kkapouomopaxanvho2co unoexca (KTH) > 0,5, npu xapouomecaruu - > 0,6-0,7).
XapaxmepHo uzmeHeHue KoH@ueypayuu cepoya (namoaocuteckoe pemooenuposatie)
CO CeNadMCeHHOCMbl0 KOHMYPO8 U pazeumuem cgepuuHocmu («uapoodopasHocmuy),
MO2ym OnpeoenamvCs NPU3HAKU 8EHO3HO20 3ACMOs 8 1e2KUX, YMEPEHHbIU NIeBPaAlbHblll

eblnomi.
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PexomennoBano mpoBeneHue snekrpokapauorpadun (3K B mokoe u mpoBeneHue
XonrepoBckoro MouutopupoBanus) [1,2,3].

(Cuna pekomeHanuul; ypoBeHb 10Ka3aTeNILCTB A)

KommenTapun: cuuoicenue eonvmasca 3yoyos QRS; ewipasicennocms npusmnaxos
nepezpy3ku  (eunepmpoguu) nesvlx 0moenos cepoya BapuadenvHda;, NPUHAKU
nepezspy3ku 00oux npeocepoutl u npaso2o AHCeIyOOuKa cepoyda, Ommedaomcs
npexooawjue HecmoliKue Hecneyuguueckue uU3MeHeHUs penoiapu3ayuu 6 6uoe
Ooenpeccuu ceemenma ST, npu couemanuu c nepukapoumom - 6 6ude noovema
ceecmenma ST Oonee uem 6 3-x omeedeHusX, a Makdce YMeHbUleHUEe AMNIUMYObL,
uzoanekmpuuHocms, umneepcuss 3yoya 1. Ilcesdoungapkmuvlie uzmeHeHus u
BbIPAdNCEHHBIE NPUSHAKU CYOIHOOKAPOUANLHOU UUEeMUU MOo2ym Oblmb NPUSHAKAMU
KOpOHapuuma.

Pannumu npusnakamu mocym s61amecsa pasnuunsie 6U0bl HAPYUEHUL NPOBOOUMOCMU 8
sude 610ka0 noocex nyuxa luca, ampuosenmpukyispuoix 6nokao [1,2,3] (ypoBeHb
nokazatenbets C).

Y 60% oemeii pecucmpupyromcs napyuwienus pumma 6 suoe dIKCmpAacucmonuu, pexce -
NApOKCUIMANbHOU maxukapouu, mpenemarus npeocepouii. llossnenue
9KCMPACUCTONUU B8bICOKUX 2PA0ayull, JHCeryOOUKOBbIX APpUMMULL, AIOPUMMULL NpU
BLIPAJNCEHHOU OUCHYHKYUU MUOKAPOA NPOSHOCMUYECKU HeOIa2oNpusimuo, uHo20d
apummus moxcem Oblmb eOUHCMBEHHbIM NposeieHueM muokapouma. Ilamonocuueckue
usmenenus OKI 6 ocmpom nepuoode Obicmpo U3MEHAIMCs, 4acmo co4emaromcs, npu

6ﬂa€0npuﬂMHOM medeHUuuU mocyn noJjlHoOCmbvio HUeejiIupoeambsCsi.

PexomennoBaHo mpoBelieHHE dXoKapauorpaduu ¢ gomnmiaeporpapueil ais BbISBICHUS
JIUIAaTallM TOJOCTEH cepAlla ¢ HapylIeHHeM COKPAaTUMOCTH MHOKap/a, JIOKalbHBIX
THITIOKUHE30B, IPU3HAKOB OTEKa MHOKap/a mpu ocTpoM Muokapaute [1,2,3].

(Cuna pexoMeHaanuu 1; ypoBeHb 10KAa3aTeIbCTB A)

KommenTapuu: Ilpu evicokou ocmpome npoyecca meHvule 6eposimHOCMb OULAMAYUU
nonocmeti cepoya (yposenv Ookazamenvcme C). Obpamumas KOHYEHMPU1ECKas
eunepmpous JDK ¢ Hapywenuem e20 J10KANbHOU COKPAMUMOCMU BCAEOCMEUE
UHMEPCMUYUATIbHO20 omeKka Habatodaemcs y 15% bonvublx, uawe npu @yibMuHAHMHOLU
popme (yposenv ookazamenvcmes C), u peepeccupyem 6 meueHue HeCKOIbKUX MeCAYes Ha

Gone adexsammuol KOPMUKOCMeEPOUOHOU Mepanuu.
PexomenoBaHo npoBeeHNE MarHUTHO-pe30HaHCcHOM Tomorpaduu (MPT) [1,2,3,4].
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(Cuna pexomMeHaanuu 1; ypoBeHb 0Ka3aTeIbCTB A)

Kommenrapun: Crnocobnocms ycunennou xkoumpacmom MPT oOuacnocmuposams
paziuynvle  opmMbl  BOCHANUMENbHBIX — 3A0071e6anUll  cepoya XOpouio  OOKA3AHA
MHO2OUUCTIEHHbIMU ucciedosanuimu. Hcnonvzosanue 6 kauecmsee konmpacma npu MPT
npenapamos na ocnose 2adomunus (GA-DTPA), ob6radarowezo cnocobrocmoio
AKKYMYIUpOBAmMbCs 8  BOCHANUMENbHOM — MKAHe8OM  cybcmpame, — yeeaudugaem
ouazHocmuyeckylo 3nauumocms memooa. @Doxanrvnoe ycunenue MP cuenana 6
COUEMAaHUU C PeCUOHANbHbIM 2UNO- UIU OUCKUHE30M, @blsigieHHoe npu MPT ¢ oanubim

KOHmMpacmom, npu3HarHo 000m06€prlM NpU3HaAKom MuOKapduma.

Hanmuue He menee nByx u3 MPT-kpuTepueB IMarHOCTUKA MUOKApIAHTA, TPEITIOKEHHBIX
KaHajackoi pabouerr rpymmoi, (Lake Louise Criteria) Ha (¢(oHE KIMHUYECKON
CHUMITTOMATHKH TO3BOJISIET TUArHOCTUPOBATh MuoKapaut [1,2,3,4].
(Cunua pekomenanum 1; ypoBenb aoka3areabcTs C)
Kommenrapuu: Ilpeonoowcennvie xkanaockou paboueu epynnou MPT-xpumepuu
ouazHocmuxu muoxkapouma (Lake Louise Criteria) exnouaiom:

1) nokanvroe unu oughghysnoe ycunenue unmencusnocmu T2-cuenana;

2) ysenuueHue omHouleHuss uHmeHcusHocmu panuezo T1-cuenanra om muoxapoa K
CUCHATLY OM CKETIeMHbIX MblLLULY,

3) suzyanuzayuio Kaxk MUHUMYM OOHOU 30Hbl C NOBLIUEHHbIM HAKONIEHUEM
eadonunus Ha  omcpoueHHvix  T1-836euieHHbIX  U300PAdCEHUAX, UMO  MOdNCem
CBUOEMENbCIBO8AMb O HEKPOMUYECKUX UTU PUOPOZUPYIOWUX USMEHEHUAX CepOeyHOU

MblUdlybl.

PexoMeH10BaHO MPOBEICHNE PaAMOHYKIHIHBIX METOIOB HccneaoBanus [1,2,3,4].

(Cuna pexomenganuu 1; ypoBeHb 10Ka3aTebCTB B)

Kommenrapmii: Cyunmuepaghus muokapoa ¢ mexueyuem no3eo.isem Gbuls8UMb 30HbL
eunonepgysuu  npu  UHMAKMHBIX KOPOHAPHLIX apmepusix. Bovisenenue npusHakos
BOCNAIUMENILHO2O — NOBPENHCOEeHUsI  MUOKAPOd, 6 MOM  Hucie  JeuKOYUumapHulx
UHDUILMPAMO8 6 MKAHU NPU NPOBEOCHUU CYUHMuUepapuu ¢ maiiuem, no360Jasem
npeononodcumes  mexkywuu  muokapoum  [1,2,3].  Oonogpomonnas  smuccuonnas
momozpagus u NO3UMPOHHO-IMUCCUOHHAS MOMOZPAPUA OOCMAMOUHO UHDOPMAMUBHDL
0151 OuGhhepeHyuanbHol OUAeHOCMUKU 00PAMUMBIX (80CNATUMENbHBIX U UUEMUYECKUX)
U HeoOpamumuvlx (0ecmpyKmueHblX) MUOKAPOUATbHBIX USMEHEeHUU. Dmu HeuHB8A3UBHble
Memoobl  UCHONBL3YIOMCA 8  NeOUampudeckol Npakmuxe Oas  YMOYHEHUs  UlU

YCMAaHOBIeHUs OUACHO3A.
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e [lpoBeneHre  HMHBA3WBHBIX  METOAOB  HMCCIEAOBAaHMS: KareTepusanus  cepnla,
KOpoHapoaHruorpadus, TpaHCBEHO3Hasi SHIOMUOKapAuaabHas Ouorcusi B ocTpoil (ase
3a00JeBaHMs HE PEKOMEHAYEeTCS U3-32 BBICOKOTO pHUCKAa TPOMOOIMOOIMYECKHX
OCJIOKHEHUH, acucToiuu u pudpuusiimu[l,3].

(Cuiia pexomMeHaanuu 1; ypoBeHb 10Ka3aTeabCTB B)

KommeHTapuu: memoouku ucnonwv3yromcsi no cmpo2um NOKA3AHUAM, NPU VIYYUleHUuu
KAUHUYECKO20 ~COCMOSAHUS, OMHOCUMENbHOU KOMNEHCAyuu KpoeoobpaujeHus, npu
OMCYymcmeuu  UMMYHO-OUOXUMUYECKUX — MAPKEPO8  OCMpPOo20  MUOKAPOUATLHO2O

l’lOGp@Dde@Huﬂ, 6HEe oCcniponbl npoyecca.

e DHJOMHOKApAMAJIbHYIO OHOICHI0 PEKOMEHIOBAHO K IMPOBOAUTH IO CIEAYIOIIUM

MOKa3aHHSIM

(1) BmepBbic BO3HUKINAsA, HeoOBsicHuMmass CH, MpoAOKHTENBHOCTRIO < 2 HEIelb C
HOPMaJIbHBIMU pa3MepamMu Wi auiatupoBaHHeiM JDK m remMommHamMuuecKuMH
HapymeHusimMu [1,3]

(Cuna pexomenganum 1; ypoBeHb 10Ka3aTeabCTB B)

u

(2) BmepBbie Bo3HUKIIAs, HEOOBsicHUMass CH, MpoOI0IKUTEILHOCTRIO OT 2 HEAenb 10 3
mecsieB ¢ nunatupoBanaeiM JOK, He momnaromasics iedeHuto B TedeHue 1-2 Hemenb
v 1pu passutud JKT, AB - 6iokazst Il - 11l crenenu [1,3]

(Cuna pexomenaanuu 1, ypoBeHb 10Ka3aTesibeTB B)

KommenTtapum: npu oyenxe pe3yibmamog Ouoncuu, Kax Hpasuio, UCHOLb3YIOMCS

Hannacckue (1986 2.) mopgonocuueckue ouacnocmuueckue Kpumepuu OuaeHOCMUKU

MUuokapouma

Tadauua 4 - Jlannacckue KpUTEpUU TUCTOIOTUUECKON TUATHOCTUKH MUOKAPINUTA.

