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Cnucok coxkpauieHui
CAR - Coxsackie adenovirus receptor (petienirop k Bupycy Kokcaku u aieHOBHpYCY)
CRP - C-peakTuBHBIN poTenH (OENIOK)
WPW - Cunnpom Bonsda-Ilapkuncona-Yaiita
AJIKP - Accormmanus qeTckux kapanoioros Poccun
ACJIO - AnTtucrpentonusus-O
BHOK - Beepoccuiickoe HaydHOE 00IIECTBO KapaHOJIOTOB
BO3 - Bcemupnas opranuzanus 3paBOOXpaHEHUs
BIIC - BpoxJeHHbII IOPOK cepalia
JAKMII - TunaranyioHHas: KapAUOMUOTIATHUS
EOK - EBpomneiickoe 001ecTBO KapI0I0roB
UAII® - UHruOuTOp aHrHOTEH3WHIIPEBPALIAIOIIEro (pepMEeHTa
NI - UnTepnenkux
KT - KapauoTopakajabHbI HHAEKC
K®K - Kpearungpochokunaza
JIAI' - Jlakratneruaporenasa
JDK - JleBslii xxenmyiouek
MPT - MarHuTHO-pe30HaHCHasi ToMOrpadus
HK - HemocraTouHOCTh KpOBOOOpaIleHuUs
HIIBC - HecTeponiHOE MPOTUBOBOCIAIUTENBHOE CPEICTBO
CH - Cepneuynas HeIOCTaTOYHOCTh
COD - CkopocTb OcejaHusl 3pUTPOLIUTOB
OK - OyHKUMOHAIBHBIN KI1AcC
OHO-a - ®akTop HEKPO3a OIIYXOJIH O
XCH - XpoHuueckas cep/ieuHasi HEA0CTaTOUYHOCTh
OKI' - Dnexrpokapauorpadust
3x0-KI' - Dxokapauorpadust



TepMI/IHLI H onpecacjacHus

HoBgrle u Y3KOHAITPABJICHHBIC TCPMHUHBI B JAHHBIX KIIMHUYCCKUX PCKOMCHIAIUAX HC

HCIIOJIb3YIOTCA.



1. KpaTkas undopmanus

1.1 Onpenejienue

MuokapAUT — 3TO BOCHAIUTEIBHOE MOPAXKEHUE MUOKapJa MH(PEKINOHHON, TOKCHUKO-
MHQEKIIMOHHON, HH(PEKIIMOHHO-JUIEPTHYE€CKOM, ayTOMMMYHHOM MJIM TOKCUYECKOH 3THOJIOTHH.
MHOKapAUT MOXKET ObITh KaK CaMOCTOSTENBHBIM MATOJOTMYECKHUM TIPOIIECCOM, TaK H
COITYTCTBOBAaTh MH(EKIIMOHHBIM WM CHUCTEMHBIM 3a00JIEBaHUSAM, TaKUM Kak TUQTEpHs, KOpb,
CHCTEMHBIE BACKYJIHUTHI, OOJIE3HH COCTUHHUTEIbHON TKaHU, WH()EKIMOHHBIA SHIOKAPAUT U JIp.
BriepBbie TepMuH «MuokapauT» Obul mpemioxkeH G. Sobernheim B 1837 r. Omnpenenenue
«BOCTIANTUTENbHAST ~ KapAWOMHONATHA», OOO3HAYAIOImee  XPOHUYECKMH  MHOKapauT ¢
MUOKapAHalibHON auchyHKIMeH, Obulo mIpeanoxkeHo paboueil rpymmoi skcneptroB BO3 B
PEKOMEHJALUAX MO KIacCU(pHUKAIMM KApAMOMHUONATUH B  pasfene «crneuupuyeckas
Kapauomuonatus» B 1995r. B MenuumHCKON nMTepaType MpOJOJDKAIOT HCMOIb30BaTh 00a
tepmuHa. [Ipu 3tom BocnanutenbHyto kapanomuonaruio (KMII) psa aBTOpoB acCOLMUPYIOT €
BUPYCHHIYLIUPOBAHHBIM MHUOKAPAUTOM M TU(PPEPEeHIUPYIOT MO HATHYUIO (IPU MHOKAPAUTE)
WK OTCYTCTBHIO (11pH BocanutenbHoit KMIT) mapkepoB BupycHoit nH(pekunu B Ouonrarax.

1.2 ITHOJIOTUA U TATOTEeHE3

[TpuunHON MHOKapIMTa MOXET CTaTh JII000e HMH(EKIMOHHOE 3a00JIeBaHUE BHUPYCHOM,
OakTepuaibHON, TI'PUOKOBOM, PHUKKETCHO3HOW, Mapa3sUTapHON, CMEIIAHHOW ATHUOJIOTUH H
TOKCUYECKOE BO3JICHCTBUE, BKIIOYAsl JIEKAPCTBEHHOE, XMMHUYECKOE, a TaKK€ HOHU3MPYIOLIEe
usnydenue (tadmura 1)

Taoaunal - OcHoBHBIE 3THONIOTHYECKUE (HaKTOPbI MHOKapauToB (Pabouas rpymma no

MHUOKapAuTaM | nepukapautam EBporneiickoro obmecTBa kapauonoros, 2013r.)

1. MudexumonubIit

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

influenzae,
Mycabacterium tuberculosis, Mycoplasma
pneumoniae, Brucella spp.

CriupoxeTsl Borrelia burgdorferi (6onesns Jlaiima), Leptospira
icterohemorrhagica (6oxe3ns Beiins)

I'pubsI Aspergillus spp, Actinomyces spp, Blastomyces

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

Sporothrix spp.

[IpoT03003B1 Trypanosoma cruzi, Toxoplasma gondii, Entamoeba,
Leishmania

[MapasuTtapHbie Trichinella  spiralis, Echinococcus granulosus,
Taenia solium

Pukkercun Coxiella  burnetii  (Q-nmuxopanka),  Rickettsia

rickettsii (maraucras nuxopaaka CKaTUCTBIX TOP),
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Rickettsia tsutsugamuschi

Bupycer

PHK Bupycsr: kokcaku A u B, Bupyc ECHO,
MOJIMOBHpYC, BUpychl rpunna A u B, PC- Bupyc,
3MMIEMHYECKOTO MapOTUTA, KOPHU, KPaCHYXH,
renatuta C, Bupyc Dengue, Bupyc xentoit
nuxopanku, Bupyc UukyHTryHbs, BUpyc XyHHH,
BUpYyC nuxopanku Jlacca, Gemencrsa, BUpyC
nmMMmyHozpepuuTa yenoseka-1 (BUY);
JHK-Bupycsl: aneHoBupycsl, napsoupyc - B19,
LUTOMETaJoBHpYC, reprec 6 Tuma, DnmTedH-bapp
BHPYC, BUPYC BETPSAHOW OCHBI, BUPYC MPOCTOTO
repreca, BUpyc HaTypaJIbHOW OCIIbI, BUPYC KOPOBBEH
OCIIBI

2.  VIMMyHOOIIOCpEI0BaHHBIH

Anneprensl

CTONOHSIYHBIN aHATOKCHH, CBIBOPOTOYHAST OOJIC3Hb,
BaKIMHBI; JICKAPCTBEHHBIC MMpENapaTh:
MEHUITWILIHH, T1e(aKiop, KOIXUIIVH,

(dhypoceMu, U30HUA3U, JTHIOKAVH,

TETPAIUKIINH, CyJTh(haHUITaAMHUIBI,

(henutonH, peHnnOyTa3oH, METUIIIONA, THAZUIHBIC
JMYPETUKH, aMUTPUTITHIINH

AJII0OaHTUTEHBI

OTTOp)KeHI/Ie TPpaHCIIJIaHTaTa CCpana

AyTOaHTHUTEHBI

HenndexmonHbIH TUMQOIUTAPHBIA MHOKAPNT.
HewnH}ekmoHHbI THTaHTOKIIETOYHBIH MHUOKaP/IHT.
AcconuupoBaHHbI€ C ayTOUMMYHHBIMU WU
MMMYHOOITOCPEIOBAHHBIMU 3a00J1CBaHUSIMH
(cucremMHas KpacHas BOTYaHKA, PEBMATOU THBIN
apTpurt, cunapom Yepmxa-Ctpocca , bone3nn
Taxkascy, 6one3nnr KaBacaku, 6one3us Kpona,
CKJIEPOJEPMHUSI , TIOTUMHUO3UT, MUACTECHUS,
WHCYJTUH3aBUCUMBIN TMa0eT, THPEOTOKCHKO3,
capKou103, rpanyineMato3 Berenepa, peBMaTu3m
(peBMaTnyeckas IMXopajaKa)

3. Tokcuueckuii

HeKap CTBCHHBIC

AM(peraMuHBI, aHTPAIMKIIVHBI,

KOKauH, MUKIogpochaMu, STaHoI, (HTOPYPALIHLI,
JIUTHHA, KaTEXOJIAMUHBI, UHTSPJICHKUH-

2, Tpacty3yma0, KJI03anuH

Tsoxenbpie MeTalIbL

Menp, xene3o, CBUHEI (peKo, Jalie HaKOIUICHHUE
BHYTPH KapIHOMHUOIITOB)

Pasnoe YKyChl HACEKOMBIX, 3M€H, CKOPIIMOHOB, OTPABJICHUE
MBIIIBSIKOM, YTapHBIM T'a30M

["opMoHbI DeoxpOMOIIUTOMA, aBUTAMUHO3 B;

dusnyeckue Pagnanus, snekTpomok

HCCMOTpH Ha IIOJIHUIOTHOJIOTHYHOCTH BaGOHCBaHI/ISI, 0oJjiee ueM B IIOJOBHUHE CJIydyacB

BO30YAUTEISIMA MUOKApIUTOB SBJISIOTCA HEe MeHee 20 THIIOB KapAHOTPOIHBIX BUPYCcOB. PaHee

OCHOBHBIM 3THOJOTMYECKHM (PaKTOPOM BHPYCHBIX MHUOKApJHUTOB CUHTAJIACh SHTEPOBUPYCHAsS

HH(bCKHHH. B HaCcTOAICE BPEMA YCTAHOBJICHO, YTO SMHUACMHUOJIOTHUA BUPYCHBIX MHUOKAPAWUTOB

SHAYUTCJIBHO BAPbUPYCT B 3aBUCUMOCTH OT BO3pacTa, reorpa(bnquKoro peruoHa, nomyjadanuu, a

TAKXKC UMCCT TCHACHIHNIO MCHATHCA C TCUCHUCM BPCMCHU. TaK, B IIOCICIHHUEC IOAbl OTMECHYACTCA

YBEJIIMYEHUE YaCTOThI aJ€HOBUPYCHBIX, LIUTOMETAIOBUPYCHBIX, MapBOBUPYCHBIX (IIApBOBUPYC
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B19) win HECKONBKUX areHTOB B Ka4eCTBE ATUOJIOTMYECKHX (PaKTOPOB. DHIOMHUOKApAHAIbHAS
ouornicus MOATBEpANIIa MHOKapIUT B 52—67% ciydaeB y 6omapHbIX BUY nHbekuueil u BosiBuIa
renom BUY B kxapaumomumonutax B 83% cnywyaeB B rpynmne pucka BUY (T.e. y G0NbHBIX ¢
HEOKOHYaTeNIbHBIM TecToM Ha BUY).

Y HOBOPOXKACHHBIX U JETel paHHEro BO3pacTa HauboJjee pacnpoCTpaHEHHON MPUYNHON
MHQEKIIMOHHBIX BPOXICHHBIX M MPUOOPETEHHBIX MHOKAPIAMTOB TO-TIPEKHEMY SIBISIOTCS
sHTepoBupychl Kokcaku (tunmoB B u pexe A) u ECHO, psx kapamoTpomHbIX BHPYCOB
IIOJINOMUEIINTA, aJI€HOBUPYCHI, LIUTOMETAJIOBUPYCHI, BUPYChl Ipoctoro repneca | u |l Ttunos,
HEKOTOpble THUIIBI BHUpyca rpumma. OnucaHbl BUPYCHBIE MHMOKapAUTBl IpU OmmTelH-bapp-
BUPYCHOM MH(EKIUH, KpacHyXe, BETPSHOM ocme W 3nMaeMudeckoM mapotute. IlpuumHoii
BPOXIEHHOTO MHOKAP/AUTA MOTYT OBITh OJIMH HJIM HECKOJIbKO MH(peKIMOHHbIX areHToB TORCH-
koMmriekca: T- Tokcorumazmo3 (Toxoplasmosis); O - mpyrue unpekuuu (others), Brirouas
rematutel B u C, cudunuc, xmamMuano3, TOHOKOKKOBYH HH(QEKIUIo, aucrepuo3, BUY-
MHQEKINI0, BETPSHYIO0 OCIy, 3HTEpOBUpYCHYIO HHpeknuio; R - kpacmyxa (Rubella); C -
uToMeranoBupycHas uHpekmus (Cytomegalovirus); H - repmec (Herpes simplex virus). 3to
0OBSICHAETCS KapJHOTPOITHOCTHIO BHUPYCOB M HECOBEPIICHCTBOM HMMMYHOJOIMYECKOW 3allUThI
HOBOPOXKIECHHBIX U JIETEI paHHET0 BO3pacTa, MPEeApacloioKEHHBIX K JAHHOMY 3a00JIEBaHUIO.

N3 OGakrepualnbHBIX MHOKapJUTOB Hamboliee OMAcHBIMU SIBISIIOTCS  uTepHiiHbIe
(MH(EKINOHHO-TOKCUYECKHE),  MHOKApAUTBI ~TpU  CKapiaTHHe, OpromHoM  Tude U
calbMOHeEIUIE3ax, TyOepKyse3e, HEepCMHHO3aX (KHIIEYHOM U IICEBIOTYOepKyJes3e), mpu
TeHEPATM30BAHHBIX CTPENTOKOKKOBBIX M CTA(PUIOKOKKOBBIX WMHQEKIUSAX U TOH3WILIIOTCHHBIC
MHUOKApANTHI, CBA3aHHBIE C JaHHBIMU BO30ymuTensiMu. OmnucaHbl CIIMPOXETO3HBIE MHOKAPANUTHI
IpU BPOKICHHOM M TNPUOOPETEHHOM BHUCIEpaIbHOM cU(uUINCe W JENTOCIHUPO3e, MpH
napasuTapHbIX (TOKcoriazMo3, 0oie3Hb Yaraca, TpuxuHeIsIe3) U TPUOKOBBIX (acreprusuies,
aKTUHOMHUKO3, KaHAWI03) 3a00JIeBaHMAX, TP BHYTPUKICTOYHBIX MHKOIUIA3MEHHOW H
XJaMUIUHHON MHEKIsIX. BapuaHToM MHMEKIIMOHHOTO MUOKApAUTa HEM3BECTHOM 3THOJIOTHH
apnsieTcs Oone3np KaBacakm ¢ MHOKapAMTOM, KOPOHApUUTOM, OCTPOH  CepledHOM
HE/IOCTaTOYHOCTBIO y JieTel JII000ro BO3pacTa, B €IMHHYHBIX CIy4asX yXKe Ha MEPBOM MecsIe
KU3HU.

B nartorenese MMOKapauTa HMEET 3HAUEHME CXOJCTBO HMMYHOIIATOJOTHYECKUX
(eHOMEHOB ITPH MHOTO0OPa3UH ITHOJIOTUYECKHX (PaKTOPOB.

OKCIIEpUMEHTAIBHO YCTAHOBJIEH IATOI€HE3 BHUPYCHBIX MHUOKAPAMTOB C BUPYCEMHEW B
TeueHue 24-72 4acoB, MOCIEAYIOIIEH aTaKoW KapAMOMHOLMTOB KapAMOTPOIIHBIMHU BHUPYCaMH
yepe3 crenr(uyeckue KIETOYHbIE PEleNnTOphl, IIUTOIUIA3MAaTHUECKOW perIMKalueld Bupyca ¢

MI0JIaBJICHUEM CHHTE3a COOCTBEHHBIX Makpomouiekyn Oenka, [IHK, PHK 3a cuet cunTesa Genkos,
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KOJMPOBAHHBIX BHUPYCOM, M3MEHEHHEM KapJMOMHUOLIUTA, €r0 TMOENbI0 U 3aIlyCKOM HMMMYHHBIX
MEXaHU3MOB BOCIIAJIEHUSI B MUOKap/IE.

[TomydeHHbIE 3KCIIEPUMEHTAIbHBIE U MOP(OIOTUYECKUE TaHHbIE MO3BOJSIOT CUUTATh,
YTO NOBPEXKACHUE MHOKapJa SIBJISETCS pPe3ylbTaTOM Kak MIPSAMOIO, TaK U ONOCPEI0BAHHOTO
IIUTOTOKCUYECKOTO Bo3zeicTBusl. [lo kpaiiHeil Mepe, B OCTPOM MepHoje 3a00IeBaHUsI OCHOBHOM
0o0beM TOpaKEHHWsS MHOKapJa pas3BHBaeTCS 3a CYET MPSAMOTO BHPYCHOTO IOPAKEHUS
KapIuoMUoUUTOB. MMMyHOJOrn4yeckass HEJOCTaTOYHOCTb CTAHOBHUTCS IPUYMHOM pa3BUTHSA
ayTOMMMYHHBIX IPOLIECCOB C BHIPAOOTKOM aHTUTEN K CTPYKTYpaM KapMOMUOLIMTOB, PHOOpeTaeT
BEAYILYI0 pOJb B JalbHEMIIEM MHOKAapAUAIbHOM NOBPEXICHUM U IPOrPECCUPOBAHUU
MHUOKapAUaIbHON NUCHYHKIMU Ha CIEAYIOUMX dSTanax Oone3Hd. Pa3BuBaromascs mpu 3TOM
cepaeuHas HenoctarouHocTh (CH) compoBokgaercs THNEpHnpoAyKLUEH HEMPOTOPMOHOB U
JTaTbHEUITUM CHUCTEMHBIM W MHUOKApAMAIbHBIM CHHTE30M IPOBOCHAIUTENBHBIX IIMTOKHHOB
(®HO-0, WII1, WJI6, WJI8), MHUUMHUPYIOIIMX PEMOJCIMPOBAHUE U MPOrPECCUPYIOIIYIO
micyHKuio MuoKapaa. Ha ¢oHe aHaTOMO-(U3MONIOTHYECKUX OCOOEHHOCTEH MHUOKapIa
HOBOPOXKJICHHBIX M JIET€H paHHEro BO3PacTa ATHU MPOIECCHl SBISAIOTCA MPUYMHON OBICTPOTrO
7e3aJallTUBHOTO PEMOJICIIMPOBAHUSI MHOKap/a C Pa3BUTHEM CHEPUUYHOCTH, KapIHUOMETaJIHH C
HapymenueM ¢yHkuuu JDK, ObIcTpoii IeKOMIEHCalMu KpOBOOOpAIleHus, HApyIIeHUH pUTMa.
KnuHMYecKH 3TO0 KOppENUpYyeT ¢ TSHKECThIO MPOSBICHUN U TPOrHO30M 3a00JICBaHHUS.

