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é Bcuuku eKkcrepTH, y4acTBaAu B pa3paboTBaHEeTO Ha Te3u MpPernopbKM, ca MOAAAU AEKAAPaLMM 32 UHTEpECH,
KOUTO ca AOKAQABaHU B AOMbAHUTEAEH AOKYMEHT KbM Mpenopbkute. BuxkTe oHAalMH cnucaHueto European Heart
Journal uaun https://www.escardio.org/Guidelines 3a AOMbAHUTEAHU AOKYMEHTU, KAaKTO M AOKa3aTEACTBEHMUTE
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anTea Kateppa ,KapanoAaorus, MHTEH3MBHA Tepanus 1 BbTpellHu 6oaectn® - BMA, Codus

[lybaukysaHo oHAaliH npedu omnedamsaxemo Ha 29 aseycm 2025 200uHa

OTKa3s oT oTroBopHoOCT: [1penopbkuTte Ha EBponeiickoTo ApyecTso no kapamonorus (ESC) npeacTaBasBaT raepHMTe Toukm Ha ESC
M Ca U3rOTBEHU CAEA BHUMATEAHO B3EMaHE MPEABMA Ha HAYUHUTE M MEAMLIMHCKM 3HAHWUS U HAAUUHUTE AOKA3aTeACTBA KbM MOMEHTA Ha
ny6AmkyBaHeTo M. ESC He HOCKM OTrOBOPHOCT B CAyYait Ha MPOTUBOPEYNE, HECbOTBETCTBME U/UAM HEACHOTA MexXAy [ penopbkuTe Ha
ESC n apyrv opuLIMaAHK yKa3aHWs UAW MPENOPbBKU, M3AAAEHM OT CbOTBETHUTE OPraHW Ha OOLLLECTBEHOTO 3ApaBeOrnasBaHe, Mo-
CMELMAAHO MO OTHOLLIEHME Ha AOBPOTO WM3MOA3BAHE Ha 3APABHU TPUXKM MAM TepaneBTUYHW CTpaTernu. 3APaBHUTE CMELMAAUCTU ce
HacbpyaBaT Ad B3eMaT M3LAAO NpeAsmA [penopbkute Ha ESC, korato ynpaHsBaT KAMHMYHATA CW NMPeLeHKa, KakTo U MK ONPEAEASHETO
W MPUAAraHeTO Ha MPEBAHTUBHM, AMArHOCTUYHM UAM TEPANEBTUYHU MEAMLIMHCKM cTpaTtermu; MpenopbkuTe Ha ESC obaye no Hukakbe
HaUMH He OTMEHST MHAMBMAYAAHATa OTFTOBOPHOCT Ha 3APAaBHUTE CMELMAAUCTU AQ B3EMAT MOAXOASLLM U TOUHU PELLEHUs, B3eMaku
NPeABMA 3APaBOCAOBHOTO CbCTOSIHUE Ha BCEKM MALMEHT M CAEA KOHCYATALMS C TO3M MaLMEHT U, KOraTo € YMECTHO M/MAM HEOBXOAMMO, C
60oAHOTAepaua Ha naumeHTa.lIpenopbkute Ha ESC cbluo He ocBOBOXAABAT 3APaBHUTE CMELMAAMCTM OT 3aABAKEHMETO Al B3emaT
NMPeABUA U3LSIAO U BHUMATEAHO CbOTBETHWUTE ODULIMAAHM AKTYAAM3MPAHM YKasaHWsi MAWM MPEMNOPbKU, M3AAAEHWM OT KOMMETEHTHWUTE
OpraHu Ha ObLLECTBEHOTO 3APaBeOrasBaHe, 3a Ad YMPaBASBAT CAyyas Ha BCEKM MaLMEHT B CBETAMHATAa Ha HAayYHO MPUETUTE AAHHM,
CbrAACHO CbOTBETHWUTE UM ETUYHW U NMPOPECUOHAAHU 3aABAXKEHMS. 3APABHUA CMELMAAUCT HOCK CbLLO Taka OTFOBOPHOCT Ad MPOBEPU
NMPUAOXKUMUTE NMPaBMAA U pa3riopeAbU, OTHACALLM CE AO AEKAPCTBATa M MEAMLIMHCKUTE UBAEAMS, MPEAM Ad B3EME KAaKBOTO M A € KAHWUYHO
PeLLEHME, 1 Ad MPOBEPU AAAW CbLLLECTBYBA MO-HOBA BEPCUA Ha To3W AOKYMeHT. ESC npeaynpexxpasa ymtateAmTe, Ye TEXHUHECKUAT €31K
MOXe A2 6bAe Pa3TbAKYBaH MOTPELLHO M OTXBbPAS BCSIKAKBA OTFOBOPHOCT B TOBA OTHOLLIEHME.

Paspewenusa: CopbpxaHneTo Ha Tesu [penopbku Ha ESC e ny6ankyBaHo camo 3a AMuHa 1 obpasoBaTeAHa yrioTpeba. He e paspelleHo
TBProBCKO M3moA3BaHe. Hukos yacT ot [NpenopbkiuTe Ha ESC He Moxe pAa 6bAe MpeBexAaHa MAM Bb3MPOU3BEXAAHA MOA KaKBaTO U Ad €
dopma 6e3 nucmeHo paspellierHne ot ESC. PaspelueHuns morat pa 6bAaT MOAyUeHM Ypes MopaBaHe Ha McMeHo MckaHe po Oxford
University Press, nsaateas Ha European Heart Journal n komnaHusTa ynmbAHOMOLLEHa A2 06paboTBa TakMBa paspeLleHns OT UMeTO Ha
ESC (journals.permissions@oup.com).
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1.Mpearosop

[MpenopbkuTe oLeHsBaT M 0606LLIABAT HAAUUHUTE AOKA3aTEACTBA C
LieA MOAMOMAaraHe Ha 3APaBHUTE CMELMAAMCTM Ad MPEAAOXKAT Hal-
AOOpUS AMArHOCTMYEH WAM TEpPaneBTUYEH MOAXOA 33 OTASAHUA
nauMeHT C AapeHo cbcTosHue. [Mpenopbkute Ha ESC ca
npeAHasHaveHW 3a ynotpeba OT 3APaBHM CMELMAAUCTM, HO He
OTMEHAT TAXHATA MHAVBMAYAAHA OTFTOBOPHOCT A2 B3EMAT MOAXOAS-
WM M TOYHU peLleHUs, B3eMalKu MpeABUA 3APABOCAOBHOTO
CbCTOSIHME HA BCEKM MALMEHT U CAeA KOHCYATALMs C MaLMeHTa AU
60OAHOTAEAQYA, KOraTO € YMECTHO W/MAM HeOBXOAMMO.3APaBHUAT
CMeLMaAUCT HOCU ChLLIO Taka OTFOBOPHOCT Ad MPOBEPY MpaBuAaTa U
pasnopeabuTe 3a AekapcTBaTa M MEAULMHCKUTE YCTPOWCTBA,
MPUAOXKMMM BbB BCSKA CTPaHa KbM MOMEHTA Ha MPEAMMCBAHE U Al
CMasBa eTUYHUTE NMPaBMAA HA CBOSITA MPOdECHS.

[MpenopbkuTe Ha ESC npeacTasaT oduumasHata nosmums Ha ESC
no AapeHa Tema. TemMuTe Ha npernopbkuTe ce m3bupart 3a
aKTYaAU3aLMs CAEA EXKErOAeH EKCMepTeH Mperaes Ha HoBUTE
AOKa3aTeACTBA, KOMTO ce mposexaa oT KomuTeTa Mo KAUHWUYHK
npaktnyeckn npenopbku (KIMM) Ha ESC. MoAnTtukute 1
npoueaypute Ha ESC 3a dopmyanpaHe u nybAukyBaHe Ha
MpenopbkumTe Ha ESC Morat pa 6bAaT HamepeHu Ha yebcaiTa Ha ESC
(https://www.escardio.org/Guidelines/ Clinical-Practice-
Guidelines/Guidelines-development/ Writing-ESC-
Guidelines).

ToBa pbKOBOACTBO aKTyaAW3Mpa v 3aMeCTBa MPEAMLLHATA BEPCUS Ha
[MpenopbkuTe Ha ESC npu nepukapaut ot 2015 r. 3a nbpeu nuT TO
obxBallia 1 M1oKapAuTa. Tasu paboTHa rpyna belue nsbpana ot ESC,
Taka Ye Ad BKAIOYBA CMELIMAAMCTM, 3aHWUMABALLM CE C MEAMLIMHCKM

TPVXM 33 MALMEHTM C Tasu MaTOAOTUS, KAKTO M MPEACTABUTEAM Ha
naumeHTUTEe U MeTopoAO3uTe. lMopbopHaTa npouepypata
BKAIOYBALLE OTKPUTA MOKaHa 3a aBTOPM M MMaLLIe 33 LIeA AQ BKAIOYM
yAeHoBe OT LeAus pervoH Ha ESC u oT cboTBeTHUTE MoA-
crneupaaHocTn Ha ESC. Bele o6bpHato BHMMaHWe Ha MHOroobpa-
31eTo 1 NprobLLiaBaHeTo.

Ta6bauua 1 KaacoBe Ha npenopbkuTte

PaboTHWTE rpymu 3a Npenopbku U3BLPLLBAT KPUTUUEH MPErAeA U
OLeHKa Ha MybAMKyBaHaTa AUTEPATYpa BbpPXY AMArHOCTUYHUTE U
TepaneBTUUYHUTE MOAXOAM, BKAIOUYUTEAHO OLEHKAa Ha
CbOTHOLLEHWUETO PUCK—TIOA3a. [1penopbkuTe ce OCHOBaBaT Ha
FOAEMM PaHAOMU3MPAHM MPOYYBAHUA U CbOTBETHWUTE CUCTEMHMU
NperAeAM W MeTa-aHaAM3W, KoraTo ca HaAuyHW. B cayvam Ha
NPOTUBOPEYUE UAM HECUTYPHOCT Ce€ MPOBEXAAT CUCTEMHMU
AMTEPATYPHM MPOYUBaHMS, 33 Ad CE rapaHTMPA, Ye BCUUKKU KAIOYOBM
MpOyYBaHMs ca B3ETU MPEABUA. 3a MPEnopbKUTE, CBbP3aHU C
AMarHosata M MporHo3ara, Ca BKAIOYEHU AOTBAHUTEAHM BUMAOBE
AOKa3aTeACTBa, KaTO HanmpuMep MPOYYBaHWS 33 AMArHOCTMYHA
TOYHOCT M MPOyYBaHMs, POKyCHMPaHU BbpXy Ppa3paboTBaHETO M
BAAMAMPAHETO Ha MPOrHOCTUYHM MoaeAr. CrAaTa Ha BCAKO yKasaHue
M AOKa3aTEACTBEHO HMBO B Hesl Ce MPELIEHsBaT W MOAyYaBaT CKOp
CbrAACHO MPEABAPUTEAHO OTPEAEAEHU KPUTEPUM, KAKTO € MOCOHEHO
B Tabamum 1 u 2. AOKAAABaHUTE OT MaLMEHTUTE PE3YATaTU
(PROMEs) 1 pokAapBaHUTe OT naumeHTUTe npexwusssaHus (PREMs),
KOraTo Ca HaAMYHM, CE OLLEHSIBAT ChLLO KaTo 6a3a 3a ykasaHus u/vau
06CHKAAHE B TE3M NPEMOPBKU.

ChbcTaBaT ce TabAMLM C AOKa3aTeACTBa, O0OOOLLABALLM KAIOHOBA
MHPOPMaLMA OT CbOTBETHWTE MPOYUBAHMS, 33 Ad CE YAECHM
$OPMyAVPaHETO Ha yKasaHus, Aa ce MopObpu pasbupaHeTo Ha
yKa3aHUsATa cAea MyOAUKYBAHETO MM U Ad CE 3aCMAM MPO3PaYHOCTTA B
npoueca Ha paspaboTBaHe Ha npernopbkuTe. TabAuuuTe ce
ny6AMKyBaHM B OTAEAeH paspeA Ha [penopbkute Ha ESC u copbpkat
crneundUUHM NpenpaTku KbM NpernopbYBaLLmTe TAGAULM.

CAep NOBTOPEH MpoLEec Ha OBCHXAAHMS, MPEAM 3anoudBaHe Ha
KPbroBeTe Ha MperAeas, Ce MpOBEXAA MbPBO rAACYBaHE Ha BCUYKM
ykasaHus B PaboTHata rpyna. Bropo raacysaHe Ha PaboTHata rpyna
MO BCUYKWM TMPENOPbKM CE MPOBEXKAA CAEA MOCAEAHUS KPbr Ha
nperreaa W pesususaTa. [pu Bcako raacysaHe PabotHarta rpyna
cAepBa npoLiepypuTe 3a raacysaHe Ha ESC, kaTo BcuukM npenopbku
M3MCKBAT Ha-MaAKo 75% Cbraacue Cpea rAacyBalLMTe YAEHOBE, 33 Ad
6bpaT 0p0OpeHn. OrpaHuyeHus 3a raacyBaHeTo MoraT Aa 6baar
MPUAOXKEHM Ha 6a3aTa Ha AEKAapaLMK 38 UHTEPECH.

AeduHuuma

Kaac Il

Kaac lla

KAacoBe Ha npenopbKuTe

MpeobaapaBalumTe AaHHU/MHEHUA ca
B MOA3a Ha MOA€3HOCT/epUKaCHOCT

Mpenopbku 3a ynorpeba

TpsibBa pa ce B3eMe
NpeABUA

Kaac lIb

Kaac Il

Moasata/edukacHocTTa € No-caabo
yCTaHOBeHa C AaHHWU/MHeHUs
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KomucumnTte 3a mucaHe M mperaes MpeAOCTaBsT GOPMyAspU C
AEKAApaLMM 33 MHTEPECH OTHACALLM Ce 3a BCUYKM B3aMMOOTHO-
LLEHMS, KOUTO BKXxa MOTAM Aa GbAAT BB3MPUETM KaTO PEaAHU WMAU
MOTEHUMAAHWM M3TOYHMLM HA KOHPAMKT Ha WMHTepecu. TexHuTe
AEKAAPALMM 32 MHTEPECH CE MPETAEXAAT CbrAACHO npasuaata Ha ESC
3a AeKAapalMK 3a MHTEPEeCK, KOMTO MoraT Aa 6bAaT HaMepeHu Ha
yebcaitTa Ha ESC (http://www.escardio.org/doi) 1 ce 0606Luasart B
AOKARA, MyOAVKYBaH B AOTTBAHUTEAEH AOKYMEHT KbM MPEMOpbKUTE.
®uHaHcpaHeTo 3a paspabortsaHeTo Ha [lpenopbku Ha ESC ce
ocurypsBa u3usao ot ESC, 6e3 yuacTume Ha 3ApaBHATa UHAYCTPUS.

KomuteTsT no npaktudeckn npenopbku (KMTM) koHTpoAnpa m
KOOPAMHMpPa MOAFOTOBKAaTa Ha HOBM MPEenopbku U 0p0DpsiBa
TAXHOTO MybAuKyBaHe. B aAombaHeHme kbM nperaeaa Ha KIMT,
[MpenopbkuTe Ha ESC npemuHaBaT npes MHOXeCTBO Kpbrose Ha
ABOMHO-CASINO MapTHbOPCKO PeLieH3MpaHe Ha CrelpaAHa OHAQMH
naatpopma 3a nperaep. [peraeasT ce M3BbpLUBA OT €KCrepTH Mo
TeMara, BKAIOUUTEAHO YAEHOBE Ha HalMOHaAHUTE KapAMOAOTMYHM
Apyxectea Ha ESC n ot cbotBeTHUTEe noa-creumasHocTh Ha ESC.
PaboTHWTE rpynu Mo MpenopbKkUTE PasrA€KAAT BCUUKM KOMEHTapK
OT Mperaepa M ca AABXHM A3 OTFOBOPST Ha BCMUKM, KOUTO ca
kaacuouumpanu kato BaxHW. CAep CbOTBETHUTE pPeAaKLMM,
PaboTtHata rpyna u uaeHoseTe Ha Kl opo6psiBaT oKoHYaTeAHMs
AOKYMEeHT 3a nybAnkysaHe 8 European Heart Journal.

OcBeH ako He e MOCOYEHO APYFO, CbAbPXKaHMETO Ha [penopbkuTe
Ha ESC ce oTHacs 3a noAa, pasbupaH kaTo GUOAOTMYHO CbCTOSIHUE Ha
TOBA A2 CU MbX MAM XeHa, AePUHMPAHO OT reHu, XOPMOHM 1 MOAOBU
opraHu. Ynorpebarta Ha AekapcTBa M3BbH OAODPEHUTE MoKasaHus
MoXe A2 6baAe NpeACTaBeHa B TE3M NMPENOpPbKM, aKo AOCTaTbYHO HUBO
Ha AOKa3aTeACTBaTa MOKa3Ba, Ye TS MOXE Ad CE CUMTA 33 MEAMLIMHCKM
MOAXOASALLA MPU AAAEHO CbCTosHME. PeleHnsaTa obave 3a 'op-AaiH'
ynotpeba TpsbBa Aa ce B3emMaT OT OTroBapsliMs 3ApaBeH
CMeUMaAmCT, KaTo ce obpblia OCOBEHO BHMMAHME Ha eTUYHUTE
MpaBuMAa 3a TPWXMTE, creumdmyHaTa CUTyauus Ha MaumeHTa,
CbrAACMETO Ha MauMeHTa M CrieumuyHUTEe 3a CTpaHaTa 3APaBHM
pasnopeabu.

2.VYBoA

MWOKapAWTBT M MEPUKAPAUTBT Ca Bb3MAAMTEAHM 3a00ASBaHNS Ha
MMOKapAa M CbOTBETHO Ha MEpUKapAa C MOTEHLIMAAHO MPUMOKPU-
BaHe. ToBa ca MbpBUTE KAMHWUYHUM MpaKTUYecku npenopbku Ha ESC,
06XBaLLALLY LIEAVS CMIEKTBP OT Te3K 3a60ASBaAHUS.

Ot Tyk HataTbk, PabotHata rpyna (Pl) BbBexaa TepmuHa
"Bb3naAmTEAeH MuonepukapaeH cuHapom” (IMPS). IMPS e obuy
TEPMMH MO BPEME Ha MbPBOHAYAAHMS AMATHOCTMYEH MPOLIEC AO
MOCTaBsAHETO Ha OKOHYaTeAHa amarHosa (Purypa 1). Toi otpasssa
Bb3MOXHOTO MPUMOKPUBAHE HA MWOKAPAWMT W MEPUKAPAMT, KaTo
LeATa My € A3 Ce MOBMLUM OCBEAOMEHOCTTA 3a CMeKTbpa Ha
3a60AsBaHETO U A2 6bae NMO3BOAEHA CBOEBPEMEHHA AMArHOCTMKA U
no-po6po Aeverue. IMPS Bapupa OT M30AMpPaH MWOKapAMT AO
M30AVMPaH MEPUKAPAWT, KaKTO M CMeceHW ¢GOPMU C Bb3MOXKHO
PELMMPOYHO 3acsraHe, KaTo MUOMEPUKAPAUT U MepUMMOKapAMT. U
ABaTa TEPMMHA CE U3MOA3BAT YECTO B MEAMLIMHCKATA AUTEpaTYpa M ca
Aedurmpanm 8 Mpenopbku Ha ESC 2015 r. 32 AvarHocTuKa 1 AeveHre
Ha nepuKapAHU 3aboAsiBanHus (BX. Pasaen 8).1

MoTuBbT 3a BbBEXAaHE Ha IMPS e, Ue MUOKapAWUTBT U Mepukap-
AWTBT MMaT CXOAHA ETUMOAOTMS U Ca aHATOMUYHO CAETU CTPYKTYPM C
BB3MOXHO BTOPUUHO 3acsiraHe.”™

ObAacTTa NpeTbprs GbP3 PacTex, KATO PasAUYHU KAPAVOAOTUUHM
APYKECTBa MpepAOxMxa 3assAeHna.’ " B MMHaAOTO 6sxa
NMPEACTAaBEHM HSAKOAKO KOHCEHCYCHWM CTaHOBMLLA, OBMKHOBEHO
AebMHMpaALLIM AOKa3aH MMOKApAWMT Ha 6as3aTa Ha eHAOMMOKapAHa
6uoncus (EMB). EHaoMrokapaHaTa 6uoncus e cnocobHa pa oTKpue
XUCTOAOTUUHUS TUM, MOXeE Ad UAEHTUDMLMPA HAKOM CrieLmpUyHM
€TUOAOTUM U MOXE A2 MOMOTHE 3a AWMdepeHuMpaHe CrpsMo
HeBb3MaAUTEAHM KapAMOMMOMaTUM (KMH).10 Ho B aHewHo Bpeme
MYATUMOAQAHOTO M306pa3siBaHe Ce NMpeBbPHA B KPAiibIbA€H KaMbk 3a
AMArHOCTULIMPAHETO Ha MUOKAPAHO U MEPUKAPAHO Bb3MaAEHWE, a
CbPAEYHO-CBAOBUST MarHuTeH pesoHaHc (CMR) urpae katovosa po-
A1, KaKTO € MOCOYEHO B APYrU MPEMNOpPbKU Ha ESC"_"(dDMrypa 2).

LleATa Ha AOKa3aTeACTBaTa Ha Te3W NMPEnoOpbKK € Ad MPEAOCTaBAT
OCHOBaHW W MPEMOPBKU 32 KAMHMYHO yrpaeAeHue Ha IMPS, aa
HAcOYBaT OT KAMHWMYHA FA€AHA TOYKA Ha KAMHWLMCTUTE OT BCUYKM
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CMELMAAHOCTU U AQ OCUTYPST KBAAUPULMPAHO CbBMECTHO B3EMaHe Ha pelleHus ¢ maupeHTuTe (BX. PaspeA 13 v AOMBAHUTEAHU AQHHM
OHAaliH, Paspen 8).

( )
Kynoa: IMPS - CnekTbp Ha Bb3naAuTeAHusa MepuMuokapaeH CMHAPOM

Muonepukapoum/[epukapdum
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TobpceHe Ha eTMoAOTMATA MyATMOAaAHO M306passBaHe EAekTpoaHaTommueH menuHr
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MepukapanT Mwvionepukapaut/nepummokapant —  Muokapaut

Tepanml, 3aBUCUMA OT OKOHYATEAHATa AMarHosa

v

. @ESc

Durypa 1 LlentparHa naocTpaums Ha [penopbkute Ha ESC 3a MuokapauT v nepukapauT. EKT, eaektpokapanorpama; EMB, eHaomMmokapaHa
6uoncus; IMPS, Bb3anaauTeaeH MuonepukapaeH cuHapom; BCC, sHesanHa cbpaeyHa cmbpT; T TE, TpaHcTOpakaAHa exokapAuorpadus.
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®Durypa 2 NpomsiHa B NapaaMrmara npu KAMHUYHaTa AMarHocTuka Ha MmuokapamT. CMR - cbppeUHO-CbAOB MarHMTeH pesoHaHc; EMB -
eHpOMMOKapAHa 6uoncus. Kakto EMB, Taka 1 CMR mMoraT pa ocurypsiT oKoHUYaTeAHa KAMHUYHA AMarHo3a, HO MpW PasAMUHM MOKa3aHUs.

MoapobHocTu ca papeHu B Paspen 5. 2013 Uatounuk: Caforio et al.®2021 1 2023 Matounmum: Keren et al., Law et al.