OmnpeneneHHbIH BocnanurenbHas MHOUIBTpaLMs MHOKapJa C HEKPO30M W/HWJIM JereHeparus
MUOKapAUT MPUIETAOIINX MHOLIMTOB, HE XapakTepHas I HIeMIueckux nsmenenuit nmpu bC
BeposThblit BocnanutenbHple WHQUIBTPATHl JOCTATOYHO PEAKH, JHUOO KapJUMHOLMUTHI
. HHQUIBTPUPOBAHKI JeHKoIUTaMu. HeT yyacTKOB MHOIIMTOHEKPO3a. MHUOKapauT HE
MHOKapAUT
P MOJKET OBITh TUAarHOCTHPOBAH B OTCYTCTBHE BOCTIATIECHUS
Her HopmanpHsiii MHOKapI WU NIaTOJIOTUYECKHE U3MEHEHUs TKaHU
MUOKapauTa HEBOCHAJIUTENBHON PUPOIBI

B pexomenoayusx Anonckoeo rapouonoeuuweckozo odowecmea (2009) npusoosmcs
Kpumepuu oCmpo20 MUOKAPOUMA NO OAHHLIM OUONCUU IHOOMUOKAPOA, YKA3bIBAEMIC S,
4Umo BbINOJIHEHUe IHOOMUOKAPOUATbHOU OUONCUU OMHOCUMENbHO 0e30NaACHO V Oemell
cmapwe2o o3pacma [4].

Tabauua 5 - Kpurepuu octporo MuokapauTa npu Ouorcuu saaomuokapaa (2009).
21



JnarsocTnyecknue KpUTEpPHH OCTPOr0o MHOKAPAUTA MPU OMONCHH JHAOMHOKAPAA

1. B I/IH(l)I/IHLTpaTe OOJIBIIOE KOJMYECTBO OOJNBIINX WM MAalbIX MHOTOSIACPHBIX KIIETOK (I/IHOFL[a C
MOSIBIICHHEM HEOOJIBIIIOro Yncia HOHHMOpCI)HOH,Z[epHLIX JICHKOIIUTOB U MHOTOSAAEPHBIX THTAaHTCKUX KHeTOK)

2. Paspymenne, ciusiHAE Kap ANOMHOIIMTOB

3. UHTepcTunmanbHblil OTEK

Veepenno nocmageums ouasno3z Muokapouma no pe3yiomamam OUONCUU MOXCHO MOTbKO
npu HanuYuYu 8 buonmame 80CNAIUMENbHOU UHOUIbMPAYUU MUOKAPOA U/UTU HeKpPO3a U
oezenepayuu npuiecalowux Kapouomuoyumos. Eciu numgoyumapnas un@uibmpayus
nepcucmupyem 6 oOuonmame, KOHCMAMUPYIOM HPOOOIHCAIOWUTICA MUOKAPOUM, eCiu
uHpUILMPAYUA 3HAUUMENTLHO YMEHbUIAEMC A CO 8PeMeHeM WU ucyesdaem, 2080psam O
Paspelaowemcs Ui usieyeHHom muokapoume. Iomumo mexuuyeckux ciojicHocmel,
B03MOICHO NOTYYEHUE TIOHCHONOTONCUMENLHBIX U IOHCHOOMPUYAMETbHBIX PE3VIbIMAMOS.
Hecmompsi  na  evicokyro  ungpopmamusHocms, Ouoncusi muoxapoa y oemeli
NPUMEHAEMCS 02PAHUYEHHO.

2.6 InddepeHnnadLHbIA ANATHO3

o) Omcymemesuem cneyughuueckux OUAZHOCMUYeCKUx Kpumepues, cXxo0Cmeo KIUHUYECKUX
NPOSBNEHUl CEPOEYHO-COCYOUCTOU U ObIXAMENbHOU HEeOOCMAmMOYHOCMU, 0CODEHHO HA (oHe
2EHePANU308AHHOU UHMDEKYUOHHOU NAMONOSUU 3ampPYOHsem OUACHOCMUKY MUOKAPOUMO8.
Panusaa manugpecmayuu (6 mom uucie y HOBOPONCOEHHBIX) PAIUUHBIX (OPM BDPONHCOCHHBIX
Kapouomuonamuil,  3a0071e6aHUll  MUOKAPOA — HEU36eCMHOU  SMUOLO2UU  (BKIOUAs
IHOOMUOKAPOUATbHBIL PUOPOINACMO3), 8 2eHe3e KOMOPbIX Hapsady ¢ Opyeumu gaxkmopamu
bonbuoe 3HaveHue npuoaemcs UHpeKyuu 8 paHuem hemaibHoM nepuooe.

o  Ilpu ougpouacnocmuxe c uouonamuueckou ounamayuonHou kapouomuonamueti (JIKMII)
pewaioujee 3HAYEHUe umeen HOCMENeHHOe PA3eumue CUMNIMOMO8 3ACMOUHOU CePOeyHOl
He0OCMAamoyHOCmu, OMCYMCmeue Uil MUHUMATbHbIE 1a00pAmMOpHble NPUSHAKU BOCNANEHUS,
omcymcmaue d¢hgexma om npomusosocnanumenvHol mepanuu. Hecmomps na cywecmsyowue
Kpumepuu OUAeHOCMUKU MUOKAPOUMO8 U Kapouomuonamui (3a001e8anuti Muoxkapoa
HeusgecmHuol smuonozuu, no onpedenenuto BO3), ouggepenyuanvnaa ouaznocmuxa 2mux
COCMOAHUL, 0COOEHHO ) demell Nep8o2o 200a MHCU3HU, OYEHb CNLONCHA, MAK KAK MeHCOy HUMU
cywecmeyem He  MOAbKO KIUHUYeCKoe U NamozeHemuyeckoe, HO u Mopghonozuyeckoe
cxo00cmao, obwHOCMY NeKMpoKapouoepapuueckux u axoxapouozpaghuyecKux
xapakmepucmux. IHOOMUOKAPOUANbHAA OUONCUS MUOKAPOA, NOKA3AHHAS 6 JMUX CIYYdsx,
yacmo (Ho He 8ce20a) NoOmMeepAHcOaem OUACHO3.

o Hugpdepenyuanvnas ouacnocmuxa peemamuieckux u HepesMamuieckux MUoKapoumos

OCHOBAHA HA UCKTIOYEHUU PeBMAMUYecKol TUxXopaoku, Habmooarouelica y oemetl cmapuie S5-1
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nem. XapakmepHvl Haiuyue C8A3U  MaHugecmayuu  MUOKApOUmMa ¢ NepeHeceHHou
CMPenmoKoKKOB8oU UHGheKyuel, umerom Mecmo IKCmpaKapouaibhvle nposeileHus — aHyIApHas
cvinb, apmpaneuu, noauapmpum, xopes. /s pesmamuyeckoeo Muokapouma He xapaxmepHa
Kapouome2anus U BblPANCEHHAsT MUOKAPOUAIbHASL HeOOCMAmMOYHOCHb, YACMO 8 Npoyecc
B0BIIEKAENICSL nepuxapo, pao Modicem 0OHAPYIHCUBAMBCSL dedpopmayus
AmMpUOBEHMPUKYIAPHLIX — KIANAHO8, 8  OdlbHeluleM  (QopmMupylomecs NnopokKu  cepoya.
ObHapyxcugaromes 1a60pamopHvle UMEHeHUs, MUnUYHble OaA OCMPOU pPesMAamuyecKoll
auxopaoku (neuxoyumos, nosviwernue COD, evicoxue mumpvr ACJIO, CRP, aumuecen p-
2eMONUMUYECKO20 CIMPENMOKOKKA epynnvl A), npu 6axmepuoiocuteckom uccie008aHuu MasKka
Uz 3e6a ModxCcem 6bl0eNaMmbCs [-2eMOIUMUYecKull cmpenmokokk epynnvl A. XapakmepHoi:
omuemauBas  YCMouuusas — NOJONCUMENbHAS — OUHAMUKA — NPUSHAKO8  OeKOMNEeHCAyuu
Kposooopawenusi, usmenenuit OKI, nuxeuoayus nepuxapouaibHo2o 6ulnoma Ha @Qone
NPOMUBOBOCNATUMENLHOU U AHMUOUOMUKOMEPANUU.

o  Muokapoumel HOB0pOJCOEHHLIX ¢  Kapouomez2anuel, YUAHO30M, mMaxuxapouetl,
oexomnencayuell Kposooobpaujerus 00CMAmoYHO CILOACHO Oughghepenyuposams ¢ Opyeumu
Kapouome2anusimMu HOBOPOICOECHHBIX, XOMsl MO GAINCHO O/l HA3HAYEHU A0eK8AMHOU
mepanuu u onpeoeiienus. NPocHo3a 3abonesanus. B eenmese paziuyHvix Gopm 8poICOeHHbIX
KapOuoMuonamutl U 3H0OMUOKAPOUATILHO20 (PUOPOINACMO3a HAPAOY ¢ Opyeumu pakmopamu
bonvwioe 3Hauenue npuoaemcs uHgekyuu 6 pamHem hemanvHom nepuode. Jloboe
UHMeEpKyppeHmuoe 3a00ieéanue y pebeHKa epyoOH020 803pPACMA MOJCem CMmams mpueeepom
Manugpecmayuy SMux 8POAHCOEHHBIX 3A001e8AHULL.

o Ouoomuokapouanvuuiti uoposnacmosz (P3) — epodcoennoe 3abonesaHue HesACHOU
IMUONIO2UU, — HAYUHAIOWeeCs 60  BHYMPUYMPOOHOM — nepuode,  Xapaxkmepusyroueecs
SHAYUMENbHbIM  YMOIWeHUueM 3H00Kapoa, o00YClosleHHbIM Gudpo3om, Kapouomezaiueu u
3acmotiHoll cepoeunoll Hedocmamoynocmoio. Cuumaemcs, 4mo GubpoINAcmos He AGI1emcs
camocmosmenvHbiM 3a001e8anuem, a npedcmasisiem coOol Hecneyuguueckyro peaxyuro
9HOOKApOa Ha 000U MUOKAPOUATbHBIL cmpecc, 8 Kauyecmee KOmMOopo2o MO2Ym 6blCIYnams
2eMOOUHAMUYECKUe Nepespy3KU U3-3d BPONCOCHHLIX NOPOKO8 cepoyd U CoCyo008 U Ux
couemanuil, 8UpPyCcHvle Ui OAKMEPUATbHbIE A2eHMb, 2eHemudecKue abeppayuu, SUNOKCUs,
Kapouomuonamuu u m.0. Kiunuueckue nposenenus eapvupyiom. Ha nepsom niane cmosm
Kapouome2anusi U paHo NOAGIAIOUASCS OEKOMNEeHCayus KpOBOOOPAWEHUsL ) HOBOPOHCOECHHDIY,
yawe - y Oemetl epyoHoeo eospacma (00 6 wmecsyes). [lpusnaku msdicenon 3acmouuHol
He0OCMAamouHOCmu  MO2Ym  pa3eueamvCs Yy panee KIUHUYECKU 300p06020  pebeHKa,

Manughecmayusi u NPoOSpPeccUuposanue Moxcem OOHAPYHCUBAMbCA HA DoHe pPeyuouUsUPYIOUUX

23



necoynvlx unghexyuti. Cumnmomol 3a001€6aHUsL MOZYN HOCUMb NOCMOAHHO NPO2PECCUpyouull
xapakmep unu npomexkams ¢ nepuooamu pemuccuu. Ilpoeno3 nebaazonpusmen.

o  Heunghexyuonnvie xapouomezanuu HOBOPOICOEHHbIX — NPEOCMABLEHbl OCMPbIMU
YepeopoKapOUANbHBIM U KAPOUONYIbMOHAILHLIM CUHOPOMAMU, APOHUYHBIMU BPONHCOECHHBIMU
NOpoKamu cepoya u 2emepo2eHHOU 2PYNNOU 2eHeMUYECKUX U 8PONCOCHHBIX 3a001e6aHUll
(enuxocenosnas kapouomeeanusi- 6oneswv Ilomne wiu enukoeenos || muna, mumoxonopuanvhas
NAMONO2US, BPOIHCOEHHbIE MUONAMUL U NPOSPECCUPYIOUJUE MblUetHble OUCPOuLL), Smu 3a601e6aHUs
Xapaxmepuzyiomesi OXuM HPOSHO30M.