3HayeHHe KOHIEHTPAMN aHTUMHOKAPIUAIBHBIX aHTUTEN, UTPAIOIIKUX B HOPME BaXKHYIO
pOJb B TYMOpaJbHOW 3aIIUTEe, HO OONAJAIONUX KapIUOTOKCHYHOCTBIO M LUTOIMTHYECKOM
aKTUBHOCTBIO IIPONOPLUOHAIBHO MX TUTPY, AakTUBHO u3ydaercsa. Ilpunsara rumotesa
MIEPEKPECTHOTO pearupoBaHMs ayTOAHTHTEN ¢ MHOJEMMaIbHON MeMOpaHoil u BupycoMm. Kpome
TOTO, TPUYMHOW AYTOMMMYHHM3AIlMM MOTYT CTaThb AaHOMAaJlbHbIE OENKOBBIE MOJIEKYIIBI,
oOpasyromuecsi BCIEACTBUE ITUCTPOPUH M HEKpo3a KapAMOMHOLUTOB. COXpaHSIOIHMHACS
BBICOKHM, HECMOTpsl Ha JIEYEHUE, YPOBEHb AaHTHUTEN, CBUACTENBCTBYET O MPOTrPECCUPOBAHUU
MHUOKapIUTa U €ro TsHKEJIoM TeueHuH. [loBellieHne tutpa aHTuTen K peuentopam Bl npuBomur
CHIDKEHHMIO COKPAaTUTENIbHOM CIIOCOOHOCTM MHOKapia, aHTUTENa K TPONMOHHHY | crmocoOcTByrOT
Pa3BUTHIO BBIPAKEHHOTO BOCIHAJCHUS C MOCIEAYIOIUM (UOPO30M MHOKapHa, BBIPHKEHHOM
UaTaned KaMep cepiua M BBICOKMM PHUCKOM JIETAIBHOCTU. AHTHUTENA K TPONOHMHY T Takum
neiictBueM He oOmagaioT. B pa3BUTHM  ayTOMMMYHHBIX IPOLIECCOB TPU  HAIWYHH
MPEIIECTBYIOUIETO MM TEKYIIETO MOBPEKIAIOMIET0 HH(PEKIIMOHHOTO BOCHAJIICHUSI B MUOKap/e
UMeEeT 3HAYCHHE T'€HETHYECKas JeTePMUHUPOBAHHOCTb MPOTHUBOMH(EKIIMOHHOIO HWMMYHHOTO
OTBETA.

1.3 DnuaeMuoJaorus
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TouHble JaHHBIE O PACIPOCTPAHEHHOCTH MUOKAPAUTOB OTCYTCTBYIOT, IIOCKOJIBKY B 4aCTH
ciiydaeB 3a00JeBaHUE TMPOTEKAeT JIATCHTHO, 0O€3 KaKUX-TMOO 3HAYUMBIX KIMHUYECKHX
nposiBjieHud. JlMarHocTHKa 3aTpylHEHa BBIPAKEHHOM BapHaOEIbHOCTBIO KIMHUYECKUX
nposiBiieHui: oT MuHUMalbHbIX OKI' M3MeHeHuii 10 KapJUOreHHOro II0OKa M BHE3aIHOMN
cMepTu. MUOKapauT yallle BCEr0 pa3BUBAETCA Y HOBOPOXKIEHHBIX U JIETEM paHHEro BO3pacTa,
HEPEIKO €My COIyTCTBYET NMepUKapIuT (Habmomaercs mMuonepukapaut). Ilpu uccrnemoBanum
ayTONICMM TPHU BHE3allHOM CEpACYHOM CMEPTH B  MOJIOJOM BO3pacTe MHOKapIUT
auarHoctupyercsi B 2-42% ciydaeB. MHOKapAUT MOXET OBITh TNPHUYMHON Pa3BUTHA
munataiioHHou kapauomuonatuu (JJKMII) B 46% ciydaeB y nereit.

1.4 KoqupoBanue no MKBE-10

101.2 — OcTpblil peBMaTH4eCKUii MUOKAPIUT;

109.0 — PeBmaTuueckuit MUOKApINT.

OcTtpbrii Muokapaur (140):

140.0 — MH(pexknoHHBI MHOKAPIUT;

140.1 — M30aupoBaHHBIA MHOKAPIUT;

140.8 — JIpyrue BUIIBI OCTPOTO MHOKApIUTa;

140.9 — OcTpblit MUOKAPAUT HEYTOUHEHHBIN;

MuokapauT npu 60s1e3HsX, KiaaccupuIHPOBAHHBIX B Ipyrux pyopukax (141):

141.0 — MuokapauT npu O6akTepUaiIbHBIX OO0JIE3HAX, KIACCU(PHUIIMPOBAHHBIX B JPYrHX

pyOpuKax;
141.1 — MuoKkapauT NpH BHUPYCHBIX OOJE3HIX, KIACCU(DUIUMPOBAHHBIX B APYrHX
pyOpuKax;
1412 — Muokapaur 1pu  UHQPEKIHOHHBIX W Tapa3uTapHBIX  OOJIE3HSX,

KJIaccu(UIIMPOBAHHBIX B APYTUX PyOpUKaX;

141.8 — MuokapauT npu Apyrux 0oJye3HsX, KIacCu(UIIMPOBAHHBIX B IPYTUX PyOpUKaXx;
151.4 — MuoxkapIuT HEYTOUHEHHBII;

198.1 — TIlopaxeHne CepAEYHO-COCYAUCTOW CHCTEMBI NMPH APYIMX HH(MEKIUOHHBIX U

napasuTapHbIX 00JIE3HAX, KIACCU(UIIMPOBAHHBIX B IPYTUX PyOpUKax;

1.5. IIpuMepbI TUATHO30B

0 Ocmpuiii supycHulii muoxapoum, mscenoe meuenue. XCH II B cmenenu. @K III- IV no
Ross.

O Ocmpulii  UHQEKYUOHHBIL — MUOKAPOUM — HEYMOYHEHHOU OMUONO2UU €  NOPadCeHuem
npoeooaujeli cucmemvl cepoyd: 4acmas MOHOMOPDHAs HcelYOOUK08aAs IKCMPACUCNONU,

epaoayus |l no Lown, cpeonemsicenoe meuenue. XCH |-l A cmenenu. K Il no NYHA.
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O bonesnv Kasacaku, noanas @opma. Ocmpas auxopadounas cmaous. Muokapoum,
koponapuum, msxcenoe medyenue. XCH Il A cmenenu. @K |l no RoOSS.

O Xpouuueckuti  aymoOUMMYHHbIL — MUOKAPOUM  C  UCX000M 8  KaApouoguopos,
aunespusMamuyeckas oeghopmayus 6epxXyuiKi 1e6020 Heay00uKd ¢ Nepexo0omM Ha OOKO8YI0
cmeHKy ne6ozo dicenyoouka. XCH 24 cmenenu. @K |l no RosS.

1.6 Knaccudukanus

OOmenpuHATON  KJIacCHPUKAMM ~ MHOKAapIUTOB  (KapJUTOB) HE  CYIIECTBYET.
[Ipennaraemele kaaccu(pUKauy B TOW WK MHOU CTETIEHH OTPAXKAIOT ITHOJIOTHYECKHE (DaKTOPHI,
MAaTOreHETUYECKUE MEXaHU3Mbl PAa3BUTHUS M BapUAHTHl T€UCHUS. BBIACTSAIOT MH(PEKIMOHHBIE U
HEMH(EKIIMOHHBIE MUOKAPIUTHI.

KnuHumpcraMu IIMPOKO HCHONB3YETCS  KIMHUKO-MOp(oJoruyeckas KiaccupuKamms

(E.B. Lieberman c¢ co0aBt.1991 r1.), coriiacHo KOTOpOH pa3InM4aloT cieayroume (Gopmbl

MHUOKapUTa:
O (ynpMUHAHTHBIIH;
O ocTpsli (He(hyITbMUHAHTHBIN);
O TMOJOCTPHI;
O XpPOHUYECKUN aKTUBHBIN;

O XPOHUYECKUU NEPCUCTUPYIOLIHMN.
Paboueii rpymmoit SmoHckoro kapauosiormueckoro obmectBa (2009 r.) mpennoxeHa
KIaccu(uKamuss MHOKapAuTa C YYETOM OTHOJOTMYECKOro (pakropa, THCTOJNOTHH H
KIIMHUYECKOro Tuma (Tadnuma 2).

Tadauna 2 - Knaccuduxanus padoueil rpymnmsl IMOHCKOTO KapAnOJIOTHYECKOTro 00IecTBa

(2009).

ITHoJorns
e Bupyc
e  bakrepus
e I'pubox

e  Pukkercus

e Cnumpoxera

e [lpocreiinue, napa3uTsl

e Jlpyrue nH(EKINOHHBIE NPUIHHBI

° .HeKapCTBa, XUMHYCCKHUE BCIICCTBA

° AJ'IJ'IepFI/IH, AYTOMMMYHHBIC ITPOLICCChI

e  KomrareHossl

e bone3snr Kasacaku

e  Capkouaos

e  Panumanus, TeroBoil yaap

L4 Hewussecrarsie IIPUYINHBI

e lmmonmaThueckuid

Kierounbiid Tun

e JlumdonuTapHbIi
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e [ 'MraHTOKJIETOYHBII

e D03MHOQWILHBIH

e ['paHyneMaTO3HBbIH

Kananuecknii THn

e OcrpsIii

e  QDyJIbMUHAHTHBII

e  XpoHuueckuit

— TogmocTpsii

— JlaTeHTHBIH

B MKB-10 npucyrctByeT pyOpHKa «OCTpbIe» MHUOKApAWTHI M OTCYTCTBYET pPyOpHKa
«XpOHUYECKHE» MUOKapAUTHI. [lo3TOMy, eciu BocnanuTenbHOe 3a00JIeBaHNEe MUOKAapAa UMEET He
ocTpoe (3aTSDKHOE WM XPOHHUYECKOE), a OTHOCUTEIBHO ONaromnpusTHOE TE€UYEHHE, OHO MOJKET
OBITh OTHECEHO B PYOpPHKY «MHOKapIuTh» ¢ koxamu - 141.1; 141.0; 141; 141.2; 141.8; 151.4. Tlpu
HEOJaronmpusTHOM XPOHHYECKOM TEYCHHH C MPOTPECCUPYIOIIMMHU KapIuOMErajiue u
CepACYHOH  HEAOCTATOYHOCTHIO  3a00JieBaHME MOKET OBbITh OTHECEHO B  PYOpHKY
«KapJHMOMHUONIATUI» ¢ Komamu - 142 (BocnanmurenbHas KapauoMuonarusi). JJaHHBIM TEPMHHOM B
OOJIBIIMHCTBE COBPEMEHHBIX UCCIIEIOBAHUI HA3bIBAIOT XPOHUYECKUI MHOKAPIHT.

B nmenmatpum  BBIAETSAIOT  BPOXKIACHHBIA  (aHTEHATANbHBIM) U NMpUOOpPETEHHBIN
(mocTHaTaNbHBIN) MUOKAPAUTHI.

Tabnuua 3 - Knaccudukanus muokapautos y aereit (mo H.A.benokons, 1984r. B Monudukarmm
paboueii rpynmsl AJIKP (Acconmanuu nerckux kapauosuoroB Poccun) 2010r.)

Kaaccnguuupyrommii Tunbel MHOKAPAUTOB
NPHU3HAK

Ilepron BO3ZHUKHOBEHUS BpoxxneHnsiit

3aboeBaHus [TpnobpereHHbIi
OTHONOTHYEeCKU I Bupychble, OakTepuanbHble, TPHUOKOBBIC, CIIMPOXETO3HBIE, PHUKKETCHO3HEIE,
¢axTop IIPOTO30HHEIE, Tapa3uTapHbIe, TOKCHIECKHUE, AJUIEPIHYECKUE, ayTOMMM yHHBIE.
®dopma (mo| OwuaroBsIit
JIOKAJTN3AIIHN) Juddy3ubrii
Teuenue @DyNbMUHAHTHBIN

OcTpsiii — 10 6 HeleTh OT Havala 3a00JIeBaHUs
IomocTperii — 0T 6 Hemenb 0 6 MEeCsIEeB OT Hadata 3a00IeBaHUSL
XpoHndeckuil (aKTHBHBIH/IEPCUCTUPYIOINIA) - Ooyee 6 MecsleB OT Hayaja

3aboneBaHus
TsoxecTs KapauTa Jlerknii
CpenHeTsKenbi
Tsxenbrit
Cranus u I, A, 1IB, Il cramuu
¢yaxmmonaneueii  kinacc | L I, I, IV dyHxmonansHbIi Kiace
cepleuHon
HEI0CTaTOYHOCTH

13



Hcxonsl 1 0CnOKHEHUS Be3iopoBiieHne, KapauocKiIepo3, THIEPTpOGHs MHOKap/a, HapylIeHHEe pUTMa H
MIPOBOJUMOCTH, JIETOYHAsl TMHEPTEH3Hs], MOpPa)KCHUE KIAllaHOB, MHONEPUKAPIUT,
TpOoMOOIMOOIMIECKUI CHHIPOM, IWJIATALMOHHAS KapAXOMUONATHS, KapAuOTr €HHBIA
IIIOK, JICTAJILHBIA UCXOJT

2. JlmarHocTuka

Juacnocmuxka ocmpozco MUOKapouma OCHOBbIBAEMCA HA  OUHAMUKE  KIUHUYECKUX
CUMNIMOMOS, HA OCHOBAHUU KAPOUOMe2dluu, OCMpo Ui NOOOCMPO HAYABWEUCs U
npoepeccupyiouell  3aCMoOUHOU  CepOeyHoU  HeOOCMAMOYHOCMUY,  BbIAGIEHHLIX — NOCTe
UHpeKYyUoHHO20 npoyecca Ul K020a NPUYUHA HEACHA NPU HATUYUU NATOT0UYECKUX USMEHEeHUl
EKMPOKAPOUOSD AMMbL (OKT), IXOKAPOUOSPAMMbL (Oxo-KIT), NnOGbIULEHU

Kapouocneyu@uueckux pepmenmos.

e B cootserctBuu ¢ Canadian Cardiovascular Society Consensus Conference guidelines on
heart failure (Pexomenmanuu Koncencyca Koudepenuuu Kanagckoro OOmiectBa 1o
cepaeyHbIM  3a0oneBanusM, 2009 r1.), HalIMUMe MHMOKApAUTA PEKOMEHIYETCS
MpeamnoiaraTh B CUTyarusx:

(2) KapAMOTEHHOTO MIOKA BCIEACTBHE JICBOXKEIYI0YKOBOU (0OIIEH MM peruoHaIbHOMN)
CUCTONUYECKON AUCYHKIIMU WM KOT/1a MPUYHUHA HESICHA;

(6) ocTporo uWIM TMOAOCTPOTO  PA3BUTHUSL  JIGBOXKEIYIOYKOBOW (oOmer umm
pErHoHANBHOMN) MUCHYHKITNH, KOTJa MPUYMHA HEsICHA;

(B) IpH MOTBEP>KICHUU HEKOPOHAPOTCHHOTO MOpaskeHus MrUokap/a [1]

(Cuna pexomenaanuu 1, ypoBeHb qoka3zateabcTs C)

e B cB3u ¢ TEM, YTO AUArHOCTHKAa MHUOKApJAUTa BO MHOTHUX CIydadX 3aTpydHCHA H3-3a
BapHa0ENbHOCTH  CHUMITOMOB, OOJIBIIIOTO  KOJIMYECTBA  KIMHUYECKUX  «MAaCOK»,
BO3MOYKHOCTH 0€CCHMIITOMHOT'O TCUYCHMU, B pALC CI/ITyaHI/Iﬁ UL YCTAHOBJICHHUA JUArHo3a
PEKOMEH1y€eTCsl SKCIEPTHBIN KIMHUYECKUM KaTaMHE3 10 T€X IOp, IT0Ka MHOKapAUT
HE pa3pelInTcs WK 10 COCTABJICHHUS MOCTOSHHOTO IU1aHa BeaeHus [1,2]

(Cuaa pekoMeHAaIUM 2; YPOBeHb N10Ka3aTeabCcTB C)

2.1 ’Kaao0bLI 1 aHAMHE3

(0] OWUIZOI/I/;eHHblIz ocmpuimMu  60CnAIUMENbHbBIMU 3a00/1€6aHUAMU  AHAMHE3 mamepu npu
aHmerRamallbHOM 6blAA6JTEHUU MuOKapdumoe;
(0] ﬂﬂ}l npuo6pemeHHbzx MuOKapdumoe, 6 mom 4ucie nocmHamdaibHblX, 6adJXCHA C653b

KApOUAIbHblX CUMRMOMO8 ¢ npeduiecmsyrowumu (3a 1-2 Hedenu) snu300amu 8UPYCHbIX,
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OaxmepuanvbHblX UHGeKyull U HesCHOU IuUXOpaoku [ypoeeHv OokazamenvHocmu A),
aniepeuyeckUMy peaKyusimu, 6aKyuHauuetl.