2.1. KakBo e HOBOTO

[Mpenopbku Mpu NepuKkapAMT ca MyOAMKYBaHU ABa MBTU MpeAn
ToBa,""® AOKATO MMOKApAMTST Lile Gbae OBXBaHaT 3a MbPBM MbT B
npenopbka. Pl BApBa, Ye KOMOWHUPaHWUTE MPEMNOPbKM C pa3nosHa-
BaHe Ha CreKTbpa Ha 3a00AABAHETO Ca CTbIKa B HOBA MOCOKA, KOATO
MO3BOASiBA MPOMSsHA Ha MapapMrmata KbM Tepanus, OCHOBaHa Ha
KOMOUHUPaHUsi MPUHOC OT EKCMEPTU MO Bb3MAAUTEAHM 3a60AABAHMSA
Ha MMOKapAa M MepuKapAa, C MOAKpenaTa Ha MyATUAMCLIMMAMHAPEH
M. C LeA nopobpsiBaHe Ha OCBEAOMEHOCTTa 3a CreKTbpa Ha
3a60AsBaHETO, Lie GbAe BbBEAEHA HOBA KaTeropwus, "Bb3MaAUTEAEH
muonepukapaeH cuHapom (IMPS)", kato obuy kyrnoa, 3a Aa 6bae
NoAobOpeHO pa3bupaHeTo 3a MOTEHLMAAHOTO MPUMOKPMBAHE Ha
MWOKapAMTa 1 NepukapauTa. BbBexaa ce kaTo BXOASLL, AMArHOCTH-
YeH TEPMWH, KOMTO BOAM AO MpeLi3Ha pa3paboTka U MHAMBUAYAAU-
3upaHa Tepanus. [1peaAara ce OPUEHTUPAHO KbM MaLlMeHTa AeUeHKe
Ha CAyyYamTe B PasAMUHM CUTyaLyM, KaTo AMArHOCTVKa M Tepanus,
KaKTO M BPbLUAHE KbM OMpeAEAeHUe U AENCTBME, KaTo ce u3bsreat
CTPOTY BPEMEBW OMPEAEAEHMS, Thil KaTo MBTULLATA HA PEMUCKS Ce

6,14

pasAmyaBa npw Bceku naupeHTH. OcBeH ToBa, HOBOCT B 0OAACTTa Ha
IMPS ca nopo6peHWTE NO3HaHMS 32 Bb3MOXHMS My reHeTUYeH GpOH 1
Bpb3KaTa My CbC crietmduyHn HacaeacTBeHn KM OcseH ToBa Lie
6bAe BbBeAEHa MPOMSHA B MapaaurMata Mpu AMarHOCTUYHMS My
NOAXOA. TOBa € OTpa)keHWe Ha HOBMTE BB3MOXHOCTM 3a
MYATUMOAAAHO M306passsaHe, ocobeHo CMR, Tbit KaTo TO MpoOMeH#
B MOCAEAHUTE TFOAMHWU KAMHWYHWMSA paboTeH npouec . [MopobHa
npomsHa belle BbBeAEHAa B KOHCEHCYCHOTO 3asiBAe€HME Ha
AmepukaHckua kapamororndeH koaex (ACC) npes 2024 r’
EHAOMMOKapAHaTa BMOMCKS MMa CBOETO MSCTO U € HEOBXOAMMa, aKO
Ca onpaBAaHU crieLMPUUHM peLLeHus.

B cpaBHeHue c nocaepnuTe [Mpenopbku Ha ESC 3a pmarHocTuka u
AeYeHMe Ha NepuKapaHUTe 3a60AsBaHMS, " CEralLHOTO pasbupare 3a
natoreHesata Ha NepuKapA1Ta ce € MoAOOPUAO 3HAUMTEAHO C HOBU
AOKa3aTeACTBA 3a 3HAYEHMETO Ha B3aMMOAENCTBMETO MeXAY
Bb3MAaAEHMETO W aBTOBB3MAAUTEAHWTE MeXaHM3MW, POASTa Ha
reHeTUY-HUs GOH W WMMYHHUTE OTTOBOPU MPU MALMEHTU C
MHOXeCTBO peunamnen. MaeHTUdMKaLMATA Ha MOAOKUTEAHA
bamMmAHa aHaMHe3a, CAABUAT OTFOBOP KbM KOAXMLIMH U KAUHWYHATA
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KapTWUHA MpW Bb3MAAMTEAEH MAM HEeBb3MaAUTEAeH ¢eHOoTUN ca
MOAE3HN MHCTPYMEHTM 33 MOABMPaHe Ha NaLMeHTUTe 3a reHeTUYHO
nscaepBaHe U crelpdruHn GapMakoAOrMyHK BapuaHTU. HoB kAac
AEKapCTBa, MpULLEAEHN KbM MHTepAeBKMH-1 (IL-1), Taka HapeueHuTe
aHTU-IL-1 areHTW, cTaHaxa AOCTBMHU U Ce WM3MOA3BAT MpU
PeLIMAMBMPALLIM CAyHan CbC CAAD OTTOBOP Ha APYTM KOHBEHLIMOHAAHM
Tepanuu. Bbrmpeku ToBa, HME ce HyxAaeM OT MopobpsiBaHe Ha
pasbupaHeTo CM 3a MaToreHesaTa Ha HEBb3MAAUTEAHWUTE $OPMU Ha
3a60AsBaHeTO.

Helio noseue, 6AaropapeHue Ha pOAATa Ha MYATUMOAQAHOTO
n306passBaHe, AMArHOCTUHHWUTE Bb3MOXHOCTM CE YBEAUYMXA KOETO
MO3BOASIBA MOAOOPEHA AMArHOCTUYHA TOYHOCT U MHAMBUAYAAU3M-
paHaTa MPOABAKMTEAHOCT Ha TeparnuuTe, Cropes KAMHWUYHUTE U
MN3006pa3UTEAHN HAXOAKM.

PaboTHaTa rpyna mpemopb4Ba Cb3AABAHETO Ha MYATUAMCLIMMAM-
HapeH TMM no IMPS, 3a aAa ce ocurypu onTuMaAsHa rpuxka 3a
NaLMEHTUTE B CAOXHM CAYYaM.

Tebpao BsipBame, 4e pa3nosHaBaHeTo Ha IMPS we nopobpu
pa3b1paHEeTO Ha Te3W Bb3MAAMTEAHM CbCTOSHUSA U Ce HaAsBaMe, Ye
LLie BABXHOBM AOTTbAHUTEAHM U3CAEABAHMS 33 YCbBBPLUEHCTBAHE Ha
NEePCOHAAMBMPAHWNTE AMArHOCTUYHM U TEPAMEBTUYUHM MOAXOAM.

3. Enuaemuoaorus, Kaacuopm-
Kauusa, CTaAMU, AMArHOCTUUYHMU
KPUTEpPUU U ETUOAOTUA

3.1. EnuaemMunoaorus

[MpoyuBaHuns Ha nonyAaumoHHa 6asa 3a yectoTaTta WAMU
pa3snpocTpaHeHueTo Ha IMPS ca orpaHuuveHu u nosedveTo
€MUAEMUOAOTUYHM TPOYYBaHMS OLIEHSBAT TEXeCTTa Ha 3aboAsBa-
HETO U TMOCAEACTBMATA MPU M3OPaHU PYnu MaLMEHTU, KaTo
HanpuMep Tesu, MpueTk B 60AHMLA. TakmBa NpoyyBaHus obade brxa
MOTAM Ad MOALEHAT MCTUHCKATa TexecT Ha 3aboAsBaHeTo.
Hanpumep, NpoLeHTBT Ha NaumMeHTUTe, AMArHOCTULIMPAHM C OCTbP
MuokapanT (OM), ce yBeanyasa ot 5% Ha 13% c M3noAsBaHeTo Ha
CMR cpep naumeHTM CbC CUMMMATOMM, MOAOGHM Ha aHTMHO3HM
3a60ASBaHUSA, U MOBULLEH BUCOKOYYBCTBUTEAEH TPOMOHWMH T (hs-
TnT).“ Apyr pernctsp cbobluasa 3a yvectora 6,3-8,6 Ha 100 000
KUTEAW, MPEAUMHO MPU MAGAM Mbxke.  HacTosmTe AaHHM 3a
rA0GaAHOTO ObpeMeHsBaHE CbC CbpPAEYHO-CbAOBUTE 3aBOASBAHMS
otunTat pasnpoctpaHeHune 4,2—-8,7 Ha 100 000 BbB Bb3pacTOBMUS
AvanasoH mexay 35 1 39 FOAMHM.18M'b)i(eTe 1 MO-MAAAUTE MaLMEHTU
€ NO-BEPOSITHO A2 BbAAT AMArHOCTULIMPAHW, BBIPEKM Ye TOBA MOXKe
Aa OTpassBa AMArHOCTUYHOTO OTKAOHEHUE KbM Te3W rpynu
nauyentn’”

[pu Aela noa 2-roaMLlHa Bb3pacT PasrpeAEAEHUETO MO MOA €
6aAaHCKpaHo; NMpy MOAPACTBALLIM MMa MBXKKO NpeobaasasaHe (OKOAO
ABe TpeTu oT caydante), ™' KoeTo ce 3amassa M MpY BB3PACTHM
NaLMeHTH, KOETO MNOACKa3Ba 3HAYEHMETO HA XOPMOHAAHUTE GaKTOPU.
YectoTtata Ha ocTpus nepukapant (OlT) ce u3uMcAsiBa Ha OKOAO
3-32 cayyas Ha 100 000 uoseKo-roAMHm.n’z3 MopobHO Ha
MUOKapAMTA, MBKETE U MO-MAAAMTE MHAMBUAM € MO-BEPOSITHO Al
6bAaT AMarHoctTUumMpann. Peumame HacTbnea npu okoao 20%-30%
OT MaumeHTUTEe B paMkuTe Ha 18 Mecela cAep MbpBMS enm3op Ha
OMN.**YecroTara Ha peLpamBuTe Ce yBeAnuasa A0 50% cAeA MbpBIS
pELl,l/IAl/IB.ZS MNepukapanT e amarHoctuumpad npu 0,2% oT BCUYKM
XOCMUTaAM3aLMM B BOAHMLIA MOPaAM CbPAEYHO-CbAOBM 3abOAsBa-
HUS M e MmpuuMHa 3a 5% OT XocnuTaAMsaumMmTe B CrELUHUTE

Ta6Aauua 3 TEepMUHOAOIrUA U CTAAUMN

TepmuHoAorus AedunHuuna
IMPS O6LL, TEPMUH 33 Bb3MAAUTEAHU MUOKAPAHU
1 NepUKapAHU CUHAPOMM
MwuonepukapauT MpeobAapasalL, NepUKapAUT”
MepummokapamnT IMpeobAapasaly MVIOKaPAVITb

TTPOABAXUTEAHOCT Ha CUMMTOMUTE <4 CeAMULIM

DyAMUHaHTEH Npu:

o OCTPO HauaA0™ U XEMOAMHAMMYHO
HECTaBUMAHM MaLMEHTH, U3UCKBALLM
MHOTPOTHM AEKapCTBa MAM MeXaHWUYHa
LIMPKyAaTOpHa MOAKpPera

OcTbp MUOKapAUT

OM u 21 ot caepHuTe:™

¢ AKN®D <50% Ha exokapavorpama
 [pOABAKUTEAHM KaMEPHM apUTMUM
o HanpeaHaa cbpaeveH 6aok

o CbpaeyHa HEAOCTAaTbYHOCT

* KapavoreHeH ok

VCAOKHEH MUOKapAWUT

OcTbp nepukapaUT [TPOABAKMUTEAHOCT Ha CUMNTOMUTE <4 CEAMMLIM

CybakyTeH/npoabAXaBalLy
MUOKapAUT

TTPOABAXKMTEAHOCT Ha CUMMTOMUTE >4 CEAMMLM
AO <3 meceua

TPOABAXKMTEAHOCT Ha CUMMTOMUTE >4 CEAMMLIM
A0 <3 Meceua

CybakyTeH/HenpekbcHaT
nepyKapAMT®

XpoHuueH M1okapauT/  [POABAXMTEAHOCT Ha CMMMTOMUTE >3 MeceLia

nepUKapAUT
Bb3naauTeara XPOHUYEH MMOKAPAMT, CbYETAH CbC CbpPAEUHA
KapAvoMyonarys AVCOYHKLMA U KAMEPHO PEMOAEAVPAHE C
KAMHMYEH $EHOTUM Ha XMMOKMHETUYHA,
AVIAATaTUBHA MAM HEAWAATATUBHA KAPAVOMMUO-
natus cbc/6e3 aputMoreHeH cybcTpar
PeLaneumpary, HoBu cMMNTOMM MAM aKTUMBHOCT Ha 3a60AsBa-
MUOKapAWUT/MEPUKAPAUT  HETO CAEA KAMHMYHA peMUCHs

Pemucms 6e3 octatbum  Perpecus/avnca Ha cMMnTOMM, HOpMaAM3MpaHe
Ha EKT, 6uomapkepuTe, 0b6pasHMTe aHOMaAMK

(exokapauorpadus u CMR)

Perpecus/avnca Ha cuMnTomu, nepcucTpaHe
Ha aHoMaAuun B EKT, 6riomapkepute m/mamn
obpasHata amarHocTika 2025 (byHKUMOHAAHK
U/MA CTPYKTYPHU aHOMaAWK B €XOKapAMOTpa-
¢ua nan CMR)

Pemucna c octatbum

OM, octbp MuokapanT; CK-MB, kpeaTuH knHasa MyckyAHO-Mo3bueH Tun; CMR,
CbPAEYHO-CbAOB MarHMTeH pesoHaHc; EKI, eaektpokapamnorpama; IMPS, Bb3naauteseH
muonepukapaeH cuHapom; AK®, aesokamepHa M3TAacKBaLLa $ppakLms.

* TaumMeHTH C KaTeropuuHM KpUTEPUM 3a MEPUKAPAWT 1 MOBMLUEHHM 61OMapkepu 3a
MUOKapAHO yBpexAaHe (B1COKouyBcTBUTEAEH TpOroHMH | nan T, CK-MB ¢dpakums)
6€e3 HOBOPa3BMTO PETMOHAAHO AW TAOBAAHO YBPEXAaHe Ha AeBOKaMepHaTa GpyHKLA
npu exokapavorpapus nan CMR.

TaLmeHTI C KaTeropuyHM KpUTEPUM 3a NEPUKAPAWT U MOBMLLIEHN BHOMapkepu 3a
MUOKapAHO yBpexAaHe (BUCOKOUyBCTBUTEAEH TPOroHuH | nan T, CK-MB dpakums) ¢
HOBOPA3BMTO PErMOHAAHO MAM FAOBAAHO HapyLLEHWe Ha AeBOKaMepHaTa dyHKLMA Npu
exokappwvorpapuma nan CMR.
¢ HenpekbCcHaT/MpoAbAXaBaLL, MepUKAPAUT: TEPMUHBT "HeMpeKbCHaT NepuKkapAuT"
OnKMCBa MaLMEHTU C MEPCUCTUPALLIM CUMITOMM Ge3 e3cMMNTOMEH MHTepBaA >4
CEeAMMLM, BbMPEKM MbAHaTa AO3a MEAVKAMEHTO3Ha Teparus, MpeAnmncara ot
NPenopbKUTe (BKAOUUTEAHO KOPTUKOCTEPOMAM), MAM TE3W, NPK KOUTO UMaT paHeH
PELMAMB MO BPEME Ha MOCTEMNEHHOTO HaMaAsIBaHe Ha AO3aTa.

OTAEAeHMA mopaan GoAka B rbpanTe.” B 06CepBaLMOHHOTO
npoyusaHe EPIDOULTHO (Epidémiologie de la Douleur
Thoracique) 3% OT maUMEHTUTE ca MOAYUYMAN OKOHYATEAHA AMArHO3a
IMPS.*

© ESC 2025
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[MopocTbp cTapmit
1-3 meceua

XPpOHUYEH CTaanM
>3 Mecela

-
OcTtbp cTapui
<1 mecel,
Kapavorponuuu JHayunparo supycHo
¥ BACKYAOMATUYHA YBPEXAAHE U BPOACH
Vst e BUpyCH MMYHEH 0TT0BOP
(Hanp.) BupyceH
Mborpodunn Henpako yspexaane
Ype3 KAeTbYeH
BUpYCH

MMYHEH 0Tr0BOP
ﬂ ?

Hokca: Bceku
areHT, cnocobeH Aa
YBPEAM MUOKapAa

[eHeTnuHa
MOAATAMBOCT

00

Aucbananc Ha npo- u anT-

HeunHdekuposeH Bb3MNAAMTEAHUTE LIUTOKUHU
(Hanp. ABTOUMYHHW ‘q p
A
IREYPYIEIRIAFL, AgroaxmsHM T-kaeTkn
A€KapCTBa, 7:\

TOKCUHM W T.H.) ABroaHTuTeA

(anp. AHA, AIDA)

MHdekumoseH areHT KAeTbuHa MHUATPaLmA

.

Apantsen
MMYHeH 0TTOBOP

BupycHo nepcuctupane ¢ XpoHuuHo
Bb3NaneHMe U/uAu Gn6P03a UAH Bb3CTaHOBABAHE

‘R
) .
/R

LW

Annaratusha Kocrpuvsen
KapavioMuonaTua nepuKapAT

~—

—e

Pemucua
CoCTaThk

Pemucus
be3 ocrarbk

(AHTU-BUPYCHM) aHTUTeAa @ Myto- U/MAM NEPUKAPAHO YBPEXAIHE

®urypa 3 Crapnun Ha Bb3NAAUTEAHUS MUOMEPUKAPAEH CUHAPOM. A
aHTUTeAA.

3.2. Knacupukauma m ctapmm

B obaactTa Ha IMPS cu HabalopaBa HapacTBalla OCBEAOMEHOCT M
MHTepec Mo BpPeMe Ha MaHAEMUsATA OT KOPOHaBUPYCHa BoAeCT npe3
2019 r. (COVID-1 9).27M3CAeABaHMHTa B 06AACTTa Ha BCUYKM GOPMU
Ha IMPS 1Mat AbAra UCTOpUS U MMa HSKOAKO TEPMUHOAOTMM. ToBa e
OTpa3eHo U B eTanHaTa AoepuHULMSA. Hie npeaaarame TEpPMUHOAOTUS
OT KAMHMYHA TAEAHA TOYKA C LieA OpraHu3MpaHe Ha MOAXOAALLO
Aeverune Ha mauneHTute (TabAamua 3). OcseH ToBa ce MpeaAara
M3MOA3BAHETO Ha BPEMEBM PaMKM 3a CTaaUMTe (OCTBP, MOAOCTBP U
XPOHMYEH) 32 MUOKAPAWT U NepUKapAWT. Bbnpeku ToBa, OT KAMHUYHA
FAeAHA TOUKA, He BUHAr € Bb3MOXKHO Ad Ce UAEHTUMLMPA HAYAAOTO
Ha 3a60AABaHETO, HaMpUMep B MOAOCTPUTE CAyyan.'

3a IMPS ca xapakTepHu pasanydHm cTapun (Bx. @urypa 3). Xoast
Ha 3a00ASBaHETO Ce pasAMYaBa Mpu maupeHTuTe. EAMH maupeHT
MOXe Aa Ce Bb3CTaHOBM HAMbAHO O€3 HMKAKBKM OCTaTbLM, HO APYTU
MOraT Aa PasBUST YCAOXKHEHMS, BOAELLIM B HAKOU CAyHan AO CMbPT.
MaupeHTUTE MOXE Ad HE MPEXMUBESAT BCEKM CTaAMI. [TbAHA peMumcus
MOXe Aa HacCTbMW BbB BCEKM €AMH MOMEHT. Bbnpeku ToBa,

@ESC

HA, aHTu-cbpaedHn aHTUTeAa; AIDA, aHTU-MHTEpKaAMPaH AUCKOBM

33.A'bA60‘-{eHOTO pa36MpaHe Ha CbOTBETHUTE CTapAuM € OT
CbLLECTBEHO 3Ha4YeHME 3a MOAXOAALLO PbKOBOAEHE Ha TeparnmaTa.

3.3. AMarHoCTUYHU KpUTEPUU

CAep OPUIMHAAHO MPEAAOKEHWUTE AMArHOCTUYHU KpUTEPUM B
KOHCEHCYCHUS AOKAap oT 2013 I'.,10M)/ATI/IMOAaAHOTO nsobpasssaHe,
no-cneupasHo CMR, Hanpasu Bb3MOXHA KAMHWMYHATA, HEMHBA3MBHA
AMarHo3a MMOKapAWT. B cboTBeTCTBME € MpOMSsIHATa Ha NMapaaurmMaTa
(Purypa 2), Pl npearara HOBM AMAarHOCTUYHW KPUTEPUM M HOBA
KAaCUUKaLs, CAeABAMKM CUCTeMaTa, BbBeaeHa B [1penopbkuTe Ha
ESC ot 2023 r. 32 AeyeHue Ha eHaokapamT (TabAuua 4).29 Tosun
KAMHUYHO OBYCAOBEH MOAXOA Ce 6asnpa Ha KAMHWUYHATA KapThHa, C
AOMBAHUTEAHO MOAKPENSLLM HaXOAKM W moAoxuTereH CMR man
EMB 3a MuokapAMT. XMCTOMAaTOAOTUYHUTE KPUTEPUM U aKTyaAU3M-
paHute CMR kpuTepun Ha Lake Louise (LLC)30 ca AapAeHu B
Tabauua 5 u cboteeTHo Purypa 4. o nopobeH HauuH,
AMarHosata MepuKapAMT MOXe A3 Ce MOCTaBU C KAMHWYHOTO
MpeACTaBsHe W MOBeYe OT €AUMH AOMbBAHWUTEAEH KPUTEPUIt.
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Ta6Amua 4 AMarHOCTUYHU KPUTEPUMU U KAACUPUKALLUA HA Bb3MAAUTEAHUA MUOKAPAEH CUHAPOM

IMPS

AKO ca U3MbAHEHU AMArHOCTUYHUTE KPUTEPUM 32 MUOKAPAUT n/man I'IePl/iKE:ll:)Al/iTa

Muokapaut Mepukapaut
b “
OKOHYaTEAHU KAMHWYHa KapTuHa® pokasaHa ¢ CMR wan EMB KAMHWYHO npeacTaBsHe ¢ >1 AOMbAHUTEAEH KpUTEPUI
N . . .
BbamosxHm KAMHWYHA KapTUHA® € Hai-MaAko 1 amarHocTuyeH kputepuii. CMR KAMHMYHO npeAcTaBsHe € 1 AOMbAHUTEACH KpUTEPMIA

nan EMB ca HecurypHU nAM He ca HaAUYHM
b b
MaAKo BepOSTEH/OTXBbPAEH CaMo KAMHWYHA KapTUHa 6€3 AOMbAHUTEAHU KPUTEPUK CaMo KAMHUYHA KapTUHa 63 AOTTBAHUTEAHU KPUTEPUM