o) Tpanzumopnas uwemust MUOKAPOA HOBOPOICOEHHBIX (NOCMSUNOKCUYECKUNl CUHOPOM
oezadanmayuu  CepOeyHO-COCYOUCMOU  Cucmemsl,  YepebpPoOKapOUAIbHbIlL — CUHOPOM)
paszeusaemcs Ha  oHme  HeBPONOUYECKUX  IKBUBANICHMO8  NEPEeHEeCeHHOU  SUNOKCUU,
KapOUONyIbMOHAIbHBIU CUHOPOM Ul ocmpoe fe2ounoe cepoye (cor pulmonalis acutum) npu
PECRUPAMOPHOM OUCIPECC-CUHOPOME, TPU MHONCECIMEEHHBIX AMETeKMA3ax 8 603PACHE HECKOIbKUX
OHell.

o K epoocoennvim nopokam cepoya (BIIC) u cocydos c xkapouomezanueti, HO 0e3
BbIPAINCEHHOU AYCKYIbMAMUSHOU CUMNIMOMAMUKY, OMHOCSIMCSL AHOMATIbHOE OMXONCOEHUE 1e60l
KOPOHAPHOLU apmepuu om 1e204Hol apmepuu, cunopom Branoa-Yaiuma-I'apnanoa (Bland-White-
Garland), wuzonuposannas roapkmayuss aopmoei, noanas gopma o0bwe2o OMKpHIMO2o
ampuoBeHMpPUKYIAPHO2O KAHALA, OedeKm MeHCnpeocepoOHol nepe2opooKU, MOmAalbHblll Ul
YACTUYHBLL AHOMAILHBIIL OPEHAJIC e20UHbIX 6¢H. Bozmooicna kapouomeeanus, ceés3aHHas ¢
apummozeHHoU Kapouonamuet npu gemanvHulx apummusix. OCHOBHLIM 6 UCKIIOUEHUU 8CeX
6uoos agonuunvix BIIC  sasnsemca Oxo-KI'  uccnedosanue, makace HeoOX00UMbl
NYIbCOKCUMEMPUSL HA BEPXHUX U HUNCHUX KOHEUHOCMAX Y HOBOPOICOEHHBIX (015 OUACHOCIUKU
Koapkmayuu — aopmel U Opyeux  OVKMYC-3A6UCUMbBIX  NOPOKOB),  UHGDOPMAMUEHDL
anekmpoxapouozpagpuieckue uccieoosanus (0ns cunopoma baanoa-Yaiima-I'apnenoa).

o  Apummocennas ouchyHKkyus Muokapoa ¢ NPuHaKamu HeooCMamo4HOCmU MUOKApoa u
ounamayueti xamep cepoya pazeusaemcs 'y 15-80% 6onbHbIx ¢ XpOHUUECKUMU
maxuapummusamu  (IKMONUYeckou npeocepoHol maxukapouel, npeocepOHO-4Cey00UKOB8O
maxuxapouet,  JHCcery0ouKo8ol  maxuxapouel, XpPOHUYecKou  GopMol  mpenemanus
npedcepouti). bonee evicokuil puck pazeumus apuMMOSEHHOU OUCHYHKYUU MUOKAPOA
HaO00aemcss npu CMadUIbHO BbICOKOU HACMOMe CePOeyHO20 pUmMa 6 MmedeHue CYmoKk.
Cmenenv oucgynxkyuu eapvupyem om ymepennou ounamayuu JDK 0o 3nauumenvroeo
pacuiuperus Kamep cepoya no muny CUHOpoMa OULAMAyUOHHOU KapOUOMUONAMUU C PEe3KUM
CHUJICEHUEM  COKPAMUMOCMU  MUOKAPOd, — BbIPANCEHHBIMU NPUSHAKAMU — XPOHUUECKOLUL

cep()etmoﬁ Heoocmamoyunocmu. Penmeenonocuueckas KapmuHha Hecneb;ud)uqya. Omcymcmeue
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SAGHOUL CB53U C NEPEHeCeHHOU UHGeKyuell, HOPMAbHble 3HAYeHUs ULU YMePEeHHOe NOBblULeHUE
VDOBHSL OUOXUMUYECKUX MAPKEPO8 MNOBPENCOCHUs MUOKAPOd, NOCMENneHHoe, HO 0080bHO
ovicmpoe (2-4 Hedenu) nosviulenue pakyuu 8vIOPOCA U HOPMAIU3AYUS NOJOCHeEl cepoyd
nocie YCMmpaweHus apummuu NnoOmeepiHcOarom npeonoiodiceHue 00 apummMOSeHHOM 2eHe3e
Kapouome2anuu u OUCHYHKYUU MUOKAPOAQ.

o  Jleekue ¢hopmul muokapouma y Oemeti WKOIbHO2O B03PACMA U NOOPOCMKOE Cledyem
oughghepenyuposamv ¢ muokapouooucmpogueii. Ha Goune 6ecemamueHoOl OUCHYHKYUU,
0COOEHHO NpU HAAUYUU HAOHCETYOOUKOBOU IKCMPACUCMONUU, KAPOUAISUYECKO20 CUHOPOMA.
I nasHviM omauyuem a61semes Omcymcemeue KapoOuoMe2aiuu u cepoedtol HeOOCmamo4HoOCmu,
omcymcmeue NOGblUEHUsL YPOBHA OUOXUMUYECKUX MAPKepOo8 MNOBPeHCOeHUs MUOKApOd,
Hanuuue APKUX 6e2eMamueHbIX HAPYUIeHUU CO CMOpPOHbL Opyeux opeanos u cucmem. OKI -
UBMEHEeHUsl, KaK Npasuio, ucie3arwm Ha @oue usuueckoi HazpysKu (6 omauyue om

MUoKapouma,.

3. Jleuenue

3.1 KouncepBaTuBHas repanus

Hemeouxamenmosnoe neuernue

e PeKOMEHJOBaH IOCTENBHBIA peXuM (2-8 Hemenmp B 3aBHCUMOCTH OT  TSDKECTH
3a0oneBaHus) ¢ e4eOHON (U3KYIbTYPOH U AbIXaTeIbHOW T'MMHACTUKON 0€3 yCHUIHUs 10
paspereHus octpoii passi [2,3,8].

(Cuna pexomenaanuu 1; ypoBenb gokazarebcrB C)
KommenTapmii: unmencusnas ¢usuueckas Haepyska cnocobcmeyem —YCUNEHUIO
gocnaneHus u Hekposa (ypoeenv Ookazamenvcme C), yeenuuugaem pucKk 6He3anHoll

cepoeynoti cmepmu (ypoeenwv doxazamenvems C),;

e PeKOMEHOBAHO MOJHOIIEHHOE PAalMOHAIBLHOE MHUTAHHE C JOCTATOYHBIM KOJHYECTBOM
BUTaMUHOB, MUKPOAJIEMEHTOB, O€JIKOB, MPO- U MPEOMOTUKOB, OrPaHUYEHUEM TIOBAPEHHOM
comu (o 1-1,5 r y nereii crapiirero Bo3pacra) [2,3].

(Cuna pexomennanuu 1; ypoBenb noka3areabcTB C)

e [luTbeBOll pEXUM pPEKOMEHIYETCS KOHTPOJIUPOBaTh Auype3oM. OO0beM BBITUTOTO
pebenkom pomkeH ObITh Ha 200-300 Mi1 MeHbIE BBIJICIEHHOTO 332 CYTKH, COCTaBIISS B
cpensem ot 400 1o 600 MJI/CyTKH y eTel MepBbIX JIeT xu3Hu [2,3].

(Cuna pexomenaanuu 1; ypoBenb gokazarebcrs C)

Meouxamenmosnoe neuenue
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Pexomenpayercs STHUOTPOITHAS Tepanus uH(pEKINH, MOJITBEPIKICHHOU
OAKTEpUOIIOTUYECKUMU U CEPOJIOTMYECKUMH HUCCIIEJIOBaHUSAMU (aHTHOAKTEpUallbHas,
NpOTHBOBUpYCHAs) [4].

Pexomenpayercs neuenne CH (cM. KIMHHYECKHE PEKOMEHIAIMHU MO Teparnuu OCTPOU U
xponnyeckoit CH) [1,2,3,4].

Pekomenayercss mnpoBeAeHHE UHAMBUAYAIbHO OOOCHOBAaHHOW MAaTOr€HETUYECKOM
Tepalnuu.  MPOTHBOBOCHAIUTEIBHOW  (MMMYHOCYIIPECCHBHOM),  aHTH(EPMEHTHOI,
AQHTHUKOATYJITHTHOH, IE3MHTOKCUKAIIMOHHOU, MMyHOTepanuu[1,2,3,4].

[Ipy HamuuUM SIEKTPOJIUTHBIX HAPYIICHWH HeoOXoauma WX Koppekmus (1o
CTaHJIaPTHBIM IIPAaBUIIAM).

PexomenoBaHO Ha3HAuYE€HHE AHTUOAKTEPUAIBHOW TEpaNMM IpenapaTraMu IIHPOKOTO
CHEeKTpa B CTaHJAPTHBIX [O3UPOBKAX (dalle 3alMIIEHHBIMU TEHUIWUIMHAMH, B
COYeTaHWH ¢ aMUHOTIMKOo3uaamH, redanocnopudamu I, 111, 1V nokonenus) B TeueHue
2-4 Henenb, TaK KaK MPUYMHOM MHOKApIUTAa MOXKET OBITh BHUPYCHO-OaKTepUaTbHAS
accoluamnusi, a TaKke i1 NPO(UIAKTHKHA OCIOXHCHHA B pPaHHEM BO3pAacCTe; IPHU
MOJO3PEHUH Ha HHAOKAPAMUT, Jajee KOPPEKIUs Tepanuu MO JaHHBIM pPe3yJlbTaToOB
moceBoB [2,4].

(Cuna pekomennanuu 1; ypoBenb noka3arejbcTB C)

[TporuBoBupycHas Tepanus. [IpoTuBoBUpycHas Tepanus 3PpQPEeKTUBHA TOIBKO B MEPHOJ
HETIOCPEJICTBEHHOTO MPOHMUKHOBEHUSI BHpPYyca B OpPraHW3M HIIM BCKOpE Mocje 3Toro. B
HaCTOsIIIee BpeMs MMPOTHBOBUPYCHBIE CPEJICTBA HE PEKOMEHIOBAHBI K MCITOJIL30BAHHIO B
JICYEHHH OCTPOro MHOKapauTa [3].