IIpu 6podicOeHHbIX MUOKAPOUMAX KIUHUKA CePOetHOU HeOOCMAMOYHOCIU NPOAGIAEMCS
6 nepeuvle 72 yaca nocie poscoeHus,

IIpu npuobpemenmnvlx Muokapoumax xapaxmepuo ocmpoe pasgumue cumnmomos CH na
5-7 Oenwv supycrhotl unpexyuu (yawe uHgdexyuy 6epxHuUx ObiXamenbHbLX nymeltl ¢
GebpunvHOU TUXOPAOKOTU, OUAPEUHbIM CUHOPOMOM), a y Oemell boiee cmapuie2o
gospacma — Ha 1-2 Hedene pekoH8aneCyeHyuu.

00bIUIKA, YMOMIAEMOCMb NPU KOPMIEHUU 8NI0Mb 00 AHOPEKCUU, CMOHYWee, Kpaxmsujee
ovixanue

NOMAUBOCMb, CIAOOCIb U AOUHAMUS,

y cmapwiux Oemell 803MOJNCHbL HcaAl00bl Ha 00au 6 obnacmu cepoya Kawenb npu
nepemene noI0HCeHUs: meid

npU MAACENOM MeYeHUU MUOKAPOUMA BO3MOICHO NOsIBIIEHUE OMeK08, Doell 8 Jcugome.
Tsocenoe meuenue CconpogoNicoaemcs: ObICMPLIM PA36UMUEM HPUBHAKOS OCMPOll
nesodicenydouxosoi CH ¢ 00bluKou, yuano3om Ciusucmslx 000104eK, maxuxkapouet,
cepoyebueHuemM,  3ACMOUHbIMU — GIANCHLIMU — XPpUNAMU 8  JIeeKuX, a  3amem
nPasodCcenry00uKko8ol  CEPOeyHOU HeOOCMAMOYHOCMbIO C YBeIUdeHUeM NeYeHU, 8
MeHbulell cmenenu - cefle3eHKU (0cobenno y demeti 0o 1 2oda), omekamu KoHeuHocmell,
ROIUCEPOZUMOM U ACYUTNOM 8 MEPMUHATLHOU CMAOUU.

IIpu neckom meueruu eOUHCMBEEHHLIMU HCALOOAMU NPU MEKYUeM MUOKAPOUme mMo2ym
ObImb owyujenus «nepeboesy 6 cepoye Uil cepoyeduenuss KaKk nposeieHus HapyuleHus
pumma.

2.2. Du3uKaJIbLHOE 00CIeI0BAHNE

ITpu ocMoTpe pebeHka HeoOXoIMMO oOpaniaTh BHUMaHKUE Ha:

O TOJIOKEHUE OPTOMHO? (MOJIyCHASUEE);

O HampsHKEHHE U pa3AyBaHHE KPBUIbEB HOCA, BTSDKEHHE MOJATIUBBIX MECT TI'PYIHOM
KJIETKH, TAaXUITHO? (peKe AUCIHO?);

O TaxukKapauio (pexxe MOXKeT ObITh OOHApYKEeHa OpajuKapIus);

O BI@XHbIE pa3HOKATUOEpHBIC XPUIIBI B JIETKUX (CHayajla B HU)KHEOOKOBBIX OTIeNax
JeTKUX W/WIN TPEUMYIIECTBEHHO CJIeBa M3-3a CHABJIMBAHUS JIEBOTO JIETKOTO
YBEIMYEHHBIM CEP/IIeM, 3aTEM HaJl BCEH MOBEPXHOCTHIO JIETKUX);

O cepaeuHbIii rop0d ( IPH OCTPOM MHOKAPAUTE MOKET HE BBISBIIATHCS);

O paclIMpEeHHE IPAHUL] OTHOCUTEIBHOU CEpACUYHON TYIIOCTH BJIEBO IIPU NIEPKYCCHH;
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O TIJIyXOCTh CEpPACYHBIX TOHOB U  TMOSBJICHHE  JOIOJHUTEIBbHBIX TOHOB  —
nporoauacrosnyeckoro |l u npecucronmnueckoro 1V, akuenrt II ToHa (xapakrtepeH
JUIS JIETOYHOM TMIIEPTEH3UH), BOBMOKEH CYMMAIMOHHBIN pUTM ranona. lMmeror mecto
IIyM OTHOCHUTEIBHONM HEAOCTATOUYHOCTH TPHUKYCHUJAIBHOIO WM MUTPAIBHOIO
KJIaIlaHa;

YBEJIMYEHHUE pa3MepoB U 00JIC3HEHHOCTH MPH MAJIbIAINH [IEUYEHH;

cumnroM [lnema (HabyxaHue MEHHBIX BEH NP HA/IaBIMBAHUU Ha 00JaCTh NICUCHH);

YMEPEHHOE YBEIMUEHUE CEJIE3EHKH (XapaKTepHO Y A€Tel paHHETO BO3pacTa);

O O O O

JMCTIENTHYECKHE SIBIICHUS (TIOHOC, 3amop, TOIIHOTA, PBOTA), CBSI3aHHBIE C 3aCTOEM
KPOBH B ME3E€HTEPHAIIbHBIX COCY/IaX U 3aCTOWHBIM FaCTPUTOM;

O mnepudepuyeckue OTEKH Ha CTOIMaxX, 3aTeM Ha JIOJbDKKAaX, TOJICHAX, Y JIeXKauux
OO0JIbHBIX - B 00JIACTH KpPEeCTHa, OOBIYHO YBEJIMUMBAIOIIUECS K Bedyepy (uaie y aereit
CTapILero Bo3pacTa, Tak KaK y JETeH MepBbIX JIET )KU3HU OTEKU MOTYT ObITh HE BUJHBI
13-32 BBICOKOM THJIPO(MIBHOCTH TKaHEH);

O THUIpPOTOPAKC, ACLIHT, 00BIYHO HOABJIAIOIIHECA IMO3THEC, YEM Hepn(bepnqecm{e OTCKH,

2.3J1aGopaTopHAs THATHOCTHKA

Pyrunnbie nmabopaTopHble HccleNoBaHUA (KIMHUYECKUH W OMOXMMHUYECKHH aHATU3bI
KPOBU ¥ MOYM) B JJMarHOCTUKE KapUTOB HEAOCTATOYHO HHPOpMaTUBHBI[1,2].

(Cunna pexomennannuu 1; ypoBeHns goka3areiberB C)

KoMMeHTapun: usmenenus npu pymuHHbIX 00C1€008AHUAX HeCneYupuuHbl U UMelom
ouazHocmuyeckoe 3HaAYeHue MONbKO 6 COYeMmAaHuu ¢ KIUHUYeCKUMU OaHHbIMU U
OaHHLIMU QYHKYUOHANbHBIX uccredosanuti. Tlosviwenue COD modcem ompadsicamo
Hanuque CUCmMemMHo20 3a6071e6anUs COeOUHUMENbHOU MKAHU 6 Kauecmee NpUYUHbL

MUoKapouma.

PexomenmoBaHO  HMcclenoBaHME ~— OMOXMMHUYECKMX W HMMYHHBIX — MapKepoB
MHUOKapAUAIbHOTO MOBPEXKICHUS.

(Cnaa pexomenaanum 1; ypoBeHb A0Kka3aTebHocTH B)

Kommenrtapmii: uccredosanue mpononuna u e2o uzoghepmenmos 6 ocmpulil nepuoo
cuumarom 6vicoko ungopmamusnvim 1 (Tul, pegepencnvie eenuuunvr 0-1ne/mn) u
mpononun T (TuT, pegpepencuvie geruyunvt 0-0, Ine/mn). Illpu omcymemeuu KiuHU4ecKux
w/unu IKI-npusznaxos uwemuu, éospacmanue ypoenei Tnl unu TnT 6 kposu ykazvieaem
Ha noepedcoeHue (HeKpo3) HEeKOPOHAPOLEHHO20 2eHe3d, UMO UMeem BAdCHOe 3HAYeHUe

ons neduampuuecxoﬁ U HeOHAMAAbHOU NpAakmuKu U AAe6a41encs bonee uyecmeumeylbHbim
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NPUBHAKOM OJ151 OUACHOCMUKYU Muoxkapouma, yem kpeamutgocpoxunaza (KOK) u u MB-
¢paxyusi KOK (KOK -MB)[1,2,3]

Tosviwenue ronyenmpayuu mponowurna | unu mpononuna T Haba0daemcs npu
MUOKAPOUATILHBIX NOBPENCOCHUAX — PA3TUUHO2O 2eHesa (6ocnanumenbHuiXx,
MPABMAMUYECKUX, UUeMULeCKUX U eunokcuyeckux). Ommeyaemcs npu MUokapoumax,
cencuce U CUCMEMHOM BOCHATUMENTbHOM CUHOPOME, NPU  PATUYHBIX ULOKOBbIX
COCMOSIHUSAX, ~ Npu  JeKAPCMBEHHOU  UHMOKCUKAYUU — YUMOCIAMUKAMY, — Npu
MPABMAMUYECKOM — NOBPENCOCHUU  Cepoyd, — BKIIOYAs — Kapouoxupypeuio, — nocie
OJeubpunnayuu,  npu  OMMOPAHCEHUU  CepOeyHO20  MPAHCHAaHmMmama,  npu
KapouoMuonamuu, npu XpOHUYECKUX CepOeyHol U NOYeyHOU HeOOCMAmOYHOCmU, npu
2UNepPMeH3UU C 8bIPANCEHHOU cunepmpoguetl 1e6020 JHcery0ouKd, npu OCmMpoll 1e204HOU
amboruu ¢ ouc@yuxkyuei npasozo xceryoouka. Taxum obpazom, onpeodenenue
mpononunoe | u T mpu smux  cocmosHusx — Xapaxmepusyem — Haluyue
NPOBOCHAIUMENLHO20  YUMOKUHUHOYYUPOBAHHO20 NOBPENCOCHUsL U IHEpeemuiecKuil

oeuyum.

PexoMeHoBaHO  HCClielOBaHME AKTUBHOCTH  JIakTatiaeruaporenassl (JIAD) wu
kpeatuHdochokunaszel (KDOK) ¢ oTmenpHBIM HCClieOBaHUEM CEpIACYHON (Ppakuu
[1,2,3].

(Cuuia pexomMenanuu 1; ypoBeHn 10ka3ateabcTB B)

Kommentapuu: [llogviwenue axmusnocmu JIII' u  xpeamungocghokunazvl
HeooCmamoyHo chneyugpuyHo, yawje ompadxcaem aKmuHOCMb U 2eHePaIU3AYUI0
00we20 UHeKYUoHHO20 npoyecca.

THosvuuenue axmusHocmu cepoeynvix uzogepmenmos KOK-MB (4-6% om ypogHs
K®K, unu menee Smxe/n), JIII'l (om 14-26% om obwen akmusnocmu JI[I) u JIJ[I2
(om 29-39% om obweii axmusnocmu JIJ[I) 6onee cneyuguuno, ecmv dauuvie 00 ux
nosvluWeHUU 8 OCMPOU aze Muokapouma 0o yudp, conocmasuMvlx ¢ pe3yibmamamu

npu ocmpom uHghapkme MuoKapoa.

PexomennoBano ompezneneHue ypoBHsS N-KOHIIEBOro (QparmMeHTa IMpPOMO3TOBOTO
Harpuityperuueckoro nenruaa (NT-proBNP), kak cieruduyeckoro mapkepa CH [1,2].
(Cuuia pexomMeHanuu 1; ypoBeHb 10Ka3aTeJbCTB A)

KommenTapuii: Yposenv 200 ne/mn npunam 8 kauecmse nopo2o8o2o 0is OUASHOCMUKU

KapOuanbHoU Namoio2uu.
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JIist BBISBJICHHSI 3THOJIOTMYECKOTO (haKTOpa MUOKAPAUTa PEKOMEHIOBAHO MPOBEICHUE
CEPOJIOTMYECKOTO  OOCIeIOBaHMs, TPU HEOOXOTUMOCTH  OaKTEPUOJIOTUYECKOTO
oOcIieToBaHUs, a TAKKE MOJICKYJISIPHO-OMOJIOTHYECKOTO MCCIeA0BaHus (MOJIMMEpPa3HO-
uensnou peakuu (IT11P)) CH [2,3].

(Cuna pexkomennanuul; ypoBeHb qoka3zarejbcTs C)

Kommenrtapum: [locesvl kposu u opyaux 6uonocuyeckux sHcudkocmetl (6 4acmHocmu,
NepUKapoOUaIbHO20 8bINOMA), CeposocUYecKUue U UMMYHOpepmenmHvle memoovl (MDA
u III[P) noszgonstom ¢ moll Ul UHOU CMENeHbl MOYHOCMU YCIMAHOBUMD
OAKMepUAnbLHYIO UTU SUPYCHYIO IMUOTO2UIO 00Uje20 UHPEKYUOHHO20 npoyeccd, HO He
gcec0da COOMBEMCMBYIOM NPUYUHHBIM — hakmopam muoxkapouma. JlocmosepHuim
Cnocobom onpeoenenuss IMUOIOSUYU MUOKAPOUMA BTISIeMCs 0OHAPYIHCEHUe BUPYCHOO
2EHOMA 8 MKAHU MUOKAPOA, NOJLYYEeHHOU NPU SHOOMUOKAPOUATbHOU OUONCUU, 0OHAKO

PYMUHHO 8 KIUHUYECKOU NpaKkmuke Oanuwlil memoo He npumensemces [1, 4].

PexoMeH10BaHO BbISIBJICHHE XPOHHYECKOro o4yara HHG(peKnum (XpOHUUYECKHI
TOH3WJUIUT, CHHYCHUTBI, MaTOJOTHUsS TMOJOCTH pPTa, XOJELUUCTUT), SBISIOLIErOCs
UCTOYHUKOM JUIMTEIbHOW MHTOKCUKAMM M CEHCHOMIM3AlUU, MOTCHLIHUAIbHBIM
UCTOYHUKOM HMH(EKIUU MHOKapaa (0COOEHHO TOH3WIUIOICHHOM), IOTOJIHUTEIHHO
npoBoasATCA uccinenaoBanus antuctpentoiauznHa-0O (ACJIO), moceBbl U3 HOCOTJIOTKH U
KUAIIEYHUKA ¢ UAeHTU(UKanued (iIopsl U ONMpeleleHUEeM €€ YyBCTBUTEIBHOCTH K
AHTUMUKPOOHBIM Ipenaparam [3].

(Cuiia pexomenaanuu l.ypoBens qoka3areabcers C)

2.4 UHCTPYMEHTAJLHAA THATHOCTHKA.

PexomeHj0BaHO MpoBe/icHUE peHTreHOrpaduu OpraHoB IpyaHoO# Kietku [1,2,3].

(Cuiia pexomMeH1anuu 1; ypoBeHb 10Ka3aTeJbCTB A)

KomMmenTapuii: onpedensiemcs ysenuuenue pazmepog cepoya (¢ yeeaudeHuem
Kapouomopakanvhoco unoekca (KTH) > 0,5, npu xapouomeecaruu - > 0,6-0,7).
XapakmepHo usmeHeHue KoOHGueypayuu cepoya (namono2uieckoe pemooeiuposanie)
CO C2NaddCeHHOCMbI0 KOHMYPO8 U passumuem cgepuiHocmu («ulapoobpasHocmuy),
MO2ym Onpeoensimvbcsi NPUHAKU 6EHO3HO20 3ACMOsL 6 1e2KUX, YMEPEHHbIU N1e6PANbHbIl

eblnoni.
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PexomennoBano mpoBeneHue snekrpokapauorpadun (DK B mokoe u mpoBeneHue
XonTepoBckoro MonuTopupoBanus) [1,2,3].

(Cuia pexomMeHanuul; ypoBeHb 10KAa3aTeNbCTB A)

Kommentapum: crudicenue eonemadxca 3y6yoe QRS; ewvipaswcennocmv npusnaxos
nepezpysku (cunepmpoguu) 1esvix omoenos cepoya 6apuabeibHa; NPUIHAKU
nepezpy3ku  060ux npeocepouli u Npagoeo HceryoouKa cepoya; Ommeyaromcs
npexooawue HecmouKue Hecneyuguiueckue UMEHeHUs penoiapuzayuu 6 6uoe
Oenpeccuu ceemenma ST, npu couemanuu c nepuxapoumom - 6 6ude noovema
ceemenma ST 6onee uem 6 3-x OomeeOeHUAX, a makdxice yMeHbuileHue amMnIumyobl,
uzosnekmpuunocms, umgepcus 3yoya 1. IlcesOounghapxmmuvie usmeHenuss u
8bIPANCEHHBIE NPUSHAKU CYOIHOOKAPOUANbHOU UWeMUU MO2ym Oblmb NPUSHAKAMU
KOpoHapuuma.

Pannumu npuznakamu moeym aeniamucsa pasiuunsie 6UObl HAPYUWEHU NPOBOOUMOCTU 8
sude Oaoxkao nodcex nyuxa luca, ampuosenmpukyusipuvix 6nokad [1,2,3] (ypoBeHb
noka3zarenbeTB C).

Y 60% oemeii pecucmpupyromesa HapyuwieHus pumma 8 ude IKCmpacucmonuu, pexice -
napoKCcusManbHou Maxukapouu, mpenemaHus npeocepoutl. Ilossnenue
IKCMPACUCTNONUU  BbICOKUX 2PA0ayUll, HCeNYOOUKOBLIX APUMMUL, ALIOPUMMULL NPU
BLIPAICEHHOU  OUCYHKYUU MUOKAPOA NPOSHOCMUYECKU HeDIA2ONPUIMHO, UHO20d
apummus Moxcem 0vlmb eOUHCMEEHHBIM NpOosAGIeHueM muokapouma. Ilamonoeuueckue
usmenenus OKI' 6 ocmpom nepuode Oblcmpo UBMEHAIOMCS, YACO COYemAaromcs, npu

6ﬂa20npu}lH1HOM me4Yeruu mo2cym nojHOCmMbio RUueeiupoeantbCsl.