AOI‘I'bAHVITeAHVI KpUTEPpUKN OCBEH KAUHUYHOTO I'IPeACTaBSIHeb

Muokapaut Mepukapaut
KAvHMUHK® Hecneunduuna Haxoaka [MepwvikapaHO TpueHe
EKI* ST-T npomeru Aenpecus Ha PR, lwinpoko-pasnpocTpaHeHa eAeBaLms
Ha ST-cermeHTa
Buomapkepu [NoBuLLeHMe Ha TPOMOHMHA MosuLueHne Ha C-peakTUBHUA NPOTEUH
l/|306pa3;|BaHed MwuokapaeH epem m/man LGE (CMR Haxopkm) MepukapaeH eaem m/uam LGE (CMR Haxoaka)
CMR, cbpaeuHo-cbp0B MarHuTeH pesoHaHc; EKI, eaektpokapavorpama; ®W, dppakums Ha usataacksaHe; EMB, enpomuokapaHa 6roncus; IMPS, BbanaAnTeaeH MuonepukapaeH
crHApoM; LGE kbcHo, rapoanHmneso ycuasane; LLC, Lake Louise kputepun.
KAnHWuHUTE NPpOABU BKAKOYBAT 60AKa B rbpAUTE UAU MH¢3PKTO-HOAO6HI/I CMMNTOMU, apUTMUU, CbPACYHA HEAOCTATBYHOCT, MPEKbCHATA BHE3arMNHa CbpAe4YHa CMbPT.
Kateropuu npu cbpAEUHO-CbAOBMS MarHUTEH Pe30HAHC: AOKasaH = 2 oT 2 aktyaAusuparu AAK ca nsnbaHeHun (Purypa 4); HecurypeH = camo 1 ot 2 akTyaamsupanm LLC ca
M3MbAHEHW; OTXBbPAeH = oTpuuateaeH CMR.
Kateropuu Ha EMB: okoHuaTeAeH, Bb3MOXeH, MAAKO BEPOSITEH/OTXBbPAEH (CMOPeA KOHCEHCYCa CpeA MaToOAO3UTE).
* EAHO CbCTOsIHUE MOXe A2 e BoaelLo (BuxTe Pasaen 8).
° BVI)KTe I'IOAPOGHO onucaHne Ha KAMHMYHATa KapThHa B Pa3AeA 4; PAAKO MoraTt Aa 6'bAaT OTKpUTU 663CMMI‘ITOMHVI CAyHan (Hal'lp. CBBbP3aHU C A€KApCTBa C OTHYETAMBA aHAMHE33a, KaTo
HanpyMep MHXMBUTOPU Ha UMYHHUTE KOHTPOAHM TOYKM).
© AKko MMa npomenm B EKT, BUHaru B3emaiTe NpeABUA/M3KAIOHETE MUOKAPAMT.
¢ BukTe AOMbAHMTEAHMTE Pasaean 5.4-5.7 3a MOAPOBHO onMcaHue Ha 0BpasHUTE HAXOAKM.
Ta6Auua 5 XMCTONATOAOrMUYHU KPUTEPUM 32 MUOKAPAMUT
TepMmuH CUAHO AOMUHMPpaHe MuountHa Hekpo3za MHdekuum PCR -nosutnsHm
Ha Bb3MAaAUTEAHU KAETKMU (Bupycm, 1 T.H.)
AKTUBEH AUMOLUTEH MUOKAPAUT CD3+ T ammountu Ad aal He
>7/mm’,
CD68+ makpodaru
Mepcuctupaw, AMmpounteH CD3+ T aumdboupntn A Aa/ He
MMUOKapAMUT >7/mm’, Cd68+ makpodaru
UsaekyBaH AMM$OLUTEH MMOKapAUT - He Aa/ He
Eo3uHopuAaeH MUoOKapAUT EosnHodpuan, CD3+ T aumdoumTy, Aa A2/ He
(ocTpa ¢asa) CD68+ makpodaru
EosuHodpuan, CD68+ ruraHTCku KAETKM, Al He
MMraHToKAeTbYEH MUOKaApPAUT
(ocTpa dasza) Cd3+ T amdoumTy,
CD68+ makpodaru
Capkouposa CD68+ ruraHTCKm KAETKM, FPaHyAOM, Aa / He He
CD3+ T aumdoumnty,
CDé68+ makpodarm
PCR, noAMMepasHa BepwukHa peakums.
CbpAEUHO-CbAOBUSAT MarHUTEH Pe30HAHC MOXe CbLLO Ad OCUIYpH 6uomapkepy OBUKHOBEHO MOKa3Ba MOBWLLIEHWE Ha MapKepuTe 3a
HEMHBA3MBHO MOTBbPXAEHME 32 HAAMUYMETO HA MEPUKAPAMUT OCBEH MMOKapAHa Ae3ms, KaTo hs-TnT MAM BUCOKOUYBCTBUTEAHWS TPOTMOHUH
KAMHUYHWUTE KPUTEPUU. - I (hs-Tnl). Bromapkepu Ha cbpaeyHa HepocTaTbuHOCT (CH) (kato N-
TEPMUHAAEH MPOXOPMOH Ha MO3bUHMS HaTpUypeTUUeH nenTma, NT-
3.3.1. AMarHoCTUYHU KPUTEPUMU 32 MUOKAPAUT . proBNP) ca cblio HeoBXOAMMU, 32 A2 Ce OMPEAEAU TEXEeCTTa Ha
MuokapanTbT MOoxe Aa BbAe KAMHWMYHO AMarHOCTUUMPaH KaTo | 3a60AABaHETO U pa ce npeAckaxe 3acsraHe Ha Muokapaa. B
CUTYPEH/Bb3MOXKEH C MOAXOASALLA KAMHMYHA KapTMHA M AOTTbAHWUTE- | 3aBMCMMOCT OT MHAMBUMAYAAHWS CAyYait U pucka (Bx. Pasaen 4),
AeH kpuTepwit, BkaoumTeaHo CMR-pokazaH mam EMB-pokasan  :  okoHuaTeAHaTa AMAarHoO3a Ha MUOKapAUT MOXe A3 Ce OCHOBaBa Ha
pesyATaT (BX. MopApobHocTn B Tabamua 4). AorbaHuTeaHute - CMR (durypa 4) uam EMB (Tabamua 5). Mo oTHoweHme Ha
KPWUTEPUM BKAIOYBAT OOLLM MapaMeTpu Mpu OCHOBHaTa 0bpaboTka, :  aHaAmsa Ha EMB, KoAMUECTBEHUTE MMYHOXMCTOXMMUUHM KPUTEPUM

KaTo Hanpumep eaekTpokapamorpama (EKT), kosto Moxe pa nmokasxe
HecrneLMOUUHIN MPOMEHU, BKAIOUMTEAHO LIEAUSt CMIEKTBP OT MPOSsiBK,
UMUTUPALLM MUOKAPAEH MHBAPKT cbC ST eAeBaLsi B HEKOPOHAPHMS
06XBaT, KaKTO M PUTBMHM HapyLLEHWUS] UAM eXOKapAMOrpadCku
Haxopku (BX. Paspen 5.5). AabopaTOpHUAT aHaAM3 Ha CepyMHUTE

32 BB3MAAUTEAHU KAETKM MPU AUMPOLIMTEH MUOKapanT (AM) ca B
npouec Ha paspaboTsaHe. Bb3MOXKHO e aa CbliecTByBaT 6e3cuMn-
TOMHM CAyYau, CBbP3aHM C BaKCMHA MAM A€KapCTBa, KaTO HarpuMep
MWOKAPAMT, MHAYLIMPaH OT WMHXMOWUTOP Ha KOHTPOAHAaTa WMMyHHa
Touka(ICl), konTo ocTaBaT 4ecTo HepAMarHOCTULMPaHH.

© ESC 2025

© ESC 2025
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MapameTpu 3a AOKAaABaHe
KpuTepmi MeToan MpumMepHM U306parkeHns P P AH A
M naToAorus Ha muokapauT e A ADAEO)
. J cbyvyacTue
Muoxapaen Mepukappen * Haanume, obxsat u * CuAHO ceeTeHe Ha
eAeM epeM AOKaAM3aums Ha nepwvikapaa npu T2-
. epema (T2 MpeTerAeHo 13o6pa-
MpeTerAeHo) 3ABaHe
T2—npeTeraeHo » PernoHaAHO BUCOKO
T2- n306paXkeHus T2 SI uan raobaaHo
6asupanm uAn T2 Bucoko T2 S|
KpuTepuu KapTOFPa¢MpaHe T2-r|peTerAeHo)
* PerroHaaHo 1AM
rA0GaAHO HapacTBaHe
Ha CTOMHOCTUTE Ha
n ECV
Muokapaen epem/  Mepukappen epem/  * Omumcarne Ha dokaa-  + CuaHo ceTeHe Ha
" H " U H " HUTE YBEAUYEeHUA nepukapaa npu
AnGys a 6p03a A 3 2 1)6p03a + PerrioHaaHo nan T1pmenm|r P
HatueeH 5 B rAOBaAHO HapacTBaHe
T1-menmnr/ Ha HAaTWBHUTE MMO-
MOCT-KOHTpacTeH KapAHU T1 BpPeMeHa
T1-menuHr * PervoHaaHuTE MAK
(ECV)/ rAOBAAHUTE yBEAUUE-
T1-npeteraeHo HUWs Ha ECV
n3obpassBaHe
T1- B % J
6asupanu
KpUTEpUM ®okanna muokappHa [lepukappHo Bb3na- - MoaeA Ha MpuchcT-  « CuAHO cBeTeHe Ha
¢ubposa/umkar pukc  AeHue/uMKaT pUKC BMe, OOXBAT M AOKa-  mepuKapAa B
o Am3aums Ha LGE n306paxeHmaTa c
(MoAOXUTEAHO, aKO GE
30HUTE C BUCOKa S|
KbcHo NMPU HENCXEMUYHEH
raAOAMHNEBO MOAEA Ha pasnpepe
YCUABaHE AEHUE
* Tpombu
S -|JCD)TaAHl/I LGE/AK
Maca (%) (pyTWHHO
HsMa TakaBa)
AnoMann: GyHKuMoHaAHH M XeMoAMHAMHUHO * PernoHaAHm * Haanuue,
Ha ABIXEHHETO Ha CTEHHTE  KOMNpOMETUpaHe aHOMaAWM Ha KOMMO3ULMS U
ABVKEHMETO Ha rOAEMMHA Ha
CTEHUTE nepuKapaHaTa
« CbpaeuHa dyHKUms TEYHOCT
MoaAbpKaLm KuHo (Hanp. AKNO, + XeMoAMHaMMYHa
KpUTepUH n306passeaHe AKN®) 1 obemHn 3HAYMMOCT Ha
napameTpu NEepUKapAHMS
eKCyAaT
« AvameTbp Ha
nepuKapAHMst
eKcyAat
OcbBpeMeHeHu KpuTepumn Ha Lake Louise
CMR-p0OKa3aH MMOKapAMT = A6HOPMeH T2-MenuHr
MOKPUTK 2 OT 2 OCbBPEMEHEHM s ?/Ia:;ga:eﬁgzzspuu AU [NepuikapAHYM NMpoMeHy
raaBHn LLC 2 T2 npeTteraeH MenuHr
TAaBHYM KpHUTEpHU AOHBAH"TCAH" KpUTepuu
_  T1-6a3upaH KpuTepum
CMR-HecurypHmu Kputepum = A6HopMeH T2-MenuHr,
nokputi camo 1 ot 2 raasHu LLC Mmoggzlc-i)ée;rpqei;?AaHe EPCV nan LGE Gt A A

. @ESC—

Durypa 4 AMarHoCTUYHU KPUTEPUM YPe3 CbPAEYHO-CbAOB MarHUTEH pe3oHaHC, 6asupaHu Ha akTyaAvsupaHuTe kputepuu Ha Lake Louise. CMR,
CbPAEYHO-CbAOB MarHuTeH pesoHaHc; ECV, ussbHkAeTbYeH obem; LGE, kbcHO rapoamHmeso ycuasane; LLC, kputepun Ha Lake Louise; AK, AsiBa
kamepa; AKMN®, dpakums Ha M3TAacKBaHe Ha AsBaTa kamepa; AKM®, pakums Ha U3TAackBaHe Ha AsicHaTa Kamepa; S, CbOTHOLLIEHWE Ha MHTeH3KUTeTa

30
Ha curHasa. Haamumerto Ha NEpUKApPAEH EKCYAAT NPEANOAara npuApy»<asall, Ne€pUKapAUT.
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HeucxeMnyHo MUOKapAHO Bb3MaAeHMe Moxe Aa Hbpe
AmarHocTuumparo Ypes CMR cbraacHo akTyaamsmpanms LLC30 (Bux
®urypa 4). Tosa ce ocHoBaBa Ha NoHe eaMH T2-6a3vpaH KpUTepuit
MAIOC B MAEAAHUS CAyYar eanH T1-6a3upaH kputepuit. HaanumeTo Ha
NoAOXUTEAEH T2-6a3unpaH KpUTEpWIA, KakTo M Ha T 1-6asupaH
KPUTEPUI LLie YBEAMYM CMeLmdUUHOCTTA 32 AMArHOCTULMPpaHe Ha
OM, Ho AmarHosata BEpPOSITEH MUOKAapAMT BCE OLLe MOXEe Ad Ce
MOCTaBM, KaTo Ce MMa MPEABMA CaMo eAnH (T.e. T2-6asmpaH nam T1-
6a3vpaH) KpUTEPUIA MPU MOAXOASALLA KAMHUYHA 06CTaHOBKA, Makap U
C no-MaAka crieunduyHocT. [oakpensLmTe KpUTEPUM BKAIOUBAT
MepUKapAHW aHoMaAMK (KoMTO obade MpeAnoAaraT CbbTCTBALL,
MEPUKAPAWT) U TAOBaAHA MAM PETMOHAAHA CUCTOAMYHA A€BOKaMepHa
(AK) ArcdyHKLMA Npu KMHO-M306pa3siBaHe.

XMUCTOMATOAOTUYHWUTE KPUTEPUM Ha Dallas,” 8 AombAHEHME KbM
MMYHOXMCTOAOTMYHOTO OLiBeTsBaHe 3a OTKpuBaHe Ha CD3+ T-
kaeTkn M CD68+ makpodaru, ca HeobXOAMMM 3a UAEHTUULMPaHe
Ha creundUUHUTE XMCTOAOTUYHM MOATMMOBE Ha MWOKapAWT M 3a
AndepeHumnpaHe OT ¢deHoKkoNnMsaTa [Hamp. apMTMOreHHa
AEeCHOKaMepHa KapAMOMMOMaTUs (ARVC)].n’33 [MoHacTosWwem ca
HEOOXOAMMM HOBU KOAUHECTBEHU KPUTEPUM, TbIA KATO KpUTEPUUTE
Ha ESC 3a 214 aeskouutu/mm’, BkAouMTeaHo =7 CD3+ T-
KAeTKM/MM’, ca MOCTaBEHM MOA BBMPOC OT KapAMOMaToAO3MTe.'"
OcBeH TOBa, MOAEKYASIPEH aHaAM3 Ha eAeKTpOoHHaTa broncus (EMB)
M KPbBTa [BKAIOYBALL, OLIEHKa Ha BUPYCHATa AE30KCUPUBOHYKAEMHOBA
kuceanHa (AHK) uam puboHykaemHosa kuceamHa (PHK) B
nepudepHUTE AEBKOLIMTM U B MAA3MaTa], M3MOA3BALL, KOAUYECTBEHA
noavmepasHa BepwbkHa peakums (PCR), e Heobxoamm, 3a pa ce
MAEHTUPULIMPA eTUOMaTOreHe3aTa Ha MUOKapAMTa U Ad CE MO3BOAU
MpUAaraHeTo Ha TapreTHW Tepanuu (AHTUBUPYCHU WAM
MMYHOCYMPECUBHU/MMYHOMOAYAUPALLM), aKO Ca KAMHWYHO
n0Ae3HM.'°’n’34I'IpmmepM capapeHn B Paspen 5.9.1.

3.3.2. AMarHoCTUYHU KPUTEPUM 32 NEPUKAPAUT
[TeprKapAWTBT € Bb3MaAUTEAEH NepUKaPAEH CUHAPOM CbC UAM 6e3
nepukapaeH ekcypat (PEff). OkoHuaTeAHaTa KAMHMYHA AMarHosa
MOXe Aa Ce MOCTaBM MO KAMHWUYHATA KapTWMHA W MOBEYe OT EAMH
AombAHUTEAeH KpuTepuit (TabAmua 4). OCHOBHUAT NpeACTaBsLy,
CMMMATOM OBUKHOBEHO e rpbaHa HoAka (85%—90% oT caydamTe),
KOSTO OBMKHOBEHO € OCTpa M MAEBPUTHA, MopobpsiBa ce Mpu
M3MpaBsHE AO CSAAHE U HABEXAAHE HarpeA M Ce BAOLLABa Mpu
BAMLLBAHE, ASiraHe W MPEerAbLIAHE, MOPaAW MOBULLEHO TPUEHE MEXAY
Bb3MAAEHUTE MEPUKApAHM CAoeBe. BbapacTHUTe xopa Morar aa
CbOOLLAT 33 AMCMIHES MAM 3a MPM3HALM M CUMITOMM Ha AsCHa
CbpAEYHA HEAOCTATBYHOCT B CAyYait Ha NMepUKApPAUT C KOHCTPUKLIMSL.
APUTMUYHWTE MPOSIBU Ca PEAKM U OBUKHOBEHO Ca CBbp3aHW C
npeacbpaHO MbxaeHe (MM). AOMbAHUTEAHUTE KPUTEPUM BKAIOYBAT
nepukapAHO TpueHe (<33% OT cAy4auTe), KOETO € MOBBbPXHOCTEH
APacKall, MAM CKbpLQALL, 3BYK, MPUYMHEH OT TPUEHE MEXAY ABaTta
Bb3MaAEHU NMEPUKApPAHK CAOS. [1POMEHUTE B EAEKTPOKApAMOrpaMaTa
ca GUAM UCTOPUYECKM AOKAAQABAHM KaTo TuMMueH Geaer Ha Al
NepUKapAbT Obade e eAeKTPUYECKM HeyTPaAeH, Taka Ye MpOMeHUTe B
EKI npeanoAarat cbmbTCTBALLLO Bb3MAAEHME HAa MUOKapAd, KOETO
HAAQra M3CAEABAHE 3a €AHOBPEMEHEH MUOKapAMT. Ypes obpasHa
AMarHOCTUMKa MOXe A Ce OTKpUe HOB MAM BAoLLaBalLl, ce PEff (a0 60%
OT CAYHauTE), KOMTO OBUKHOBEHO € AeK. Thi1 KaTo MepUKapAMTLT ce
MPOSBABA C Bb3MAAUTEAEH CMHAPOM, MOBULLIEHUTE AABOPATOPHM
MapKepw Ha Bb3naAeHue, kato C-peakTvBeH NpoTenH (79‘%—90%),“>
CKOPOCT Ha yTasBaHe Ha eputpoumtute (CYE) M HeyTpodmaHa
AEBKOLMTO3a,” " MOFaT Aa MPEAOCTABSAT AOMTBAHMTEAHM MOAKPENsi-
Wy KpUTEPUM. Bb3MaAeHWST nepukapp € HeoBaCKyAapu3upaH M
KOHTPAcTHO YCWMAeH B kommnioTbpHata Tomorpadus (KT) u CMR.

KapAvoBacKyAQpHUSAT MarHUTEH Pe30HaHC € HaM-AOBPOTO CPeACTBO
3a XapaKkTepusmpaHe Ha TbKaHUTE M MOXeE Ad PasKpue nepuKapAeH
eAeM W/MAM KbCHO MepukapAHO rapoAuHueso ycuasane (LGE), ¢
KOETO OCUTypsiBa AOMTbAHUTEAHM OOPa3HK KPUTEPUM 32 AarHo3ara.

3.4. ETMoAOrua Ha MMOKapAMTa U NepuKap-
AMTa

MuokapAHWUTE U NepUKapAHUTE 3a60ASIBAHUS CMOAEASIT MPEAUMHO
CXOAHW ETUOAOTUM (BUXKTE AOTTBAHUTEAHM AAHHWM OHAAlH, TabAuLia
S1). Etnororusta Ha IMPS moxe aa Obae uHPeKLMO3HA MAM
HenHbekunosHa n aa npeamssmkat IMPS npu reHeTuyHo
NMPEeAPA3NOAOKEHO AMLLE MO Bb3MAAUTEAHW/ABTOUMYHHM MEXAHU3MM.
Bbnpeku ToBa, NpeobAapaBaHETO Ha BCSIKA €TUOAOTUS U BAUSIHUETO
Ha MPUYUHUTEAS BbPXY KAMHWUYHMS XOA, NMPOrHO3aTa U TepaneBThy-

1,10
HUA MOAXOA MOIaT Aa C€ pa3An4aBaT MEXAY ABaTa BUAQ.

3.4.1. ETMOAOIrMA Ha MUOKapAMTa

[Npeanoaara ce, 4Ye Hai-yecTaTa MHGEKLMO3HA ETUOAOTUS €
|3|4p)ICHa.1°’W’40 EHTepoBupycH, apeHosmpycu, napsosupyc B19
(B19V) u Hskoun xepnechHu Bupycu [Bupyc Ha EnwanH-Bap (EBV),
yogeluku xeprec Bupyc 6 (HHV-6)], kakTo 1 rpun u KopoHasmpycu,
ca Hal-4ecToO CpellaHuUTe BUPYCU, CBbP3aHW C MUOKApPAWMT
(AOMbAHUTEAHU AaHHM OHAalH, Tabamua S1). HeuutoTokeuyHmTe
BMPYCM MPEAM3BMKBAT MUOKAPAUT MHAMPEKTHO YpPe3 aKTUBMPaHe Ha
MMyHHaTa cucrema. ™ baktepuaaHa uHdpekums ¢ Bupose Borrelia
[Aarmckm kapamnT (LC)] 1 napasuTHu nHbeKLmK, kaTo Trypanosoma
cruzi [6oaecT Ha Chagas (CD)], ca AOMbAHUTEAHM BaXKHW ETUOAOT U B
cneunerUHM PErMOoHU Ha 3EMHOTO KbADO.

BebiyHocT Tpsabea pa ce pasnosHasT HAKOAKO HeMHGbEKLMO3HM
€TMOAOTUM, BKAIOYUTEAHO CUCTEMHU 3a00AABAHMS, aBTOMMYHHU (MAM
BEPOSATHO aBTOMMYHHMW) Pa3CTPOMCTBA [CMCTEMEH AynyC epuTeMa-
Tosyc (SSc), crctemHa ckaeposa (CC), peematomaeH aptpuT (RA),
€031HOdUAHA rpaHyAoMaTo3a ¢ noanaHrumT (EGPA), xunepeosuHo-
duaeH cuHapom (HES)], nMyHHO-Meammnpanu dopmu [KaTo
AMoumTEH MUOKApAMT (AM), rraHTokAeTbYeH MiokapamT (FKM),
eo3nHoduAeH MuokapamT (EM) u cbpaedHa capkomposa (CS)],
YPEBHU Bb3MAAUTEAHM HApyLUEHUS, AEKapPCTBEHU W TOKCUYHM
peakummn (BKAIOUYMTEAHO MUoKapauT, cebp3aH ¢ ICl, BuxTe Pasaen
9.6.1.1) 1 AbueTepanus Ha TPbAHWUS KOLL, KaKTO WM FEHETUYHMU
CbCTOSAHUA KaTo HacAepcTBeHa KMI (Bx. Pasaea 5.3);10’39 BUXKTE
AOMbAHUTEAHM AaHHM OHAAMH, Tabamua S1.10

3.4.2. ETMOAOTUA Ha NepUKapAUTa

ETuoAormaTa 3aBMCKH AO TOASIMA CTEMEH OT eNUAEMMOAOTUYHMS
$OH, MaLMeHTCKaTa MOMyAAUMA M KAMHMYHATa o6cTaHoBKa. '
MAMONATULMHUAT AV BUPYCEH MEPUKAPAMT € Halt-4ecTaTa eTMOAOTUs
B Pa3BUTMTE CTPaHW, BapupatLa oT 50% B 6oAHUYHM ycaoBums A0 >80%
B aMOyAaTOpPHM )/C/\OBM;L“'48 Tybepkyaosata (TB) e oTroBopHa 3a
0oKOAO 70% OT BCUUKM CAyHaun, 0COBEHO MpU MaLmMeHTH, 3apaseHut C
yoBellkM nMyHoBUpYC (XMB), B pernoHn, kbaeTo 3ab0AsIBaHETO €
eHAeMUuYHO. Bce no-roasm 6poit cAyyam ca CBbp3aHu C
MHTEPBEHLIMOHHU MPOLIEAYPU WM XUPYPrus [CMHAPOM Ha MoCT-
cbpaedHo yepexaaHe (PCIS)] nopaau yBeAuueHus 6poit
W3BBLPLUBAHM MPOLIEAYPM M 3aCTapsBsalioTo Haceaenme.” Apyru
YECTU TMPUYUMHM BKAIOYBAT CUCTEMHM Bb3MAAUTEAHM/aBTOMMYHHM
3a60AsBaHUA U pak (ocobeHO pak Ha HGeAns Apob M rbpaata MAM
AMMPOMM U AeBKeMUS) (BXK. AOMBAHUTEAHM AAHHWM OHAaMH, TabAuLa
s1).!

Okono 5%—15% OT nmaumeHTUTE C PeLUAMB UMAT FeHeTUYHM
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Ta6auua 6 quBeHH ¢Aarose 3a KAMHUYHaTa AMArHOCTUKa Ha MMOKapAUTa U NepuKapauTa

Muokapaut

Mepukapaut

CKOpOLLEH MAU MPUAPY>KaBALL, FPUMOMNOACDEH CUHAPOM MAM FaCTPOEHTEPUT CKOpOLLIEH AW CbITBTCTBALL, FPUMONOACOEH CUHAPOM MAM FacTPOEHTEpUT

MHapkT-nopobHa rppaHa 6oaka

Maanutaumm

Cumntomn Ha CH

EKT npomeru®

KamepHu aputMmnmM (M30AMPaHK, KOMMAEKCHM)

Cuhkon

XeMOoAMHaMMYHA HeCTabUAHOCT

MoBuLLeHM Mapkepu 3a MokapaHa Aesus (hs-Tn, eaeBaums Ha CK-MB)
Mosuuern mapkepu 3a CH (NT-proBNP)

[MaTOAOTUYHO ABMXKEHME Ha CTeHaTa, yBeAudeHa AebeAnHa Ha cTeHaTa u/uAn
HapyLLeHa CUCTOAHA dyHKLMS MpU O6pasHa AUArHOCTHKA

CMR ob6pa3sHa AMarHoCTMKa rokasseallia MUOKapAeH oTok u/nan LGE

MAeBpuTHa/MHPapkTONOAOOHa BOAKA B MbpAMTE
CumnTomn Ha asicHa CH 1 Ha KOHCTpUKLMA

DebpuanTeT

MepukapaHO TpueHe

MosuiieH C-peakTMBEH NMPOTEUH

[NepukapaeH ekcyaat

[NAeBpaneH 1AM

[MoAnceposnt

CMR obpasHa AMarHoOCTMKa € nepukapAeH oTok m/wamn LGE

© ESC 2025

CK-MB, kpeaTuHUH KMHa3a MyckyAHO-Mo3bueH Tun; CMR, cbpaeyuHo-cbpOB MarHuTeH pesoHaHc; EKT, eaektpokapavorpama; CH, cbpaeyHa HepocTaTbuHOCT; hs-Tn;
BMCOKOUYBCTBUTEACH TpomnoHuH; LGE, kbcHo rapoanHmeso ycuasaHe; NT-proBNP, N-TepMiHaseH MPOXOPMOH Ha MO3bYHUSA HaTPUYPETUUEH MENTHA.