(Cuna pexomeHnaanuu 2; ypoBeHb 10Ka3aTeabcTB C)

KommenTtapum: [lpu 0oKyMeHMUpo8aHHOU 6UpYyCHOU SMUONOSUU 2eHEePATUZ08AHHOO
UHEKYUOHHO20 npoyecca, HA hoHne KOMOopo2o N0003pesaemcs nopaxcenue Muokapod
(npu omcymcmeuu OaHHbIX OUONCUU MUOKAPOQA), MO2YM UCNOIb308AMbBCAL:

o npu eepnemuueckotl ungexyuu ayuxnosup™ (Koo ATX: JOSABOI) 60 me/ke/cymku 6

HEOHAmMAbHOM nepuooe 6/8 kaneibHo 3 p/Oenb He menee 14 Oueii, demsam om 3 mec

00 12 nem — no 5 me/ke (250 me/m* nosepxnocmu mena), per 0™ y demei
cmapwe 2 n1em no 200 me 4 pasa 6 cymku He mMeHee 5-mu OHell,
o npu Herpes simplex I, 2 muna — no 10 me/ke kadxcovie 8 u, 0OOAbHbLIM C

HapyweHuAMU UMMYHHOU CUCTEeMbl - 0OHOBPEMEHHO ¢ UHOYKMOpAMU UHmMepghepona,
npu Snwmetn-bapp-eupycnou ungexyuu unosun nparnobexc (Koo ATX: J05AX05)
50-100 me/xe/cym 6 3-4 npuema 7-10 oneti;
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O NpuU  YUMOME2ANOBUPYCHOU  SMUOLOSUU -  UMMYHOIO0YIUH  Hel08eKd
anmuyumomezanosupycuwiii (Koo ATX: JO6BB09) 6 pazosoii doze 2 ma/xe Ne 6; npu
BUY-ungpexyuu — 3udoeyourn™ (Koo ATX: JOSAF01): per 0s 0,2 ma/ke/cym 6 4
npuema 3a 30 munym 0o eovl, sHympuseHno kaneavho 0,15 ma/ke/cym 6 4 npuema 8

passedenuu na 5-10 ma 5% oexemposer™ (enokosvl) 6 meuenue 30-60 murym.

JleueHue ocTpoW cepIeYHOW HEJOCTATOYHOCTU TIPU MHUOKAPIUTAX PEKOMEHIYETCS
OCYIIECTBJISITh B COOTBETCTBUU C COBPEMEHHBIMU HAIIMOHAIBLHBIMU PEKOMEHIAIUSIMH,
obecniednBaercs COUYETaHHBIM MpUMEHEHUEM JTNyPETUKOB, UHTHOUTOPOB
aHruoTeH3uHNpeBpamarimiero depmenra (AIID)*, pexe P-OmoxkaropoB®, cepaedHbIX

IJIMKO3UI0B (B HU3KHX J103aX), METa0OIMYECKHX U (IO TTOKa3aHUSIM) UMMYHOTPOITHBIX

CPEICTB.
He pexkomennyercs pyTHHHOE Ha3HAY€HUE HMMYHOCYIIPECCUBHON Tepanuu
(TJIFOKOKOPTUKOUIOB, a3aTHOINPUHA, LUKJIOCIIOPUHA) u HECTEPOUIHBIX

npotuBoBocnanutenbHbix cpencts (HIIBC) Bcem 00abHBIM ¢ MUOKApAUTOM, TaK Kak
COBPEMEHHBIE J10Ka3aTeNIbHbIE UCCIEOBaHUs HE MOATBEPAWIN UX 3()(PEKTUBHOCTh U
MIOJIOKUTENIbHOE BJIMSIHME Ha OTJaJeHHbIH nporHo3. IlpuMeHeHue HaHHBIX TIpymIl
[IpernapaToB PEKOMEHJ0BAHO NPU JOKa3aHHOM ayTOMMMYHHOM XapakTepe 3a00JieBaHUs
[2,3,].

(Cuiia pekomeHnaanuu 1; ypoBeHb 10Ka3aTeJIbCTB A).

VYV nanueHToB ¢ JOKa3aHHBIM MHOKAapAHaJbHBIM BOCIHAJIEHHEM U JIEBOKETYJOUYKOBOM
TucyHKIMe Heo0X0AUMOCTh TepaMi UMMYHOCYTIPECCOPAaMHU SIBIISIETCS CIIOPHON

(Cuna pexoMeHIanuu 2, yPOBEHb 10Ka3aTeJbCTB B)

[IprMeHeHHe TIIIOKOKOPTHKOMIOB (TIpeauu3oon , kog ATX: HO2ABO06, 3-5 mr/kr/cyT
MapeHTepalibHoO, 1-2 MI/KT/C IepopaIbHO) PEKOMEHIYETCs TOJIBKO MPH TSHKEIOM TeUeHUU
MUOKapauTa ¢ mporpeccupytonieit CH, mpu nHMEKIIMOHHO-TOKCUIECKOM IIOKE, MaCHUH
AJl, B psifie CITy4aeB - MPH TSAKEIIOM MMOPAKCHUH TTPOBOIANICH CHCTEMBI M TEHICHITUU K
3aTsDKHOMY TEYEeHHIO, 0€3 Haluuus MEePCUCTEHTHOTO BUpYyCa, MPU BBICOKUX THUTPAX
aHTUTEN K CTPYKTypaMm MHuOKapaa. MIMMyHocympeccusi He MOKazaHa MPH JOKa3aHHOM
MEPCUCTEHIIMM  BHpPyca, TaK Kak  YCTAHOBJICHO  OTPHUIATCIbHOE  JICWCTBHE
TIIFOKOKOPTUKOHMIOB Ha JSJIUMHUHAIMIO BO30YIUTENSS W pelapaTHBHBIC IPOIECCHl B
MuoKapnae. HazHaueHue TIIFOKOKOPTUKOUIOB B PaHHHUX CTaAHSIX, MIPU HEIOCTATOYHOM
KoJmuecTBe HelTpanusytonux AT, ycyryomnser Teuenue Mmuokapautal2,3].

(Cunia pexomenaanuu 1; ypoBeHb goKa3zarebcTB B).
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Hectepounnsie mnporuBoBocnanutenbubie cpeactBa (HIIBC) we pexoMenmoBaHO
Ha3HayaTh IPHU JCYEHUN OCTPOTO MUOKApJUTA, TAK KaK UMEIOTCS JaHHbIE O 3aMEJICHUN
penapaTHBHBIX MPOIIECCOB B MUOKAP/IE C YBEIMUCHHUEM JieTanbHoCTH [2,3,4,8].

(Cuna pekomenaanuu 1; ypoBeHb 10Ka3aTejbCeTB B).

[IpuMeHeHre BHYTPUBEHHBIX HWMMYHOTJIOOYIMHOB, BKIIOYas cHenu(uueckue, He
OKa3bIBACT BHIPAKCHHOTO MOJIOKUTEIHLHOTO BIUSHUS HA TEUYCHWE MUOKAPIUTA U €ro
HCXOJI U HE PEKOMEHAYETCS B pyTHHHOM npakTuke [2,3,4, 8].

(Cuia pekoMeHIAUM 2; YPOBEHDb 10Ka3aTebCTB B)

KoMmMmeHnTapuu: npumenenue 6/6 UMMYHO2I00VIUHO8 MOJicem ObiMb PEKOMEHOO0BAHO C
3amecmumenbHol U YUmocmamuyeckou yeivio 8 003ax 00 2 2/ke/cymku npu ocmpom u
npozpeccupyioujem meyeHuy XpoHuU4ecko20 MUoKapouma, no003peHuu Ha KOpoHapuum
(m.e. npu 8vlPaANCEHHBIX NPUSHAKAX CYOIHOOKapouanvrou uuemuu no IKI'), nooospenuu
HA CUHOPOM OUCCEMUHUPOBAHHO20 BHYMPUCOCYOUucmozo ceepmuleanus (/[BC-cunopom)
[2,3,4,5,7]. IIpu mpomboyumonenuu u JJBC-cunopome pexomenoyemcs Kax npenapam
gvlbopa  ummyno2nooyaun  uenosexa nopmanvhuiir™  [IgG+IgA+IgM] (Koo ATX:
JO6BA02) 6 0o3e 3-5 mn/ke/cymku, npu yumome2anio8upyCcrol SMuoi0cuu MUOKapouma -

UMMYHO2R00Y U Yenoseka anmuyumomezarosupycusiii (Koo ATX: JO6BB09) [5,6].

AHTH(EpMEHTHBIE CPECTBA PEKOMEHIyeTCsl Ha3HAYaTh MPU BBICOKUX OMOXMMHUYECKUX
MOKa3aTesaX OCTPoil a3kl BOCIAIUTENBHOTO CcHHApoMa (anpomunun™, ko0 ATX:

B02AB01) 1000 ATpE/xr/cyT, Ho He 6omee 10 000 ATpE/cyr) [2,3,5].

(Cuna pexomeHIanuu 2; ypoBeHb 10Ka3aTeabcTB C)

Her cnemuduyeckux pexkoMeHAAMM MO JIEYEHHIO HapyIIEHUH pUTMa cepaua IpH
MHOKapJuTax — Iel1ecoo0pa3sHO Ha3HauYeHHe Teparuu B COOTBETCTBUH C
HAIMOHATBHBIMH pekoMeHaanusamu [1,2,3,7,8].

(Cunia pexoMeHAaMH 2; YPOBEHbD JI0KA3aTeIbCTB A)

Kommenrapuii: Ilpenapamom evibopa sensemcs amuooapon’™™* (Koo ATX:
C0IBD01) 6 0oze nacviyenua 10-20 me/ke/cym ¢ nociedyrowum nepexooom Ha
n000ePACUBAIOUYIO 003V 5 Me/Ke/cym.

3.2 XMpypruyeckoe Je4eHue.

HpI/I TAXKCIIOM HapylmicHHUn IpOBOAUMOCTHU PCKOMCHAYCTCA HUMIIJIaHTal A

KapauoBepTepa-aepuodpmsTopa, AIIEKTPOKAPIMOCTUMYJIATOPA. OpHnako,
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Heo0XO0IMMOCTh B JaHHOH Mpoleaype Bo3HUKaeT peako (y 1% OoNbHBIX MUOKapAUTOM)
[1,3,7,8].

(Cuia pekomennanuu 1; ypoBeHb 10Ka3aTeJbCTB A)

e PekoMeHJI0BaHAa HEOTJIOXKHAsl TPAHCIUIAHTALMS CEpllla WM anmapaTtHas MOAJIEepKKa
IUPKYISIUU (BHYTpHUAOpPTAJIbHAS Oa/UIOHHAsS KOHTPIYJIbCAIHs, TPUMEHEHUE Pa3IMIHBIX
MoauUKaIMi UCKYCCTBEHHBIX KETyJAoukoB cepama, IKMO) mnamueHTaM ¢ TsOKEIoi
CH, noaTBep>kX/IeHHbIM KOHCUJIMYMOM CHEIHAIMCTOB MPOTPECCUPYIOIINM KIUHUYECKUM
YXYAIMIEHUEM BIUIOTH 10 TEPMHUHAIBHON NUCHYHKIIMU OpraHa Ha (OHE CTaHIApPTHON
Tepamnuu, 4amie npu QyJIbMHHAHTHBIX (opMax WIA B TEPMHUHAIBLHON CTaAWH OCTPOTO U
Xponunyeckoro Teucnus [1,3,7,8].

(Cuna pexkomennanuu 1; ypoBeHb a0ka3zarejberB C)

4, Peaonauranus
Peabunumayuonnvie  meponpusmusi  npu  MUOKAPOUMAx  Onpeoensitomcs — haszou
3a001e6aHUA:
O 8 ocmpoll aze pPeKOMEHOOBAHO O2paHuyeHue OBUSAMENbHOU AKMUBHOCMIU,
8NIOMb 00 COONOOEHUSI CMPO2020 NOCMENbHO20 PENCUMA HA KOPOMKULL nepuoo
(ne bonee 3-5 Omell), UCKTIOUEHUE PA3TUYHBIX DUUOMEPANEBMUYECKUX NPOYEOYD,
8 ¢hazy éoccmanosienuss pekomeHoo8ano npogedenue 3auamuil JIPK
O uepe3 6 Mec nocie Hauania 3a001e6aHuUs YerecooOPasHo paccmompenms 0NPocC O
HOCMENEeHHOM PACUUPEHUU O8UAMETTLHO20 PENCUMA;
O PeKoMeHOO08AHO PAYUOHATbHOE NUMAaHnue, coOI00eHUe NUMbeso20 PeHCUMA
O MNpuU XPOHUYECKOM medeHuu MUOKApOuma, npomekaouwem ¢ KIUHUKOU
XPOHUUECKOU CepOeyHOU HedOCMAamoyYHOCmMU, PEeKOMEHOOBAHO NpoGedeHUe
PeabuIuUmayuoOHHblX ~ MepPOnpUsmuilL. 6 COOMBEMCMEUU ¢  HAYUOHATbHbIMU
pexomenoayusmu no XCH.
Ilocne cmaburuzayuu CcoCcmosHUsL U OMCYMCMEUU BOCHATUMENLHOU AKMUEHOCMU
B03MOJCHO CAHAMOPHO-KYPOPMHOe JeyeHue 6 CAHAMOPUAX KapOuoiocuieckoeo npogus,
npuyem cieoyem yuumvl8amy pecUuoH NPOACUBAHUS peOeHKA U Ce30H — YellecoobpasHo uzbe2amso

p€3K012 CMEHblL Kilumama.