PexkoMeH0BaHO TMpoBeneHUE dXOoKapauorpaguu ¢ gomrieporpadueit st BbIIBICHHUS
JUJIaTallMd MOJIOCTEN CepAlla ¢ HAPYLIEHMEM COKPATUMOCTH MHOKApJa, JIOKAJIbHBIX
THIIOKMHE30B, IPU3HAKOB OTEKa MHOKap/ia Mpu ocTpoM Muokapaure [1,2,3].

(Cuia pexomMeHanuu 1; ypoBeHb 10Ka3aTeJbCTB A)

Kommentapumn: [lpu gvicoxou ocmpome npoyecca MeHbvuie 8epOAMHOCHb OUNLAMayuu
nonocmeti  cepoya (yposenv Odokazamenvcme C). Obpamumas KOHYeHmMpuyeckas
eunepmpous JDK ¢ Hapywenuem e20 J0KAnbHOU COKpAMUMOCMU 6Cle0CmBue
UHMEPCMUYUaIbHo20 omeka Habnooaemces y 15% 6onvbHbix, yawe npu Gyr1oMUHaHMHOU
@opwme (yposenv doxkazamenrvcme C), u pecpeccupyem 6 medeHue HeCKOIbKUX MeCAYes Ha

¢ghone adeksamuoll KOPMUKOCMEPOUOHOU Mepanuu.
PekoMeH10BaHO TIPOBEICHIE MarHUTHO-pe3oHaHCHOM Tomorpaduu (MPT) [1,2,3,4].
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(Cuuia pexomMeHanuu 1; ypoBeHb 10Ka3aTeJbCTB A)

Kommenrapun: Crocobnocme ycunennou koumpacmom MPT  oOuaenocmuposams
pasiuunsle  (OpMbl  BOCNATUMENbHLIX — 3a00Ne6aAHUNl  cepoya  XOpouio  OOKA3aHA
MHO2OYUCTEHHBIMU UCCIedosanusmu. Hcnonvzosanue 6 kawecmee konmpacma npu MPT
npenapamos Ha ochose eadoaunus (GA-DTPA), ob6aadaroweco cnocobnocmuio
AKKYMYIUPOBAMbCL 8 BOCNANUMENbHOM — MKAHEBOM  cybcmpame, — yeeauyusaem
ouazHocmuyeckylo  3nauumocmos  memooa. Dokanvhoe ycunewue MP  cuenara 6
COHEMAaHUU C PecUOHANbHbIM 2UNO- UL OUCKUHE30M, eblsisliennoe npu MPT ¢ oannvim

KOHmMpacmom, npusnaHo aOCWlO@eprlM NPU3HAKOM MuOKapduma.

Hanuuune ne Menee nByx uz MPT-kpurepueB IMarHoOCTUKA MUOKApAUTA, IIPEATI0KEHHBIX
KaHaJcKoM paboueit rpynmoi, (Lake Louise Criteria) Ha ¢QoHe KIMHUYECKON
CHMIITOMATHKH TTO3BOJISIET AMArHOCTHPOBATh MUOKapauT [1,2,3,4].
(Cnaa pexomenganum 1; ypoBeHn noka3areabcrs C)
KommenTapuu: [Ilpeonoocennvle xanaockoti paboueu epynnou MPT-kpumepuu
ouaznocmuxu muoxapouma (Lake Louise Criteria) exntouarom:

1) nokanvnoe unu ougpysnoe ycunenue unmencuenocmu T2-cuenana;

2) ysenuueHue omuouleHus unmeHcuenocmu pantezo T1-cuenana om muokapoa K
CUSHATLY OM CKEJIeMHBIX MblULY,

3) eusyanuzayuio Kaxk MUHUMYM OOHOU 30Hbl C HNOBbIUEHHbIM HAKONIEHUeM
2adonunus  Ha  omcpoyeHHvlx — T1-636euleHHbIX  U300PAdICEHUAX, UMO  MOdcem
C8UOEeMeNbCme068amy 0 HEKPOMUYECKUX unu Guopo3upyrouwux usMeHeHusx cepoeqHou

Mbludysl.

PexomeH10BaHO MPOBEICHUE PATMOHYKIHIHBIX METOI0B HcciaenoBanus [1,2,3,4].

(Cuua pexomennanuu 1; ypoBeHn 10ka3ateabcTB B)

Kommenrtapuii: Cyunmuepagus muokapoa ¢ mexweyuem NO36015€m GblAGUMb 30Hbl
eunonep@ysuu  npu  UHMAKMHBLIX KOPOHAPHBIX apmepusx. Bovisenenue npusHaxkos
BOCNANUMENLHO2O — NOBPENCOCHU  MUOKAPOd, 6 MOM  Yucie  JeUKOYUMAaApHbIX
UHQUILMPAMO8 68 MKAHU NpU NPOBEOeHUU CYUHmMuepaguu ¢ Mmaiiuem, no380Jsiem
npeononodxcumes  mexkywuu  muokapoum  [1,2,3].  Oonogpomonnas  smuccuonnas
momocpaghus u NO3UMPOHHO-IMUCCUOHHASL MOMOZPADUSL 00CMAMOYHO UHDOPMAMUBHBI
0l OuppeperyuanbHol OUASHOCMUKU 0OPAMUMBIX (B0CNATIUMENbHBIX U UULEMUYECKUX)
U HeoOpaAMuUMbIX (0eCmpPYKMUBHBIX) MUOKAPOUATbHBIX UMEHEeHUl. Dmu HeUHB8A3UBHbIe
Memoobl  UCNONB3VIOMCS 6  NeOUAmpUYecKoll npakmuxe OAsi  YMOYHEHUs  Ulu

YCMAaHo81e U OUAsHO3A.
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e [lpoBeneHne HMHBAa3MBHBIX  METOJOB  HCCIENOBAHUSA:  KaTeTepU3allMs  Cepala,
KOpOHapOaHTHorpadusi, TPaHCBEHO3HAs SHJIOMHOKapAuaibHas OHomcusi B OCTpod (haze
3a00JIeBaHUsI HE PEKOMEHJIYeTCs U3-32 BBICOKOTO pPHCKAa TPOMOO3MOOIMUYECKUX
OCJIOXKHEHUH, acucTonuu U pudpumsaiuu[l,3].

(Cuuia pexomMeHnanuu 1; ypoBeHb 10ka3ateabcTB B)

KomMmeHTapuu: memoouku ucnonwb3yromes no cmpoeum NOKA3AHUAM, NpU YayduleHuu
KAUHUYECKO20 ~COCMOAHUSA, OMHOCUMENbHOU KOMNEHCAyuu Kpogooobpawjenus, npu
omcymcmeuu  UMMYHO-OUOXUMUYECKUX — MAPKEpo8  OCMpo20  MUOKAPOUATLHO2O

noepeofcdeHuﬂ, 6HE OCMpOonisbl npoyecca.

e DHJOMHUOKApAMAJIbHYI0 OHOIICHIO PEKOMEHIOBAaHO K MPOBOJUTH IO CIEAYIOIIUM

MMOKa3aHUSIM

(1) BmepBble Bo3HHWKIIAs, HeoOBbsichuMmas CH, mpomonKHTENbHOCTBIO < 2 HEHENb C
HOpPMaJbHBIMH pa3MepaMu WIH JiaTupoBaHHbBIM JK U remoanHaMU4ecKHUMU
HapymeHusmu [1,3]

(Cuna pexomenaanum 1; ypoBeHb 10Ka3aTeabCcTB B)

"

(2) BmepBbie Bo3HUKIIAs, HEOOBsicHUMass CH, TpOJOIKUTENBHOCTRIO OT 2 HEeenb 0 3
MecsleB ¢ aunatupoBanHbiM JIK, He moanaroiascs JieueHuto B Teuenue 1-2 Henenb
v nipu passutuu KT, AB - 61okanst Il - 11 crenenu [1,3]

(Cunaa pexkomennanuu 1, ypoBeHb 10Ka3aTebcTB B)

KomMmenTapuu: npu oyenke pe3ynbmamog Ouoncuu, Kaxk npaguio, UCHOIb3VIOMCS

Hannacckue (1986 2.) mopghonocuueckue ouacrocmuyeckue Kpumepuu OUASHOCMUKU

MUokapouma

Tabumuna 4 - Jlamutacckue KpUTEpUH TMCTOJIOTMUECKON AMarHOCTUKY MUOKapIUTa.

OHpeHeJ’IeHHHﬁ BocnanurenpHas I/IH(bI/IJ'H)TpaHI/IH MHOKapZa € HCKpPO30M /U ACTCHCpalus
MHOKapanuT MMpUJICraloIuX MUOLIMTOB, HE XaPAKTEPpHAA I HIICMHUYICCKHUX H3MCHCHU U npu UbC
BepOHTHBIﬁ Bocnanurensanie I/IH(l)I/IJ'H)TpaTI)I AOCTAaTOYHO PCIKHU, b0 KapAMMHUOLNUTBL
MHOKADIHT I/IH(bI/IJ'H)TpI/IpOBaHI)I HGﬁKOHI/ITaMI/I. Her Y4aCTKOB MHUOLUTOHCKPO3a. MI/IOKapHI/IT HC
pa MOKET OBITh JAUArHOCTUPOBAH B OTCYTCTBHUC BOCIIAJICHUSA
Her HOpMaJIBHBIﬁ MHOKapa nim IIaTOJIOTUYCCKUEC HU3MCHCHUA TKaHU
MHOKapanTa HEBOCIIAJINTEIBHOMI pUPOJbI

B pexomenoayusx Anouckoeco xrapouonocuueckoco obwecmsa (2009) npugoosmcs
Kpumepuu ocmpo20 MUOKapOuma no OAHHbIM OUONCUU IHOOMUOKAPOQ, YKA3bIBAEHCH,
Umo GvINOIHeHUe IHOOMUOKAPOUATbHOU OUONCUU OMHOCUMENIbHO 0e30nacHo y demell
cmapwezo 6o3pacma [4].

Taoauna 5 - Kputepuun octporo MuokapauTta npu Ouorncuu sugomuokapaa (2009).
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JunarHocTuyeckue KpUTEPHH OCTPOr0 MHOKAPAUTA NMPH GHONCHHU IHAOMHUOKAPIA

1. B I/IH(l)I/IJ'II)TpaTe 0OJIBIIOE KOJNMYECTBO OOJBIIMX UM MAallbIX MHOT'OAACPHBIX KJICTOK (I/IHOFHa C
MOSIBJICHHEM HEOOJIBIIIOr0 YKCa HOJ'II/IMOp(l)HOH}_IepHI)IX HeﬁKOHHTOB 1 MHOT'OAACPHBIX THTAHTCKUX KJ'IGTOK)

2. Pazpymenue, cinmsiHAEe KapAMOMHOIIUTOB

3. UnTepcTunManbHblil 0TeK

Veepenno nocmasums Ouaenoz Muokapouma no pe3yibmamam OUONCUU MOICHO MOTbKO
npu Hanuduyu 6 buonmame 80CNAIUMENbHOU UHOUIbMPAYUU MUOKAPOA U/UTU HEKPO3A U
Oecenepayuu npuie2awux Kapouomuoyumos. Eciu mumpoyumapnas ungurompayus
nepcucmupyem 6 ouonmame, KOHCIMAMUPYIOM HPOOOIHNCAIOUUTICS MUOKAPOUM, eCiu
UHDUIDMPAYUsi 3HAYUMETbHO YMEHbULAEMC sl CO 8PEMeHeM WU ucde3aem, 2080psm o
Pazpeuaruemcs Ui usledueHHom muokapoume. Ilomumo mexnuueckux cioxchocmeltl,
BO3MOJICHO NOJIYYEHUE TIOHCHONOTLONCUMETLHBIX U IOHCHOOMPUYAMENLHBIX PE3VIbIMAMOS.
Hecmompsi  na  evicokylo  ungopmamusnocms, Ouoncus muoxkapoa y Oemell
NPUMEHAEeMCS 02PAHUYEHHO.

2.6 JIndpdepeHnuaabHbIH THATHO3

0  Omcymcmeuem cheyuduueckux OUACHOCMUYECKUX KPUMEPUE8, CXOOCME0 KIUHUYECKUX
NPOSIBNEHUU CEPOeYHO-COCYOUCMOU U ObIXAMETbHOU HeO0CMAamo4HOCMU, 0COOeHHO Ha ¢hoHe
2eHEPANU308AHHOU UHPEKYUOHHOU NAMON02UU 3AMPYOHSem OUASHOCIUKY MUOKAPOUMOS.
Pannsis manugpecmayuu (6 mom uucie y HOBOPOICOEHHBIX) PAZIUUHBIX QOPM BDPONCOCHHBIX
Kapouomuonamutl, — 3a001€8aHULl  MUOKAPOA — HEU3BECMHOU  SMUOLOSUU  (BKIIOUASL
IHOOMUOKAPOUATILHBILL (PUOPOINACIO3), 8 2eHe3e KOMOPbIX HApsdy ¢ opyeumu Gaxmopamu
bonbuLoe 3HaueHUe npuoaemcs UH@eKyulu 8 panHem GemaibHoMm nepuooe.

0  [Ilpu oughouacnocmuxe ¢ uouonamuueckou ouramayuonHou kapouomuonamueti (JJKMII)
pewiaroujee 3HaAYeHUe umMeem NOCMEeNeHHoe pa3eumue CUMNIMOMOE 3ACMOUHOU CepOeyHOll
He0OCMAamoyHOCmuU, OMCYMCmeue Uil MUHUMATbHbLE 1A00PAMOpPHble NPUSHAKU B0CHALEHUS,
omcymemsue 3¢ghgpexma om npomugogocnanumenvrou mepanuu. Hecmomps na cywecmsyowue
Kpumepuu OUASHOCIUKU MUOKAPOUMO8 U Kapouomuonamuii (3a00ne8anuti Muoxkapoa
Heuzgecmuol smuonoeuu, no onpedenenuro BO3), ougpepenyuanrvruas ouacnocmuxa 3mux
COCMOsIHULL, 0CODEHHO Y Oemell Nepeo2o 200d HCU3HU, OUEeHb CLONCHA, MAK KAK MeHCOY HUMU
cywecmgyem He — MONLKO KIUHUYECKOe U NAmMO2eHemu4eckoe, HO U Mopgonocuyeckoe
cxo0cmao, 0bwHOCMb INEKMPOKAPOUOSPAPUUECKUX U axoxapouocpaguyecKux
xapaxmepucmux. DHOOMUOKAPOUATbHAS OUONCUS MUOKAPOQ, NOKA3AHHAS 6 SMUX CIyYdsix,
uacmo (Ho He 8cee0a) noomaepAHcoaem OUaAcHO3.

0  [Jugppepenyuanvras OuacHOCmMuKa peMamuyeckux U HepesmMamuieckux MUoKapoumos

OCHOBAHA HA UCKIIOYEHUU PesMamuieckoll JUxXopaoxu, Haonooarowelcs y oemel cmapue S5-71
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nem. XapakmepHvl Hanuuue C8A3U  MaHugecmayuu  MUOKApPOUMA C  NepPeHeceHHOl
CMPenmoKoKKOBoU UHGheKyuel, umerom Mecmo IKCMpakapouaibHbie NPOSAGIeHUs — AHYIAPHAA
coinb, apmpaneuy, noauapmpum, xopes. [na peemamuyecko20 MUoKapouma He XapaxmepHda
Kapouome2anus U GblPANCEHHA MUOKAPOUATbHASL HeOOCMAMOYHOCMb, YACMO 6 Npoyecc
goseKaemcs nepuxapo, pamo Modicem 0OHAapy’HCUBAMBCA deopmayus
aAmMpUOBEHMPUKYVIAPHLIX — KIANAHO8, 8  OalbHeliueM  QopMupyromes Nnopoku  cepoya.
ObHapyxcusaromces 1a60pamopHvle UMEHeHUs, MUnUYHble Ol OCMPOU pPeBMAamuyecKoll
auxopaoku (netikoyumos, noeviutenue COD, evicokue mumpor ACJIO, CRP, awmueen [-
2eMONUMUYECK020 CMPENnMOKOKKA 2pynnuvl A), npu OaKmepuoIoeuieckom uccie008anuy Maska
U3 3e8a ModiCem BblOeNAMbCA [-2eMOIUMUYecKUull Cmpenmokokk epynnvl A. Xapaxmepmoi:
omuemau8as  YCmouuueds — NONONCUMENbHASL  OUHAMUKA — NPUBHAKO8  OeKOMHNeHCayuu
Kposoobpawenus, usmenenuu OKI, auxeuoayus nepuxapoudarbHo2o 6vlnoma Ha ¢hoHe
NPOMUBOBOCHANUMENLHOU U AHMUOUOMUKOMEPANUU.