* BuskTe Paspen 5.1.

TaSAMI.I,a 7 CTpa'rquKau.uu Ha KAMHUYHUA PUCK, KOATO AQ HacoYiBa AeYeHMUeTOo Npu Bb3NnaAuMTeAeH Mmmonepu-

KapAEeH CUHAPOM

Muokapaut + Octpa CH/kapanoreHeH Lok
*  AucniHes NYHA -1V,

Puck

ANCMNHEA

YMepeH puck

*  HoBoBb3HuKHaAa/nporpecupaliia

CTabuAHM CUMMITOMMU MAM OAUIFOCUMITOMATUYHM

pedpaKkTepHa KbM MEAMKAMEHTO3HA
Tepanus

*  HenpoabAXUTEAHM KaMEPHU apUTMUU
* [lepcucTupallio ocBoboxXAaBaHe MAM

*  CobpaedeH apecT/cuHKon

*  KamepHo MbXaeHe/MPOAbAXKUTEAH
KamepHa Tax1KapAMs'

*  BucokocteneHeH AV 6aok

Kputepumu ot o6pasHute metoam:

»  HosonoHuxeHa AKUD (<40%)a o
*  WspaseHo LGE npu CMRa

Kputepumu ot o6pasHute metoam:

HoBonosiBuaa ce Aeko HamaAeHa o
AKED (419%—49%) nivan WMA

peunaAmnBMpaLl, TDONOHUH

Kputepumu ot o6pasHuTte metoam:

3anaseHa AKNOD (250%) 6e3 LGE man
orpaHuyeHo LGE (<2 cermenta) B CMR

+  3anaseHa AKNOD (250%) n LGE 22
cermenTa Ha CMR

Mepukapaut - Mp13HaLW M CUMNTOMM Ha CbpAeYHa
TaMroHaaa
*  Qebpuantet (Temnepatypa >38°C)
*  EdysnBHO-KOHCTpHKTMBEH
repuKapAuT
*  Heycnex Ha TepanusTta 3a HCIMBC
*  HecTtuxgaly, nepukapant

Kputepuu ot 06pasHuTe MeToAM:

» [oasm PEff (>20 mm B kpas Ha
AMaCcTOAaTa)

» CobpaeyHa TaMMoHaaa

*  O6wupHo nepukapaHo LGE Ha CMR

rlpM3HaLl,l/I M CMMNTOMU Ha AACHA .
CbpA€4Ha HEAOCTAaTbYHOCT

Kputepuu ot 06pasHuTe MeToAM:

* YmepeHo—roasma PEff ¢

* (10-20 mm B Kpasi Ha AMacTOAaTa)

*  KoHcTpuKTMBHA PpU3MOAOTUS, HE3ABU-
CVMMO OT pasMepuTe Ha eKcyAaTa

OTroBop Ha apeKBaTHa Tepanusi B paMKuTe Ha
1-2 ceamnum

Kputepuu ot o6pasHuTe MeToAM:

Aunca nam aek PEff
* Aunca Ha nepukapaeH LGE npu CMR

AV, atpuoseHTpukyAapeH; CMR, cbpaedHO-CbAOB MarHuTeH pesoHaHc; CH, cbpaeuHa HepocTaTbuHocT; LGE, kbcHO rapoAnHmeBo ycuasaHe; AK®, AeBokaMepHa M3TAACKBaLLA
dpaxums; HCIMBC, HecTepomaHO NpoTHBOBB3MaAnUTeAHO AekapcTo; NYHA, kaacudmkauma Ha Hioitopkckata cbpaedHa acoumaums; PESf, nepukapaeH exkcyaat; WMA, HapyLueHus B

ABWXEHMETO Ha CTeHaTa.

aTe3l/1 KPUTEPUN HE BOAAT AUPEKTHO AO EHAOMMOKapAHa 6MOI'ICMﬂ; B T€3M CLeHapuu peLleHNEeTo Ce B3eMa 3a BCEKU CA)"'ialji MOOTAEAHO, B 3aBUCMMOCT OT NMpeAnoAaraemMaTa OCHOBHa

npuynHa.

MyTaLumu, MOHSKOra CBbpP3aHW C MOHOFEHHO aBTOBb3MAAMTEAHO
3aboAsiBaHe, TAaBHO pamMMAHa cpepmseMHoMopcka Tpecka (FMF) u
NEPUOAMYEH CUHAPOM, aCOLMMPaH C PeLEenTopa Ha TYMOPOHEKpO-
TUYHUS pakTop (TRAPS).SO’51 [eHeTMUYHOTO MpeApasnoAOKeHWe U
ABTOBbB3MAAMTEAHATA/MMYHHO-MEAMMPAHA MaTOreHesa CblLo ce
MOAO3MPAT MPU MALMEHTH C MHOXECTBEHW PELIMAMBI. 32 AOTTBAHM-
TeAHa MHOPMaLMA BUXKTE AOMbAHUTEAHU AGHHW OHAAH, TabAMLM
S2mS3.*

4. KAMHUYHO npeAcTaBAHe Ha
Bb3MaAUTEAHUSA MHUOMNEPUKAPAEH
CUHAPOM

TepmuHbT IMPS (MHbAAMaTOpPEeH MUOKApAEH CMHAPOM) BKAIOYBA
CMeKTBbP OT Bb3MAAUTEAHM 3aD0AABAHMS, OT U30AMPAH MUOKAPAUT AO
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~
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Durypa 5 AnarHocTryeH aAropuTbM 1 TpUak MpU BOAHUYHO AedeHue Ha MUOKapAMT. AA, aHTu-apuTMmyHa Tepanus; KAB, kopoHapHa apTepraHa
60onecT; CRP, C-peakTureeH npoteuH; EKT, eaekTpokapamorpama; CH, cbpaeyHa HepocTaTbuHoCT; IMPS, Bb3naAuTeAeH MuonepukapaeH cuHapom; NT-

a, b
proBNP, N-TepMuHaAeH MPOXOPMOH Ha MO3bYHMs HATpUypeTUYeH nenTua. Biupkte TabAmua 6. /AabopaTopHM WM3CAEABAHUS, BKAIOUUTEAHO

TponoHuH, NT-proBNP,

c
C-peakTuBeH npoTenH, AMbepeHLMaAHa KpbBHA KapTWHA. VIHBa3WBHA KOPOHApHAa aHMMOTPadusi MAM KOMMIOTbPHO-

d e
TOMOFP3¢>CK3 aHFMOFPa¢MH B 3aBUCMMOCT OT KAMHUYHATa BepOﬂTHOCT/BepOFITHOCT. BuxTe TaGAMLLa 7. Bsemete NpeABrA EHAOMUOKapAHaA 6uoncua.

f
B3eMeTe MpeABMA KapAMOBACKyAAPeH MarH1TeH pesoHaHc. Bukte TabAnua 9.
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KnacnduumpaHe Ha nbaHmA pyck®

Bb3morkHa

OTxBbpNAHe

f
JonbAHUTENHA OLEeHKa JonbnHutenHa o6paboTka
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M3BbHOOMHNYHO NeyeHmne
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3BBHOONHUYHO BvkTe anroprTbma 3a
npocneasaBaHe CTaLMOHaPHO fleyeHnec

.

@ESC—

Durypa 6 AvarHocTyeH aAropuTbM v TPUaXK NpU M3BbHOOAHUYEH MroKapanT. KAA, kopoHapHa apTepuraHa 6oaect; CRP, C-peakTueeH TpOMOHUH;
EKT, erektpokapamorpama; N, He; NT-proBNP, N-TepMuHaAeH MPOXOPMOH Ha MO3bUHMS HaTpUypeTHyeH nenTua. * Bx. Tabamua 6. ° AabopaTopHu
M3CACABAHMS, BKAIOUMTEAHO TpomnoHuH, NT-proBNP, C-peakTseH npoTewH, andepeHLmMarHa kpbBHa kapTuHa. © Bx. ®urypa 5. ¢ MueasueHa

KOpOHapHa aHFMOFpa¢Mﬂ AU KOMI'IIOT'bPHO-TOMOI'Paq)CKa aHI'MOI’Pad)MH B 3aBMCMMOCT OT KAMHWYHATA BEPOATHOCT. N I'IpMeMaHe B OTAEAEHME B
f
3aBUCUMOCT OT KAMHMYHATa CUTyaLnA (Cpre‘-lHa HEAOCTaTbYHOCT, aPMTMMM). Bx. Ta6Au|.|,a 9.
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MaymMeHT CbC CUMNTOMW 1 MPU3HALM HA NepUKapanT’

|
| Mhpaommana ouewa cammess, puamanen npern, BT

TPaHCTOpakaAHa exokapAMorpadus, peHTreHoBa CHUMKA, PyTUHEH
KpbBeH TecT, BKAloUMTEAHO CRP 1 TpornoHmH (Kaac 1)

}
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v

|

BricoKOpVCKOBY MpU3HaLy® © ha N

AMGYnaTopHO npociefsBaHe

OTroBop Ha TepanusTa cieg 1-2 cegmuum

e

ok

\

I'IpmemaHe NN BHN-
MaTenHo npocnenA-
BaHe N TbpPCeHe Ha
eTNOoJIoOrnATa.

AMOYNaTOpHO NneyeHne

N\

o OLeHKa Ha p1cka’

_i «—

Mpnem, TbpceHe Ha
eTnoNorns n
NPOTVMBOBBb3NANUTENHA
Tepanus

@®ESC

Durypa 7 AMarHoCTUUEH aArOpUTBM 1 TpHax mpu neprkapanT. CRP, C-peaktuseH npotenn; EKT, eaekTpokapavorpama. * Bx. Tabauua 6. ° Ako
MaLMEHTBT MMa EAMH WAV MOBEYE MPOTHOCTUYHU MPEAUKTOPU, MOCoMeHM B TabAuYa 7, MALMEHTBT C BUCOK PUCK TpsibBa Aa 6bAe NpreT B 60AHMLA U Aa ce
Hanpasu eTMOAOTMYHO npoyysaHe. [laupeHTn 6e3 BUCOKOPUCKOBK XapakTEPUCTMKUM MOraT Aa ObAAT AeKyBaHM aMOYAATOPHO 6e3 eTMOAOTMYHO
NpOoyYBaHe U MpreM, ako MMa A0OBP OTFOBOP Ha EMMUPUYHA MPOTUBOBB3MAAUTEAHA TEPANUS.

W30AVPaH NepUKapAMT, YUpe3 KoMOUHaLmMa oT AseTe. IMPS TpsabBsa aa
Ce M3MOA3Ba KaTo OOLL, TEPMMH MPU MbPBOHAYaAHaTa AMArHOCTUYHA
obpaboTka AC MOCTaBAHETO Ha OKOHYaTeAHa AMarHosa. EaHo oT
OCHOBHUTE NMPeAU3BUKATEACTBA NPEA AMarHocTULMpaHeTo Ha IMPS e
CaMOTO pa3no3HaBaHe, nopaan koeto P oTkpou yepBeHuTe pAaarose
(TabAmua 6). Tean cumMnTOoMM M npusHaum 6u Tpsbearo Aa
npeanoaarat IMPS. YepeeHuTe paarose 3a IMPS ca raaBHO KAMHUYHMK
Npu3HaLM, MPUAPYXKEHU OT CEPOAOTUYHU U/MAM OOpasHU
61OMapKepK, 1 He Ca eKBUBAAEHTHM Ha pucka. YepeeHuTe paarose 3a
IMPS ca npeaynpeAMTEAHM 3HALM, LIEASILLM AQ TMOBWLLIAT OCBEAO-
MeHOCTTa 3a 3a60AsBaHeTO. AKO MMa cbMHeHWe 3a IMPS, Ha 6a3aTa Ha
OLleHKa Ha pucka Tpsibea Aa ce U3BbpLUM cTapupaHe (Tabauua 7).
Bbpsata 1 HapeaHa AMarHosa e OT peluaBallo 3HadeHWe 3a
MPaBMAHOTO AeveHMe. [TbpBOHaYaAHaTa CTbMKA BKAIOYBA TPMaX Ha
NaLMeHTHUTE Ype3 OLleHKa Ha PUCKOBUTE MM GaKTOPU U U3KAIOUBAHE
Ha ocTbp kopoHapeH cnHapoM (OKC), koraTo ToBa € MokasaHo OT
XapaKTEPUCTUKUTE U KAMHWUYHATA KapTUHa Ha naumerTa. OcBeH ToBa,
MPY MUOKapAMUT € HEOOXOAMMO Ad CE B3EME MPEABMA AAAW MbPBUST
KOHTaKT € BUMA BOAHMYEH MAM a1M6yAa1TopeH.53'54 Tosm noaxop ce

OCHOBaBA Ha Pa3AMYHWUTE HALWMOHAAHM CUCTEMM Ha 3APaBeorasBaHe,
KaTo ce MUMa NpeABUA, Ye MaLMEHTBT MOXe Ad GbAe NMPerAeAaH MbpBo
B aMOYAATOPHM UAM BOAHMYHM ycAoBUs (PUrypm 5-7).

4.1. O6wM CMMNTOMMU U NPU3HALLU

Hait-4ecTsaT cMMNTOM Ha MUOKapAWT U MEPUKAPAUT € rpbaHa
60AKa (MoHsKora ¢ MHGaPKTHO-MOAOBHM XapakTePUCTMKM, OCOBEHO
MPY MUOKapPAMT, AU MAEBPUT C PECMIMPATOPHU NMPOMEHU, OCOBEHO
NpU MNEePUKAPAMT). APYrM 4ecTU MPOSBKM BKAKOYBAT AUCMHES
(MnokapamT cbc CH, HO e M Hal-4ecTUAT CUMMMNTOM MpW MO-
Bb3PACTHM XOPa C NEPUKAPAMT) U/MAU APUTMUS OT PasAUUHM CTEMEHM
(rAaBHO KaMepHW MpW MUOKApAMT U HapkamepHu u M npu
NMEPUKAPAMT) U MO-PSAKO CMHKOM. 32 BCEKM TWM Ca NMPeAOCTaBeHM
NMOCAEAOBATEAHM FPAaPUKU, KOUTO Ad PbKOBOAST AMArHOCTUUHUS MBT
(Bx. Pazaen4.3).

Hskou nauueHTM MOXe Aa Ce MPEACTaBAT C MepCUcTUpaLLm
cMMnToMM 6e3 peMucus U ca OBO3HAYEHW KaTo MaLMEHTU C
HenpekbcHaT/mpoabaxasalLL, IMPS.
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4.2. KAMHUYHM CTAaAMM HAa MUOKapAUTA

4.2.1. OcTbp MMOKapAUT

OcTpoTo Havaro ce AepUHMpa KaTo CUMMMTOMM WM MPU3HALM,
NMpOAbAXKaBaLLM <4 CEAMMLI,I/I.zs [Mpu MrUoKapaMT ToBa BkAto4Ba OM 1
NMoATUNa GyAMUHAHTEH MUOKapAnT (PM).

MpeacTassHeTo Ha OM MoXe Aa Bapypa OT MHOTO A€KW CUMMTOMM
AO KMBOTO3ACTPALLIABALLO ChCTOAHME.' TAMMUHUTE CUMNTOMM 1
MpM3HaLW MpY MPEACTABAHETO BKAIOYBAT rpbaHa 6oAka B >80% ot
cAydanTe 1 pucnHes B 20%—-50%, aokaTo ymoparta, naAnuTaummTe u
CMHKOMBT Ca MO-PeAKM U ce CbobLLABaT B OKOAO 5% B no-
roAsiMata 4acT ot cAydauTe (80%), cCUMNTOMUTE Ce MpeALLecTBaT OT
NpoAPOMU, KaTo GpebpuanTeT (60%), CTOMALLHO-YPEBHU OMAAKBAHMS

28,55,56
B 3asmcumocT ot

(30%) nAn pecnivpatopHu cumntomm (25%).
OCHOBHOTO 3aboAsiBaHe, MoraT Aa ce HabawaaBaT U APYTU
€KCTpaKapAMaAHUM CUMNTOMM. EAekTpokapavorpamarta € HopMmaAHa
MpW MaAKa 4acT oT naumeHTUTe (okoAo 15%); Hall-4ecTo e HaAuLe
eAeBaums Ha ST-cermenTa (57,5%), Ho MoraT pa ce OTKPUAT U APYTU
npomenn B ST/T-cermenTta (23,5%), KakTO M HapylleHWs Ha
nposoammocTTa (1 O%).ZB‘55

Mpy noBeveTo MaLMEHTU C OCTPO TMPEACTaBSIHE, CbPAEYHUTE
€H3uMK [TponoHuH T/l 1 KpeaTUHWMH KMHa3a OT MYCKYAHO-MO3bYeH
mn (CK-MB)] ca nosuwenn.”** ExokapanorpadusTa e BaxHa 3a
KAMHMYHATA OLieHKa, TbM KaTO MOXe Aa paskpue MpusHaLp Ha
MUOKApPAMT, BKAIOYMTEAHO YBEAMYeHa AebeArMHa Ha CcTeHaTa U
€XOreHHOCT nopaan MnokapaeH oTok. PEff ce Habaloaasa B poo 25%
OT MaLMEHTUTE, KaTO OTPAXKEHME HA CbIMBTCTBALLMA NMEPUKAPAUT UAU

28,55
€ CBbp3aHa C XeMOAMHAMUYHU (')aKTOPl/I.

4.2.2. DyAMUMHAHTEH MUOKapAMUT
Mpy NpeACTaBAHETO PYAMUHAHTHUST MUOKAPAMT (HacTbriBaLl, B
3%—9%) ce xapakTepusupa C KapAMOreHeH LLUOK, 32 KOWTO e
HEOBXOAMMA XEMOAMHAMMUYHA MOAKpera.” M30AMpaHa AMChyHKLMA
Ha AK ce cpella psiako; BbMpeku TOBa, ABykaMepHaTa HeAOCTaTby-
HocT ce cpetua decto npu OM. MNpu Tesn naumeHTH MoraT Aa ce
nosBAT 1 NpoabAxXKUTEAHN KA (46,9%), a Hakou ce npeacTasaT ¢ BCC
(25’8%)'28,56,57
[Mpu no-roasmata yact oT peuata ¢ ®M (obukHoBeHO <2-
rOAMLIHA Bb3PacT), MPU MbPBOHAYAAHOTO MPEACTaBsHe ce
yCTAaHOBABA ACBOKAMEPHA AMChYHKUMS C AMAATALMS,'” AOKATO MpM
Bb3pacTHMTE B paHHaTa ¢a3a OOMKHOBEHO HsMa A€BOKaMEpHa
AvAaTaums. ConbTCTBALLMTE BUPYCHM MHGEKLIMM MOXKE Ad Ca YecTu
MpU Tesn Aelia.

4.2.3. Cy6aKkyTeH MMOKapAUT

CyBaKkyTHUAT CTapMit Ce OTHACcs 3a CAyYam CbC CUMMTOMM,
npoabAkasalim >1 meceu, Ho =<3 meceua. CumnTomuTe ca
HecneumMemnyHM U naumeHTUTe Brxa MOTAM A2 MMaT pemMucus Hes
OCTaTbYyHU CUMMTOMU, UAU A3 MPOTPECUpPaT AO XPOHUYEH
MUOKapAWT MAM Bb3naanTeAHa KMIT (Bx. Pasaen 10).

4.2.4. XpoHMUYEH MUOKapAUT
XPOHUUYHUAT MUOKAPAMUT € MUOKAPAMT, MEPCUCTUPALLL MOBeYe OT 3
MeceLl,a.39XpOHl/l‘-iHl/IﬂT MUOKapAUT 61 MOTbA A2 OTPa3siBa MEXAMHEH
CTaAMUM, €BEHTYaAHO BOAELL, AO Bb3naanTeAHa KMIT, xapakTepusu-
palia ce CbC CbPAEYHO PEMOAEAMPAHE W M3BECTHA CTereH Ha
KamepHa Amc¢yHKu,m|.1°’”
[Mo-AeknTe PpopMM MOraT pa ce MPOSBAT KaTO XMMOKUHETUYHM
HeAMAATaTMBHU GOPMUM Ha XMI‘I.”HeLu,o noeeye, Npu ACYEHNETO Ha
Tesu NaLmeHTU TpsbBa Aa Ce B3eMe NpeABUA apUTMOreHeH Cy6CTpar,

o 39,58
KOWMTO ce AbAXM Ha $p1bpo3a.

PasamepsT Ha obpasa
CbOTBETCTBA Ha YecToTara

<8
i Oz ™

CneKT'bp Ha npeACTaBAHE HA MUOKapAUTa U U3SXOA

(Octpa)
cumnToMeH [pbaHa 60Aka  ApuUTMUM CbpAeYHa
HeAOCTaTbyHOC
[¢] [¢]

[

S

Pemucust 6e3 MAM C pe3nayaAHM Nposeu
(HaAMuYMe Ha HamaAeHa PyHKLMS U nan LGE

AnaaTaTmBHa
Kapavomuonatus

@ESC—

®Durypa 8 Crekrbp Ha nposiBuTe U pesyAtatuTe npu MuokapamT. LGE, kbcHO rapoamHueso ycuasaHe; BCC, BHesamnHa cbpaeyHa cMbpT. PasmepbT Ha

M306paKEHMETO KOPEAMpPA C YeCToTaTa Ha MPeACTaBsHe (Hanp. rpbAHaTa 60AKa e Har-4yecTa). He-yCAOXKHEHUTe CAyHan Ha MUOKapAMT (OKOAO 75% OT He-

noAbpaHuTe cAyyvam) OOUKHOBEHO MMaT CMOHTaHHa peMncKs.28 MNpu oCTbp MUOKApPAMT, AMArHOCTULIMPaH Ype3 eHAOMUOKapaHa buoncus, oo 50% ot
NMaumMeHTUTE MMaT CMOHTAHHO Bb3CTaHOBSBaHe, HO A0 25% Moxe pa uMaT mepcucTupalla cTabuaHa cbpaedHa AmcdyHkums, a 10%—25% wumat
nporpecupatla kaMepHa AUCPYHKLMSA, KOSTO MOXE A2 AOBEAE AO TEPMUHAAHA AUAATATUBHA KAPAMOMMOMATUSA, CbPAEYHA TPAHCMAGHTALIMA MAW CMBPT.9
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CuMnToMmnTE MOXKE Aa Ca He3abeAexnMu npu XpOHUYEH

10,39
MUOKapAUT. Boaewm cumntomm morat Aa ObpaT AMCMHEs U

0,39

1
naAnuMTaLmnn. BMOMapKepMTe 32 MUOKApAHO YyBpeXapaHe

59
OBUKHOBEHO Ca B HOPMaAHU TrpaHnLn. 3abeAexnuTeAHO e, 4e

nosuweHusT C-peakTuBeH npoTeuH, hs-TnT u HapyweHUsaT
raobaneH HapabkeH cTperiH (GLS) ca cBbp3aHM C MUOKapAHO
Bb3raAeHMe pokasaHo ¢ EMB npu naumeHTH ¢ HemcxemmuHa CH*
Hosute koanuectBeHn CMR TexHUKM MOAOOPUXA AMArHOCTUYHMS
Pe3yATaT MpU NALMEHTU C XPOHUYEH MMOKaPAMT.61

-

~

MaupeHT ¢ ocTpa 6oAKa B rbpanTe

!

N3CAEABAHUA , TPAHCTOPAaKaAHa €XOKapAMOrpagua Aac

KAMHWYHA BEPOSTHOCT/BEPOSTHOCT 3a OOCTPYKTMBHA KOPOHAapHa apTepuaAHa 6oAecT

f

VYMepeHa

==
()

|

JlekyBaiiTe CbrnacHo
OKC GI

eANHCTBEHO

o

1

1

1
Ako KAb He e |
1

:
0bsicHeHMne 3a |
1

1

camnTomnte 1
S

[

KnuHnyHo n3knousaHe

i LonbnHuTenHa
YepseHu ¢narose 3a IMPS’—Mf@—»  eTvonoruyHa
pa3paboTka

[OnarHoCcTnyHn [OunarHoCcTnyHn
KopoHapHa aptepuanHa 6onec1 Kputepum Kputepun
NnoACKa3BaLym NnozACcKa3BaLym
MUOKapanT nepuKapanT
a

CTpaTuduKauma Ha pucka’

Mpean nsnucsaHeTo

ha
I\

N

I I

O6bpHeTe ce KbM
anropuTbm
Ha nepuKkapgurta®

o

<

e !