5. IIpopunakTrka u IMCNAHCEPHOE HADIIOeHUE

5.1 Ilpodpnaakruka
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Ipogpunaxmuxa ocmpozo MUoOKapouma 3aKuouaemcss 6 npedynpeiCcOeHu GUPYCHLIX
uHgexyuil. edeHue 300p068020 00PA3A AHCU3HU, A MAK dHce pe2yisipHble NPOPUIAKMUYecKue
OCMOmMPbI, CAHAYUA 0YA208 XPOHUYECKOU UH@eKyuu, uzbecamv KOHMAKMAa ¢ OOJIbHbIMU
BUpYCHbIMU  3a001e8aHusMU. Badicho npoeedenue ceoespemeHHOU 6aKyuHayuu pebenKa no
HAYUOHANbHOMY KALEHOAPIO.

Pannee evisgnenue 3abonesanus nomodcem npedomspamums e20 mpaHc@opmayuro 8
Hunamayuonnyio Kapouomuomanamuio.

Bce nayuenmul ¢ muoxkapoumamu Hyxncoaromes 8 OUCHAHCEPHOM HAOIIOOEHUU NO MeCmy
AHCUMENbCMBA, 6 CAyYae XPOHUYECKO20 MmeueHUus 3a001e6aHusi ¢ KIUHUKOU CepOeyHOll
He0OCMAamoyHOCmu pebeHoK O0IHCEH Pe2yIAPHO 00C1e008aMbC s CIMAYUOHAPHO OISl NPOBEOeHUs
006cne006anus U KOppeKyuu mepanuu.

5.2 Benenue nereii

Ilpu evisereHUU MUOKAPOUMA OCHOBHOE HAONIOOEHUEe 3a PEOEeHKOM OCyujecmeisem
Kapouonoe u neouamp 6 NOJUKIUHUKE NO Mecmy odcumenvcmea. Kapouonocom (unu
neouampom) oCyuwecmaensiemcs OUHAMUYECKUl KOHMpPOAb  3a  COCMosiHuem  pebeHKa,
oyeHusaemcsi Ccoon0OeHUe NAYUEHMOM U €20 POOUMENAMU DPeKOMeHOAYyull, OAHHbIX Npu
gvlnucke U3 cmayuonapa. Baowno cobnodenue osucamenvno20 u NUMbEBO2O pedicUMQ,
pedcumMa u epemMenu npuema MeouKamenmos. B ciyuae neobxooumocmu cocnumanuzayuu uiu
npu npoeedeHuu HIAHOBOU 20CNUMANU3AYUU, 6 CMAYUOHAPe NPOBOOUMCS HeobdXooumas
KOPpeKYust mepanuu ¢ y4emom 6bis81eHHbIX HOBbLX OAHHbIX.

Iocne evinucku uz cmayuonapa oemu npoooINHCAm jeyerue amoyiamopHo, 6ONPOC O
noceujeHuY WKOJbl peuaemcs UHOUBUOYAIbHO.

Ipususku npomusonoxazanvl 6 meyenue Omec-1 200a nocie nNepeHeceHHo020 0CMpPo2o
UMY nOOOCMpOo2o Kapoumad, Npu XPOHUUECKOM — GONPOC PACCMAMPUBACMC UHOUBUOYATbHO:
PEKOMEHOYemcst npogedeHue BaAKYUHAYUU 6 WaosueM pedcume npu YCiosuu cmabuiuzayuu
COCMOAHUSL U NOJONCUMENbHOU OUHAMUKEe He panee, udem uepe3 [ 200 nocie oOebdbroma
3abonesanus. Ilposedenue peaxyuu Manmy HeoOX00UMO nposodums edxce2o00Ho. Peaxyus

MAHRMY He AGAemcs npueuekod.

6. lonosiHuTe IbHASE MH(OPMALUS, BIUSIONIAS HA TEYeHHEe U MCXOJ]

3a00J1eBaHUSI/CHHAPOMA

6.1 Ocy0KHEeHUus

o Kapanodpubpos

o Crolikuie HapyIICHUS PUTMA CePIia U IPOBOANMOCTH
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o XCH

6.2 Ucxoabl M IPOTrHO3

[Tpu octpom muokapaute 6e3 XCH mporuos, Kak npaBuiio, OJaronpusTHBINI.

Octpoe Hayano MUOKapaUTa y JeTei B paHHeM Bo3pacte ¢ kiaumHukoil XCH, kak
IpaBUJIO, TaK JK€ HMeeT OJaronpusATHBIM IPOTHO3 IpPHU YCIOBUM DPAHHETO BBISBICHUS U
ajekBaTHOW Tepamuu. OJHAKO UIMTENBHOCTH 3a00JIEBaHUSI HANPSMYIO 3aBHCUT OT CTEIECHU
NOBPEXACHUS MHOKapia — T[pd MHUHUMAJIbHBIX HW3MEHEHUSAX — BO3MOXXHO IIOJHOE
BOCCTaHOBJICHHE, IPU 3HAYUTEIbHOM IIOBPEKICHUUM MHOKapAa - (HOpMUpPYETCSs CHUHAPOM
JUIATalMOHHON KapAMOMHUOINIATUN — KApAMOMEraus, AWJIaTalus IOJOCTE! ceplla, CHIKEHHE
COKpaTUTENbHOM CIIOCOOHOCTH MHOKap/a.

@ynpMuHaHTHOE TeueHne MuokapauTa ¢ XCH mMoxeT uMeTh HeOIaronpusTHBIA UCXO/.
Tax »xe nmporpeccupyromias cepiedtasl HeI0CTaTOYHOCTh ITPU XPOHUUYECKOM MUOKApIUTE MOKET

IMPUBCCTH K JICTAIIbBHOMY UCXOOY.

KpHTepI/II/I OIICHKH KaYeCcTBa MeIII/IHI/IHCKOﬁ INOMOIIH

Ta6auna 1 - OpraHn3almoOHHO-TEXHUYECKHUE YCIOBUS OKa3aHUs MEAUIIMHCKONW TOMOIIH.

CrieMajiu3upoBaHHas, B TOM YHCJIC BBICOKOTCXHOJIOTMYHAaA,

Bua MeauIMHCKOI TOMOIIH
MEIUIIMHCKAS IIOMOILb

Bo3pacrHas rpynmna JleTn

YciaoBus 0Ka3aHUA MeIUIMHCKOMN
MOMOILH CTaIlIOHAPHO, B THEBHOM CTaIlHOHApe

®opma oKa3aHUS MeAULUHCKON

HCOTJIOXKHAas, IIJIaHOBAas
NMOMOIIH

Ta6auna 2 - Kpurepuu kauecTBa OICHKH MEIUIIMHCKON TTOMOIIIH

Ne Kpurepun kayecrBa Cuna YpoBenb
peKoMeHanuil | yOeauTeJbHOCTH
peKoMeHaanui
1 BrinosiHeHa KOHCYIbTALMA Bpaya-AeTCKOro 1 A
KapauoJiora
2 Brimonnena sxokapauorpadus ¢ 1 A

JOMNIUIepOrpapuIecKUM aHATH30M C
OTIpEJICIIEHUEM YacTOTHI CEPJICYHBIX COKpAICHHH
BO BpEMSI HCCIIEIOBAHUS

3 BrInosiHeHO N3MepeHue ypOBHS apTepUaIbHOIO 1 B
JaBJICHNsI, MOHUTOPUPOBAHUE IIPU €TI0
MIOBBIIIEHUU

4 BeinonHeHa orieHKa Tuna U CTeTeHu 1 A

HEJ0CTaTOYHOCTHU ((PYHKIIMOHATIBHBIN KJIacc)
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KpPOBOOOpAIICHUS

Brinonnena snexTpokapauorpadus

BrinonHeHo cyTouHoe MOHUTOPUPOBAHUE
ANEKTPOKAPAUOTPAMMBI ITPU KIIMHUYECKUX U/UITU
ANEeKTpoKapaAuorpaduIecKux Mpu3HaKax
HapylIEHUs pUTMa cepaLa

BrImonHeHsl MarHuTHO-pe30HaHCHAs TOMOTrpadust
cepaua U Ipu HAJIMYMKM COMHEHUH B TMAarHose,
IIPU XPOHUYECKOM TEUEHUH MUOKApIUTa — €CIIH
HE IPOBO/INJIACH B TeUEHHUE 24 MecALeB

Brimonnena 6uorncus MHOKap/Ja IIpru HAJININH
COMHEHUM B JHUarHo3¢

BrinonHeH y4eT cOOTHOIIEHUS BBIITUTON
YKUJIKOCTH C BEJIMYMHOU NYype3a

10

BrImoniHeHO HccieIoBaHNE YPOBHS
kpeaTuHpochoknHazsl MB,
JAKTaTACTUAPOTCHA3bl, MOYCBHHBI, KPEATUHUHA,
HATpUs, Kallus, JaKTaTa,
acrapTaTaMHHOTpaHC(epassbl,
anmaHmHaMuHOTpaHcdepasbl B KpoBu, NTproBNP,
TponionnHa | wm T.

11

BrinosiHeHO omnpenenenre MapkepoB
OaKTepHaIbHBIX W/WIIA BUPYCHBIX HHEKIIHHA,
TPOMHBIX K MUOKapIy

12

BeimoHeHo omnpeiesieHne MapKepoB OCTPOro
BOCTIAJICHUSI: KITIMHUYECKHUI aHaIN3 KPOBH C
OLIEHKOW YpOBHS JIEHKOIIUTOB, a0COIIOTHOTO
3HaYEHUSI HEUTPOPHUIIOB U MATOUKOSIEPHBIX
HEUTPOUIOB, CKOPOCTH OCEIAHUS
3pUTPOIINOTOB, C- peakKTUBHOTO OeiKa

13

Brinonnena cuuHTUrpadust MUOKapaa, €ciid He
IIPOBOAMIIACH B TEUEHUE NPEAIIECTBYOIINX 24
Mec. [Ipu XpoHUYECKOM TE€UEHUH

14

[Ipn HanMMUMUK KUZHEYTPOKAIOIIUX APUTMHUHI HIIN
TpOMOO030B - Ha3HAUEHBI IIpenapaTsl U3 TPYIIIbI
AHTUKOAryJSHTOB (IIPY HAJIMYUU [TOKA3aHUN U
OTCYTCTBHMHM ITPOTHBOIOKA3aHUH )

15

[IpoBenena Tepanus npenaparamMy U3 rpymIbl
AQHTUATPETAaHTOB (MpU CepACUHON
HenocrarouyHocTH PK 2-4 u npu HamM4uu
[IOKa3aHUN ¥ OTCYTCTBUU IPOTUBONOKA3AHUI)

16

IIpoBenena Tepanust XpOHUYECKOU CEpACUHOU
HEJIOCTATOYHOCTH B COOTBETCTBHH C
BBIPA)KEHHOCTBIO CUMIITOMOB CEpJCYHOU
HEJO0CTaTOYHOCTH
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17