O  Muoxapoumel  HOBOPOJNCOEHHLIX ¢  Kapouomezanueu, YUAHO30M, maxuxkapouel,
dexomneHcayuel Kposoobpaujenus 00CMAmMOYHO CLONHCHO Oughgepenyuposams ¢ Opyeumu
KApOUoOMe2anusamMu HOBOPONCOEHHBIX, XOMs MO BAHNCHO O/l HA3HAYEHUs aA0eK8AMHOl
mepanuu u onpeoeneHus NpocHo3a 3a0onesanus. B cenesze paziuyHviX GOpm 6pOHCOEHHBIX
KapouoMuonamuil u SHOOMUOKAPOUATbHO20 (Pubpos1acmosa Hapsdy ¢ opyeumu gaxkmopamu
bonvbuloe 3HayeHue npuoaemcs uHpexyuu 6 panwem emanvHom nepuode. Jloboe
unmepKyppenmuoe 3aoonesanue y pebeHka cpyoH020 603pAcma MOMCem CMams mpuceepom
Manugecmayuy SMUx 8POAHCOEHHBIX 3A001e8aHULL

0  OuoomuokapouanvHuiti Guoposracmos (@3) — epodicoenHoe 3aO0ne8anue HeACHOU
IMUONIO2UU,  HAYUHAIOWeEeCs 60  GHYMPUYMPOOHOM  nepuode,  XApakmepusyroueecs
BHAYUMENbHLIM  YMOJIWEHUeM 3HO0Kapod, 00YClosleHHbIM GuOpo3om, Kapouomezaiueu u
3acmouiHou cepoeunoll Hedocmamounocmoio. Cuumaemcs, 4mo @GubpoINACmo3 He ABIAemcs
camocmosamenvubiM 3abo0nesanuemM, a npeocmasisiem coboll Hecneyuguueckyro peaxyuro
9HOOKApPOA HA 000U MUOKAPOUATbHBIL CMpecc, 8 Kauecmee KOmMOopo2o MOZYm 6blCIYnams
2eMoOuHamudeckue nepespysKu U3-3a 8PONCOEHHLIX HNOPOKO8 cepoya U cocyoo8 U Ux
couemanull, 8UpycHvle Ui OAKMepuaibHvle dA2eHmbl, 2eHemuyeckue abeppayuu, SUnoKcus,
Kapouomuonamuu u m.o. Kiunuueckue nposenenus eapvupyrom. Ha nepsom nname cmosm
Kapouome2anusi U paHo HNOAGIAIOWAACS OeKOMNeHCayus Kpo8oOOPAueHUs V HOBOPOHCOEHHDIX,
yawe - y Odemeil 2pyoHoeo eospacma (00 6 mecsyes). [lpusnaku msdicenon 3acmouuHol
He0OCMAamoyHOCMU MOV — DA36UBAMbCA Y paHee  KIUHUYECKU 300p06020  pebenKa,

MaHughecmayus U NPoOSPeccuposanue Moxcem OOHAPYHCUBAMbCA HA (POHe DeyuousUPYrOUUX
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ne2oynvix ungexyu. Cumnmomul 3a001€6aHUSL MOSYM HOCUMb NOCMOAHHO NPO2PEeCCUPYIOuulL
xapakmep uau npomexkams ¢ nepuoodamu pemuccuu. Ilpoenos nebaazonpusime.

O  Heunghexyuonuvie xapouomezanuu HOBOPONCOEHHLIX — HNPEOCMABIEHbl OCMPLIMU
YepebpoKapOUAIbHLIM U KAPOUONYTIbMOHALLHLIM CUHOPOMAMU, AG)OHUUHBIMU 8POHNCOCHHBIMU
NOpOKamMu cepoya U 2emepoceHHOU 2PYNNOl 2eHeMmUu4ecKUx U 8pOHCOEHHbIX 3a00]e8aHUl
(enuxocenosnas rkapouomezanus- bonesnv Ilomne ww enukocenoz |l muna, mumoxonopuanvhas
NAMOIO2USA, BPOAHCOEHHbIE MUONAMUL U NPOSPECCUPYIoUUe MbluletHble OUCpoduL), Smu 3a601e6aHUs
Xapaxmepusylomcs RIOXuM NpocHO30M.

O  Tpausumopuas uuwiemuss MUOKAPOA HOBOPONCOEHHLIX (NOCMSUNOKCUYECKUN CUHOPOM
desaoanmayuu  CcepoOeyHO-COCYOUCMOU  CUucmemsl,  YepeOPoOKapoOUaIbhblll  CUHOPOM)
paszeusaemcsi Ha  OHe  HEBPONOSUHECKUX  DKBUBALEHMO8  NEPEeHeCeHHOU  2UNOKCUU,
KapOuonyibMOHAIbHBLU CUHOPOM UIU ocmpoe Jiecounoe cepoye (Cor pulmonalis acutum) npu
PeCnupamopHom OUCImpecc-CUHOPOME, NPU MHONCECMEEHHIX ameleKmasax 6 603pacme HeCKOIbKUX
OHell.

0 K epoowcoennvim nopoxam cepoya (BIIC) u cocydos c¢ kapouomeeanueii, Ho 0Oe3
BbIPAINCEHHOU AYCKYIbMAMUSHOU CUMNIMOMAMUKY, OMHOCAMCIA AHOMATbHOE OMXOXHCOEHUe 1e60l
KOPOHAPHOUL apmepuu om 1e204Hou apmepuu, cunopom bnanoa-Yatima-I'apranoa (Bland-White-
Garland), wuzoauposannas roapkmayuss aopmei, noamas Gopma 06wWe20 OMKPLINO2O
ampuoBeHmMpUKyIAPHO20 KAHANA, OepeKm MedcnpeocepoHol nepe2opooKy, MOmMAaibHbulll Ul
YACTMUYHBIIL AHOMANbHLIUL OPEHAdC N1e20UYHbIX 6eH. Bo3mooicna kapouomezanus, C8A3aHHAA C
apummozeHHol kapouonamueu npu emanvrvlx apummusx. OCHOBHLIM 8 UCKTIOUEHUU BCeX
6u0oe agonuunvix BIIC ssisemca Oxo-KI' uccredoganue, makace HeoOX00UMb
NYNbCOKCUMEMPUSL HA BEPXHUX U HUNCHUX KOHEUHOCMAX Y HOBOPONCOEHHBIX (015 OUASHOCMUKU
Koapkmayuu — aopmel U Opyeux  OYKmyc-3a8UCUMbIX  NOPOKOS),  UHGOpMamueHbl
nekmpoKapouozpagpuieckue ucciedodanus (011 cunopoma branoa-Yaima-Iaprenoa).

O  Apummocennas Ouc@yHkyus Muokapoa ¢ NPU3HaAKamu HeOOCMAamoyHOCMU MUOKAPOd U
ounamayueti kamep cepoya pazeusaemcs 'y 15-80% OoabHbix ¢ XpoHUUecKuMU
maxuapummusamu  (IKMONUYECKOl NpeocepOHOll  maxukapouel, npeocepOHO-HCeNY00UKO8OU
maxuxapouet,  JHcery0ouKo8OlU  maxukapouell, XpoHUYeckou ¢opmol  mpenemarus
npedcepoutl). bBonee @vicoxkull puck pazeumusi apUMMOSEHHOU OUCHYVHKYUU MUOKAPOA
HaOI00aemcss npu CMabUlbHO BbICOKOU HACMOme CepOeyHO020 pumma 6 medeHue CYmoK.
Cmenenv oucgynxyuu eapvupyem om ymepennou ounamayuu JDK 0o 3Hayumenvrozo
pacuiupenus Kkamep cepoya no muny CUHOPOMA OULAMAYUOHHOU KAPOUOMUONAMUU C PEe3KUM
CHUDICEHUEeM COKpAMUMOCMU MUOKAPOd, — BbIPAHCEHHbIMU NPUSHAKAMU — XPOHUYECKOU

cepdelmoﬁ Heoocmamoyunocmu. Penmeenonocuueckas Kapmura Hecneuuqbulma. Omcymcmeue
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SBHOUL C653U C NEPEHeCeHHOU UHGpeKyuell, HOPMATbHble 3HAYEHUS UL YMePEeHHOe NOBblUleHUe
VDOBHSL  OUOXUMUYECKUX MAPKEPO8 NOBPENHCOCHUS MUOKAPOQ, NOCMENeHHOe, HO O008OIbHO
ovicmpoe (2-4 Hedenu) nosviuieHue paxkyuu vlOpoca U HOPMAIU3AYUS NOJOCMeEl cepoyd
nocie YCMpaHeHusi apummuu NOOMEepHcOAiom NpeonosioNceHue 00 apUMMOSEHHOM 2eHe3e
Kapouome2anuu u OUCHYHKYUU MUOKAPOA.

0  Jleckue ¢opmul muoxapouma y oemetl WKOIbHO20 803PACMA U NOOPOCMKO8 Clledyem
oughgpepenyuposams ¢ muoxapouooucmpogueti Ha Gone BecemamMusHoOU OUCHYHKYUU,
0COOEHHO NPU HATUYUU HAONCETYOOUKOBOU IKCMPACUCTONUY, KAPOUATUYECKO20 CUHOPOMA.
Iaguvim omauuuem s81emes OMcymcemeue Kapouome2anuu u cepoedHol HedoCmamoyHoCmu,
omcymemeue NovluleHUs. YPOBHS  OUOXUMUYECKUX MAPKePO8 NOBPENCOeHUs. MUOKApOd,
Hanuyue ApKUX 8eemamusHbIX HAPYUIeHUll cO CMOPOHbL Opyeux opeanos u cucmem. OKI-
UBMEHeHUs, KaK Npasuno, ucdesaiom Ha @GoHe ¢usuueckou Hazpy3ku (8 omauuue om

MUOKAPOUMa,).

3. JleyeHue

3.1 KoncepBaTuBHAS Tepanus

Hemeouxamenmosnoe neuenue

e PexkomeH0BaH TOCTENbHBIM peXUM (2-8 Hedenp B 3aBUCUMOCTH  OT  TSYKECTH
3a0oJeBaHMs) C JIe4eOHON (HU3KYIBTYPOIl M BIXaTENbHON T'MMHACTUKON 0e3 yCHIus /10
paspereHus octpoii passi [2,3,8].

(Cuia pexomennanuu 1; ypoBenn noka3zareabcts C)
KomMmenTapmii: unmencusnas usuueckas Hazcpy3ka cnocobcmeyem — YCUleHuro
gocnanenus u Hekposa (ypoeenv ookaszamenvcmé C), ysenuuusaem puck 6He3anHou

cepoeunoll cmepmu (yposerv doxazamenrvcms C);

e PexkOMEHIIOBaHO MOJHOIEHHOE PAIlMOHAIBHOE MUTAHHUE C JOCTATOYHBIM KOJHUYECTBOM
BUTAMHHOB, MHUKPO3JICMEHTOB, OCJIKOB, MTPO- M MPEOMOTUKOB, OTPAHUUCHUEM ITOBAPCHHON
comu (o 1-1,5 r y mereii crapiero Bo3pacra) [2,3].

(Cuia pexomennanuu 1; ypoBens noka3zareabcts C)

e [luTbeBoil peXHM pPEKOMEHAYETCS KOHTPOJIMPOBATh aAuype3oM. OO0beM BBITUTOTO
pebenkom noimkeH ObITh Ha 200-300 M MeHbIIE BBIJICIICHHOTO 33 CYTKH, COCTaBIISIS B
cpenneM ot 400 o 600 MIT/CYyTKH Yy IeTel IepBbIX JeT xu3Hu [2,3].

(Cuia pexomennanuu 1; ypoBens noka3zareabcts C)
Meoukamenmosnoe neuenue
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Pexomenyercs TUOTPOTHAA Tepanus UHEKINH, MIOATBEPXKAECHHOMN
0aKTEepPUOJIOTMYECKUMU U CEPOJIOTMYECKMMHU HCCIEIOBaHUAMHU (aHTHOAKTEepUalibHas,
NpOTHBOBUpYCHas) [4].

Pexomennayercsa neuenune CH (cM. KIMHMYECKHE PEKOMEHIAIMU IO TEPANIUU OCTPOU U
xpounueckoi CH) [1,2,3,4].

PekoMeHyeTcss mMpoBeACHHE HMHAWBHAYaTbHO OOOCHOBAHHOW IMATOT€HETUYECKOM
TEpaluy:  NPOTUBOBOCHIAIUTENBHON  (MMMYHOCYIIPECCHMBHOM),  aHTU(EPMEHTHOMH,
AQHTUKOATYJITHTHOMU, IE3MHTOKCUKAITMOHHOM, MMyHOTepanuu[1,2,3,4].

[Ipy HamUUMU DSJCKTPOJIMTHBIX HAPYIIEHHH HeoOXoauma UuX Koppekuus (1o
CTaHJApPTHBIM IIpaBHJIaM).

PexomMeH/10BaHO Ha3HAUYE€HUE AHTUOAKTEPHAJIBHOM TEpamuH MpenapaTamMyd IIHPOKOTO
CIEKTpa B CTaHJAPTHBIX JO3MPOBKaxX (4Yalle 3alUIIEHHbBIMM NEHUIWUIMHAMHU, B
COYETaHUHU C aMHUHOTIMKo3uAaMu, nedanocnopunamu 1, 111, 1V nokonenus) B Teuenue
2—4 Henenb, TaK KaK NPUYMHON MHOKapIuTa MOXET ObITh BUPYCHO-OaKTepHasbHas
accolyanus, a Takke Uil NPO(PUIAKTHKH OCIOXHEHWH B paHHEM BO3pacTe; IMpH
MIOJI03PEHUM HAa SHAOKAPAMT, Jajee KOPpPEKLHUs Tepalnuu IO JAHHBIM pPE3yIbTaTOB
noceBoB [2,4].

(Cuia pexomennanuu 1; ypoBens noka3zareabcts C)

[TpotuBoBUpycHas Tepamnus. [IpoTuBoBUpYycHas Tepanus 3Q(EeKTUBHA TOJIBKO B MEPUOJT
HETOCPEICTBEHHOTO NPOHMKHOBEHMSI BHpPYCa B OpPraHM3M WIIM BCKOpPE IMociie 3Toro. B
HACTOSIIIEeE BPEMs MMPOTUBOBUPYCHBIC CPEIICTBA HE PEKOMEH/IOBAHbI K MCIIOJIb30BAHHUIO B
JICUECHUH OCTPOro MUOKapauTa [3].

(Cuuta pexoMeHIaIUH 2; YPOBEHB A0Ka3aTeabeTB C)

Kommentapum: [lpu OOKyMeHMUpPOBAHHOU GUPYCHOU IMUONOSUU 2EHEPATUZ0BAHHOO
UHEKYUOHHO2O npoyecca, HA PoHe KOMOPO2o NOO03PeBaAencs NOpadceHue MUoKapod
(npu omcymemeuu OAHHBIX OUONCUU MUOKAPOQ), MO2YN UCTOTb30BAMbCAL:

O npu 2epnemuueckoi ungexyuu ayuxiosup™ (Koo ATX: JOSAB01) 60 me/ke/cymku 6

HeOHamanbHOM nepuooe 6/8 kaneivho 3 p/Oensb He menee 14 Ouetl, demsam om 3 mec

00 12 nem — no 5 me/ke (250 me/m* nosepxnocmu mena), per 0’ y demei
cmapwe 2 nem no 200 me 4 pasa 6 cymxu He MeHee 5-mu OHell;
O npu Herpes simplex I, 2 muna — no 10 wme/ke xaxcovie 8 u; 60abHLIM C

HapyuWeHUAMU UMMYHHOU CUCMEMbl - 00OHO8PEMEHHO ¢ UHOVKMOpaMu unmepg@epona,
npu Snwmetin-bapp-eupycrnoti unghexyuu unosun npanoodexc (Koo ATX: JO54X05)
50-100 me/xe/cym 6 3-4 npuema 7-10 onet;
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O npu  Yumome2aio8upycHoU  SMUOLOUU -  UMMYHORI00YIUH — 4elo8eKd
anmuyumomezanosupycholii (Koo ATX: JO6BB09) 6 pazosoii doze 2 ma/ke Ne 6, npu
BUY-ungpexyuu — 3uooeyourn™ (Koo ATX: JO5SAF01): per 0s 0,2 ma/ke/cym 6 4
npuema 3a 30 munym 0o eovl, sHympueenro kaneavho 0,15 ma/ke/cym 6 4 npuema 8

paszsedenuu na 5-10 ma 5% oexcmposer™ (2niokoswl) 6 meuenue 30-60 murym.

Jleuenue ocCTpoil cepAeuHON HEIOCTAaTOYHOCTH MPU MHUOKApPAMTAX PEKOMEHIyeTcs
OCYILECTBIISITh B COOTBETCTBUM C COBPEMEHHBIMH HAIIMOHAJIBHBIMU PEKOMEHJIAIUSIMU,
o0OecrieunBaeTcs  COYETAaHHBIM  NPUMEHEHHEM  JUYPETUKOB,  MHTUOUTOPOB
aHrnoTeH3uHNpeBpamamomero gepmenta (AIID)*, pexe P-O6m0kaTopoB™, cepleUHbIX

TJIMKO3UJOB (B HU3KHUX J03aX), METa0OIn4YecKnX U (M0 MOKa3aHUsIM) UMM YHOTPOTTHBIX

CPEICTB.
He pexkomeHnnyercs pyTHHHOE HAa3HAYEHUE HUMMYHOCYIPECCUBHOU TEpanuu
(TJIFOKOKOPTHUKOUIOB, a3aTUOIIPUHA, LUKJIOCIIOPHHA) u HECTEPOUIHBIX

npotuBoBocnanuTedbHbIX cpencts (HIIBC) Bcem GOMbHBIM ¢ MHOKApAUTOM, TaK Kak
COBpPEMEHHBIE JI0Ka3aTeIbHbIE MCCIEIOBAHUS HE MOATBEPIMIHN HX 3()PEKTUBHOCTD U
MIOJIOKUTEIPHOE BIMSHME HAa OTJAICHHBI NporHo3. llpuMeHeHue naHHBIX TIpymnn
IpernapaToB PEeKOMEHIOBAHO MPU JIOKa3aHHOM ayTOMMMYHHOM XapakTepe 3a00JIeBaHus
[2,3,].

(Cuia pexomMenaanuu 1; ypoBeHb 10Ka3aTeJIbCTB A).