-

Mopckasgawm Curypen
HopmasnHu Haxogku HECBDAEYHM
NpUYMHA 33 MUOKapAnUT
KapAanomuonatum
be3 ponbnHuTeNHa ETrionornyxun Heobxoanmu ca 4OMbAHUTENHY
obpaboTka n3cnenBaHua eTVONOTVNYHY U3cnepBaHuaA"

.

LOonbaHuTeNHN
n3cnenBaHusi

I

be3 gonbaHUTENHN
nicnenBaHnAa

@ESC

Durypa 9 AvarHoctuueH aAropuTbM Mpu npeAcTassHe ¢ ocTpa 6oAka B repaute. OKC, ocTbp kopoHapeH cuHapoM; KAB, kopoHapHa apTepuaHa
60necT; CRP, C-peakTumeeH npoteunH; KT, komnioTspHa Tomorpadus; EKI, eaektpokapamorpama; GL, npenopbka; IMPS, Bb3naAuTeAeH MuonepmkapaeH
cmHapom; NT-proBNP, N-TepMUHaAeH MPOXOPMOH Ha MO3bYHUS HATpuypeTUUeH nenTua.* AabopaTopHM M3CAeABaHUS, BKAIOUUTEAHO TponoHuH, NT-

proBNP, C-peakTiBeH NpOTeuH, AudbepeHLMarHa KpbeHa KapTuHa. °

px. TabAamua 6.° Matounuk: Byrne et al.72

B Tabauua 7. ° ex. Gurypa 7.

BsemeTe npeABMA KApAMOBACKYAAPEH MarHUTeH pe3oHaHc. ® BsemeTe npeasua eHAOMMOKapAHa BMOMCUS 32 BCEKM CAyHait MOOTAEAHO.
" B 3aBMCMMOCT OT OCHOBHaTa MpUYMHA U KAMHUYHaTa HeobXoAMMOCT. B Pasaean 5, 8,9, 10.
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4.3. KAMVHWYHM NPOABU Ha MMOKapAMUTa

MUOKapAUTBT Ce XapakTepu3npa C XeTEPOreHHOCT Ha KAUHUYHUTE
nposisn (Purypa 8); cAepOBaTEAHO AMarHo3aTa WM3UCKBA BMUCOKA
cTeneH Ha cbMHeHue. OCHOBHUTE MOAEAW HA KAMHUYHO MPeACTaBsHe
ca MHdapKTHOMOAOOHA rpbaHa GOAKa (Hal-4eCTUAT CUMMTOM),
aputMmnm 1 CH. TexxecTTa Moxe Aa Bapupa OT 6e3cMMnToMeH/
OAUFOCUMITTOMHU AO TEXKM XMBOTO3ACTPALLIABALLIM CLIEHAPUM, KaTO
Texxka CH unan KA (noteHumanHo soaewn po BCC). KavHmuHata
KAacuUKaLms, 6asmpaHa Ha NPeACTaBSHETO KaTO BUCOKOPUCKOB MAM
He-BUCOKOPUCKOB MUMOKapAMT (Bx. TabAuLa 7), nokasa 3HauMmo
MpeAckassaHe Ha pesyaTatite B roAemu koxopti.””*** Hewo
MoBeYe, MUOKApAUTET, OCOBEHO KOraTo € peLMAMBMPaLL, MOXe Ad
npeacTaBAsBa "ropeluata ¢pasa" Ha Hakon KMl [Hanp. cBbp3aHus ¢
ARVC ae3MonAakmH (DSP)].“ [MoapobHocTM ca papeHn B Pasaen
43.5.

4.3.1.MpeacTaBsAHe crpbAHa 60AKa

[pbaHaTa 6oAKa € Han-vecTaTa $OpPMa Ha KAMHWUYHO MpeACTaBsiHe
(okono 75% oOT HeceAekTUMpaHWTe CAy4au) MpU IOHOLLM M Bb3pacT-
HI.”* T OBMKHOBEHO Ce CBbP3BA C MOBMLLABAHE Ha GHOMapKepUTe 3a
HeKpo3a, KaTo TponoHuH, decto ¢ EKI npomeHu (no-cneumaaHo
eAeBauus Ha ST-cermeHTa), KouTo Morat Aa umuTnpat OKC, Bbripeku
Auncara Ha curHmndmkaHTHa KAB. Tean cayyan vecto ce obo3Haqasat
KaTo l/IHCI)apKT-I'IOAO6HVI.65 [MaumeHTUTE C TOBa MpPOsBAEHME
0BUKHOBEHO CbODLLIABAT 32 CKOPOLLUHA MAM CbIbTCTBALLA BUMPYCHA
MHPEKLMSA, KaTO MHPEKUMNA HA AMXATEAHUTE MbTULLA MAU
raCTPOEHTEPUT, KOATO YECTO MPEALLECTBA MUOKAPAMTA C HAKOAKO
AHU A0 ceammum (24 ceammum). OBUKHOBEHO HAAMUMETO Ha
ocBobOXAaBaHE Ha TPOMOHWMH B KoHTekcTa Ha IMPS He e
OTpULaTEAEH MPOrHOCTUYEH MapKep, KOraTo € CBbp3aH CbC 3ara3eHa
OUBEHTPUKYAApHa ¢yHKL|,Mﬂ.4’66I_IaumeHTM, npeACTaBsALLM ce ¢ 6oAKa B
repanTe U HopmaaHa AKM®, 6e3 WMA, 6e3 KA 1 mbAHa pesoaoums
Ha npomeHuTe B EKI B KpaTKOCPOYEH MAaH, MOraT Aa ce cumTar 3a
MaLMEHTM C HUCBHK PUCK M OTAMYHA ABATOCPOYHA nporHo3a.4’28'ﬂ’“’67B
MaAbk 6port caydam ¢ EM 1 KM ca Bb3MOXHM M3KAIOYEHMS OT ToBa
06w npasuro. OTkputh ¢ CMR MUOKapAHU LMKAaTPUKCK MOraT Aa

3,68-70
AoKaaHUTE

MPUCHCTBAT U B CAydam cbc 3anaseHa AKNO.
LMKaTPMKCKH HE3aBMCUMO OT MpUUMHATA NOKasaxa Ye MMaT 3Ha4eHue
3a MPOrHO3aTa HO MaAKMTE Mo 0BeM LiKaTpuKeK (Hanp. <2 cerMeHTa)
cAep >6 Mecela UBTAeXAAT I'IO-AO6p0KaL|eCTBeHVI.71 Bbvnpeku ToBa,
AWMNCBAT A3HHM 33 ABATOCPOYHWTE PE3YATATU. 32 MPEAAOXKEHUs

paboteH npoLiec BxTe Purypa 9.

4.3.2.MNMpeAcTaBsAHE CbC CbPAEYHA HEAOCTATbYHOCT
MaumeHTH C MUOKapAMT, NpeacTassLm ce ¢ octpa CH, ocobeHo
Korato e cBbp3aHa MO-CMeLMAAHO C AeBOKaMepHa CMCTOAHA
achyHkuma (AKND < 40%), TpsbBa pAa ce cUMTaT 32 BUCOKOPUCKOBA
rpyna um TsAXHaTa MpPOrHo3a AO FOAsIMa CTEMeH 3aBUMCM OT Obp3us
oTroBop kbM Tepanmata.””® KAMHMUYHOTO MpeACTaBsiHE MOXeE Ad
BapMpa OT HeobsCHMMA HapylUeHa kamepHa ¢yHKLMA (CbC MAM Ge3
anaatupana AK), HoBOBb3HWMKHaAa WMAWM BAoliasawa ce CH
(0BUKHOBEHO B paMKMTE Ha 2 CEAMMLM AO 3 MeceLid) A0 Obp30
nporpecupawa pedpaktepHa CH u kapauoreHeH LwWwok.
DYAMUHAHTHUAT MUOKapAMT, npeacTaseH cbe CH, mMma no-sucok
MPOLIEHT CbpAEYHA CMBPT U CbpAedHa TpaHcrAaHTaums (HT) B
KPaTKOCPOYEH, KaKTO W B ABATOCPOYEH MAAH, B CPaBHEHWE C
naupenTn ¢ AK ancdyHkums 6e3 yAMmMHaHTEH MUOKapAMT (DM)
(Bx. Pasaen 4.2.2).5‘(”73'74 [Mpn Te3n cueHapuK, MMraHTOKAETBYHUST
muokapamt (FTKM) u eosmHoduaHuaT muokapamt (EM) ca

HE3ABMCMMO CBbP3aHM C MOBMULLIEHA CMBPTHOCT. . * EAMH aArOPUTBM
Ha NpeAAaraHus paboTeH npotec e nokasaH Bbe Purypa 10. Kato
LieHTpaAHa cxema, paboTHUAT npotec caepBa nopaxoaa CHAMPIT,
npeaoctaseH B [lpenopbku Ha ESC 2021 r. 3a AmarHocTuka u
AEUEHME Ha OCTPA M XPOHMUHA ChPAEUHA HEAOCTATbUHOCT. TpsibBa
Aa Ce 3Hae, Ye apUTMMKMTE MoraT Aa 6bAaT MposiBa HA MUOKAPAMT,
KakTo M "aATepHaTuBHa npuumHa"' 3a CH oTBbA CbMHeHMeTO 3a
MUOKapANT.

4.3.3.TMpeacTaBsAHEe C apUTMUMU
MaupeHT ¢ OCTbP MUOKApPAWMT C HOBM, PELIMAMBMPALLM WMAM
HeobACHMMMK APUTMUU MOTaT Ad MMAT LLUMPOK CNEKTbPp OT CUMMNTOMU,
Bapupalliy OT MaAnuUTaunm AO CHMHKOM WMAU XKMBOTO3ACTPaLLaBaLLIA
10,76
apuTMUK, nNpuuKHsBalM aboptupaHa BCC. HaakamepHuTe

63,77
ca no-4ecTm npu HaAM4YMeE Ha

apuTMmnu, ocobeHo [1M,
NpuApY»xaBaLl, nepukapanT u PEff, pookato aTpuoBeHTpuKyAapHUTE
6a0koBe (AVBs) MAM npoabAxkUTeAHKTe KA ca cBbp3aHu MO NpUHLMN
Ho He M 3apabaxuTeAHo, ¢ AK ancdyrkuma n CH. Maumentun c
HanpeaHan AVB uan npoabakuteaHa KA Tpsibea aa ce cumTart 3a
BMCOKOPWCKOBM, AOPU M MPU AWUMCA Ha A€BOKaMepHa AUCHYHKLMS.
KamepHo MbxaeHe (KM)/cbpaeyeH apecT ce cpeLuat npu okoAo 2,5%
XOCMUTAAM3ALMM, CBBP3aHU C MUOKAPAMT. © lNaumeHTUTE C
npoabakmTeaHa KA no speme Ha MM umat Bucok puck ot peLI,MAl/IB."

MauperTtn ¢ TKM (Bx. Pasaen 9.3) nan CS (Bx. Pasaea 9.4) ca c
BMCOK puck oT KA, c yecToTa >25%.°

KamepHata apuTMKA MpW HaAMuMe Ha LMKaTpUKC B Mokapaa (KA)
MOXe AQ Ce MOSIBU MO BCAKO BPEME Ha MPOCAEASBAHETO, AOPU CAEA
pe3oAloLMATa Ha Bb3MaAeHMeTO. BCbLYHOCT, MperyaspHuTe
noammopdHK KA ca no-yectit No Bpeme Ha akTUBHATa Bb3MaAUTEAHA
¢dasa, Aokato MOHOMOpdHU U peryaspHu KA ca cBbp3aHu ¢
N3AEKYBaH MUOKAPAWT C OCTaTb4HM MposiBn.” CAEAOBATEAHO,
KaTeTbpHaTa abAaums Ha kamepHa Taxukapans (KT) e no-edpekTuBHa,
KOraTo Ce M3BbpLUBA MPe3 CAEA-Bb3MAAUTEAHWS CTaAMM Ha
3a6OASIBAHETO, OTKOAKOTO 10 Bpeme Ha OM.™

AVB e 4ecTo cpeLLaH NpusHak Ha MUMOKapAMT, CBbP3aH C HEBUPYCHU
nHdpekumn (Te. CD, LC, AMd)Tepvm),ss KaTo MOXe A2 ObAe M HaYaAHa
nposea Ha CS. [Mpu NaLmMeHT ¢ apUTMUYHO NpeACTaBsHe TpsbBa Aa
ce B3eMe MpeABMA reHeTMYHo TecTyBaHe 3a KMIT [ARVC/
avaatatmeHa KMIT (AKMIT)/HeamaatatmeHa KMIT Ha AsiBaTa kamepa
(HAAKMIT)] (Bx. Paspen 5.3).

AATOPUTBM 33 MPEAAOXKEHUS paboTeH MpoLeC € MokasaH BbB
®durypa 11.

4.3.4. BHe3anHa cbpAeYHa CMBbPT

EaHa oT npuunHute 32 BCC npu MAapm xopa € MWOKapAHOTO
Bb3MaAEHMe, CBbP3aHO C daTaAHK apuTMUK. BHesamHata cbpaeyHa
CMBPT, MPUYMHEHA OT MMOKAPAWT, CPEA MALMEHTH, MPU KOUTO €
u3BbpLLIEHA ayToncKs Bapupa ot 1,1% Ao 12%,°"% karo NpU MbXeTe
uMma no-sucoka vectota Ha BCC, oTkoAKOTO npu xeHuTe, npu 2,2
CboTHOLLEHMe Ha uecToTuTe.” MoBeueTo Xopa ca Be3CUMNTOMHM
npean BCC; Bbnpeku ToBa, Mexpay 18% u 48% oT naumeHTuTe Ce
MPEACTaBAT CbC CUMMTOMM, BKAIOUMTEAHO BMPYCHO 3aboAsiBaHe/
HEPa3MOAOXeEHWE, CUHKOM, rapeHe/kopeMHa 60AKa, rpbAHa BOAKa U
naAnMTaumm.87‘88 Camo 5% mnokasBaT CbpAEYHM CUMMTOMM, CBBP3aHM
¢ uHbekumoseH npotiec.” Tean AaHHM MOAYEPTaBAT HEOGXOANMOCT-
Ta OT AOCTaTb4HO paHHa CycrneKkuus 3a MuokapauT. KbcHoTo
raAOAMHWEBO YCMABAHE B CPEAHUSs CAOWM Ha CTeHaTa Ha aHTepocen-
TaAHUTE MUOKApPAHM CErMEHTM € CBbP3aHO C MO-BUCOKM HMBA Ha
CMBPTHOCT U roasma KA, BKAIOUMTEAHO BCC, ™ AOPU U Mpu
HaAmuMe Ha 3anaseHa AKNO.

3acsaraHeTo Ha CEMTYMa MpU MUOKAPAUT MOXe Aa BbAe CBbP3aHO C
MO-AOLLIA MPOrHO3a MPU HaAMUME Ha CrieunduyeH reHeTudeH GoH,
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MauuneHT c npusHaun 1 CMMNTOMM Ha OCTpa CbpAeyYHa HeAOCTaTbYHOCT

!

KapavioreHeH LWoK 1/unu pecnupaTopHa HefocTaTbyHoCT o——fla—> Xocnutanusauyusa B ICU
v I

TPaHCTOPaKa/Ha exoKapanorpagumna (Knac

}

EpHoBpemeHHO nsnonseaHe Ha nogxoga CHAMPIT v npoBepka fanu nma KoHrectus/asHa CH

Octtp Kopor(%aeH CMHAPOM . @ KoHrectua/asHa CH
XvnepToHnyHa cnewHoct (H) %
Aa Aputmua (A) v
MexaHnyHu ycnoxHeHus (M)

BenogpobeH embonuzbm (P)
NHpexumm (1)

3

v
OMbJIHNATESNTHA
A <«Me— Yepeehu pnarose 3a Mrokapant®
06paboTka

ka

v
CycnekTteH GySIM/HAHTEH MUOKapPANUT © M

3

v

4—F——

nac

PuckoBa ctpatudukayma’ '

puvick

—

N3NMMCBaAHETO
(Knacl) (Knac )

¢ ! 1
HopmanHa

Mopcka3sBall, HeKapAMONOrnYHN OKoHYaTeNnHo

HaxoAKa NPUYNHN NN KapanommonaTtmnin MnoKapanT

]
be3

Etnonornuna o Heobxoanma e fonbiHMTeNHa
no;g’;a%':flg”a o6paboTka eTnonornyHa obpabotkaf

e

LonbaHutenHu
n3cnenBanuis, Be3 ponbnaHuTeNnHa
BK/OUYNTENHO obpaboTka
reHeTrKag

N

@Esc

Durypa 10 AvarHoctuueH aAropuTbM MpU NMPEACTaBsiHe C OCTpa CbpaeyHa HepocTatbyHocT. CRP, C-peaktueeH npotenH; EKT, eekTpokapamorpama;
CH, cbpaeyHa HepocTtatbuHocT; ICU, oTaeAeHWe 3a UHTeH3MBHO Aeverue; NT-proBNP, N-TepMuHaseH NpOXOpPMOH Ha MO3bYHMSA HaTpUypeTUYeH
nenTua “AaBopaToOpHI U3CAEABAHMS, BKAOUUTEAHO TPpOMOHUH, NT-proBNP, C-peakTuseH npoTemH, AudbepeHimaa kpbaHa kapTuHa. ° Bk, TabAuua
6. “Bx. Tabauya 7. dAa ce B3eMe NPeABMA CbPAGUHO-CbAOB MarHUTeH pe3oHaHC. © [1pu MaupeHTU Cbe CTabUAM3MPaHa CbPAEUHA HEAOCTaTbUYHOCT 3a
BCEKM CAyUalt OOTAGAHO MOXKE AA CE M3BBPLLM EHAOMMOKAPAHA GHOMCHA. | B 3aBUCUMOCT OT OCHOBHATA MPUUMHA U KAMHMUHATA HEOBXOAMMOCT. & B,
Pazdeau 5, 8,9, 10.
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MaymeHT c HoBY, NnoBTapALKn ce nnn HeobsACHeHn apuTMmnn (oT BcAKaKbB BMA)

{

VipeHTndrumpaHe Ha aputMns

{

«——Pa——  XemoguHamuueH HecTabUAUTET

He/ALS (Knacl) i
O6cTpykTvBHa KAB® g
é TpaHCcTOpakanHa ex0Kapnv|orpa¢Mﬂ (Knac )

! ¢

JlekyBaHe Ha KAB  YepBeHu dnarose Ba BbBAMYaHE Ha MOKapAa*©

b

PuickoBa crpamd)MKauvm
bMCK

. Mpepn
I T
{ )l !

’ [lonbnHuTenHO npo-

Yy4yBaHe Ha eTnosornAaTa

HopmanHu MNopacka3saluy HeKapANoIOorMyYHN OkoHuaTeneH
HaxonKu NPUYYHN U KapauoMmuonaTum MUOKapAnUT
bes gonbnHuTEnHO ETnonornyHa pa3paboTka CneunduryHmn eTmonorum
YTOUHABaHe
Tvn HauanHa apuTMnA Npu NpeacTaBaHeTo «—fe———fla—» Bk cneunduyHm
pasgenun
MpoBoaHM 6nokose
KamepHa aputmus’
I JlonbnHnTeNHa €TNONOrNYHA
h
AKTMBEH M1OKapAanT (Ha 6a3aTa Ha NbpBoHavanHm CMR/EMB) obpaboTKa

Moka3saHue 3a PM'

N

I KateTbpHa a,,6wnraum|
(Knaclla)

«—Ma e

meceua (Knacl)

[JonbaHuTeNHM n3cnefBaHna B

3aBUCKMOCT OT aKTMBHOCTTA
a3aHuA Ha |
(reHeTVKa, cUCTEMHM 3a60NABaHNA)
(Knac l1a) (

Durypa 11 AnarHocTuyeH aAropuTbM Ha MpeACTaBsHe Ha apuTMusTa. ALS, paslwimpena xusotonopabpatia cuctema; KAB, kopoHapHa apTepraHa
60necT; CMR, cbpaeyHo-cbaoB MarHuTeH pesoHaHc; CRP, C-peakTieeH npoteuH; EKT, eaektpokapamnorpama; EMB, eHaomuokapaHa 6uoncus; ICD,
UMMAaHTUPYyeM kapanosepTep—Aedubpraatop; NT-proBNP, N-TepMuHaAeH MpOXOpMOH Ha MO3bYHMS HAaTpUypeTHyeH nenTua; PM, neficmerikbp.

* HBa3umBHa KOPOHApHa aHrMOrPadMs MAM KOMMIOTbP-TOMOrpadCKa aHTMOrPadKA B 3aBUCUMOCT OT KAUHMUHATA Bb3MOXHOCT/BEPOATHOCT.

® NaBOpaToOpHO TeCTyBaHe, BKAIOUMUTEAHO TponoHH, NT-proBNP, C-peakTiseH NpoTenH, AudbepeHLiMasHa KpbaHa KapTiHa. © Bx. Ta6Auua 6.  Bx.
Ta6Anua7. © Bsemete NMPEABMA CbPAEYHO-CbAOB MarHUTEH peaoHch.' B3emeTe npeaBMA eHAOMUOKapAHA BMOMCUSA MPK BCEKM CAYUait MOOTAEAHO.

& Bx. Pazdes 6.5 3a nopTaTuBeH KapaMoBepTep-AedUEpUAATOP. " Bo. Pasdeau 5, 8,9, 10. 'Bx. Pasden 6.5 u nososasare Ha Glikson et al.® ' Bx. Pasden 6.5,
Ta6Auua cnpenopbku14 unososasaHe Ha Zeppenfeld et al.*®



Mpenopbku Ha ESC

25

KaTo HanpuMep MaToreHHW BapuaHTU Ha AE3MO3OMHUTE reHu (BXK.
91,92
Pazaen 5.3). HeobxoaMMM ca AOMBAHUTEAHW M3CAEABAHMS, 3a

NOTBbP>KAABAHE Ha TE€3UN AAHHMW.

4.3.5. NMpeacTaBAHe Ha MMUOKapAMTa € MOTEeHUMWaAEH
reHeTu4eH ¢poH

CAOXKHO B3aMMOAEMCTBME MEXAY FEHETUYHUS GOH U Bb3MaAreHUe-
TO MOXE Ad € NMPpUUMHA 32 XeTEPOreHHOCTTa Ha KAMHWUYHATA KapTWHa
Ha MWOKapAuTa. Bb3naauTereH CTUMYA Ha CbpLETO OU MOTbA Ad
paskpue MOBULLEHO FEHETUYHO MPEAPA3NOAOKEHME KbM PasBUTUE
Ha sIBHa AeBOKaMepHa AUCOYHKLIMSA UAK apUTMOTeHHU GeHOTUMOBE.
MPU TE3W YCAOBMS € BAXHO Ad CE B3EMAT MPEABUA AOMBAHUTEAHU
XapaKTePUCTUKM, KaTo $aMMAHA aHamMHesa 33 MUOKApAWUT/
nepukapamT, KMIM nan BCC. C muokapamnTa Moxe 61 ca CBbp3aHu
ABTO30MHM AOMMHAHTHU TEHHM Ae¢eKTM.9HS Hsakon aBTO30MHO-
peLecrBHU AedEKTU B FeHW, KOAMPALLM PasAUUHK KOMMOHEHTM Ha
CbpAeYHaTa CTPYKTYpa, MOXe Ou MpeApasnoAaraT MAaAM Xopa KbM
MMOKapAMT.%‘%

PasAuuHM npoyuysaHus CbOOLLABAT, Ye MaLMEHTH C MUOKAPAUT U
AaHHM 33 naToreHHw/BeposTHo natorenHu (P/LP) BapuaHTu Ha
AECMO30MHUs reH (Har-Bede ¢ DSP BapuaHTW) mmat mno-Bucoka
4ecToTa Ha HEeXeAaHWTe CbPAEYHO-CbAOBM CbOUTUSA, OCObeHO
PELIMAMBBT Ha MUMOKapAMT U KA, oTkoAkoTo 6e3 TakuBa AaHHM.91‘94
Enmsoan Ha ocTpa rpbaHa GOAKa C MOBULLEHME HA TPOMOHUHA U
HOPMaAHU KOPOHAPHW apTEPUM MOTaT Ad HacTbMST Mpu okoao 15%
oT naupeHTMTe ¢ DSP MyTaLmu, KOUTO ca CBbP3aHM C AOKaAM3MPpaHa
AK kbcHO rapoanHmeso ycuasaHe (LGE) B okoro 90% ot CA)’HaMTe.97
CreunduyHM reHeTUYHM BapuaHTM Ha P/LP moraTt aa yeeAuyar
MOAATAMBOCTTa KbM HacAarsaHe Ha mMuokapauT npu ARVC, koeto
MOXEe A2 € MbpBaTa KAMHWYHA MPOsiBA B €CTECTBEHWUS XOA Ha
3a6onssaneTo. " Haanumeto Ha Taka HapeyeHuTe "ropeluyn dasu”
(enmsoam Ha rpbaHa GOAKa, MpuApyxeHu oT mnpomenn B EKI u
ocBobOXAABaHE HA TPOMOHWH) MPEACTaBASBA Bb3MOXHA KAMHWUYHA
nposiea Ha ARVC, kosTo ce cpelLia HeCTO NMpU NEAMATPUYHU U MAAAM
NaLMEHTH, KaKTO M MPU HOCUTEAM HAa TEHETUYHWM BapuMaHTM Ha
DSP”* "' MoracTosiem poAsiTa Ha "ropelumTe dpasu" B nporpecusTa
Ha 3a00AABAHETO, KaKTO U B CTPAaTUdUKALMATA HA APUTMUYHIS PUCK,
ocTaBa A2 Obae U3sicHeHa. 3a noseye NoApobHoOCTH, BX. Pasaen 5.3.