IIpoBeneHa 3THOTPONHAS TEPAIUS IIPU 1 C
BBISIBIICHUH 3HAYMMOT'0 MH(EKIIMOHHOTO areHTa

18

IIPOBEZICHA Tepallns IpernapaTaMu U3 IPYIIIbI 1 C
IIIOKOKOPTUKOCTEPOUI0B MPH TXKEIOM TEUEHUU
MHOKapANTA C IPOrPECCUPYIOLIEH cepaeuHon
HE/I0CTaTOYHOCTBIO M/UIIN NPH HH(PEKIIUOHHO-
TOKCHUYECKOM II0KE, MaJIeHUH apTepPUaIbHOTO
JaBIICHUS U/WJIH TIPU TSHKEIOM TTOPAXKESHUN
IIPOBOJSAIIEH CUCTEMBI M TEHJIEHIMH K 3aTSHKHOMY
TEUEHUI0, 0€3 HAJTMUMs IEPCUCTEHTHOTO BUPYyCa

19

BbInosHEHO BHYTPHUBEHHOE BBECHUE 1 C
MMMYHOTJIOOYJIHA YeI0OBeKa HOPMAaIBHOTO TIPU
OCTPOM MHOKapANTE U MPOTPECCUPYIOLIEM
TEUYECHUN XPOHUYECKOTO MHOKAP/IUTA, IT0I03PCHUN
Ha KOPOHAPHUUT

20

JlocTuruyro YMEHBIIIECHUE 1 A
BBIPQKEHHOCTH/TCHJICHIIMM K YMEHBUICHHUIO
CHMIITOMOB HEJOCTaTOYHOCTH KpPOBOOOpAIICHHUS
(32 HMCKIIIOYEHHEM TSDKEJBIX  (PYITbMUHAHTHBIX
dhopm 3abo0J1eBaHMA)

21

JloCTUTHYTO CHIKEHUE (TeHIICHIIUU K CHUKEHHIO) 1 A
W/WIM  HOpPMAaJM3allisi  YPOBHS  MapKepoB
BOCHIAJICHUS B CITydae UCXOJHOTO MX TOBBIIICHHUS
(32 HMCKIIOYEHHEM TSOKEIBIX (PYIbMUHAHTHBIX

dbopM 3abosieBaHus)

Cnncok ureparypbl

. Kantor PF, Lougheed J, Dancea A, McGillion M, Barbosa N, Chan C, Dillenburg R, Atallah

J, Buchholz H, Chant-Gambacort C, Conway J, Gardin L, George K, Greenway S, Human
DG, Jeewa A, Price JF, Ross RD, Roche SL, Ryerson L, Soni R, Wilson J, Wong K;
Children's Heart Failure Study Group. Presentation, diagnosis, and medical management of
heart failure in children: Canadian Cardiovascular Society guidelines. Can J Cardiol. 2013
Dec;29(12):1535-52;

. lIxonsHukoBa M. A, AnekceeBa E.W. KiinHnueckne peKoOMEHAALMH 110 JETCKOM

KapJuoJoruu u pesMatosnoruu. M.-2011. - 512 c.

. Current state of knowledge on aetiology, diagnosis, management, and therapy of

myocarditis:a position statement of the European Societyof Cardiology Working Group on
Myocardialand Pericardial Diseases. European Heart Journal .2013; 34: 26362648
[TpyHIMIIBI MEMKAMEHTO3HOM Tepanuu MUOKapanuToB y aerei , Cagpikosa J1. U. , K

BectHuK coBpeMeHHOM KIMHUYECKON MeauinHbl, Beimyck Ne 3 / tom 6 /2013
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6. 1.B. Konaparenko, A.JI. 3arutataukoB, A.A. bonoros BuyTpruBeHHbIE HMMYHOTTIO0 yTUHBIL:
yro u korga? (Jlexmus). Jlerckas 0onpammna.2010; 4 (42):56-60.

7. JCS Joint Working Group.. Guidelines for Diagnosis and Treatment of Myocarditis (JCS
2009) Circulation Journal. Official Journal of the Japanese Circulation Society,http://www.
j-circ.or.jp; 2011;75(3):734-43.

8. Canter CE, Simpson KE.Diagnosis and treatment of myocarditis in children in
the current era. Circulation. 2014 Jan 7;129(1):115-128

9. E.H. CepebpsixoBa K Bompocy 00 BCTOIb30BaHUY TIPEMApaToOB TUAPOKCUITHIKpaxMaia B

nemuarpuu, XK Tpynusiid marment. 2013;8-9: http://t-pacient.ru/articles/7870/

10. Cornelius Jungheinrich, The starch family: are they all equal? Pharmacokinetics and
pharmacodynamics of hydroxyethyl starches Transfusion Alternatives in Transfusion
Medicine; 2007; 9(3):152-163.
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IIpunoxenne Al. Cocras pado4eii rpynnbi:

BapanoB A.A. akan. PAH, n.m.H., npodeccop, Ilpencenarens Mcnonkoma Coro3a neanatpon
Poccun.

Hama3zoBa-bapanoBa JI.C., akan. PAH, am.H., mpodeccop, 3amectutens I[Ipencemarens
Ucnonkoma Coro3a neauatpos Poccun.

Bacapruna E.H. npod., 1.M.H., ipod., wieH Coro3a neauarpoB Poccuu, Bulie-npe3nieHT
Bcepoccuiickoil opranuzanum «AcCCoMalum IeTCKUX KapauoJoroB Poccuny.;

®egoposa H.B., Bpau — kapauosior Beiciiel kateropu, wieH Coro3a neauarpos Poccum.
Benosépon FO. M., ipod., 1.M.H.

Hertsapesa E.A., ipod., 1.mM.H., akagemuk PAEH, Burne-npe3unent Beepoccuiickoit
OpraHu3aluu «Accouuanuu JeTCKUX Kapauosioro Poccuny;

Baabikosa JI.A., npod., 1.M.H.

Kotaykosa H.IL., npod., 1.M.H., Bulie-ipe3usieHT Beepoccuiickoit opraHu3anuu «Accoruaniu
JIETCKHUX Kapauosuoro Poccuny.

Cappikosa JI.U. npod., 1.M.H., reHepanbHbIi qupekTop Beepoccuiickoii opranu3anuu
«Accoumanmuu JeTCKuX KapauoiaoroB Poccuny;

Sxosaena JI.B. npod., 1.M.H.

ABTOpPbI NOATBEPKAAT OTCYTCTBHE (PMHAHCOBOW MOAJEPKKH/KOH(PIUKTA HHTEpPecoB,
KOTOPbIil HE00X0AMMO 00HAPOI0BATD.
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KJIMHAYECKHX PEKOMEH Al

HeseBasi ayuTOPUS JAHHBIX KIMHHUYECKUX PeKOMeEH1alMii:

1.

2
3.
4

Bpauu neauatpsi

Bpauu o0uieii ceMeiiHOM NpaKkTUKH (ceMeiiHasi MEIULIMHA)

JleTrckue kapauoiaoru

Crynentsl MenuiuHCKUX BY30B, HHTEpHBI, OpJIMHATOPHI;

[Tpu pa3paboTke KIMHUYECKHUE PEKOMEHIALMU COOMIOAANNCHh MPHUHLUIBI, SBISIONIMECS

3aJIOIOM BBICOKOKAQYCCTBCHHBIX U HAACKHBIX KIMHHYCCKHUX peKOMeHI[aLII/If/’I.

MeToabl, MCII0JIb30BAHHBIE ISl cOOpa/cesIeKIMU 10KA3aTebCTB

ITouck B QJICKTPOHHBIX bazax JaHHBbIX.

Onucanue METOA0B, HCITOJb30BAHHBIX IJIf cﬁopa/cenekunn A0Ka3aTeJIbCTB

JokazaTenbHOM 0a30il g nyOnaMKauuu — ABISAIOTCA — IMYOJIMKALUM,
Kokpanosckyto Oubnuotexy, 6a3pl nanneix EMBASE u MEDLINE. T'myObuna mnoucka

COCTaBIIsAIA S JIeT.

BOomeAIueE B

MeTOJIbI, HCHOJIB30BaAHHbIC JJI OCHKH Ka4Y€CTBA U CHUJIBI J10KAa3aTCJIbCTB

KoHceHcyc 3kcnepToB.

OneHka 3HaYUMOCTU B COOTBETCTBUH C PEUTUHIOBON cXxeMoH (Tadu. 1).

Tabmuna I11 - PefiTuaroBas cxema Juist OIICHKH CHJIBI PEKOMEHIAINN

Cremnensn CootHomreHne pucka | Meronmonoruueckoe kagecTBo uMeromuxcs | I[losicHenust o

AOCTOBEPHOCTH Y IPEUMYIIIECTB JIOKa3aTeNnbCTB MPUMEHEHHUIO

peKoMeHAalui peKOMeHaanum

1A Ilonb3a  ortuernuBo | Hanexubie HenpoTuBopeunBble | CuibpHas

CuabHas MpeBAIUPYET HaJ | JOKa3aTeNbCTBA, OCHOBAHHbIE HAa XOPOIIO | peKOMEHIALus,

peKOMeHIaAnus, pHCKaMu U | BBIIOJHEHHBIX PKHA WIH | KOTOpas MOJXKET

OCHOBaHHAsi  HA | 3aTpaTamy, 1100 | HEONPOBEPKUMEIE JIOKa3aTeNbCTBa, | MCIOIB30BATHCS B

JA0KAa3aTeJbCTBAX | HA000POT MPEJCTaBICHHbIE B KaKOH-IIMOO JApYyroil | OONBIIMHCTBE CIydacB

BBICOKOTO ¢dopwme. y

Ka4ecTBa JanpHedmue wHcciaenoBaHusT BpsA JIM | NPEUMYIIECTBEHHOTO
M3MEHAT Hally YBEPEHHOCTH B OIEHKE | KOIMYECTBA
COOTHOIICHUS IMOJIB3bI U PUCKA. IMaIMEeHTOB 0€e3 KaKux-

b0 U3MEHEHHH W
WCKIIFOUEHU I

1B ITonmp3a  otuernuBo | JlokazaTenbCTBa, OCHOBaHHEbIE Ha | CunbHas

CunbHas [IpeBAIUPYET Haj | pesyapTatrax PKW, BBINONHEHHBIX C | peKOMEHJAIWs,

pexoMeHaAanMs, pHUcKaMu U | HEKOTOPBIMH OTPAaHUYEHUSAMH | MIPUMEHEHHE KOTOPOH

OCHOBAHHAsl  HA | 3aTpaTaMu, 60 | (MpOTHUBOpEUHBHIE pe3yJbTaThl, | BO3MOKHO B

JoKa3arTrejbCTBax HaO60pOT METOAOJIOTHYCCKHEC OH_H/I6KI/I, KOCBCHHBIC OOJIBIINHCTBE CJIy4JacB

YMEpPEHHOr 0 WIH CIlydaiiHbIe W T.I.), TUOO JAPYrHX

KayecTBa BECKHX OCHOBAHHSX. HanbHeiue

HUCCICO0BaHUA (CCJ'II/I OHH HpOBO,HSITCH),
BEPOATHO, OKaXYT BJIHAHUEC Ha Hally
YBEPECHHOCTL B OHLCHKEC COOTHOIICHUA
T10JIB3bI U PUCKA U MOT'YT USMCHUTH €€C.
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1C

CuiibHasn
peKoMeHIalusl,
OCHOBAHHAsI  HA
JA0KA3aTeIbCTBAX
HH3KOr0 KayecTBa

[lonb3a,  BeposTHO,
Oyner

NpPEBaINPOBATh  HAJ
BO3MOXXHBIMH
pHCKaMH u
3aTparamy, 0o
Ha000pOT

Joxka3arenbCTaa, OCHOBaHHBIE Ha
00CcepBaIIOHHBIX HCCIIENOBaHMSAX,
0ecCHCTEMHOM  KIMHHYECKOM  OIBITE,
pesynbratax PKWM, BBINOJIHEHHBIX ¢
CYIIECTBEHHBIMU HexocTatkamu. JlroOas
omeHKa J(QeKTa pacueHUBaeTCsi Kak
HEOIpEICIICHHASL.