VY nanueHToB ¢ JOKa3aHHbIM MHMOKApAMAIBHBIM BOCHAJIEHHEM M JIEBOXKEIYJOUKOBOM
mcyHKIHEeH He00X0AUMOCTh TepaMi UMMYHOCYITPECCOPAMHU SIBJISIETCS] CIIOPHON

(Cuita pexoMeHIaIUH 2, YPOBEHDb 10Ka3aTeNIbCTB B)

[IprMeHEeHHE TITIOKOKOPTUKOUIOB (Tipeanu3oon”, kog ATX: HO2ABO6, 3-5 mr/kr/cyT
napeHTepalibHO, 1-2 MI/KI/C mepopaibHO) pEKOMEHYETCs TOJIBKO MPH TSHKEIOM TeUSHUN
MHUOKapauTa ¢ nporpeccupymomeid CH, mpu nHGEKIIMOHHO-TOKCUYECKOM IIIOKE, MaJICHUN
AJl, B pszie citydaeB - MPH TSHKEIOM MOPAXKEHUH MPOBOAALICH CUCTEMBI M TEHACHLIUU K
3aTSHKHOMY TEUEHHUIo, 0e3 HaJu4us MEPCUCTEHTHOTO BHUpYCa, MPH BBICOKHUX THUTPax
aHTUTEN K CTPYKTypaMm MHOKapja. MIMMyHOcynpeccuss He TOKa3aHa IMpH JOKa3aHHOU
NEPCUCTEHIIMM  BUpPYyca, TaK KaKk  yCTAaHOBJIEHO  OTpHIATENbHOE  JIeicTBHE
TJIIOKOKOPTUKOMJIOB Ha 3JIMMMHAIMIO BO3OYIUTENss W pernapaTUBHBIE IPOLECCH B
Muokapae. Ha3HaueHue riIIOKOKOPTHKOHMIOB B PAaHHUX CTaAUAX, MPH HEJOCTaTOUYHOM
KosmdecTBe HelTpanusywimux AT, ycyryonser Tedenne muokapantal2,3].

(Cuia pexomennanuu 1; ypoBeHb 10Kka3atebcTB B).
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Hectepounnsie mnporuBoBocnanutenbubie cpeacrsa (HIIBC) ne pexomeHnmoBaHO
HA3HAYaTh MPU JICUEHUU OCTPOr0 MUOKAPAMUTA, TaK KAaK UMEIOTCS TaHHBIC O 3aMEICHUH
perapaTuBHBIX MPOIIECCOB B MUOKApP/IE C YBEIIMUCHHUEM JieTaibHOCTH [2,3,4,8].

(Cua pexomennanuu 1; ypoBeHb 10Kka3atebcTB B).

[IpuMeHeHHEe BHYTPHUBCHHBIX HWMMYHOIJIOOYJIHMHOB, BKIIOYas croenuduyeckue, He
OKa3bIBACT BBIPAXKECHHOTO IMOJIOKUTEIBLHOTO BIUSHHS HA TEUYCHUE MUOKAPIUTA U €rO
MCXOJl U HE PEKOMEHYeTCs B pyTHHHO# npakTuke [2,3,4, 8].

(Cnia pexoMeHIanMu 2; ypOBeHb 10Ka3aTeabCTB B)

KomMmeHnTapuu: npumenenue 6/6 uMMyHO2I00VIUHO8 MOJCem ObiMb PEKOMEHO0BAHO C
3aMecmumenbHoll U Yumocmamu4eckou yeavio 8 003ax 00 2 2/ke/cymku npu oCmpom u
npoepeccupyioujem medeHur XpoHuiecKko20 MUoKapoumada, no003peHuy Ha KOPOHApUum
(m.e. npu 8LIPANCEHHBIX NPUSHAKAX CyOIHOOKapOuanvrou uwemuu no IKT), nooospenuu
HA CUHOPOM OUCCEMUHUPOBAHHO20 BHYMPUCOCYOucmozo ceepmuieanus ([BC-cunopom)
[2,3,4,5,7]. IIpu mpomboyumonenuu u JIBC-cunopome pexomenoyemcs Kak npenapam
gvlbopa  ummynoznobyiun uenosexka nopmanvhvil " [IgG+IgA+IgM] (Koo ATX:
JO6BA02) 6 0o3ze 3-5 mu/ke/cymKu, npu yumome2anio8upyCcHoll SMUOI02UU MUOKAPOUMA -

UMMYHO200YIUH Yenoseka anmuyumomezanrosupycuwiil (Koo ATX: JO6BB09) [5,6].

AnTH(hEpMEHTHBIE CPEACTBA PEKOMEHIYETCsl Ha3HAYATh MPH BBICOKUX OMOXUMHUYECKHX
HOKa3aTelsaXx OCTPoil a3kl BOCHAIUTENLHOrO cuHapoma (anpomunun™, koo ATX:
B02AB01) 1000 ATpE/xr/cyt, Ho e 6osiee 10 000 ATpE/cyr) [2,3,5].

(Cuuta pexoMeHIaIUHU 2; YPOBEHB A0Ka3aTeJbeTB C)

Her cnemuduueckux peKOMEHJAIMKA IO JICYCHUIO HApyUICHWH pHTMa cepia IMpu
MHUOKapJuTaXx — LeJIeCOOOpa3HO Ha3HAuYCHHWE Teparuu B COOTBETCTBUH C
HaI[MOHAJILHBIMU pekoMeHmanusmu [1,2,3,7,8].

(Cuita pekoMeHIAIUH 2; YPOBEHB 10KA3aTeJIbCTB A)

KommenTapuii: [Ipenapamom evibopa sensiemcs amuooapor” > (Koo ATX:
C0IBD01) 6 ooze nacvuyenus 10-20 me/ke/cym ¢ nociedyrouum nepexooom Ha
noooepacusauyio 003y 5 me/ke/cym.

3.2 Xupypruyeckoe JeyeHue.

IIppu  TsKENOM  HApYLIEHUMM  NPOBOJUMOCTH  PEKOMEHIYeTCs  HMMIUIAHTALMs

KapauoBepTepa-1epuopuIsITOpa, IIEKTPOKAPANOCTUMYJIATOPA. OpnHako,
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HE0OXOIMMOCTh B JaHHOU mporienype Bo3HUKaeT peako (y 1% OONMbHBIX MUOKAPAUTOM)
[1,3,7,8].

(Cuuia pexomMeHnanuu 1; ypoBeHb 10Ka3aTeJbCTB A)

e PexoMmeH0BaHAa HEOTJIOXHAs TPAHCIUIAHTALMS CEpALla WM anmnaparHas MOJJepiKKa
UPKYJIAUUU (BHYTpHAaopTaibHas OAlJIOHHAs KOHTPIYJIbCALUs, IPUMEHEHUE PAa3IMIHbIX
MOAU(UKAIIMI MCKYCCTBEHHBIX JKeIymoukoB cepana, DKMO) mnamueHTam ¢ TsHKeIon
CH, noarBepx1€HHBIM KOHCUJIMYMOM CIIELIMAJIMCTOB IPOrPECCUPYIOIINM KIMHUYECKUM
YXYIIIEHUEM BIUIOTh A0 TEPMHHAIBHON NUCPYHKUIMU OopraHa Ha (OHE CTaHAAPTHOM
Tepanuy, yame npu QyaIbMHUHAHTHBIX (pOpMax MM B TEPMUHAIBHOU CTaJUH OCTPOTO H
xpoHuyeckoro Teuenwus [1,3,7,8].

(Cuia pexomennanuu 1; ypoBeHs noka3arebcrs C)

4. Peadouauranus

Peabunumayuonnvie  meponpusmus  npu  Muoxkapoumax — onpeoensiomcsa — hazou
3abo0ne6anus:
O 6 ocmpou ¢haze peKoMeHO08aAHO O2paHuyeHue O08UamenbHol aKMUeHOCMU,
8NI0Mb 00 COONIOOEHUSI CMPO2020 NOCMENLHO20 PEeHCUMA HA KOPOMKUL Nepuoo
(ne 6onee 3-5 OHell), uCKIOUeHUE PATUYHBIX DUUOMEPANesMULECKUX NPOYeOYD,
8 ¢hazy eoccmanosieHusi pekomeHoo8ano npogedenue 3anamui JIPK
O uepe3 6 mec nocie Hauana 3a601€8aHUs YENECOOOPAZHO PACCMOMPEMb 80NPOC O
NOCMeNeHHOM PACUUPEHUU O8USAMENLHO20 PeNCUMA;
O PeKOMEeHOO8AHO PAYUOHANbHOE NUMAHUe, COON00eHUe NUMbEBO2O PeXCUMA
O npu XPOHUYECKOM MeYeHuu Muokapouma, npomexawowem ¢ KIUHUKOU
XpOHUUECKOU CcepOeyHOU HeOOCMAmMOYHOCMU, PEeKOMEHOO8AHO NpOGedeHUe
PeabunumayuoHHblX ~ MepOnpUAmull. 6 COOMEEMCMEUU ¢ HAYUOHATLHBIMU
pexomenoayuimu no XCH.
Ilocne cmabunuzayuu cocmosHus U OMCYMCMEUU BOCNANUMENbHOU AKMUBHOCTU
B03MOJICHO CAHAMOPHO-KYPOPMHOE JieYeHUue 6 CAHAMOPUAX KapOUuolo2uieckoeo npoQus,
npuyem ciedyem YYumuleams pe2uoH NPOHCUBAHUS peOEeHKA U Ce30H — Yeaecoo0pasHo uzbezamo

p€3K012 CMEHblL Kilumama.

5. IlpodpunakTuka U qucNaHcepHOe HADJIIOAeHUE

5.1 Ilpodpnaakruka
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IIpogpunakmuka ocmpozo Muokapouma 3aKiouaemcs 6 npeoynpedcOeHuUu  GUPYCHbIX
uHgexyuil: edenue 300p08020 00PA3A JHCU3HU, A MAK dce pecylsipHble npopuiaxmuieckue
OCMOMPYL, CAHAYUsi 04A208 XPOHUYECKOU UH@exyuu, uzbe2amv KOHMAKMA ¢ OOJIbHbIMU
BUPYCHBIMU 3a00NesanusmMu. Badcho nposedenue c680e8peMeHHOl 8aKyuHayuu peOeHKa no
HAYUOHATIbHOMY KAJIeHOapio.

Pannee evisignenue 3abonesanuss nomodicem npedomepamums e20 mpaHchopmayuio 8
Hunamayuonnyio xkapouomuomanamuro.

Bce nayuenmul ¢ muoxapoumamu HysHcoaomes 8 OUCNAHCEPHOM HAOIIOOEHUU NO MeCm)
AHCUMENbCMBA, 6 CIyYde XPOHUHECKO20 medeHusi 3a00N1e8aHusi ¢ KIUHUKOU CepOeyHOll
HeooCmamoyHOCmu pebeHOK 00NHCeH pe2yIapHO 00C1e008ambCsi CMAYUOHAPHO OISl NPOBeOeHUs
00C1e008aHUsL U KOPPEKYUU MEPANUL.

5.2 Benenue gereii

Ipu evisereHuy MuUoOKapouma OCHO8HOE HAONIOOeHUe 3a PeOeHKOM OCYyujecmesem
Kapouonoe u neouamp 6 NOIUKIUHUKe No Mecmy dcumenbcmea. Kapouonocom (unu
neouampom) ocyuwecmensiemcs OUHAMULECKUll KOHMPONb — 3a  COCMOsIHUeM  pebeHKa,
oyenugaemcs: coOn00eHUe NAYUEHMOM U €20 POOUMENAMU PeKOMeHOayul, OAHHbIX Npu
8bINUCKE U3 cmayuoHapa. Baojicno cobniodenue 08uUcamenbHO20 U NUMbEBO2O pPeNCUMd,
pedcumMa u epemeni npuema MeoukameHmos. B ciyuae neobxooumocmu cocnumanuzayuu uiu
npu nposedeHuu NIAHOBOU 20CNUMAIU3AYUL, 6 CMAYUOHAPEe NPOBOOUMCs HeobXooumas
KOPPeKYUst mepanuul ¢ y4emom 8blsi6l1eHHbIX HOBbLX OAHHbIX.

Iocne svinucku uz cmayuonapa oemu npoooNHCaom jewenue amoyi1amopHo, 60NPOC O
nOCeWeHUU WKOTIbL PeUulaemcst UHOUBUOYAIbHO.

Ipusuexu npomueonokazanvl 6 meueHue b6mec-1 200a nocie nepeHeceHHo2o O0Cmpoco
UIU NOOOCMPO20 KapoOuma, Npu XPOHUYECKOM — 6ONPOC PACCMAMPUBAEMC UHOUBUOVATLHO:
PEKOMEHOYemcst NPoBedeHUe GAKYUHAYUU 8 WAOSeM pedcume npu YCiosuu Cmaduiu3ayuu
COCMOsIHUAL U NOJONCUMENbHOU OUHAMUKe He panee, udem uepe3 1 200 nocie Oebroma
3abonesanus. Ilposedenue peaxyuu Manmy HeobX00uUMO nposooums edxce200Ho. Peakyus

MaHmy He A6JAemcs npueuekoﬁ.

6. I[OHO.]IHI/ITC.]ILHaﬂ I/IH(l)OpMaHI/Iﬂ, BJIUNAIOIIAA HA TCHCHHUEC U UCXO0Q

3a00J1eBaHUA/CMHAPOMA

6.1 Ocao:xHeHUus

o Kapanopubpos

0 Crolikue HapylcHusd puTMa cepanua u NpoBOANMOCTH
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o XCH

6.2 Ucxoabl M IPOTrHO3

ITpu octpom muokapaute 6e3 XCH nporuos, kak npaBuiio, OJaronpusTHBIN.

OcTpoe Hauano MHOKapAauTa y JeTeil B paHHeM Bo3pacTe ¢ kinuHukoi XCH, xkak
NpPaBUJIO, TaK >K€ HMMEeT ONarompusATHBIA MPOTHO3 MPH YCIOBUM PAHHETO BBISABICHUS H
azexkBaTHOW Tepanmuu. OIHAKO UIMTENBHOCTh 3a00JI€BaHMS HANPSMYIO 3aBHCUT OT CTEIECHU
MOBPEXKACHUS MHOKApJa — IpU MHUHUMAQIbHBIX M3MEHEHHUSAX — BO3MOXHO IIOJHOE
BOCCTAHOBJICHHE, IpPH 3HAYUTEIBHOM MOBPEXKICHUM MHUOKapAa - (OpMHUpYeTCs CHUHAPOM
JWIATALIMOHHOW KapJAMOMMOIIATUH — KapAUOMETallus, JUIAaTalUs IOJIOCTEN CepAla, CHUKECHUE
COKpATHTEIBHOM CIIOCOOHOCTH MHOKAp/a.

@®yneMuHaHTHOE TeueHne MuokapauTa ¢ XCH MoxeT uMeTs HeOMaronpusTHBINA UCXOI.
Taxk xe nmporpeccupyroias cepAeuHas HeJOCTATOYHOCTh IIPU XPOHUYECKOM MHOKApIUTE MOKET

IIPUBECTH K JIETAJILHOMY UCXONY.

KpnTeplm OIICHKHU KaYeCTBa MeI[I/IIII/IHCKOﬁ NnoMoIiu

Tab6umna 1 - Oprann3almoOHHO-TEXHUYECKHUE YCIOBUS OKA3aHUS MEAUIIMHCKON TOMOIIH.

CricnuajIn3nupoBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOrMYHad,

Bun MequIuHCKOM MOMOIIHA
A MerHn m MEIUIIMHCKAS TOMOIIb

Bo3pacTHas rpynmna NeTH

YciaoBua oxkazaHus MeIUIIMHCKOM
TIOMOIIH CTallMOHAPHO, B THEBHOM CTaIl[MOHApE

dopma oKa3aHUs MeIUIMHCKOI

HCOTJIOXKHAas, IJIaHOBasA
MMOMOIIIH

Tadauna 2 - Kpurepun kauecTBa OLEHKH MEAMIIMHCKON MOMOIIN

Ne Kpurtepun kauecrBa Cuna YpoBennb
peKoMeHAanuil | y0eauTeIbHOCTH
pexoMeHaanui

1 BelnonHena KOHCyabTalUs Bpada-AeTCKOTO 1 A
KapauoJsora

2 BrimosHena axokapauorpadusi ¢ 1 A
JOMIUIEPOrpahUIeCKUM aHATIM30M C
OTPEEIIEHUEM YaCTOTHI CEPJEUHBIX COKPALLIEHUI
BO BpPEMSI HCCIIEI0BAHUS

3 BrInonHeHO u3MepeHue ypoBHs apTepPUAIBLHOTO 1 B
JABJIEHNS, MOHUTOPUPOBAHUE IIPH €TO
MOBBILIEHUU

4 BrinonHeHa oIjeHKa THUIIA U CTEIIEHU 1 A
HEIO0CTaTOYHOCTH (()YHKIIMOHAIBHBIN KJ1acc)
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KpPOBOOOpAaIICHUS

BrinosnneHa snexTpokapauorpadpus

BpINoIHEHO CyTOYHOE MOHUTOPUPOBAHUE
AIIEKTPOKAPIUOTPAMMBI ITPU KIMHUYECKUX H/HITH
AIIEKTPOKApAMOTpapUUECKUX MPU3HAKAX
HapyIIEHUs puTMa cepALa

BrInosHeHsl MarHUTHO-pE30HAHCHAs TOMOTpadust
cepAla U pu HAIMYMKY COMHEHUH B TUarHo3e,
IIPU XPOHUYECKOM TEUEHUH MUOKapIUTa — €CIIH
HE IPOBOAMJIACH B T€UEHUE 24 MecAleB

BrimosiHena 6uoncus MHOKapAa Mpu HATHIUH
COMHEHHU B JUarHo3e

BpInosiHEH yyeT COOTHOLIEHHUS BBITUTOM
YKUJIKOCTH C BEJIMYMHOW TNYype3a

10

BrinosiHeHO HccnenoBaHue ypoBHs
kpeatuHpochoknnazsl MB,
JaKTaTJIETUAPOTeHa3bl, MOYUEBUHBI, KPEAaTHHHHA,
HaTpUs, Kalus, JJaKTara,
acriapTaTaMUHOTpaHcepassbl,
anaHnHaMuHOTpaHchepassl B kpoBu, NTproBNP,
TponoHuHa | nnm T.