4.4. KAMHUYHM CTAaAUMM Ha NEepUKapAUTa

4.4.1. OcTbp NnepuKapAUT

OCTPUAT NEpUKApPAWT € Bb3MaAUMTEAEH NEPUKAPAEH CUHAPOM CbC
man 6es PEff ¢ Hauyano =<4 cepmmum. KAMHMYHATA pAmarHosa
OBUKHOBEHO Ce XapakTepusupa C MAEBPaAHa W/MAU MO3ULIMOHHA
6oAka B ropanTe (>80% oT cAydamTe). AucnHesTa e no-yecta npu
Bb3PACTHU XOpa. ' DUSUKAAHMAT MPETACA MOXKE AA CE XapaKTepu-
31pa C NepUKApAHO TPUEHE MPU AO €AHA TPETa OT CAyYanTe, KOETO
MOXe A2 u3vesHe mpu Haamume Ha PEff. [MepukapaeH ekcyaat e
cvobuieH B A0 60% OT cayvamTe U OBMKHOBEHO e MaAbK. EKI
npomeHu, no-crieupasHo PR aemnpecus kaTo paHeH MpusHak M
LUMPOKO PasnpoOCTpaHeHu eaeBaumm Ha ST-cermeHTa, ca cbobLuasa-
HU B A0 60% OT cAyyamTe, ocOBEHO MpU MAaAM MaLpeHTU. ToBa
MOACKa3Ba MPUAPY>KaBaLLO MUOKAPAHO 3acsiraHe, Hali-MaAKO B Aeka
cTeneH.

OOBUKHOBEHO € HaAMLE Bb3MAAMTEAEH CUHAPOM C debpuanTeT
>38°C (70%),37 MOBULLEHM MapKepu Ha Bb3naseHue (C-peakTmBeH
MPOTENH) (80%—90%),“"37 CVE, HeyTpoduaHa AesKoUmTO3a, " * 1
nepuKapAeH W/uAv naespaAeH nsame (npubamsuteaHo 50%), yecto ¢
6eroppObHaA aTeAeKTasa, KOETO BOAM AO Bb3MOXHA AMarHo3a

,103

m\eBponHeBMOH|4;1,37 M MO-PSAAKO, MEPUTOHEAAHO 3acsraHe
(13%).38 ToBa npeacTaBsHe ce Hapuya "Bb3naAmTeAeH peHoTUN" Ha
orl.

CbpAeUHUTE eH3KMU ca OBUKHOBEHO HOPMaAHM, HO TPOMOHUHBT
Moxe Aa e nosuiueH B 20%—-30% oT cAydamTe, MOpaam CbMbTCTBALL,

MUOKapAWUT (MMOHepMKapAMT).4

4.4.2. MoaocCTbp NepuKapaAUT

[MoAOCTPUST NEpUKAPAMT CE OTHACS 3a CAyYau C NMepCUCTUpaLLM
CUMMTOMM, MPOABAXKaBaLLM >1 MeceL, M <3 MeceLja. ToBa CbCTOsIHME
MOXe AMPEKTHO Aa MPOrpecHpa B pamMKMTE Ha HAKOAKO MeceLa AO
KOHCTpuKTMBeH nepukapaMT (KIM) M uM3mMckBa cBOeBpeMeHHa
OMTUMaAHA MEAMLIMHCKA TEpanus U BHUMATEAHO MPOCAEASBAHE, 33
MPeAOTBPATABAHE HA XPOHMUHATA EBOAIOLMS.

4.4.3. XpoHuUeH nepuKapaAmT

XPOHUYHMSAT MEPUKAPAWUT CE OTHACs 3a CAy4au C MPOAbA-
XUTeAHOCT >3 MeceLia. [pu NepUKapAWT, A€4EHUETO Ha NaLiMeHTa no
BpPeMe Ha OcTpaTa $asa e OT MbPBOCTENEHHO 3HaYeHWe, He CaMo 3a
obAeK4aBaHe Ha CUMMTOMMTE, HO U, Hali-BaXKHOTO, 32 MPOTHOCTUYHM
ueAn. XocrnutaamzaumsTa Ha naupeHTn ¢ Al 1 BUCOKOpUCKOBK
MpU3HALW MO3BOASBA OBP30TO MAEHTUPULIMPAHE U AedeHUe Ha
MOTEHLIMAAHO XMBOTO3ACTPALLABALLM YCAOKHEHMS, KaToO Harnpumep
CbpAeYHa TaMMoHaaa (CTP).105 Hewio noseve, MoAXOAALLMAT
CKPWMHUHT 3a CreLpUUHM €TUOAOT UM € OCHOBA 3a MepPCOHAaAM3MpaHa
Tepanus. [porpecusata Ha Ofl A0 Cy6akyTHO WMAM XPOHWYHO
3ab0AsiBaHe MOHsKora e Hernpeackasyema. [lponycksT pa 6bvae
MPUAOXKEH KOAXMLMH U yroTpebaTta Ha BMCOKM AO3M KOPTUKOCTe-
povaM C 6bP30 HamaAsiBaHe Ha AO3aTa Cca PUCKOBKM dakTopu 3a
24,106-109 HaCKOPO
651xa MPeAAOXEHU CKOPOBE, MPEACKa3BaLLM MHAVBUAYAAHWS PUCK OT

PELIMAMBM MAUM XPOHUMYEH XOA Ha 3abOAsIBAHETO.

YCAOXKHEH MEPUKAPAMUT M XPOHWYHOCT, 33 WAEHTUMUMpaHe Ha
NaUMEHTUTE, KOUTO Ce HYKAAAT OT WMHTEH3WMBHA Tepanus Mo
OTHOLLIEHME Ha AO3aTa M NMPOABAKUTEAHOCTTA Ha AEKAPCTBOTO, KAKTO
M OT TMABTHO rlpOC/\e,AﬂBaHe.“’M’110 Te wm3ncKkBaT AOMbBAHMTEAHA
BAaAMAM3ALMS B MPOCMEKTUBHM, MHOTOLIEHTPOBM MPOYYBaHMS.

MpyU XPOHUYHMTE GOPMU CUMMTOMMUTE Ca MOAOOHU Ha MPEAULLIHM
MPUCTBIM, HO YECTO Ca NO-AGKW.' B HESICHM CAYUam MAM MpU TPYAHM
3a AeyeHue naupeHTH Moxe aa ce m3ebplum CMR, 3a Aa ce oueHu
CTeneHTa Ha Bb3MaAEHUE U 32 UHAMBUAYAAM3ALMS HA MEAMKAMEHTO3-
HaTa Tepanus, 0coBEeHO MpeAn HaMaAsBaHe WMAM MPeKpaTsiBaHe Ha
Mpuema Ha AeKapcTBoTo.

MapaAOKCaAHO, BLMPEKU Ye XPOHWUYHUSAT MEPUKAPAUT HapyLLasa
CUTHUPMKAHTHO KAYECTBOTO Ha KMBOT, YECTOTATA HA MPOrPECUSTA AO
XPOHUYHA MEPUKAPAUT € HesHauuTeAHa (<1%) M e mo-Hucka oT
pUCKa, MpUYMHEH OT eAMHMYeH enmsop Ha Ol, ocseH korato ce

105,113,114
YCTaHOBW CrieLMPUYIHA ETUOAOTUS.

4.5. KAMHUYHM NPOABU Ha NepUKapAUTa

MeprKapAMTBT ce XapaKTepuanpa C LUMPOK CMEKTbP OT KAUHWUYHM
nposiu. OCHOBHMAT CHMMNTOM Ha MEPUKAPAMTA € MO3ULIMOHHATa
rpbaHa 6OAKa, KOATO ce cbobllaBa OT MOBEYETO 3acerHaTu
MHAMBUAK. TUnyYHaTa NepukapaHa 6OAKa € OCTpa 1 Ce BAOLLIABA NpU
KalAsiHe M ABAGOKO BAMLLIBaHe (MAeBpUTHA). BoakaTa B AeBuUS
TpareLoBNAEH TpebeH e KAACMYECKM CUMMTOM Ha MepuKapAHO
APasHeHe 1 ce Mpeaasa npes AMadparmMaAHms HepB. ApPyru Mo-psAKO
CpeLLiaHM CUMMTOMM BKAIOUBAT 3aAyX, GEOPUAUTET, YMOPAEMOCT U
apuTtMus (Hanp. M), Yecto, korato e HaAMLie KOHCTPUKLMSA,
NepuKapAHMAT eKCyaaT MpuApYyxasa nepukapauTa (>50% ot
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cAydamTe). Apyrv NposiBM BKAIOYBAT CUMMTOMM, MOAOOHM Ha AsCHa
CH [noBuLieHo toryaapHo BeHo3HO Haasirane (JVP), nepudepHa
OTOYHOCT, acumuT]. XunotoHusta e npusHak Ha CTP (kosTo ce
nposBsBa C Tpraaata Ha Beck: xMnoToHus, pasayBaHe Ha loryAapHuTe
BEHM U MPUIAYLLEHW CbPAEUYHU TOHOBE). V3KAIOUMTEAHO BaXKHO e
NepUKapAUTBT Aa ce AmdepeHuUMpa OT APYri 3abOAsABaHMS, KaTo
ocTbp KopoHapeH cuHapom (OKC), sactorHa CH, nHeBMoOHMSs ¢
nAeBpuT, 6eroppobHa eMOOAMS, XPOHMYHA OBCTPYKTMBHA 6GeAo-
APO6Ha BOAECT U1 BaCKyAUT.

4.5.1. Cyx nepukapauT

Cyxust nepuikapamT (40%-50% oT cAyyanTe), HapudaH olle
"NnepukapAnTUC cuKa", e PopMa Ha MepUKapAMT, KOATO ce
XapaKkTepusMpa C Bb3MaAeHWe Ha nepukapaa 6e3 Haanudume Ha PEff.
Tol MoXe Aa 3amo4vHe KOBapHO MAM BHe3arnHo. OBUKHOBEHO He e
CBBP3aH CbC CreUmdUyHa NpULMHA MAK C NMO-AOLLIA MPOTrHO3a.

4.5.2. EKcypaTUBEH NepUKapAUT

EkcyaatusHuat nepukapamt (50%—-60% oT cayvauTe) ce
XapaKTEPM3UPa C EAHOBPEMEHHO HaAMUME Ha M3AMB.' '~ YMEpEH AO
roasm PEff e no-yecTo cBbp3aH ¢ He-MAMONaTUYHA ETUOAOTUS.

4.5.3. EKCyAaTUBHO-KOHCTPUKTUBEH NEPUKAPAUT

ExcyAaTMBHO—KOHCTPUKTUBHUAT nepukapamuT (EKT) ce xapaktepu-
31pa C KOHKYPeHTHO HaAuuue Ha PEff, 3aepHo cbe 3apebersiBaHe u
KOHCTPUKLMS Ha MepukapAa, KOWTO OrpaHW4yaBaT HOPMAAHOTO
MbAHEHE Ha Cprl,eTO.116 EKkcyAaTMBHO-KOHCTPUKTMBEH MEPUKAPAUT
HacTbMBa, Korato cAep pApeHupade Ha PEff ¢ TamnoHaaa ce paskpue
KOHCTPUKTUBHA PU3MOAOTUS. TOUHATE XEMOAMHAMUYHA AeDUHMULMS
BKAIOYBA HaAsiraHe B ASICHOTO npeacbpave (AlT), koeTo He cmaaa ¢
>50% nan po HuBo <10 mmHg, BbNpekn Ye C OTCTpaHsBaHe Ha
nepukapaHaTa TeYHOCT Ype3 NepUKapAMOLIEHTe3a MHTpaenepuKkap-
AHOTO HaAfiraHe ce MoHMXasa noytn Ao Omm Hg."o’m"117
CbBpeMeHHMTE MyATUMOAAAHM OBPa3HK U3CAEABAHMS MO3BOASBAT AQ
ce panarHoctuumpa EKIM 6e3 cbpaeyHa kateTepusaLms.

4.5.4.MNMepukapAUT CbC CbpAEYHa TAMMOHaAa

ABeTe Hait-CepUO3HU YCAOKHEHWS Ha MEPUKAPAMTA Ca XPOHUYHATA
TamnoHaaa (CTP) u xpoHuyHma nepukapamT (XI1). MepukapauTsT €
CTP e »u1BOTO3aCTpaLLaBaLLO CbCTOSIHUE, MPU KOETO Bb3MAAEHUETO
Ha MepuKapAa BOAWM AO HaTpymBaHE Ha KOMMPECMBHA MepuKapAHa
Teyroct (Ta6amua 8)."'*'"
AVICKOMOPT B MbpAWTE, YMOpPa U AMCrHES. KAMHUYHKTE npu3HaLm
BKAIOUBAT XMMOTOHUS, Taxmkapaus, noeuweHo JVP, napapokcaseH

CumnTommTe Morat Ad BKAKOYBAT

Ta6Auua 8 NMpuumHM 3a cbpAEeYHa TaMMOHaAa

YecTi npuunHm (Mo pepa Ha OTHOCUTEAHATA YeCTOTa):
(1) Heonaasma/maaurHeHoct

(2) AtporeHHO/TpaBMaTUYHO

(3) MepuikapanT

(4) Tybepkyrosa (Hal-4ecTa B pas3BMBALLMTE CE CTPaHM)
Mo-peakin MpUUKHK (MO peaa Ha OTHOCUTEAHA YecToTa):
(1) KoaareHo-cbAOBYM 3a60ASIBaHMSA (CUCTEMEH AYMyC epUTEMATO3YC,
PEBMaTOMAEH apTPUT, CKACPOAEPMMUST)

(2) CvHAPOM Ha NepuKapAHO HapaHsBaHe

(3) OcTbp M1OKapAeH MHPapKT

(4) AopTHa ancekaums

(5) VYpemus 2025

(6) BakTepuaaHa uHbekLms

(7) THeBmonepwukapa

©ESC2025

MYAC, MPUTAYLLEHM CbPAEYHWM TOHOBE, EAEKTPUYECKM aATEPHAHC C
HamaAreH EKI BoATax M yroaemeH cbpaeyeH CUAyeT B
peHTreHorpagusTa Ha rpbAHUSA KoL, BeAnumHaTta Ha KAMHUYHKTE 1
XEMOAMHAMUYHU aHOMAaAMM 3aBUCM OT KOAMYECTBOTO Ha
repuKapAHaTa TeYHOCT W CKOPOCTTa Ha HabupaHe, pasTerAnBoCcTTa
Ha MepuKkapAa M KOMMAQMBHCBT M HaAsraHMsTa Ha MbAHEHE Ha
|<aMep1/1Te118 (Purypa 12).

4.5.5. KOHCTpUKTUBEH NEepUKapAUT

MepukapaHaTa KOHCTPUKLIMA € XPOHUYHO CbCTOSIHME, KOETO Ce
XapaKkTepusnpa cbC 3apebeAeH, PpUOPO3eH U YecTo KaALMpaH
nepuKkapa, KOETO BOAWM AO HapyLUEHO AMACTOAHO MbAHEHE Ha
cbpueTo. Korato e cebp3aHa ¢ MepukapAuT, T8 TpsbBa Aa ce Hapuya
KIM. KOHCTPUKTUBHUST MEPUKAPAMT € CAEACTBME OT XPOHWUYHO
NMEPUKapAHO Bb3MaAeHME U Ce XapaKTepusupa C LMKaTpusaums ,
¢nbposa M 3aryba Ha eAacTUYHOCT Ha nepukapaa. OcHoOBHUTE
CMMMTOMKM Ca AMCMHEs, OTOK, OpTomHes W ymopa. Kaacuueckara
KAMHWMYHA KapTvHa OOWKHOBEHO Ce XapakTepusupa C W30AMpaHa
asicHa CH ¢ HOpPMaAHM MAM MOYTU HOPMAAHW HMBA Ha HaTpuype-
TUYHMA nNenTua. MoraT aa ce nNosSBAT BEeHO3HA KOHrecTus,
XEMaTOMEraAms, MACBPAAHM M3AMBIA M acLT. ' KOHCTpUKTMB-
HUAT NepuKapAMT TpsbBa Aa Ce AeKyBa E€MMUPUYHO C
NpoTMBOBb3MaAUTEAHA Tepanus. CAyuyanTe cAep Heycrnex Ha
MEeAMKAMEHTO3HaTa Tepanus U MepuKapAHa KOHCTPUKLus 6e3
nepukapAMT TpsbBa pa ObpaT HacoyeHM HesabaBHO 3a
nepukapavekTomus (Purypa 13).

4.5.6. TpaH3UTOPEH KOHCTPUKTUBEH NEPUKAPAUT

TpaH3uTOpHaTa KOHCTPUKLMS € XPoHMYeH nepukapant (XI1) ¢
MPOABAXABALLIO Bb3MAAEHME, KOETO MOXe Ad MPETHPrM 0B6paTHO
pasBUTME CAeA MPOTUBOBB3MAAMTEAHO AEYEHME WMAU KOETO
03APaBsiBa CMIOHTAHHO.

PassmBa ce ¢ nepukapauT cbe nan 6e3 PEff (okoro 10% oT cay-
YauTe) U OTLUYMsBa C MPOTUBOBB3MAAUTEAHA Teparus B >50% oT
cayvante. "™ Mpu naupentn ¢ Hoso-amarHocTuumpara XM ce
npernopbyea NpobeH nepuoa oT 3—6 MeceLia MPOTUBOBB3MAAUTEAHA
Tepanus MpeAM HacousaHe 3a nepukapauektTomua.' '
Buomapkepute (Hanp. nosuweH C-peakTUBEH MPOTEWH) W
MYATUMOAQAHOTO M306pa3sBaHe, BkatoumMTeaHo CMR, ca

3aABAXKUTEAHU 32 OTKPUBAHE Ha MEPUKAPAHO Bb3MNaAeHUeE.

4.5.6.1. KoncmpukmueHa namocgusuorozus

Ba)kHO e KOHCTPUKTMBHATA MATOPU3MOAOTUA Ad CE PasrpaHUYm OT
AEMCTBUTEAHUTE CUMMTOMW Ha CbpPAEYHA HEAOCTaTby-
115,120,121,124
HOCT. Bb3MOXHO € A2 MMa XapaKTepUCTMKM Ha CEMTaAeH
OTCKOK, 3aBUCMMO OT AMXaTeAHaTa ¢asa M3MecTBaHe Ha KamepHaTa
nperpaaa M AOMAEPOBU XapaKTEPUCTUKM Ha KOHCTPpUKUMA 6e3
cumnTomn Ha CH (Bx. AOMBAHUTEAHM AQHHU OHAakH, PasaeA 2.4

@urypa S1).

4.5.7. MepuKkapAUT C NOAUCEPO3UT

[MepUKapAMTBT C MOAUCEPO3UT Ce XapaKTepu3mpa C Bb3naAeHUe Ha
nepukappa M eAHOBPEMEHHO Bb3MAaAEHME Ha APYTU CEPO3HMU
MeMOpaHK, O4epTaBaLLy OCHOBHUTE TEAECHU KYXMHM, KaTO MAeBpaTa

37,103,125,126
1 NepUTOHeyMma.

4.5.8. Bb3naAuTeAeH cpelly HeBb3MaAUTEAEH NepuKap-
AUT

B koHTekcTa Ha nepuKapaMTa, TepMUHUTE “Bb3MaAuTeAeH" U
"HeBb3naAnTeAeH" GeHOTUM ce OTHACAT AO ABE PasAMUHU KAMHWUYHK
NpOsBW, OCHOBAHWM Ha MOAAEXaLMUTE MaTOPU3IMOAOTUYHU
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BVICOKOpI/ICKOBI/I XapaKTePUCTUKN

!

lNeprkapgnoLeHTesa C ApeHax

I

MNMopgobpeHune

a |
" ®

AMbBYnaTopHO NpocsieasBaHe

N

MaywneHT ¢ KaTeropnyHa AnarHo3a cbpaeyvyHa TaMnoHaga

-
(c KymynaTvBeH pesynTar >6) ~ EMnupuruyHa npoTBoBb3NanuTenHa
i Tepanus

Aa

MNepukapaeH npo3opel,

OTnaraHe Ha nepukKapanoLeHTe3aTta
e | p pavoy

KpuTepuu 3a TpuMark Npu NaLMEHTH C NEPUKAPAEH EKCYAAT C PUCK OT NPOrpecus A0 CbpPAEYHA TaMMoOHaAa
ETnoaorus KAuHUMYHO npeAcTaBsaHe O6pasHu MeToAM
3noKavecTena Gonect 2 | Mucnes/Taxunkes Kapawoneranua B peHTrea Ha rpbAHMA KoL
Tybepkyrosa 2 | Opronkes 3 | Enexrpuueckw antepHanc s EKT 0,5
(kopoLuHa Abyerepanus 1| Xunoronns ((BP <95 mmHg) 0,5 | Huckosoataxna EKI 1
(kopoLLHa BipycHa MHGeKLLMA 1| TlporpecyiBHa cuHycoBa TaxKapAwa 1 | lonam uppkymdepenten Peff 3
Mograpawy ce Peff 1| Onrypus 1 | Yvepeto rosm Peff 1
XpoHuuHa repMuanta 6b6peuna eoctarsutocr 1| Mapaaokcanen nyac (>10 mmHg) 2 | Manbk Peff -1
WmyHocynpecuar 1| Mepuxapana rpvaa boaka 0,5 | Konanc va acroro npeacbpave 1
Auctupeonamsbi -1 | MepykapaHo Tpuene 0,5 | VCpa3iwwpena, Hexonabupaua 1,5
Cucremna asToumyHHa bonect -1 | bbp3o BAowwaBaHe Ha cammomure 2 | Konanc Ha Ascvara Kawepa 1,5
basHa epontowyua Ha Bonectra -1 | NesonpeacbpaeH konanc 2

MUTpaAHM/TPMKYCIMAGAHM BapHALWK HA 1

PECTIMPaTOpHKA MOTOK

MoneeLto ce copuie 1

-

@ESC

Durypa 12 Aeuenne npu cbppedHa TamnoHapa. CBP, ueHTpaaHo kpbeHO HaasiraHe; EKT, eaektpokapamorpama; IVC, poaHa npasHa seHa; PEff,

NEPUKAPAEH EKCyAaT. Cnmcebk Ha KPUTEPUM 3a OLLEHKA Ha MauneHTUTE 4Ype3 He3abaBHa MAM MO-KbCHa nepuKapanoLleHTesa, Ha 6azara Ha eKcnepTeH

KOHceHcyc. He3abaBHa nepukapAoLieHTe3a TPsibBa Ad € OBMUCAM, aKO MMa >6 TOYUKM OT Hai-MaAKO ABE KaTEropuu.

MeXaHN3MU.

4.5.8.1. Bb3naaumeaeH ¢peHomun nepukapoum
Bb3naAUTEAHMST GEHOTUMN Ce XapakTepusupa C Bb3MaAeHWe Ha
nepuKkapAa C AaHHU 33 CUCTEMHO Bb3rnaAeHue. To3n GeHOoTUM YecTo e
CBbp3aH C PpeBPUAUTET U/MAWM MOBULLEHWN CUCTEMHM Bb3MAAUTEAHU
mapkepu (Hanp. C-peakTmeeH npoteuH), PEff u/uan naespaseH msams.
Tesan popmu obMKHOBEHO pearvpaT AOBpe Ha TapreTHW MpoTUBO-
Bb3MAAUTEAHW TEPanuu, BKAIOYUTEAHO KOAXWMUMH M aHTU-IL-1

37,127
CpeACTBa.