OTHOCHUTEIBLHO
CUJIbHAs
pPEKOMEHAAIHS,
KOTOpast MOXET OBITh

M3MEHEHA npu
MOJTy4eHUN
IOKA3aTelbCTB  Ooliee

BBICOKOI'O Ka4€CTBa

2A TTonp3a comocraBuma | HamexHele mokasaTenbcTBa, OCHOBaHHbBIE | Crabas
Cnaaban C BO3MOXHBIMU | HA Xopowo BbimonHeHHbIX PKW wunm | pexomenpanus.
pexoMeHaaANHs, puckaMu ¥ | OATBEPIKICHHEIC npyrumu | Bribop HaWTy4IIen
OCHOBaHHAsi  Ha | 3aTparaMu HEOIIPOBEPKUMBIMH JAaHHBIMU. TaKTUKH Oyzner
J0Ka3aTeJbCTBAX JanmpHeWmue WCCIeNOBaHUS BPSI JIM | 3aBUCETh oT
BBICOKOT'0 U3MEHST Hally YBEPEHHOCTh B OICHKE | KIMHUYECKOU
KavecTBa COOTHOIIEHUS MOJb3bI U PUCKA. CUTYyaIlUU
(oOcTOsITENBCTB),
MalueHTa WIH
COIMABHBIX
MIPEANOYTEHUN.
2B [Tonw3a comocraBuMa | Jloka3aTenbCTBa, OCHOBAHHBIC Ha | Cnabas
Caabasn c pHCKaMu u | pesynprarax PKI, BBINOMHEHHBIX C | pEeKOMEHMAIMS.
peKOMeH}IaHI/IH, OCJIOKHCHU MU, CyH_leCTBeHHI)IMI/I OFpaHI/I‘IeHI/IHMI/I AHLTepHaTI/IBHaH
OCHOBaHHAfl  HA | OJHAKO B 9TOH | (MPOTUBOPEUUBHIC pe3yNnbTaThl, | TAKTHKA B
J0KA3aTeJbCTBAX | OICHKE €CTh | METOJOJOTHICCKIe Ne(EeKThl, KOCBEHHBIC | OMpPEICTICHHBIX
yMEpeHHOT 0 HEOINpPEAEIIEHHOCTD. WA CITy4aliHbIe), HITH CUIIbHBIC | CHUTYaIHsIX MOXKET
KayecTBa JIOKa3aTeNbCTBA, NPEICTaBICHHBIE B | SBUTHCS ISt
KaKoH-mnoo npyroi ¢popme. HEKOTOPHIX NalFEeHTOB
HampHelimue wcciaenoBaHusA (€CIM OHH | JIyYIIAM BEIOOPOM.
MPOBOIATCSI), CKOpPEEe BCErO, OKAXKYT
BIIMSIHME Ha HaIlly YBEPEHHOCTHL B OLIEHKE
COOTHOILIICHHUSA IIOJIB3bI U pI/ICKa nu MOFyT
U3MEHUTH €e.
2C Heonno3naunocts B | JlokazaTenbcTBa, OCHOBaHHEIE Ha | OdeHn crabas
Canabas OIICHKE 00CepBaIOHHBIX HCCIIEIOBAHUAX, | PEKOMEHAIINS;
pexoMeHaanus, COOTHOIICHUS 0ECCUCTEMHOr0 KJIMHUYECKOTO OMBITA WM | aJbTCPHATHBHBIC
OCHOBAaHHAasA Ha | moNb3bl, puckoB u | PKU ¢ cyniecTBEHHBIMH HEIOCTaTKAMH. | MOAXOJbI MOTYT OBITH
JA0Ka3aTeJbCTBAX | OCIOXKHEHHIT, moib3a | Jlobas omeHka s¢¢eKkTa pacleHHWBACTCS | WCIONb30BAaHBI B
HH3KOr0 KayecTBa | MOXET OBITH | KaK HEOTpE/ICICHHAS. PaBHOM CTETICHH.
CoTocTaBuMa c
BO3MOXHBIMHU
pHUcKaMu u
OCJIOJKHCHUSMU.

MeTOIlBI, HCII0JIb30BaHHbIE 1JI5S1 aHAJIN3a 10Ka3aTeJbCTB.

e O030pbI OMYOJIMKOBAaHHBIX META-aHAIN30B;

e  Cucremaruueckue 0030pbI ¢ TAOJIUIIAMH JI0KA3aTEIHCTB.

Onucanne METOA0B, UCITIOJIB30BAHHBIX JJIfl aHAJIHN3A J0KAa3aTECJIbCTB

C ueabro

HUCKIIOYCHUA

BIUAHUA

CYOBEKTUBHOTO  (paKTopa

u MHHUMU3aIUHU

MOTEHITMATBHBIX OIMTMOOK KaXKI0€ MCCIIeIOBAaHNUE OIICHNBAJIOCHh HE3aBUCHUMO, 110 MEHBIIIEH Mepe,

ABYMs HE3aBHUCHMBIMHU YJICHAMH pa6oqe1‘/'1 TpPYIIIGI.

Kakue-nmubo paznuuus B OLEHKax

oOcyxanuch Bceil rpynmnoi B mojHOM cocTase. [Ipu HeBO3ZMOKHOCTH JOCTHKEHHSI KOHCEHCyca

IPUBJICKAJICS HE3 ABHCHUMBII 9KCHCPT.

Meroasbl, HCIIOJIL30BaAHHbIE 11 (POPMYIHMPOBAHHUSA PEKOMEH AN

37




Koncencyc skcneptos.

Metoa BaJIugauuy peKoMeHaauuin

- BHemnss skcnepTHas OLeHKa

- BHyTpeHHsIs 3KcIiepTHas OLICHKa

Onncanue MeToaa BAJINAANMH PeKOMEHIaUM I

[IpencraBieHHBIE PEKOMEHIAIMU B TPEIBAPUTEIHLHOM BepcUU OBUIM PEIEH3UPOBAHBI
HE3aBUCUMBIMU 3KCIEPTAMH, YCTAaHOBUBIIMMH, YTO JOKA3aTeNIbCTBA, JIEKAIME B OCHOBE
HACTOSIIMX PEKOMEHIalUi, JOCTYIIHBI 1JIs1 IOHUMaHUS.

C HacTOSIIMMM pPEKOMEHAALMSAMU O3HAKOMJIEHBI II€IMATpbl, KOTOpBIE YyKa3ajdu Ha
JIOXOYUBOCTh U3JIOKEHUS M WX BAXHOCTh, KaK pabdo4yero HMHCTPYMEHTA ITOBCEIHEBHOMN
MPaKTUKH.

Bce komMmeHTapuu, NOJYyYEHHbIE OT 3KCIEPTOB, TIIATEIBHO CUCTEMATHU3UPOBAINCH M
oOcyxJanuch mpeacefaTesieM M 4wieHaMu pabodeld rpynmbl M, B ciaydae HEOOXOIMMOCTH,
BHOCHJIUCH TIOTIPABKU B KIIMHUYECKUE PEKOMEHIAIIHH.

JKOHOMHYECKHUIT aHATU3

AHanu3 CTOMMOCTH HE TMPOBOAWICS M MyOJUKamuu 10 (HapMaKOIKOHOMHUKE He
AQHAJIN3UPOBAJIUCE.

KoncyabTanus u 3kcnepTHasi OeHKa

[Tocnenarie W3MEHEHHS B HACTOSIIUX PEKOMEHIANMSIX OBLUIM IPEACTABICHBI IS
oOcyxJeHusl B MpeBapUTEIbHON BepcHH Ha coBellaHuu padoueil rpynmnsl, Mcnonkoma CIIP u
4JICHOB IpodriibHON Komuccuu B heBpaine 2015 roza.

[TpoexT pexomeHAaMil OB PELEH3UPOBAH TaKKE HE3aBUCHUMBIMH DKCIIEPTaMU, KOTOPBIX
MONPOCUITM TTPOKOMMEHTHPOBATH JTOXOAYUBOCTh U TOYHOCTh WHTEPIPETALUM JOKA3aTeIbHOU
0a3bl, JeKallei B OCHOBE PEKOMEH 1IN .

Pabouas rpynna

Jnsi OKOHYATEeNBbHOM pENaKIMu U KOHTPOJIS KauecTBa PEKOMEHJAlUM ObUIM TOBTOPHO
MPOAHAIM3UPOBAHBI WICHAMH pa0odeil TPYIIbl, KOTOPhIE MPHIILIM K 3aKIIOYEHHI0, YTO BCE
3aMeuyaHusl 1 KOMMEHTapHUH SKCIIEPTOB MPUHATHI BO BHUMAHHE, PUCK CUCTEMATHUECKON OIINOKH

npu pa3paboTKe peKOMEHAALNH CBEJIeH K MUHUMYMY.
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI
Iopsiaku oxkazaHusi MEAMIMHCKON MOMOIIM:
1. Ilpuka3 MuHuctepcTBa 3ApaBOOXPAHEHUS U COLMAIBHOrO pa3Butus P® ot 16 anpens
2012 r. N 366n "OO0 yrBepkaenun [lopsiaka okazaHus eIuaTpPUICCKOM MTOMOIIH"

2. Ilpuka3 Munszapasa Poccuu ot 25.10.2012 N 4401 «O06 yrBepxnennn [lopsiaka

OKa3aHMs MEAULMHCKOW TOMOIIH 110 poduIIro "aeTckas Kapauoiaorus”
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punoxenue b. AiropurmMsel BeieHUS MalMEHTA

ITanmeHT ¢ CUMITTOMaMHU MHOKapIATa

h 4
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Ipuioxenue B. Unpopmanus 11 MalueHToOB

MuokapIuT — BoCHaTuTeNIbHOE 3a00JIeBaHUsl CepACYHON MbIIIIbI. MUOKapAUTOM yalie
00JIeI0T AeTH 10 3 JIeT, HO MOKET TUArHOCTHUPOBATHCS U B CTAPIIMX BO3PACTHBIX rpymmax. Yaie
BCEro MHOKAP/IUT BHI3BIBAIOT BUPYCHI, HO PEIKO OBIBAIOT U OaKTepHAIbHbIE MUOKApAUTHI. Takxke
MHUOKAPJIUT MOXET OBITh MPOSBICHHEM ayTOMMMYHHOTO 3a0osieBanus. M3 BUPYCOB BBIACISETCS
rpynmna BUPYCOB, TPONHBIX K cepAeuyHo wMbime. K HHUM OTHOcATCS repriec-BUPYCHI,
IUTOMETAJIIOBUPYC, MapBoBupyc B19 u HekoTOphie Apyrue.