11

BrinosnHeHo onpeaeneHne MapkepoB
OaKkTepHUaIbHBIX U/WINA BUPYCHBIX MH(PEKIIHIA,
TPOIHBIX K MUOKapy

12

BrinosnHeHO onpeneneHre MapkepoB 0CTPOTO
BOCHAJIEHUS: KIMHUYECKUN aHAIU3 KPOBU C
OIICHKOM yPOBHS JICUKOIIUTOB, a0COTIOTHOTO
3HAYEHUS] HEUTPODUIIOB U MAIOYKOSIEPHBIX
HEHUTPO(DUIOB, CKOPOCTH OCEAAHUS
pUTPOIHOTOB, C- pEaKTHBHOTO OeliKa

13

Brinonnena cuuHTUrpadus MUOKapaa, €ciid He
IIPOBOJMJIACH B TEUEHUE MIPEIIECTBYIOIINX 24
Mec. [Ipu XxpoHHYEeCKOM TeUEeHUHN

14

[Ipy HanM4KUK )KU3HEYTPOKAIOIIUX APUTMUN WIH
TpOMOO030B - Ha3HAUEHBI TIPenapaThl U3 TPYIIIIHI
AHTUKOAryJsSHTOB (MpY HAIMYUY [TOKA3aHUN U
OTCYTCTBHMM NPOTUBOIIOKA3aHUI)

15

IIpoBenena Tepamnus npenapaTamMy U3 rpyIibl
AHTUArPETaHTOB (TIPU CepACUHOU
HegocratouHocTd OK 2-4 1 npu Hanmu4uu
IIOKa3aHUH U OTCYTCTBUHU ITPOTUBOIIOKA3aHUI)

16

IIpoBeneHa Tepanus XpOHUYECKOW CEpACYHON
HEJIOCTaTOYHOCTHU B COOTBETCTBUHU C
BBIPA)KECHHOCTBIO CUMIITOMOB CEPIECYHOMN
HEJIOCTaTOYHOCTH
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17

IIpoBeneHa 3THOTPOIHAS TEPANNS IPU 1 C
BBISIBJICHUH 3HAYMMOTO MH(PEKIIMOHHOTO areHTa

18

IIPOBEJCHA TePAINs IIPenapaTaMy U3 IPYIIIbI 1 C
[IIIOKOKOPTUKOCTEPOUIOB IIPU TSKEIIOM TEUEHUH
MHOKapAUTa ¢ MPOTPECCUPYIOLLIEN CEPACUHOMN
HE/I0CTaTOYHOCTHIO M/MITH MPH WH(EKITUOHHO-
TOKCHYECKOM ILOKE, NMaJJlCHUHN apTEPUATbHOTIO
JaBIICHUS U/UIH TIPU TSHKEIIOM TOPAKECHUH
IIPOBOJSAIIEN CUCTEMBI M TEHIEHIIUH K 3aTSKHOMY
TEYEHUI0, 0€3 HAIUYHS IEPCUCTEHTHOTO BUpYCa

19

BbIn0JIHEHO BHYTPUBEHHOE BBEJICHHE 1 C
MMMYHOTJIO0YJIMHA YeJIOBEeKa HOPMAJIHHOTO TPH
OCTPOM MHOKapJIUTE U MPOrPECCUPYIOLIEM
TEYEHUHU XPOHUYECKOTO MUOKAPNTA, TT003PEHUN
Ha KOPOHAPUUT

20

JloCcTUrHyTO YMEHBIIICHUE 1 A
BBIPQ)KCHHOCTU/TCHJICHIIMY K YMEHBLICHUIO
CHUMIITOMOB HEIOCTaTOYHOCTH KpPOBOOOpAILICHUS
(32 MCKIIIOYEHHEM TSKETBIX (PYIbMHUHAHTHBIX
dbopm 3aboieBaHus)

21

JIOCTUTHYTO CHM)KEHUE (TEHACHIIMU K CHIXKEHUIO) 1 A
W/WIA  HOpPMalM3alus  YpPOBHS  MapKepoB
BOCHAJICHUS B CIy4ae MCXOJHOTO MX TOBBIIICHUS
(32 MCKIIIOYEHHEM TSKETBIX (PYIbMUHAHTHBIX

dbopm 3aboieBaHus)

Cnncok Jqureparypbl

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

. lIxonbaukoBa M. A, Anekceesa E.W. Kiinnnueckue pekoMeHAALNH O JETCKOM

KapauoJyioruu u pesmaronorun. 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: 2636-2648
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Hpuiaoxenue Al. CoctaB padoueid rpynnbi:
BapanoB A.A. akaa. PAH, n.m.H., mpodeccop, IIpencenarens Mcnonkoma Coro3za meauaTpos
Poccun.
Hama3oBa-bapanoBa JI.C., akan. PAH, a.m.H., mpodeccop, 3amecturens IIpeacenarens
Ucnonkoma Coro3a neauatpoB Poccun.
Bacapruna E.H. npod., 1.M.H., mpo@., unen Coro3a neauarpos Poccuu, BuLie-TIpe3ueHT
Bcepoccuiickoli opranuszanum «Accoluanun AeTCKUX Kapauosoros Poccumy. ;
®egoposa H.B., Bpau — kapauosor Beiciieil kateropuu, uiaeH Coro3a neauarpos Poccun.
Benosépon 10. M., mpod., n1.M.H.
Hertaipea E.A., pod., 1.M.H., akagemuk PAEH, Buiie-nipe3uaent Beepoccuiickoit
opraHuszanum «Accouuanuu AeTCKUX Kapanosoros Poccumy»;
BaasikoBa JL.A., ipod., 1.M.H.
Kotaykosa H.IL., nmpod., 1.M.H., Bulie-npe3uieHT Beepoccuiickoi opranu3aiiy «Accouuanum
JETCKUX KapAuoaoros Poccumy.
CaaspixoBa JI.U. mpod., 1.M.H., reHepalnbHbII AupekTop Beepoccuiickoit opranuzanuu
«Acconuanum IeTCKuX Kapauoaoros Poccuny;

SAxosaesa JL.B. mpod., 1.M.H.

ABTOpBI NOATBEPKIAT OTCYTCTBHE (PHHAHCOBON IONJECPKKU/KOH(PINKTA HHTEPECoB,
KOTOPbIN HE00X0AUMO 00HAPOAOBATD.

35



Hpuioxenue A2. Meronoiorusi pa3padoTky KIMHUYECKUX PEKOMEeH AUl

LlesieBasi ayANTOPHUS AAHHBIX KIMHUYECKUX PeKOMeHIALMIi:

1.

2
3.
4

Bpauu neguarpsl

Bpauu o0meli cemeitHOi pakTHKY (ceMeiHas MeTUITNHA)

JleTckue Kapauoyoru

Crynentsl MenquuuHcKkux BY30B, HHTEpHBI, OpAMHATOPSI;

[Ipu pa3paboTke KIMHUYECKHE DPEKOMEHJIAIMHM COOJIIOJATUCH MPUHIMIIBL, SBISIOIIUAECS

3aJI0T'OM BBICOKOKAQUYCCTBCHHBIX U HAJCKHBIX KIIMHUYCCKUX peKOMeHHaHHﬁ.

MeTO,JlbI, HCIOJIb30BaHHBbIC NI cﬁopa/ce.nelcmm A0Ka3aTejJabCTB

[Touck B AIIEKTPOHHBIX 0a3aX JaHHBIX.

Onucanue MeT010B, NCIOJIb30BAHHBIX VISl cOOpPa/cesieKIIUN 10KA3aTeJIbLCTB

JlokazarenbHOM 0a3zoil Ui MyONMKALMK — SBISIOTCS  ITYOJHMKAIMH,
KokpanoBckyto Oubmmuorteky, 6azpr nanusix EMBASE u MEDLINE. I'myGuna nowucka

COCTaBJIsLIA 5 JIET.

BOIICAIINE B

MeTO,JlbI, HCIOJIBb30BaHHbIC AJIA OHC€HKHN KaYeCTBAa U CUJIbI 10Ka3aTe/JIbCTB

KoHceHcyc akcnepTos.

OrneHka 3HAYMMOCTH B COOTBETCTBUH C PEUTHHIOBOM cXxeMO# (Tadu. 1).

Tabnuma 11 - PeiitunroBasi cxema Juisi OIEHKH CHJIBI PEKOMEH Al

Crenennb CooTHouieHne pucka | Meroponoruueckoe kauectBo umeroniuxcs | IlosicHeHust o

JIOCTOBEPHOCTH Y TIPEUMYIIICCTB JI0Ka3aTeIbLCTB MIPUMEHEHUIO

peKOMeH A peKoMeHaanuii

1A Ilonp3a  oruerimBo | Hanmexxnsie HernpotuBopeuuBbie | CuibHast

CuibHast MIpEeBATUPYET HaJ | JOKa3aTelIbCTBAa, OCHOBAHHBIE HAa XOPOLIO | PEeKOMEHJalus,

peKoMeHaanusl, pucKkaMu M | BBIIOJHEHHBIX PKUA WM | KOTOpast MOXET

OCHOBAaHHAsl  HA | 3aTpaTrami, 00 | HEOIPOBEPIKUMBIC JIOKa3aTeIbCTBA, | MCIIOIb30BAThHCS B

J0KA3aTeJbCTBAX | HA000pOT MIPEJCTaBIICHHBIE B KaKOH-THOO Ipyroii | OONBINIMHCTBE CIIyYacB

BBICOKOT'0 dopme. y

KadyecTBa JanpHeilline UccaeAOBaHUA BpAd JIM | NPEUMYIIECTBEHHOI'O
U3MEHST Hallly YBEPEHHOCTb B OIIEHKE | KOJIMYECTBA
COOTHOILIEHUS TIOJIb3bI U PUCKA. ManyueHToB 0e3 KaKuX-

b0 U3MEHEHUH U
HUCKJITIOUCHUN

1B ITonsza  oruerTnmBo | JlokazaTenbCcTBa, OCHOBaHHBIE Ha | CupHas

CuibHast MIpEeBaTUPYET Haj | pesyapratax PKW, BBINONHEHHBIX C | peKOMEHJalus,

peKoMeHaanusl, pucKaMu U | HEKOTOPBIMU OrpaHUYECHUSIMU | IPUMEHEHHE KOTOPOU

OCHOBAaHHAsl  HA | 3aTparami, 00 | (IPOTHBOPEUUBHIC pe3yNbTaThl, | BO3MOXHO B

J0KA3aTeJbCTBAX | HA000pOT METOMOJIOTUICCKAE OINIMOKH, KOCBEHHBIC | OONBINMHCTBE CITy4acB

YMEpEeHHOr o WIN ClIydyaiiHele W T.IL.), JIHOO  JPYTHX

KavyecTBa BECKHUX OCHOBAHHUSIX. JanpHenme

HUCCIICAOBAHUA (GCJ’II/I OHH HpOBOZ[HTCH),
BCPOATHO, OKAXYT BJIHWIHHWC Ha Hally
YBEPCHHOCTL B OLCHKE COOTHOIICHUSA
T1I0JIB3bI U pPUCKA U MOTI'YT USMCHUTD €C.
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1C

CuabHast
peKoMeHaanusl,
OCHOBaHHAsl  HA
JI0KA3aTeJIbCTBAX
HHU3KOr0 KauecTBa

Ilonb3a,  BeposiTHO,
Oyzner
NpEeBaJIUPOBaTh  HaJ
BO3MOXKHBIMH
pHCKaMu u
3aTparamuy, 6o
HA000POT

JloxazaTenncTBa, OCHOBaHHBIE Ha
00cepBaIMOHHBIX HCCITCIOBAHMSIX,
0eCCUCTEMHOM  KIMHAYECKOM  OIIBITE,
pesynbratax PKW, BBINOIHEHHBIX €
CYIIIECTBEHHBIMU HemocTaTkaMu. JlroOas
omeHka ddQeKTa paclCHHBACTCI  Kak
HeoIpeieeHHasl.

OTHOCHUTEIIFHO
CHJIbHASA
pEeKOMeHIaIus,
KOTOpasi MOXET OBITh

HU3MEHEHA TpH
MOTYYEHUH
JI0Ka3aTeIbCTB  Oolee

BBICOKOI'O Ka4€CTBa

2A ITons3a comocraBuMa | HamexHele JOKa3aTelnbCTBA, OocHOBaHHBIE | Crabas
Cnaban C BO3MOXHBIMU | Ha XOpowo BbimodHeHHbIX PKW wnu | pexomeHnmauus.
peKoMeHaanusl, pucKkamMu U | TMOATBEPKICHHBIE npyrumu | Beidop HamiIyqiien
OCHOBAaHHAsl  HA | 3aTpaTamu HEONPOBEP>KUMBIMH TaHHBIMU. TaKTHKH Oyzner
JI0KA3aTeJIbCTBAX JlanpHeiline uUcciaeAoBaHHUA BpAI JIM | 3aBUCETh oT
BBICOKOI0 M3MEHST Hallly YBEPEHHOCTb B OLEHKE | KIMHUYECKOU
KadyecTBa COOTHOILIEHUS TIOJIb3bI U PUCKA. CUTyalluu
(oOcTosTeNnsCTB),
MmaIyeHTa WU
COIMATbHBIX
MIPEAIOYTEHUIM.
2B ITonw3a comocraBuma | JlokazaTenbCcTBa, OCHOBaHHBIE Ha | Cnabas
Cnaoas c puUcKamMu u | pesynsratax PKM, BBINOIHEHHBIX C | peKOMEHAALusl.
peKoMeHaanusl, OCJI0XKHCHHSIMH, CYILLECTBEHHBIMU OrpaHUYEHUSIMU | AJIbTEpHATUBHAS
OCHOBAHHASI  HA | OJIHAKO B 9TOH | (TIPOTHBOPECUYUBHIC pe3yNbTaThl, | TAKTHKA B
J0KA3aTeJbCTBAX | OIICHKE €CTh | METOAOJOTMICCKHE ICPEKThI, KOCBEHHBIC | ONMpEICICHHBIX
YMepeHHOro HEONpeAEIEHHOCTD. HIH CITyJaiiHbIE), WIN CWJIbHBIE | CUTYyaLUsX MOJXKET
KavyecTBa JI0Ka3aTeIbLCTBA, MPE/ICTaBJICHHbIE B | SIBUTHCS s
Kakoi-mbo npyroit hopme. HEKOTOPBIX MAlMeHTOB
JanpHelimme wuccnenoBaHus (€CIM OHHU | JIYYIIMM BEIOOPOM.
MPOBOJIATCSI), CKOpPEE BCEro, OKaXyT
BJIMSIHUE HA HAIly YBEPEHHOCTb B OLICHKE
COOTHOILIEHUSI TOJB3bl U PUCKA U MOTYT
U3MEHUTH €€.
2C Heonno3naunocts B | JlokazaTenbCcTBa, OCHOBaHHBIE Ha | OdeHb cnabas
Cnaban OIICHKE 00cepBaIMOHHBIX HCCIIEIOBAHUSX, | PEKOMEHIALUS;
peKoMeHaaNusl, COOTHOIIIEHUS 0eCCHUCTEMHOr0 KIMHUYECKOTO OMBITA WIH | aJbTePHATUBHBIC
OCHOBAHHAsI  HA | MONB3bI, puckoB u | PKU ¢ cymecTBeHHBIMH HEIOCTAaTKaMH. | TIOAXOIBl MOTYT OBITH
J0KA3aTeJbCTBAX | OCIIOKHEHWIA; moib3a | Jlrobas oreHka s¢¢exTa pacleHUBACTCS | UCIIONB30BAHBI B
HH3KOI'0 KAa4ecTBa | MOXET OBITH | KaK HEONpeIeICHHAS. paBHOI cTeneHu.
COIoCTaBUMA C
BO3MOXKHBIMU
pucKkaMu i
OCJIOKHCHUSIMHU.

MeTO,JlbI, HCIOJb30BaAaHHBIC IJI1 aHAJIN3Aa N0Ka3aTEJIbCTB.

. O0630pbI ONTyOIMKOBAaHHBIX METa-aHAIIN30B;

e  CucremaTnueckue 0030pbI C TAOIUIIAMH JJOKA3aTEIbCTB.

Onucanue METO0J0B, HCIIOJIB30BAHHBIX JJIfA aHAJAHU3A J0KA3aTEJIbCTB

C 1ensro

HUCKIIIOYCHU A

BIIMSHUWA

CyOBeKTUBHOTO  (hakTOpa

n MHUHUMHU3AITUN

IIOTCHI U AJIbHBIX OIIMOOK KaxXJ0€ HCCICA0OBAHNUEC OLICHUBAJIOCh HE3aBHMCHUMO, I1O MEHBIIeH MCpE,

IBYMS. HE3aBHUCUMBIMM YJ€HaMU paboudell TpyIIibl.

Kakne-mubo pa3nmuuuss B OIEHKax

00CYKIalIMCh BCEH TPYMIO B MOJIHOM cocTaBe. [Ipu HEBO3ZMOKHOCTH TOCTHKEHUS KOHCEHCYCa

IPUBJICKAJICA HE3 aBHCHUMBIN OKCIICPT.

MeTtoabl, HCIOJIB30BAaHHBIE 1JIs1 GOPMYJIHPOBAHUSA PeKOMEH AU
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KoHceHncyc akcnepTos.

Metoa Baiuaauum peKoMeHIauuin

- BHemHss dKcnepTHas OLeHKa

- BHyTpeHHss 3KcniepTHas OLIEHKa

Onucanue MeToaa BaInAalu peKOMeHAalui

[IpencraBieHHble PEKOMEHIAIMM B TpPEABAPUTEIBHONM BEpCUM OBUIM PEICH3MPOBAHBI
HE3aBUCHUMBIMU JKCIIEPTAMM, YCTAHOBMBIIMMHM, 4YTO JI0KA3aTEIbCTBA, JIEKAIIME B OCHOBE
HACTOSIIUX PEKOMEHAALNMN, JOCTYIHBI Ul TOHUMAHHUSL.

C HacTOfIIMMU pEKOMEHJALMSMU O3HAKOMJIEHBl I€AMATPhl, KOTOpBIE YKa3adud Ha
TOXOJYUBOCTh M3JIOKEHUSI M HUX BaXHOCTb, KaK paboyero HWHCTPYMEHTa I1OBCEIHEBHOM
MIPaKTUKU.