4.5.8.2. Heeb3naaumeaeH ¢peHomun nepukapoum
HeBb3naAUTEAHMAT eHOTUN Cce OTHACs A0 MaHUdeCTUpaHe Ha
nepukapavT 6e3 nosuLiasaHe Ha C-peakTUBHUS NMPOTEUH MAW AEKO
MOBMLLIABAHE HA MapKepuTe 33 CMCTEMHO Bb3MaAeHWe (Hanmp.
BUCOKOUYBCTBIMTEAEH C-peakTieeH npoTenH). ToBa ce cpella npw
10%—20% oT naumeHTUTE C r|e|:w||<a1p,qm.36 MaToreHesaTa Ha
nepukapamTa ¢ HopMaaeH C-peakTuBeH MPOTEMH € HEeW3BeCTHa U
Te3u CAyHau ca YeCTo TPYAHM 3a Aeverne. C-peakTUBHUAT NPOTENH e
YYBCTBUTEAEH, MaKap W HecreLmduyeH G1oMapkep 3a Bb3rmaAeHUe,
npeaMsBMKaH raasHo oT IL-6. Helo noseue, npu aBTOMMYHHM
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CMR, cbpaeUHO-cbaOB MarHuTeH pesoHaHc; KT, komnioTbpHa Tomorpadus; EKT, erekTpokapamorpama. EMnvpuyHaTa npoTBoBb3naAnTeAHa Tepanis e
HeobxoAMMa CaMO NMpK NALMEHTU C AAHHW 32 MEPUKAPAMT (HPE3 KAUHUYHU KPUTEPUK, BOMapKepU U/MAKM 0BpasHa AMArHOCTMKA). HUCBK PUCK: KAMHUYHA
PeEMUCUA CAeA Tepanusa/HopMaAn3mpaHe Ha obpasHuTe Haxoakn. CpeaeH prck: NopobpeHn cumnTomm 6e3 MbAHa pemncus/yacTiyHa perpecus. Bucok

PUCK: NepCUCTMPALLM CUMMTOMW/NMEPCUCTUPALLM OBPA3HM MPU3HALM HA KOHCTPUKLMA. * Bx.TabAnLa 6. ® B Ta6bAuua’7.

3a60AsABaHUA, XapaKTepM3MPpallM Ce C FeHeTUYHO KOAMPaHa
noBuLLeHa akTMBHOCT Ha nHTepdepoH Tun | (IFN), C-peaktuBHMAT

52
MPOTEMNH U3rAEXAA HEHAASXKAEH MapKep Ha Bb3MaAeHMETO.

5. AMarHosa M AMArHocTuuyHa
o6pa6boTka

AwarHocTuyHata o6paboTka Npuy nNaumeHTH cbe cbMHeHue 3a IMPS
TpsibBa Aa 6bae cbobpaseHa C TeXecTTa Ha KAMHWMYHATA KapTuHa,

OTroBOpa Ha MEeAMKaMEHTO3HaTa Tepanus U UHAMBUAYAAHUS PUCK
(TabAmua 7). Ta BKAIOYBA MEAMLIMHCKA aHaMHesa, KAMHUYeH/
du3mnKareH nperaes, bromapkepu (MUOKApAHO YBpexXAaHe,
cuctemHo Bb3nareHne u CH), EKT u myatumopaaHa obpasHa
AvarHocTuka. EHAOMMOKapaHaTa 6MONCMA MMa CBOETO MSACTO B
crneumarHnTe KAMHUYHK cueHapun. 3a IMPS He ce npenopbusa
PYTMHHA BUPYCHa cepoAoris,’ ¢ makaloueHme Ha XMB 1 Bupyca Ha
xenatnt C (HCV), kakTo 1 npu cbMHeHwMe 32 6akTepUaAHu MHGEKLMM
(kato Borrelia spp., pukeTcnosHu u T. cruzi uHdpekumm). Exokapamo-
rpadusTa € OCHOBHUAT MeTOA 32 O6pasHa AMarHOCTMKA, CA€ABaH OT
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APYTM TexHUKU. CbpAEYHO-CBAOBUAT MArHUTEH PE3OHAHC e
YCbBbPLUEHCTBAH o6pa3eH MEeTOA C HapacTBalO 3Ha4dYeHue 3a
OTKPMBaHE Ha MUOKapAHU, KaKTO U MepUKapAHU )’BPe)KAaHl/lFl.‘Hs"‘m
Hali-BaxkeH e cbobpaseHWAT C MaLMeHTa MOAXOA, OOMKHOBEHO
0byCAOBEH OT AOMMHMPpaLLMTE cuMnTOoMU. [paduunHuTe cxemu
(Purypu 5-7 u 9-13) uaocTpupat npearOKeHUs paboTeH

npouec B PasAUMYHU KAUHUYHU CLEHapun. Korato MaumMeHTHLT Ce

Ta6Auua c npenopbku 1 - NMpenopbKU 3a KAMHUYHA
oL,eHKa HAa MUOKApAMUT U MEepUKApPAUT
(B>¢. AokasaTeAcTBeHa Tabauua 1)

Mpenopbku Kaac® Hugo®
[Py BCUYKM NALMEHTU CbC CyCMeKLIMS 3a MUOKAPAUT

U/MAV NEPUKAPAMT, 3a MbPBOHAYAAHA AMArHOCTUYHA

OLieHKa Ce rMperopbyBa MbAHA KAMHWMYHA OLIEHKa, =

BKAIOYBALL|A aHaMHe3a, GU3MKAAEH MPErAes, PeHTreH
Ha rpbaHUsA KoL, 6uomapkepu,” EKT 1 exokapamo-
rpagus.

CMR ce mpenopb4a Mpu MaLMEHTU C KAUHUYHO
CbMHEHME 33 MUOKapAMT (4pe3 M3MOA3BaHe Ha
akTyaauaupanuTe LL kputepum) u/man nepu-kapan
32 HEWHBA3WBHOTO AMATHOCTULMPaAHE Ha
Bb3MaAUTeAHa peakums, """

IMpy MaLMeHTH C BUCOKOPWUCKOB NepUKapaUT” ce
npenopbyBa XOCMUTAAM3ALMS C LLIeA MOHUTOPUPaHe

105,130
M AeYeHune.

[Mpy naumneHT ¢ yMepeHO AO BUCOKO-PUCKOB
MUOKapAMT® ce MpenopbUBa XOCMMTaAM3aLMA 32
HabAloAEHME U AeUeHNe.

EMB* ce npenopbyBa Mpu naumeHTH ¢ BUCOKOPUC-
KOB MMOKapAMT" U/MAU XEMOAMHAMMUUHA HeCTabUA-
HOCT M/MAM NPU NaLIMEHTM C MUOKAPAMT CbC Cpe-

AEH PUCK, KOUTO He pearupaT Ha KOHBEHLIMOHAAHA
Tepanus, 3a Aa ce OTKpue creLyduyeH XMCTOAOMU-
YeH MOATUM U Ad CE MPELIEHN AAAM 33 ACYEHMETO €

34,63,73,131
HaAM4€H BUPYCEH FrEHOM.

MHBasuBHa KOpOHapHa aHrMorpadusi MAM KOpPOHap-
Ha KT, B 3aBUCMOCT OT KAMHUYHATa BEPOSITHOCT, Ce

npenopbysa npu naumeHtnt ¢ IMPS, ako MMa cbMHe- C
HUYe 32 OCTbP KOPOHAPEH CMHAPOM, 33 A CE U3KAIO-

UM OBCTPYKTMBHA KOPOHapHa BOAECT Ha CbpLETO.

TMpY NaUMEHTM C HUCKO-PUCKOB MMOKapAUT' TpsibBa

Aa Ce B3eMe NMPEeABMA XOCMUTAAM3ALMA C LIEA MOHM- lla C

TOPUpaHe 1 AeYEHMeE.

MepurkapAHa MAM envkapaHa BUOMICUA MOXe Aa ce
B3EME MPEABUA MPY PELIMAMBMPALL, MEPUKAPAEH W3-
AVIB KaTO 4aCT OT AMarHocTM4HaTa o6paboTka, Kora-
TO AMarHo3ara He MOXe A2 GbAe MOCTaBEHA C MyA-
TUMOAAAHA O6pa3Ha AMArHOCTMKA U AaBOPaTOpPHM
N3CAEABAHMS.

PyTuHHaTa cepoAorvis He ce npernopbyBsa Mpw naum-
€HTU C MUOKAPAWT W/MAU MEPUKAPAWT 3 OLIEHKa Ha
BUPYCHaTa eTUOAOTMS, C U3KAIOYeHMe Ha xemaTut C,
XWMB 1 AaitMcka 6oaecT.

0
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CMR, cbpaeuHO-CcbpOB MarHuTeH pesoHaHc; KT, komnioTbpHa Tomorpadus; EKT,
eAekTpokapavorpama; EMB, eHaommokapaHa 6uoncus; XMB, umyHopedmLmMTeH BUPYC;
hs-Tnl, BucokouyscTBUTEACH TPOMOHMH |; hs-TnT, BUCOKOUYBCTBUTEAGH TPOMOHMH T,
IMPS, Bb3naanTeAeH MuonepukapaeH cuHapom; LL, Lake Louise; NT-proBNP, N-
TEPMMHAAEH MPOXOPMOH Ha MO3bUHMS HATPUYPETUUEH MEMTHA.

* Kaac npenopbkut.

* AoKa3aTeACTBEHO HUBO.

© Bratountearo hs-TnT uan hs-Tnl, C-peaxtuseH npotewH, NT-proBNP.

¢ Bx. Tabauya 7.

© CobBpemeHHara oueHka Ha EMB TpsbBa aa ce ocHoBaBa Ha XWUCTOAOTUS,
MMYHOXUCTOAOT US| U MOAEKYASIPHA MaTOAOTUs 33 OTKPUBAHE Ha BUPYCHU MHPEKLMM B
MUOKapAHM 1 KpBBHK Npobu (B. 1 TabAnua 11).

Ta6Auua 9 OueHKa Ha 6a3aAHO U Harlpe AHAaAO HUBO

Ba3aAHa oueHKa:

AHaMHe3a: MOTEHLMAaAHU MPUYUHU U TpUrepu (BUPYCHa MHeKLMs Ha
TOPHUTE AMXATEAHU WMAM CTOMALUHO-YPEBHWTE MbBTULLA, TOKCUHMU,
ynoTpeba Ha MEAVMKAMEHTU, ACKAPCTBa), PEKYPEHTHU CUMIMTOMM, baMUAHA
aHamHesa 3a IMPS/kapanomuonatns/BCC u cucTeMHM Bb3MaAUTEAHWM/
ABTOMMYHHM 3a6OAsIBaHMS

DusmKaAeH MpPerAeA: OLEeHKa Ha KAMHWMYHATA CTabMAHOCT, CUMMTOMMUTE
(6oAka B rvpauTe, cumntomn Ha CH, maAnuTaumm, cuHkonm), Hepasmno-
AOXeHue, obla cAaboCT M yMopa, MEPUKApPAHO TPUEHE, KAMHWUYHM
cumnTomu/npumsHam Ha CTP

EKT: aoenpecus Ha PR-cermerTa, npomenu B ST/T-BbAHaTa, AV 6A0K U
KaMepHM apUTMUM

PeHTreH Ha rpbAHUS KoL

OCHOBHM AaBOPaTOPHU AQHHMU:

Mapkepu 3a MMOKapaHa Ae3ust (Hanp. hs-TnT/Tnl)

Mapkepu 3a crcTemMHo Bb3naeHue (Hanp. C-peaktuseH npotenH, CYE,
6pOit Ha AEBKOLIMTUTE)

Mapkepu 3a cbpaeyHa HepocTaTbuHOCT (Harp. NT-proBNP)

[TbAHa KpbBHA KapTUHa (BKAIOYMTEAHO BpOlt Ha eo3UHOGUAMTE)
BbbpeuHa GyHKLMA U EASKTPOAUTH (Hamp. HATPUI, KaAUI, KpeaTUHUH)
DyHKUMA Ha WMTOBMAHATA XAe3a (Hanp. TSH)

YepHoapO6Ha GYHKLIMS M AOMBAHUTEAHU M3CAeABaHMS (Hanp. AakTaTt pe-
XMAPOTreHasa, acnapTaT aMMHOTpaHcdepasa, aAaHUH aMMHOTPaHcdepasa)
Exokapaviorpadus, BKAOUUTEAHO M306passiBaHe Ha CTpeiHa

PaswimMpeHa oL,eHKa, O6MKHOBEHO CAEA MPpUEMaHe:

OueHKa Ha KOPOHapHaTa aHaTOMMsl (aKO € HEOBXOAMMA 32 AndepeHLIMa-
HaTa AMarHo3a Ypes MHBa3MBHA KOPOHAPHA aHrMOrPadus MAM KOPOHapHa
KT, B 3aBUCMMOCT OT KAMHM4YHaTa BeposiTHocT 3a OKC)

CMR 32 oueHKa Ha NMpU3HaLMTE Ha MUOKApPAHO W MEPUKAPAHO Bb3MaAeHUe
u/van dbubposa.

CKPUHMHT 32 apUTMKA B 3aBUCMMOCT OT CTpaTudmKaLmsTa Ha pucka (Harp.
Xontep-EKT).

AOMbAHUTEAHM AABOPATOPHM NapaMeTpy, PbKOBOAEHU OT KAMHWYHA CyC-
nekums (Hanp. ako ce OYaKeaT TepaneBTUYHU MOCACAULIN).
CreLpaAm3nMpaHo reHeTUUYHO M3CAEABAHE, aKO € MOoKas3aHo.

KT 32 oLieHKa Ha CbMBTCTBALLM MAEBPOMYAMOHAAHM 3a60ASIBaHMS.
CneundpuueH MmokapamT: EMB npu BUCOKOPUCKOBK CAyHaun 1 npu
CPEAHOPUCKOBM CAyYau, NPy MHAMBUAYAAHO PELLIEHME 32 OTKpUBaHe Ha
cneLmryHa XMCTOAOTUS U HAKOU ETUOAOTUM, aKO € HEOBXOAUMO.
CneumdpuyeH NepuKapAUT: AMarHOCTUYHA NEpPUKapAMOLIEHTE3],
KoraTo e rokasaHa.”

OKC, ocTbp kopoHapeH cMHAPOM; AV 6AOK, aTproBeHTpHKyAapeH 6aok; CMR,
CbpPAEYHO-CbAOB MarHuTeH pesoHaHc; KT, kommioTbpHa Tomorpadus; CTP, cbpaevHa
TamnoHaaa; EKT, eaektpokapavorpama; EMB, eHaommokapaHa 6uoncus; CYE, ckopoct
Ha yTasBaHe Ha eputpoumtiTe; CH, cbpaeuHa HepocTaTbyHOCT; hs-TnT/Tnl,
BMCOKOUyBCTBUTEAEH TporoHKH T/I; IMPS, Bb3naAuTeAeH MoneprkapAeH CUHAPOM;
NT-proBNP, N-TepMuHaAeH MPOXOPMOH Ha MO3bYHMA HaTpuypeTudeH nentua; BCC,
BHe3arHa cbpaeyHa cMbpT; TSH, TMPeoCTUMyAMpaLL, XOPMOH.

* Bx lMpenopbyumerna mabauya 12.

NMPeACTaBs C KAMHUYHU CUMMNTOMM, Noackaseatlm IMPS (TabAuua 6),
npenopbkuTe ca 3a MPOBEXAAHE Ha OCHOBHA W pasliMpeHa
AMArHOCTMYHa oLeHKa (Bx. TabauLa 9).

5.1 EAekTpOKapauorpama

AvHampuHuTe NpoMeHm B ST CErMeHTa ca KAACUYECKU OTAUUMTEA-
HU 6eAesn Ha MEepUKApPAMT U MUOKAPAMT. Hai-TunuuHusT MoaeA
BKAIOYBA LUMPOKO PasnpoCTpaHeHa eAeBaums Ha ST-cermeHTa,
cbobuasaHa B 20%—-60% oT cayyaunTe (BUxKTe AOMBAHUTEAHM AQHHU
OHAaltH, Tabamua S4). Mpu nepukapamt, EKI npomeHuTe Hacousat
KbM MPUAPYXaBaLLLO MMOKApAHO 3acsiraHe M COuYaT Bb3MaAeHue Ha
cy6enukapaa.” Tesn MpOMEHM ca MO-4ECTM B HavYaAHaTa hasa 1 MOXe
A2 Ca MO-YecTW Mpu Mo-mMAaAM naureHTw. AenpecusTta Ha ST-
CerMeHTa M MHBEPCHATA Ha T-BbAHATa MOTaT CbLLO A Ca HaAMLE,
Makap M Mo-psiAKO, OTKOAKOTO MPU MaLMEHTU C OCTpa MUMOKapAHa

© ESC 2025
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nexemms,””? 1 MOXE AA Ca CBBP3aHM CbC CTEMEHTA Ha MMUOKApAHO
pre)KAaHe.133’134Am¢y3HaTa Aenpecus Ha PR cermeHTa e kaacuyecka
paHHa Haxopka npu Oll. HamaaeHue Ha amnamTypata Ha QRS
komnaekcuTe Ha EKI™ Moxe aa ce HabAopaBa B caydam Ha OT1 u/muam
OM, ocobeHO MpU roAemu eKCyAaTW MAM OBLLMPHO MMOKapAHO
yBpexxpaHe. CbobllaBa ce 3a enekTpudecku aaTepHaHc Ha QRS
KOMMAEKCUTE, KOMTO Ce AbAXKM Ha GAYKTYaLIMS Ha CbPLIETO B PamMKUTe
Ha roAsiM ekcypaT (Atoaeewo ce cbplge). [pu OM Moxe aa ce
HabAopaBa yabakaBaHe Ha QT nHTepBaAa.

[MpeACbPAHO MbXXAEHE MOXE Ad Bb3HWKHE MPW OCTbP MNEPUKAPAUT
(A1), ocobeHo Npu NaLMEHTH C TakaBa NPEANCNO3NLMS, MPU KOUTO
NEPUKAPAHOTO Bb3MaAEHUE MOXe Obae TpUrep 3a HaAKamepHu
aputMun.”” 3a pasauka ot ToBa, KA ca No-4ecTyt pu MAOKapANT.

AV 6AOKOBE U BBTPEKAMEPHUTE HapyLLEHWUs Ha NMPOBOAMMOCTTA,
ocobeHO AecHUAT bBeppeH OAOK, He ca peaku (Bx. Pasaea 4.3.3 u
AOMBAHUTEAHWN AaHHM OHAAH, TabAnLia S4) 1 MOXKe Aa ca CBbp3aHM C
no-Texku nposisn.

[TpoMeHWTe B eAeKTpOKapAMOrpamMarta €a CMAHO AMHAMUYHWU U
MoraT Aa Ce pasBMAT B PaMKMTE Ha 4acCOBE WMAM AHM, KaTo
TEMMOpaAHaTa MPOrPecus Bapupa 3HAUMTEAHO MEXAY MaLMEHTUTE.
ST npomeHWTe OBMKHOBEHO OTLUYMSBaT; BaXXHO e obave pa ce
oTbeAexm, ye HopmaaHata EKI mpu npeacTaBsHeToO He M3KkAlouBa
Bb3MOXHOCTTa 3a IMPS.

5.2. Buomapkepu

5.2.1. Buomapkepm B KAMHMYHATA NPaKTUKa
[MpenopbuBaHuTe Mapkepu npu IMPS BkAtouBaT:
e Bb3naauteAHuTe mapkepwm (Hanp. C-peakTuseH npotenH): C-
PEaKTUBHUAT MPOTEMH YECTO € MOBMLIEH MPU MaLMUEHTU C
nepukapamt (Ao 80%) n OM (a0 80%) u ponpuHacs 3a
avarnosata.”®**"** OtpuLateAHmTe pesyatatn obade He M3KAIOUBAT
Ta3n pAnarHosa. [Npu nepukapanT C-peakTUBHUAT NPOTEUH € MapKep
33 aKTMBHOCT Ha 3abOASIBaHETO, KOMTO MOXE Ad Ce W3MOA3Ba 32
OMpeAeAsiHE Ha MPOABAKMTEAHOCTTa Ha MPOTMBOBbB3MAAMTEAHATA
Tepanus.’® D-AUMEPUTE CE U3CAEABAT MOHACTOSLIEM 3a TAXHOTO
AMArHOCTUYHO U MPOTHOCTUYHO cboTeeTcTare. ™ "
o Mapkepute 3a MMOKapAHa Ae3usA (Harnp. TPOMOHMH):
TPOMOHMHBLT € MOoBWLLEH MPU 3acAraHe Ha MUOKapAa, KOeTo
OBMKHOBEHO TMOKasBa KapAMOMMOLMTHa Hekposa. OueHkata Ha
63a3aAHMSA TPOMOHWH € OT PELLABALLLO 3HAYEHME 33 AMArHOCTULMpaHe
Ha TeXecTTa Ha MWOKapAMTa. ToM OBUMKHOBEHO € MOBWLLEH MpU
MHPAPKTO-NMOACDEH MUOKAPAMT.
o Mapkepu 3a CH (BNP nan NT-proBNP): [Npenopbusa ce
oueHKa Ha 6a3aAHOTO HMBO MpU MALMEHTU CbC CbMHEHMe 3a
MUOKapAMT. TOBa 13MepBaHe MOXe Ad Ce MOBTOPU MpU U3NuMcBaHe u
MO BpeMe Ha MPOCAEASIBAHETO B aMOYAAaTOPHM YCAOBMS, 3a Ad Ce
HarmpaBu OLLeHKa Ha pUcka OT KAMHUYHU cbouTUs. NT-proBNP moxe
Ad Ce M3MOA3Ba MpW MALMEHTU C MUOKAPAWMT KaTo MpeACKasBsall,

Mapkep Ha CH cpea naumeHT ¢ HOpMaAHa MAM HapyLleHa AKMND."?

5.2.2. Buomapkepm oTBbA PYTMHHAaTA KAMHUYHA NMPaKTUKa

Pa3sAnuHmM 6Griomapkepum MoraT pa MOMOTHAT 32 MAEHTUMLIMPaHe Ha
cneunduyHaTa eTUOAOTMA U 3a CTPaTUdMKaLMATA Ha pucka.
[ToBeyeTo OT TAX He ca YacT OT PyTMHHATA KAMHMYHA MPaKTMKa, HO
61xa MOrAM Aa MOMOrHaT Bb3 OCHOBA Ha CMAHO KAMHWYHO
|'|0A03peH|4e,73 Belle pokasaHo Ye Harmpumep MiR721 npuTexasa
KaraumTeT 3a AUCKpUMMHaLMA,

B cneunduuHm cuTyaumm, TYMOPOHEKPOTUYHUAT dakTop aAda
(TNF-a), IL-1B, IL-6 w1 IL-17A moraT aa umart cToiHocT. Mo nopobeH
HaUMH, B HAKOW CAyYaMn OLLeHKaTa Ha KapAMOCneLMpUUHM aHTUTeAd

MOXe Aa 6bAe MOAE3Ha B 3aBMCMMOCT OT HAAUYHOCTTA Ha MeCTHaTa
AabopaTtopus. Te BKAlOUBAaT OpraH-crneUMdUUHM aHTUTEAA U
CbPAEYHM aBTOAHTUTEAR, KaKTO M aHTUTEAA CPeLLly MHTepPKaAMpaHu
AMCKOBE, KaKTO U HEOPraHO-CMeLAbUUHI CEPYMHM aBTOaHTMTEAR.
Tesn aBTOAHTUTEAQ, OCOBEHO aKO Ca BbB BUCOKM TUTPW, MOraT Aa
MMaT OTpULATEAHA MPOrHOCTUYHA croiHocr. '

Hewo noseuve, cneundpuyeH cepymeH bHuomapkep, T.e.
pastBopumata ¢opma Ha IL-1 peuentopHo-nopobeH 1 (IL-1RL1T),
M3BECTEH CbLLO KaTo ST2, e BUA CBbP3aH C MO-BMCOK PUCK OT TexKa
CH cpea naumeHT OT MBXKKM MOA € MVIOKapAMT.143|_||I)l/I MUOKapAUT
Ca M3CA€ABaHM U APYTM BUOMapKEPH , BKAIOYUMTEAHO MPOKOAAreH T
lll, reacoanH, pasteopum VCAM-1, raaekTuH-3, cepyMeH arapMuH
S100A8/S100A9, mmyHoranobyanHoBa cBoboaHa Aeka Bepura U
XemnapuH-CBbP3Ball, MPOTEMH 3a AMArHOCTUYHM, KaKTO M 3a
MPOrHOCTUYHK LieAW. Tesn Guomapkepu obaye ca OLEHEHU B
OrpaHMYeHM MaAKM KOXOPTM M HE Ce M3MOA3BAT KaTo PyTWHHA

144,145
MpakTUKa.