KnuHaudeckue mposiBICHUS MUOKapIUTa TaKXKe Pa3sHOOOpPA3HBI U 3aBHCAT OT BO3pacTa
pebenka. Tak, y TpyIHBIX IeTel U neteit 1o 3 et yaie Bcero 3a0ojieBaHue HAYMHACTCS OCTPO,
nocie nepeHeceHHoro OPBU, korma mocne smnu3oma BBICOKOM TeMmeparypbl MOSBISETCS
c1aboCTh, OJIbIIIKA, PEOCHOK CTAHOBHUTCA OOJE BSUIBIM, KalpU3HBIM, JETH TPYIHOTO BO3pacTa
HAYMHAIOT XYXE€ cOocaTb W3 TPYyAH, HHOT/A OTKAa3bIBAIOTCA OT KOPMJICHUM, OTMEUYaeTCs
MOBBIIICHHAs TOTJIMBOCTh. B 3TOM ciydyae cieayer HEeMEJIEHHO OOpaTHThCS K Bpady WIU
BbI3BaTh Opuragy 03. B ciywyae BbIsIBIEGHUS MaTOJNIOTUM cepAuna pedeHok Oynaer
TOCMUTAIM3UPOBAH B cTanuoHap. Bpadom Oyner ompeneneHa TSHKECTh COCTOSIHHS, MpU
HEO0OXOIUMOCTH PEOCHOK MOXET OBITh MEPEBE/ICH B OTICIICHUE PEaHUMAIIMH JIJIST CTAaOMITN3alun
cocrosiHus. Pebenky Oyzaer mpoBeneHo HeoOxoaumMoe obcnenoBanue, Bkiaodaroniee DKI, Dxo-
KI', penrtrenorpaduio TrpyIqHONW KIETKH, MPOBEICHBI JaOOpaTopHbIE 00CICIOBAHUS,
BKJIIOUAIOLME OOIIMI aHanM3 KPOBH, OMOXMMHIO KPOBH, KoaryjiorpamMmmy. B 3aBucumoctu OT
TSOKECTH COCTOSIHHSI U BBISIBJICHHBIX M3MEHEHUI peOeHKy OyJeT HazHaueHa WHIWBUIyaTbHas
tepanus. Kak mnpaBwiio, y JaeTed BBIIBISETCS YBEIMYEHHE CEPACYHOM TEHHU, PaCIIMpPEHHE
MOJIOCTEN cep/illa, COKPATUTEIBLHON (PYHKIIMH MUOKapAa («CHIIBI CEPALIay).

Kak mnpaBuno, pgereil rpyaHOro M paHHEro BO3pacTa MHUOKApAUT MPOTEKAET C
CUMITOMaMHU CEPACYHON HEJAOCTATOYHOCTU. B ciyuae mo3gHero oOpalieHus U TKEIOoro
MIPOTPECCUPYIOIETO TEYEHHUsI, HECMOTPSI Ha MPOBOJUMYIO HEOOXOJAMMYIO TEpaIuio, BO3MOXKEH
netanbHBIM  ucxoa. [lpu crabmnm3aniuu COCTOSIHHSI TP YCJIOBHUHM  BBITIOJIHEHUSI BCEX
PEKOMEHJIallMid, KaK MpaBWJIO, B 3TOM BO3pAaCTE€ TEUEHHWE MHOKAPAMTA HOCUT XPOHUYECKUU
XapakTep.

JleTn ¢ XpOHUYECKMM MHUOKApJAUTOM HYXKJIAIOTCS B JJIUTEILHOM JiedeHuu. Jlroboe
JIeYCHUE HAYMHACTCS C HEMEIWKAMEHTO3HBIX Ha3HAYeHWH: JTO OrpaHuyeHue obObema
noTpedsIeMoil KUAKOCTU — B 3aBUCHMOCTH OT BBIPQXKEHHOCTH CHMIITOMOB CEpJICYHON
HEJOCTAaTOYHOCTH HEOOXOJUMO OTpaHHYeHHe A0 2/3 OT HOpMBI Al JaHHOTO BO3pacTa,
orpaHnyeHue (U3MUYECKUX Harpy3ok. MeamkamMeHTO3Has Tepamusi, Kak MPaBuio, BKIIOYAET
MPUMEHEHHUE TIPENapaToB, OIS KUBAIOIINX PadOTy CEPICYHON MBIIIIBI, MOYETOHHBIX U Psiaa

APyrux CpcCiacTB. Kak MpaBHJIO, JICUCHUC XPOHHUYCCKOIO0 MHOKaApAWUTa MIIUATCIIBHOC, B TCUCHUC
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HECKOJIbKUX JIeT. [Ipu ycnoBun BoccTaHOBIEHUS (PYHKIIMM MHOKapJa MPOBOJUTCS IOCTEIIEHHAs
OTMEHA TEpaIluU 10l KOHTPOJIEM KapAHOoJIora.

[Tporuo3 3abosieBaHUs OMpEAETseT CTENEHb MOPAXKEHHS MHOKapaa B OCTpywo (dasy
3a00JIeBaHUsA: IPU 3HAYUTEIBHOM MOBPEXKAECHUN — MIOCTENIEHHO (opMUpyeTcst KapAarnopuopos (
HOBPEX/CHHbIE KJIETKH MHOKapjaa rMOHYT, Ha UX MecTe pa3BuBaercs pyoen). [Ipu BblsiBiIeHUN
3HAYUTEIBHOTO TOBPEXKACHUS MHOKapJa dYalle BCero KOHCTaTUpyeTcs TpaHchopManus B
JUIATAllMOHHYIO0 KapAMOMHUONAaTHio. B 3ToM cilyyae KOMIUIEKCHOE JIEUEHUE MPOA0IIKAETCS
noxxu3HeHHo. Ilpu cpenHell creneHM MOBpEXKACHUS MUOKap[a — BO3MOXKHO BOCCTAHOBJICHHE
CcyOHOpMasbHBIX (DYHKIMH cepaua, B 3TOM cllyyae HE BCerja YAAaercsl MOJIHOCTbIO OTMEHUTh
Tepanuilo, HO yxpaercs ocinabute a0 1-2 mnpenaparoB. [lpy MHMHHMaIbHOM IOBPEXKICHUU
MHOKap/a yJaeTcsi MOJTHOCTbIO BOCCTAHOBHTH (DYHKLMHU CEpJLAa M MPOBECTU IMOCTEIEHHYIO (B
TE4YEHUE HECKOJIBKUX JIET) OTMEHY MEIUKAMEHTO3HOM TepanuH.

OneHuBalOT cTeneHb MOBPEXKACHUS MuOKapaa c¢ mnomombso MPT  cepnua n
CHMHTUTPAGUH MHOKapaa JUIs OIpENeNIeHUs] MPOTHO3a 3a00JeBaHMS, KaK IPAaBHIIO, CITYCTS
HECKOJIBKO JIET TMocje Hayana 3a0oneBaHus. B Havane 3a00eBaHUs 3TH UCCIEIOBAaHHUS MOTYT
TOJILKO MOATBEPAUTH TEKYLUI BOCHIAIUTEIbHBIHN MpoLecC.

B crapmeM Bo3pacTe MHMOKapIuT BCTpeuUaeTcs peke, Kak MpaBWIIO IpoTekaeT 0e3
NPU3HAKOB CEPACYHON HETOCTATOYHOCTH. [leTn MOTyT *KajoBaThCcsl Ha c1aboCThb, cepAeOneHMs.
Cuutaercs, YTO HapylEeHUs pPUTMa CcepAla MOTYT ObITh NPOSBICHUEM TEKYLIETOo U
nepeHeceHHoro Muokapaura. OjHako, dalle BCero MHOKapIuT MposBIsSeT  ceds
IPOTPECCUPYIOIINM yXY/IIeHueM penossipu3aiuu 1o AaHHeiM OKI' (M3MeHeHHsT HapacTaroT
exenHeBHO). [lo ganubiM Y3U cepaua npu 3ToM BBISBISETCS OTEK MHUOKapaa. B aToMm ciyuae
peOEHOK TakK K€ HY’KJaeTcsl B TOCIUTAIN3alUU U IPOBEACHUH CBOEBPEMEHHOTIO JeueHus. Jletsam
TaKXe MPOBOJUTCS KOMIUIEKC JJaOOpaTOPHO-UHCTPYMEHTAILHOTO 00CIIEIOBaHUS U Ha3HAYaeTCs
UHAWBUyallbHas Tepanus. B nuarnoctuke Taxoke nomoratoT MPT u cuuHTUrpadus Muokapa.

Cnenyer 3HaTh cledyrollee: B Ciy4yae MOJO3PEHHs] Ha MUOKapAUT PEeOEHOK JO0KEH
OJIHO3HAYHO TOCTIUTAJIN3UPOBAThCS B cranuoHap. [locne BHIMUCKK U3 cTallMmoHapa Ha0Jl0IeHue
3a peOEHKOM OCYILECTBIISIET YYaCTKOBBIM MeuaTp U KapAHOJIOT (IE€TCKUH KapHOoJIorT) M0 MECTy
JKUTENIbCTBA. B MX 3a7ady BXOAWT KOHTPOJIb 3a BBIOJIHEHHEM DPEKOMEHIALMM, PEryispHbIe
OCMOTpHI ieTel. B cirydae Teuenus 3a001eBaHus ¢ XPOHUUECKON CePACYHON HEJOCTATOYHOCTHIO
— pebenky odopmisieTcss UHBAIUIHOCTD. JTMTENbHOCTh 3aBUCUT OT BOCCTAHOBJIEHUS (PYHKIIUU
Cepala U CHATUM OTPaHMUYEHUI KapIUO0JIOTaMHu.

B octpslit nepuo MHOKapIuTa U B Te4eHHe 1 roga mocie BbIABICHHS 3a00J€BaHUS HE
PEKOMEHIyeTCsl TpoBeleHrne NpOoPUIaKTHUECKUX NpUBUBOK. OJHAKO CHyCTs ToX, HpHU

CTaOMIM3AIMU COCTOSIHHS 1eJIECO00Pa3HO PACCMOTPETh BOIIPOC O BO30OHOBICHUH MPUBUBOK I10
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HAllMOHAJIbHOMY KayleHJapro. [IpudeM, OTOENBHO XOTMM OTMETHTh, YTO IPOBEICHUE pEaKLUU
MaHTy HEe0OXOIMMO €XEroJHO, TaK KaK peakuus MaHTy He sSBISeTCS NMPUBUBKOM, a sSBISETCS

CBOETO POJIa «aHAJTM30M» Ha TyOepKyJIes.
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Hpuioxenue I'. PacumppoBka npuMeyaHuil.

..." — JeKapCTBEHHBIM mpemnapar, BXodAluii B [lepeueHb KM3HEHHO HEOOXOAUMBIX M BaKHEHIIHX

JIEKapCTBEHHBIX TMpPEmaparoB I MeTuInHckoro mpuMmeHeHus Ha 2016 roma(Pacmopshkenue

IIpaButenscTBa PO ot 26.12.2015 N 2724-p)

BK

... " — JIGKapCTBEHHBIA TMpemapaT, Bxojsaumii B IlepeyeHb JEKAPCTBEHHBIX MpENapaToB MJiA
MEIUIIMHCKOTO IPUMEHEHS, B TOM YHCIIE JIEKaPCTBEHHBIX MPENapaToB IS MEIUITUTHCKOTO MPUMEHEHHUS,
Ha3HAYaeMBIX II0 PEIICHHI0 BpadeOHBIX KOMHCCHA MEIUIMHCKNX opranm3anuid (Pacnopspkenne

IIpaButenscTBa PO ot 26.12.2015 N 2724-p)

..." - Ilpumenenue npenapara y neteii off label — BHe 3apervcTpMpOBaHHBIX B MHCTPYKLIHHU
JIEKapCTBEHHOTO CPEJICTBAa IOKa3aHWH, ¢ paspemeHus JIOKaJIbHOTO ATUYECKOr0 KOMHTETa
MEIUIIMHCKOW OpTraHW3aluy, MpH HAIUYUHM TOJNHCAHHOTO HH()OPMHPOBAHHOTO COTJIACHS

3aKOHHOI'0 IIPEJCTaBUTENS U peOeHKa B Bo3pacTte cTapuie 14 ner.
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