Bce koMMeHTapuu, MOJIydEHHBIE OT 3KCIEPTOB, TIIATEIBHO CHCTEMATU3HPOBAINCH U
oOcyXIanuch TpeAceraTre’leM W 4YjieHaMu pabodell Tpynmbl M, B Ciydyae HEOOXOIMMOCTH,
BHOCHWJIMCH IIOTIPAaBKH B KIIMHUYECKUE PEKOMEHAINH.

JKOHOMHYECKNI aHAIN3

AHanmu3 CTOMMOCTH HE TMPOBOAWJICS W NyOJMKauuu 10 (apMaKOIKOHOMUKE HE
aHaAJIN3UPOBAIIHCH.

KoHcyabpTanus v 3KCnepTHAsE OLeHKA

[locnennue W3MEHEHUS B HACTOAIMIMX PEKOMEHAALMSAX ObUIM TPEACTaBICHbI IS
oOcCyX/IeHUs B Mpe/IBapUTEIbHON Bepcun Ha coBemanuu padoueit rpymmsl, Mcnonkoma CIIP u
4JICHOB MpouIbHON KomMuccuu B GeBpane 2015 rona.

[TpoekT pekoMeHIaMid ObUT PELIEH3UPOBAH TAKXKE HE3aBHCUMBIMU KCIIEPTaMH, KOTOPBIX
MONPOCWIN IPOKOMMEHTHPOBATh JOXOAYMBOCTh M TOYHOCTh MHTEPIPETALUHU J10KA3aTEIbHON
0a3bl, IeKaIIel B 0CHOBE PEKOMEH/IAITHH.

Pabouas rpynna

JInsi OKOHYATENIbHOM peNakiMi W KOHTPOJSI KayecTBa PEKOMEHJAIMH OBUIM MOBTOPHO
POAHATM3UPOBAHBl YiICHaMU pabodeld TPYNIbl, KOTOPhIE HPHUILIM K 3aKIIOUEHHIO, YTO BCE
3aMEYaHusl U KOMMEHTapHUU SKCIEPTOB MPUHATH BO BHUMaHHE, PUCK CHCTEMAaTUYeCKON OITMOKH

pu pa3paboTKe peKOMEHJAIUN CBEIEH K MUHUMYMY.
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Ipuinoxenue A3. CBA3aHHbIE JOKYMEHTbI
IHopsaaxu okazaHus MeIMUMHCKON MOMOIIH:
1. Ilpuka3 MunHucTepcTBa 3ApaBOOXpPAHEHUS U COLMAIBHOTO pa3Butus PP or 16 anpens
2012 r. N 3661 "OO0 yrBepxaenuu [lopsiika okazaHus neanaTpudeckoil momomu"

2. Ilpuxa3 Munzapasa Poccuu ot 25.10.2012 N 4401 «O6 yrBepxxkaenuu [Topsiaka

OKa3aHMs MEAULMHCKONW TOMOIIH 110 MPOQUITIO "AeTcKas Kapauoiaorus”
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Hpn.ﬂomeﬂne b. AJ]FOpI/ITMbI BCACHHA IMAIIMCHTA

HaLII/IeHT C CUMIITOMaM1 MUOKapanuTa

\ 4

Jwnarnoctuka

A

Koncynpranus
cHenuanncTa

Juarnos
MOATBEPIKICH?

[

Jleuenue B
CTalMoHape

Tepanua

Koppexkmus
appeKTnBHa?
Tepanuu

HI/IHaMI/I"IeCKOG Ha6HIOI[eHI/IC 1 JICYCHHUC

Nmerorcsa
MOKa3aHus
TOCIIUTAJIN3aIAN?

HET HET

K
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[Mpunoxenue B. Uudopmauusa 1is naumeHToB

MHuOKapAuT — BOCHAINTENIFHOE 3a00JI€BaHUS CEPACUYHOM MBIIIIBL. MHOKapAUTOM yalle
00J1eI0T AETH /10 3 JIeT, HO MOKET IMarHOCTUPOBAThCA U B CTAPIIUX BO3PACTHBIX rpynmnax. Yae
BCEro MHOKapJIUT BBI3BIBAIOT BUPYCHI, HO PEIKO OBIBAIOT M OaKTEpUaTbHbIe MUOKApUTHI. Takxke
MHUOKApAUT MOXKET ObITh MPOSIBIICHHEM ayTOMMMYHHOTO 3a0oseBaHus. 13 BUPYCOB BBIIEIACTCS
Ipynna BHUPYCOB, TPOIHBIX K cepaedHoM wMblme. K HHUM OTHOCATCA Trepriec-BUPYCHI,
LIUTOMETaJI0BUpPYC, apBoBUpyc B19 n HekoTophie npyrue.

Knuanueckre nposiBIeHUsT MHOKapIUTa TakXKe pa3HOOOpa3Hbl U 3aBHCAT OT BO3pacTa
pebenka. Tak, y rpyAHbIX JeTeil U neTeid 1o 3 yeT yaiie Bcero 3a0ojeBaHHe HAYMHACTCS OCTPO,
nocie nepeHeceHHoro OPBH, korpa mociie 3mu301a BBICOKOM TeMIEpaTypbl IOSIBISIETCS
c1aboCTh, OJBIIIKA, PeOCHOK CTAaHOBHUTCS 00Jie BsUIBIM, KAalPU3HBIM, JETH TPYAHOTO BO3pacTa
HAa4YMHAIOT XYK€ COCaTb M3 TIpydH, HHOTJAa OTKA3bIBAIOTCA OT KOPMIJIEHHH, OTMeEYaeTrcs
MOBBIIIEHHAs TMOTJIMBOCTh. B 3TOM cilyyae cieayer HEMEAJIeHHO OOpaTUThCS K Bpady MWIH
BbI3BaTh Opuragy 03. B ciaydae BbISBIGHHS TATOJIOTMH cepAla peOeHOK Oyxaer
TOCOUTAIM3UPOBAaH B craluoHap. Bpadom Oyzaer ompeneneHa TSKECTb COCTOSIHUSA, MPH
HE00X0AMMOCTH PEOCHOK MOXKET OBITh MEPEBECH B OTACICHUE PEaHUMAIIMH JUTS CTaOUIIH3aIH
cocrosHus. PeGenky Oyner mpoBeneHo HeoOxonumoe oOcienoBanue, Bkitovatoniee IKI', Dxo-
KI', penrreHorpaguio TpyaHOH KIETKH, TPOBEICHBI JIabopaTopHble OOCIIEIOBaHMUS,
BKJTIOYAIOIME OOIIMI aHaIM3 KpOBH, OMOXMMHIO KPOBH, Koaryiorpammy. B 3aBUCHMOCTH OT
TSOKECTU COCTOSIHMSL M BBISBICHHBIX M3MEHEHHMH peOeHKy OyneT Ha3HaueHa HHIUBUAyaJbHAas
Tepanus. Kak mnpaBuio, y AeTel BBISBISIETCS YBEIWYEHHME CEPACYHOM TEHM, pacIUpeHHe
MOJIOCTEH ceplilia, COKPAaTUTEIbHON (QYHKIIMH MUOKap/a («CHIIBI CEPALIaY).

Kak mpaBuio, nereil IpyAHOrO M paHHErO0 BO3pacTa MHOKApAUT MPOTEKAET C
CUMIITOMaMHU CEpJCYHOM HENOCTAaTOYHOCTH. B ciydae mo3gHero oOpamieHuss U TSHKETIOro
IIPOTPECCUPYIOIIETO TEUSHHsI, HECMOTPSI HA MPOBOAUMYI0 HEOOXOIUMYIO TEparuio, BO3MOXKEH
netanbHBI  ucxod. Ilpum crabunM3anmmMu COCTOSHHMSL TpPU  YCIOBHHM  BBINOJIHEHUS BCEX
pEKOMEHAALINN, KaK IpPaBWIO, B 3TOM BO3pacTe TEYEHHE MHOKAPAUTA HOCUT XPOHUYECKHUU
Xapakrep.

JleTh ¢ XpOHMYECKHMM MHOKapIUTOM HYXKJIAIOTCS B JUIMTENbHOM JedeHuu. Jloboe
JieYeHHEe HAYMHAETCsd C HEMEJUKAaMEHTO3HBIX Ha3HAueHWil: 3TO OrpaHuyeHue oObema
noTpedasieMoil KHUIKOCTM — B 3aBHCHUMOCTH OT BBIPQKEHHOCTH CHMIITOMOB CEpJCYHOM
HE/IOCTaTOYHOCTH HEOOXOAMMO OrpaHMyYeHHe A0 2/3 OT HOpPMBI A JTAHHOTO BO3pacCTa,
orpaHu4eHue (U3NYECKUX Harpy3ok. MeaWKaMeHTO3Has Tepamus, Kak MPaBHJIO, BKIIOYAET
IpUMEHEHHE TPenapaToB, MOAICPKHUBAIOIIUX PadOTy CepACYHON MBIIIIBI, MOYETOHHBIX U psaa

apyrux cpenacrts. Kak mpaBuio, jedyeHHE XPOHHYECKOTO MHOKApAWTA JUIMTEIbHOE, B TEUECHHE
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HECKONBKUX JIeT. [Ipu ycrnoBuM BoccTaHOBICHHS (PYHKIIMH MHUOKap/Aa MPOBOUTCS MMOCTETICHHAS
OTMEHA TEPAINHU 110 KOHTPOJIEM KapAHOJIOTa.

[Tporuo3 3abosieBaHUs OMpEIENSET CTENEHb MOPAXEHHS MHOKapaa B OCTpylo (dazy
3a00JIeBaHUS: TIPU 3HAYUTEILHOM TOBPEXKICHUU — MOCTENEHHO (hopMupyeTcs kapanohuopos (
MOBPEXJICHHBIE KJIETKH MHOKapjaa THOHYT, Ha UX MecTe pa3BuBaercs pyoen). [Ipu BIsBICHHH
3HAYUTEIBHOTO TOBPEXKACHUS MHMOKapJa 4Yalle BCEro KOHCTaTUpyeTcs TpaHchopManus B
JUIATALIMOHHYIO KapAMOMMOIIATHIO. B 3TOM cCily4ae KOMIUIEKCHOE JIEYEHUE IIPOJIOJDKAETCA
MOKU3HEHHO. [Ipu cpenHel cTeneHu MOBPEKICHUS MHUOKapAa — BO3MOKHO BOCCTAHOBIICHHE
CyOHOpMamnbHBIX (YHKIMU cep/iia, B 3TOM Cllydae HE BCerja YyJaeTcsl MOJHOCTbIO OTMEHHTH
TEpamuio, HO ynaercs ocinabuth a0 1-2 mpemaparoB. [Ipy MUHHManIbHOM TMOBPEXKICHHH
MHOKap/a yJaeTcsi MOJHOCThI0 BOCCTAHOBHUTH (DYHKIIMU CEpALlA M MPOBECTH MOCTENEHHYIO (B
TE€YEHHE HECKOJIbKUX JIET) OTMEHY MEIMKAMEHTO3HOMN TEpaIny.

OneHuBarOT CTENEHb MOBPEXJIEHUS Muokapaa ¢ mnomombio MPT  cepaua u
CHMHTUTpAadUH MHOKapla Uil ONpeIeNeHUs NpPOrHo3a 3a00JieBaHMsA, KaK IPAaBMIIO, CITYCTS
HECKOJIBKO JIET IMOCcJie Havaia 3aboseBaHus. B Hawane 3a0o0jeBaHMS 3TU HUCCIEIOBAHUS MOTYT
TOJIBKO IOATBEPIUTH TEKYIIIUN BOCHAIUTEIBHBIN IIPOLIECC.

B crapmem Bo3pacTe MHOKapIUT BCTpEeUYaeTcs pexe, KakK IMpaBHIO IpOTEKaeT 0e3
MIPU3HAKOB CEPJICUHON HEJOCTATOUHOCTH. J[eTH MOTYT »aJloBaThCs Ha ClIab0CTh, CepIIicOneHHS.
CuMraercs, 4YTO HApyIIEHHs pPUTMA CEpALlda MOTYT OBbIThb MPOSBICHHEM TEKYIIEr0 H
NEpEeHECeHHOro  Muokapauta. OnHako, 4damie BCErO  MHOKAPAUT  TMPOSBIsSET  ceds
MPOTPECCUPYIOIIUM YXYyIIIeHueM penoJisipuzanuu no ganHbiM OKI' (M3MeHeHus HapacTaroT
exxenHeBHO). [lo ganHbiM Y3U cepalia mpu 3TOM BBISBIISIETCS OTEK MUOKapaa. B atom cinyuae
peOeHOK TaK ke Hy)KJaeTcsi B TOCHUTAIU3AIMH U TIPOBEICHUH CBOEBPEMEHHOTO JIeueHus. JleTsim
TaKXe MPOBOJAUTCS KOMIUIEKC J1a00paTOpPHO-UHCTPYMEHTAIBHOTO 00CIeIOBaHUS M HAa3HAYACTCS
WHIUBUAyalIbHAs Tepanus. B muarnoctuke takxke nmomoratoT MPT u ciimaTHTrpadus Muokapa.

Crnenyer 3HaTh crlexyoliee: B ciydae IMOJO3PEHUS Ha MUOKApAUT PeOCHOK OJDKEH
OJITHO3HAYHO TOCHUTAIU3UPOBAThCA B craroHap. Ilocie BRIMUCKU U3 cTalMoHapa HaOIoaeHne
3a peOEHKOM OCYILECTBIISICT YYaCTKOBBIM MeIuaTp U KapAuoJIor (IETCKU KapAnOoJIoT) O MECTY
KUTEIbCTBA. B MX 3a7ady BXOIUT KOHTPOJIb 3a BBINOJIHEHUEM PEKOMEHAALMM, PETYJIsSpHbIE
OCMOTpBHI AeTell. B cinydae Teuenus 3a00seBaHus C XpOHHUECKOHW CEepeUHON HEOCTATOYHOCTHIO
— pebeHky ohopMIIsIeTCs HHBAJTUAHOCTD. J[TUTENbHOCTh 3aBUCUT OT BOCCTAHOBIICHUS (DYHKIMH
Ceplla U CHATUM OrPAHMYECHUN KapAUOJIOTaMHu.

B octpriii mepuo MHOKapauTa U B Te4eHUe | roga mocie BBIABICHUS 3a00JIeBaHUS HE
pPEKOMEHyeTCs TpOBeACHUE MPO(MIAKTUYECKUX MpUBHBOK. OJHAKO CIYCTS TOJN, TIpH

CTaGI/IJII/ISaI_[I/II/I COCTOAHHA uenecooGpa3H0 paccMoTpEeTh BOIIPOC O BO300HOBJICHUU IMPUBUBOK I10
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HallMOHAJIBbHOMY KalleHaapro. IIpudem, OTAenbHO XOTHMM OTMETHUTH, YTO IPOBEICHUE PEAKLUU
MaHTy HEOOXOMMO €XEroJIHO, TaK KaK peakiust MaHTy He sBISeTCS NMPUBUBKOM, a SBISETCA

CBOCTO pOoJa «aHAJIM30M>» Ha Ty66pKyne3.
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Hpuinoxenue I'. PacuuppoBka npumeyaHuii.

K

- HeKapCTBeHHLIﬁ npenapar, BXO,Z[SIH_[I/If/i B HCpC‘ICHL JKHN3HCHHO H€06XOI[I/IMI>IX M Ba)KHCHIINX
JICKapCTBCHHBIX MpCrapaTtoB jd MCAULOUHCKOIO IMPUMCHCHUA Ha 2016 T OI[a(PaCHOPH)KeHI/IC

[TpaButenscTBa PO ot 26.12.2015 N 2724-p)

BK

- HeKapCTBeHHBIfI npenapar, BXO,Z[SIH_[I/II;'I B HCpC‘ICHL JICKApCTBCHHBIX IpelapaToB JIA
MCIUIIUMHCKOI'O MPUMEHCHU S, B TOM YUCJIIC JICKAPCTBCHHLIX MPCIapaToB JJIsI MCAUIIMHCKOIO MPpUMCHCHU A,
HasHa4YaCMbIX [0 PCHICHHUIO Bpa‘le6HLIX KOMHUCCHUH MEIUTTUHCKUX OpI‘aHI/I3a]_[I/II71 (PaCHOpSDKCHI/IC

[IpaButenscTBa P® ot 26.12.2015 N 2724-p)

.... - Ilpumenenue npenapara y aeteil off label — BHE 3aperHcTpUpOBAaHHBIX B MHCTPYKIHMH
JICKApCTBEHHOTO CPEJCTBA IOKa3aHUi, ¢ pasperieHus JIOKaIbHOTO STHYECKOrO KOMHTETa
MEIMLIMHCKOM OpraHu3aluy, NpU HAIWYUH TOANHUCAHHOTO WH(GOPMHPOBAHHOTO COTJIACHS

3aKOHHOTO TIpeACTaBUTENs U peOeHKa B Bo3pacTte crapiue 14 ner.

44



	Ключевые слова
	Список сокращений
	Термины и определения
	1. Краткая информация
	1.1 Определение
	1.2 Этиология и патогенез
	1.3 Эпидемиология
	1.4 Кодирование по МКБ-10
	1.5. Примеры диагнозов
	1.6 Классификация

	2. Диагностика
	2.1 Жалобы и анамнез
	2.2. Физикальное обследование
	2.3Лабораторная диагностика
	2.4 Инструментальная диагностика.
	2.6 Дифференциальный диагноз

	3. Лечение
	3.1 Консервативная терапия
	3.2 Хирургическое лечение.

	4. Реабилитация
	5. Профилактика и диспансерное наблюдение
	5.1 Профилактика
	5.2 Ведение детей

	6. Дополнительная информация, влияющая на течение и исход заболевания/синдрома
	6.1 Осложнения
	6.2 Исходы и прогноз

	Критерии оценки качества медицинской помощи
	Список литературы
	Приложение А1. Состав рабочей группы:
	Приложение А2. Методология разработки клинических рекомендаций
	Приложение А3. Связанные документы
	Приложение Б. Алгоритмы ведения пациента
	Приложение В. Информация для пациентов
	Приложение Г.  Расшифровка примечаний.