5.3.leHeTUKa

[eHeTUYHOTO TecTyBaHe e CPaBHUTEAHO HOBO B 0bAacTTa Ha IMPS.
ColuecTtsyBa noteHupaaHo npunokpusaHe ¢ KMIT. MuokapauTsT 1
MEPUKAPAMTET LLie 6bAAT OOCHAEHM MOOTAEAHO.

Hapactea 6posT Ha AOkasaTeACTBaTa, Ye rEHHW BapuUaHTW,
KOAMPALLM CTPYKTYPHU MPOTEUHM, MO-CMELMAAHO AECMO3OMHUTE 1
CapKOMepHUTE MPOTEMHM, MOraT Aa Ce MPUMOKPMBAT C OCTbp U
peLMAMBMPALL, MUOKAPAMT M Aa MOBAWMAAT Ha TexecTTa Ha
3a6OAHBaHeTO.94’95HeLLI,O noseue, 6sixa HAMEPEHWN AOKa3aTEACTBa, Ye
MMa TPUMOKPMBAHE Ha TEHHW BapWaHTW, TMPEeAPas3NOAAraly Kbm
MUOKapAHO Bb3MaAeHue, U HacaepcTBeHata KMIT (ARVC w
NDLVC).13 MuoKapAHOTO Bb3MaAeHWe Moxe Aa GbAe OTKPUTO Mo-
CMeLMaAHo Npu naumeHTH ¢ HacaeacTeeHa KMIT upes nsnoassaHe Ha
CepyMHM 1 obpasHu 61/1omap|<epv|.13 MMma aAokasaTeAcTBa, Ye Te3n
NaLMeHTH ca C MO-BUCOK PUCK OT YCAOXHEH MUOKapaMT (Pasae
4.3.5).13’91'93’948 MeTa-aHaAm3, cbopHaTta YectoTa Ha P/LP BapuaHTUTe
ca 6uAn 4,2% NpU He-yCAOXKHEH MMOKApPAMT, AOKAaTO 33 YCAOXKHEH
MUOKapAMT cHbopHaTa uvecToTa e buaa 22% u cbotBeTHo 45% npu
Bb3PaCTHM M npu Aela.’ [laTOreHHUTE/BEPOSTHO NaTOreHHM
BapMaHTU B AECMO3OMHUTE FEHU Ca MO-YeCTU MPU He-yCAOXKHEH
MUOKapAMT (64%), AOKaTO BapUaHTUTE B CAPKOMEPHUTE reHu ca BuAn
NO-4YeCTU MpU YCAOXKHEH MUoKapauT (58% npu Bb3pacTHuTe 1 71%
npu AeLl,aTa).%

Cepusi OT €AMHUYHM CAyYan AEMOHCTPUPA BUCOK ASIA Ha
NaTOreHHUTE MAM BEPOATHO MAaTOrE€HHM BapUaHTW MPU MaLMEHTH C
MUOKApAMT CbC 3acsiraHe Ha AsicHaTa KaMepa MAM MPOABAXKMTEAHA
KA." OcseH ToBa, BapuaHTK Ha DSP ca pokAaaaBaHM npu dpammaeH
PELIMAMBUPALL MUOKAPAMT.  Hello noBeue,Apyro mpoyusaHe
AEMOHCTPMPA MPUMOKPMBAHE HA FEHHW BAPUAHTU MPU MUOKAPAWT U
HACAEACTBEHA XPOHMUUHA MUOKAPAHA UHCYbULIEHLMS.
MAeHTUOMKALMATA HA TaKMBA FEHHWM BapuMaHTU BOAWM AO HSKOAKO
KAVHUYHW MOCAEAMLIM:

1) AoKaTo NpU MUOKAPAWMT MMa Mpernopbka Aa Ce OTAOXKM
MOCTaBSHETO Ha WMMAAHTUPYeM KapaunoBepTep-pedubpuaatop
(ICD) no Bpeme Ha ocTpata ¢asa Ha 3aOOASIBAHETO, MparsT 3a
noctaesHe Ha ICD kaTo mbpBMYHA MpEBEHLMS € MO-HUCHK MpU
ARVC.*®

2) [eHHW BapuaHTH, NpeApasmnoAaralLyt KbM MUOKapAMT, UMaT
CbOTBETHU TMOCAEACTBUA 3a I'IaLl,VIEHTl/ITe.M 1 [NoapobHocTH ca
AapeHn B [Mpenopbkn Ha ESC 2023 r. 3a AeyeHue Ha
KapAMOMMOMaTHM.

3) TpsibBa A2 ce MPEAAOXKM KaCKAAEH KAMHUYEH U FreHeTUYeH

7,
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93,149
CKPUHUHI Ha POAHUHUTE U ¢aMMAHO FeHETUYHO KOHCYATUPaHE.

Tbl KaTO Hay4YHWTE MO3HAHWMs 32 FeHHUTE BapWUaHTWU W TAXHaTa
MOTEHLIMAaAHA MaTOPU3MOAOTUYHA POAS HEMPEKbCHATO HapacTsaT
npe3 MOCAEAHUTE TOAWMHM, USAAOCTHUSAT CKPUHMUHI BKAIOYBA
AECMO3OMHM U CapKOMEPHM TFE€HW U HSKOM TEeHW, CBbP3aHU C
AKMI_I'64,91,96,146,150
I. 33 AGUEHME Ha KAPAMOMMONATUM.® BbMpeKu TOBa, He € SCHO AaAM
Bb3MAAMTEAHUAT MPOLLEC AEIMCTBA KaTO CryChK MAW € U3LAAO YacT OT
NaTOPU3MOAOTUHHUS MPOLIEC MPU HACAEACTBEHA KMM.™!

[MaToreHHW/BEPOATHO NAaTOreHHM BapUaHTK ca MAEHTUGULIMPAHU
MpY MauMeHTH ¢ peumanBmpall, nepukapamnt (PT), ocobeHo Maaam
naumMeHTn, ¢ daMMAHA aHaMHE3a, MHOXECTBEHM PeLUAUBU,
Bb3naAMTEAeH ¢eHOTUN U pedpakTepHU MAM 3aBUCUMKU OT
MEAMKAMEHTO3HOTO AeueHue. PeLnAVBUPaLlLMAT MepUKapAMT ce
CBbP3Ba C FEHETUYHM BapMaHTU Ha MOHOTEHHW aBTOBBL3MAAUTEAHM
3aboasBaHus (Hanp. FMF TRAPS), Ho cblLo M C reHu, cBbp3aHK C
Bb3MaAUTeAHMS oTroBop (Purypa 14).50’51’152’153

HeoTaaBHALLHO MpOyUYBaHe € U3BBPLUKMAO CEKBEHWMPAHE Ha LieAUs
eksom npu 108 naumentn ¢ PI. Okoro 15% oT naupeHTUTE KaTo
LSIAO, Ca MMaAW F€HHM BapWaHTK, CBbP3aHM C Bb3MaAUMTEAEH OTTOBOP,
Aokato pAo 30% oT maumeHTUTe ca BMAM HOCUTEAM Ha BapUaHTU B
Pa3AMYHM CbPAEYHM TeHM, KOETO 3acAy)XaBa Mo-3apbAboYeHO

3a noapobHocTu BukTe Mpenopbkim Ha ESC 2023

|'|poyt4|3a|—|e.51 Te3an AaHHWM MpeanoAaraT reHeTU4YHa MpeApPasnoAO-
YKEHOCT MU NMOHe eAHa MOATPYNa MaLuMeHTU (MOAOKUTEAHA daMUAHA
aHaMHe3a 3a NepuKapAMUT MAM MEPUOAMYHA TPECKa, cAab OTroBop Ha
KOAXULIMH, MHOXECTBO PELMAMBU C Bb3MaAUTEAeH $eHOTUM) Mpu
B Te3sn KAMHUYHK

1,152

5
KOUTO MOXe Ad C& MPEAAOKU KOHCYATALMS.
CLieHapuu TpsibBa Ad CE B3eMe MPEABUA MPOABAKUTEAHA Tepanus CbC
crneumpuUHM BUOAOTMYHM areHTU (Hanp. aHTU-IL-1 areHTw).

Ta6auua c npenopbku 2 — Npenopbku 3a reHETUYHO
TecTyBaHe (BX. AoKa3aTeAcTBeHa TabAuua 2)

Mpenopbku Kaac® Hugso®
[penopbynTeAHO € Aa ce cHeMe GamMmMAHA aHaMHE3a,
BKAIOUMTEAHO POAOCAOBMS, B CAYYau Ha peLiAMBMPALLY
IMPS, 3a Aa ce MpepOCTaBAT KAIOUOBE 32 OCHOBHAT: C

€TUOAOTUS, AQ CE OMNPEAEAM MOAEABT Ha YHacAe-
ASIBaHe U Ad Ce UAEHTUDULIMPAT POAHWUHU B PUCK.

[eHeTUYHO U3cAeABaHe TPsGBA AQ Ce B3EME MPEABMA

MPU NaLMEHTU C NOTBbPAEH MUOKAPAUT/MEPUKAPAUT

B CAy4YamTe, Korato Mma; SIS
¢dammaHa aHamHesa 3a IMPS, HacaepcTBeHa WAM

NpeArnoAaraema KapAMOMUONaTHs

TeXKa KaMepHa apuUTMUS

® curHupukaHtHo Asso/pscHo LGE (Hanp.

npbcTeHoBUMAHA $opMa MAM cenTaaHa LGE) mam

NMepCUCTUPALLA CUCTOANYHA AUCHYHKLMS Ha AK

®  peLVAVBUPALL, MUOKAPAMT UAW MEPCUCTUPALLIO

MoBULLIABaHE HA TPOMOHMHA

@ PELMAVBUPALL, MEPUKAPAMT C Bb3MAAUTEAEH

deHOTUN, pedpakTepeH Ha KOHBEHLIMOHAAHO

AeueHUe’, C LieA OTKpMBaHe Ha OCHOBHA reHeTUuUHa

NpUymHa.

IMPS, Bb3naAuTeAeH MUoONepuKapaeH cvHAPOM; IL, HTepaeskuH; LGE, kbcHo
rapoArHueBo ycuasaHe; AKM®, dpakupms Ha M3TAACKBaHe Ha AsiBaTa Kamepa.
* Kaac npenopbkut.
® AOKa3aTeACTBEHO HMBO.
“Bx. PaspeA 4.
d

OcobeHo crab OTroBOp Ha KOAXMLMH U aHTh-IL-1 cpeacTBa.

( N
Octup IMPS PekypeHnteH IMPS
(eAMHW—IeH €nu30A) Hudpexuna
[eHeTWueH ¢poH
ﬂ p ﬂ m Uudekuma
(eAMHMHeH enusoa) _ — ABT0-Bb3NaAUTEACH/
ABTOMMYHEH
reHeTl/IHeH
— = A
(MHOXecTBO » » ABTo-Bb3naAuTeAeH/
PELMAMBH) aBTOHMYHEH
- @ESC—

d)urypa 14 PazAmyHMTE HauMHM Ha NpOTHUYaHE Ha Bb3NAaAUTEAHNA MUOMEPUKAPAEH CMHAPOM U B3aMMOAeVICTBMeTO MEXAY reHeTU4HO

O6yCAOBeHOTO Bb3MaA€HNE U aBTOUMYHUTETA OTBbBA MbpPBOHA4YaAHUA MH¢€KHMO3€H Tpurep. |MPS, Bb3NaAUTEAEH MUOMEPUKAPAEH CUHAPOM.
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5.4. MyaTuMopaAHO u3o6passaBaHe

HeuHBasueHoTo aAmarHocTuumpade Ha IMPS ce ocHoBasa Ha
YCbBBPLUEHCTBAHO CbPAEYHO-CbAOBO M306passisaHe. B AombAHu-
TEAHU AQHHU OHAaMH, TabAamua S5 e npepocTaBeH OOLL, Mperaea Ha
Bb3MOXXHOCTUTE Ha PasAMYHWUTE OOpPasHM METOAM 33 MAEHTUDU-
uMpaHe Ha NMatopuMOAOTMUYHIN KOMMOHEHTU. ExokapanorpadusTa
OOWMKHOBEHO € MbpBaTa CTbMKa B obpasHarta AMArHOCTWUKa W
ocurypsisa $yHKLMOHAAHA U MOPPOAOTUYHA MHOPMALMUS.
KapAMOBaCcKyAQpHUAT MarHWTEH pe30oHaHC Moxe Mo-pAobpe Aa
AvibepeHLpa M1OKapAHaTa TbKaH W pasrpaHiMyaBa MUOKapAHOTO OT
MEPUKAPAHOTO Bb3MaAEHUE, KaKTO W PasAMyHM Tunose ¢ubposa.
DAYOpPOAEOKCUTAIOKO3HATA MO3UTPOH-EMUCUMOHHA TOMOrpadus
(FDG-PET) e noae3Ha 3a OTKpMBaHe Ha aKTUBHOCT Ha 3aB0OASBaHETO,
ocobeHo mpu CS (Bx. Paspen 5.8). KomnioTbpHata Tomorpadus
MO3BOASIBA OTKPMBAHE Ha MepuKapAHa KaAuMdUKaLMsa WM HerHaTa
cTeneH, KakTo 1 nskatouBaHe Ha KAB. MpuAaraHeTo Ha HemHBa3MBHa
obpasHa AMarHoctTuka TpsibBa Aa PbKOBOAM B3eMaHeTO Ha
TepaneBTUYHM peLleHns (Bx. Paspen 4).

5.5. Exokapauorpadus

TpaHcTopakaAHaTa exokapavorpadus (TTE) obukHoseHo e
M3OpaHUAT MbpBOHAYaAEH METOA 3a 06pa3Ha AMArHOCTMKA MPY AWML
cbe cbMHeHue 3a IMPS, npeagma cnocobHocTTa 11 Aa MAEHTUOULIMPA
MUOKapAHM U MEPUKAPAHM aHOMAAMU, KaKTO M CbIMBTCTBALLM KAQMHU

115,124
3a60AsBaHMA.

5.5.1. Exokapauorpagumsa npu MUOKapAUT
[laumeHTn cbC CbMHEHWE 3a MUOKapAMT Tpsibea aAa 6baat
MOAAOXEHM MPU MPEACTABAHETO CM Ha CTaHAapTHa T TE, BkAouM-
TeaHo "speckle tracking" nan nscaepsane ¢ TokaHeH Aonaep (TDI).
TpaHcTOpakaAHaTa exokapanorpadus nomara 3a MOHUTOPUPaHe Ha
NMPOMeHWTe B pasmepa 1 obema Ha CbpPAGUHWUTE KYyXMHM U TAXHaTa
byHkums, oebeanHaTa Ha cteHuTe 1 PESf. Mpu MuokapamT Morat aa
ce HabAopaBaT raobaAHa KamepHa AWUCOYHKLMS, AMACTOAMHUHA
AVCYHKLMA CbC 3anaseHa dppakums Ha n3TaackeaHe (D), a Morat pa
HaCTBMAT U PETMOHAAHW MPOMEHM B KMHETMKATA - WMA #4158
TekaHHOTO pAonAepoBo msobpasseare (TDI) uan nsobpasssaHeTo
Ha CTpeiHa MoraT Aa Ce WM3MOA3BaT MpW MUOKAPAWMT U MOXe Aa
MOKaar M1OKapaHO yBpexaaHe. """ CKopoLuHM mpoydsaHus ca
MoKasaA, Ye TAOBAAHUST HAAABKEH W LIUPKYMbEPEHTHUAT CTPEMH
(GLS 1 GCS) n ckopocTTa Ha CTpeliHa ca HaMaAeHW MpU MaLMeHTH C
OM, popw 1 Npu 3anaseHa l/I(D.mCTpePIHbT MOXe Ad OCUIYPU BaxkHa
MPOrHOCTUYHA MHOPMALMA MPU OM." Pernonaanmst GLS moxe
Aa 6bAe cBbp3aH ¢ umkatpusaums npu KM u Moxe Aa npeackaxe
KA U KAMHUYHUA M3XOA MPW MaLMEHTU C oM.’ Mpu OM cbe

158 . 159
3anaseHa P ce oTkpuea abHopmeH AK ™ 1 Al cTpeiiH

5.5.2. Exokapamuorpa¢gus npu nepmkapaAmuT

TpaHcTopakaAHaTa exokapAMorpadms MoXe Aa yCTaHOBM HaAUuMe
Ha PEff 1 Aa oueHM HerosaTta XeMOAMHAMMYHA 3HAYMMOCT, KakTo M
KOHCTPUKTUBHA MaTOPU3UOAOTUS (AOMBAHUTEAHM AGHHW OHAQWH,
®urypa S1 1 Tabanua S6).

MaumeHTUTE C OCTBP MEPUKAPAMT MOraT A3 MMaT HOPMAAHO
usraexpaa TTE (40%-50% oT cayudanTe mpu mbpBu enun3oan);
HaAMYMETO Ha HOB MAM BAoLiasall, ce PEff obaue e amarHocTuuen
KpUTEpUiM 3a rlepmr<a1|3A1/1T.24‘"5’160 PasmepwT Ha PEff ce oueHsiBa upes
TEAe-AMACTOAHOTO PasCTOsIHWME Ha CBOOOAHOTO OT €XO MPOCTPaH-
CTBOTO MeXAY enuKapAa W napueTaaHus nepukaps (Tabauua

Ta6auua 10 Kaacupukauma Ha nepukapAHUA eKcypaT

Havaro Octbp (<4 ceammum)
MoaocTbp (>4 ceamuum A0 <3 MeceLa)
XpoHuyeH (>3 meceua)
Pasmep® Manabk: <10 mm
Ymepen: 10-20 mm
foasiM: >20 mm
PasnpeaeneHne LinpkymdpepeHTHO/AOKaAHO
Cocras TpaHcyaaT/ekcyaat

* MaKcvMaAeH TeAe-AMaCTOAEH AMAMETBP.

10)."5’128 NpenopbuBa ce M30OpakeHMsATa AQ BKAKOYBAT CTEMEHTA U
MECTOMOAOXEHMETO Ha BCSIKO M3MEpBaHe Ha eKCyAaTa, Thit KaTo ToBa
MO3BOASIBA MOCAEABALLM M3CAEABAHUA. TpaHCTOpPaKaAHaTa
exoKapAMorpadus nossoasBea pasnosHasaHeTo Ha CTP 1 HaanumeTo
Ha KOHCTpUKLMAR.

5.6. CbpAEYHO-CBAOB MarHUTEH pe30HaHC

CbpAEYHO-CbAOBUAT MarHWTEH PE3OHAHC € MPUETUST 3AaTeH
CTaHAAPT 32 KOAUYECTBEHO OMPEAEASIHE Ha ABYKamepHaTa GyHKLMSA 1
otkpuBaHe Ha WMA. CbpAeUHO-CbAOBUAT MarHUTEH Pe30HaHC MMa
NPEAMMCTBOTO Ha TbKaHHAaTa AMPepeHuMaLms, C HEUMHBA3UBHO
OTKpMBAaHE Ha MUOKAPAHO M MEPUKAPAHO Bb3MAAEHME, KAKTO U Ha
$nbposata.’’ AMarHOCTUUHMTE LEAM MPU HE-MCXEMUYHOTO
MMOKapAHO Bb3MaAeHWE BKAIOYBAT MUOKAPAEH OTOK, XMMEPEMUS U
KamnuAsipeH Teu, KakTo M Hekpo3sa/¢pubposa (BuxTe AOMBAHUTEAHM
AaHHU OHAalH, Purypa SZ)."’H64AmarHocquaTa TouHocT Ha CMR
€ Mo-BMCOKa, ako Ce M3BbPLUM B HAYAAOTO Ha 3aboAsiBaHETO (Hait-
Aobpe npes mbpeuTe 2 cepAMrLM). MUOKApPAHUAT OTOK 1 MPOMEHUTE,
ABAXKALLM Ce Ha Bb3MAAEHWE, BOAST AO MOBULLEHO CbAbPXKaHME Ha
BOAQ B TbKaHMTE, KOETO MOXE Aa CE OTKPUE KaTo MOBMLLEH
WMHTEH3UTET Ha CUrHaAa npu T2-npeTeraeHo u3obpasseaHe u/nam T2
KapTorpadupaHe; MOBULLEHOTO CbAbpXKaHWe Ha cBobopHAa BOAA B
TbKaHWUTE CbLLO e AOBEAE AO MOBMLIEH CUrHaA npu T1
KapTorpagupaHe U KOAUYECTBEHO OMPEAEASIHE HA U3BbHKAETbYHMS
obem (ECV). Hekposata n ¢unbposata Ha MMOLMUTMTE MoraT Aad
AOBEAAT AO HencxeMuuHM (Hamnp. CpeaHO-CTeHHM, CybemnmkapaHH,
netHuctn) mopean Ha LGE, kouto obukHoBeHO He cAepBaT
pa3npeAEAEHMETO B KOPOHAPHUTE apTepun. MAeHTUPMLIMPaHETO Ha
MUOKapAMTa MpWU rpbAaHa OOAKA € MO-AECHO, OTKOAKOTO Mpu
cueHapum cbc CH 1 apuTMms. 3a pnarHocTuka TpsibBa Aa ce npuaara
akTyaAmsmpanust LLC, KOMTO BKAIOYBA METOAM 3a MapameTpU4HO
kapTorpadupare (T1/T2/ECV), Tbit kaTO KOMOMHUPAHUST MOAXOA
MOBMILABA AMATHOCTMYHATa TOUHOCT (B, DdUrypa 4). " BaxHo e pa
ce oTbeAexu, Ye 0bpasHUTE AAHHM 33 MUOKApAHO Bb3MaAeHue He
couaT MOAAEXKALLMS XMUCTOTUN (BXK. AOMBAHUTEAHW AGHHW OHAAWH,
®urypa S2).

B cAyyait Ha nepukapamnt, CMR oTkpuea yaebeasisaHe, otok 1 LGE
Ha nepukapaa. % BaxHO e Aa ce OTBeAeXkM, Ue NepUKapAHOTO
LGE mMoxe pa o3HauaBa Mo-CKOPO MPOABAXKABALLO Bb3MaAEHWE U
HEOBACKyAapM3aLts, a He MPOCTa LMKaTpm3aLms (BX. AOMbAHUTEAHM
AaHHW OHAaMH, ®Purypa S2). KapAMOBAaCKYAapHUAT MarHUTeH
pe3oHaHC e MoAe3eH 3a OOEKTMBHA OLIEHKA Ha CTereHTa Ha
Bb3MAAUTEAHO 3acsraHe Ha MepuKapAa, 3a MbpPBOHAYAAHWUTE
AMArHO3M, KaKTO 1 33 MOCAEABALLOTO HabAIOAEHME (32 MOAPOBHOCTU
BxTe dDurypa 7 v Tabamua 9).

[MpeaBua dusmyeckute cm ceorictea, CMR ce BAuse ot
bepomMarHUTHM 06eKTH, KaTo HanpuMep KAamHWM MpoTesn wu
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MMIAGHTU, KOUTO BOAAT AO apTedakT. ChLLOTO BaXM 1 3a aKTUBHWUTE
MP-ycAOBHM ycTpolicTBa, KaTo HampwMep nercmenkbpy, ICDs u
nericmerkbpu/peprbpuratopu (P/Ds) 3a cbpaeyHa peCUHXPOHMU3M-
pata Tepanus (CRT), Ho Beye ca HaAMUHM CNELAAU3UPaHK TEXHUKM
32 MOCTUraHe B MHOIO CAy4Yam Ha Mo-pA06pO KayecTBO Ha
AMArHOCTUUYHOTO M306pakeHHe.'* ChbpAEUHO-CHAOBMAT MarHMTEH
Pe30HaHC OM MOrbA Aad Ce M3MOA3BA M MPWU MaLMEHTU C He-
KOHAMLIMOHHM YCTPOMCTBA C SICHA KAMHWUYHA MHAMKALWA, ako APYTU
obpasHn MeToaM ca be3rnoaesHU. BbB BcuUkM cAydan e HeobXoAMMO
NporpaMMpaHe Ha WMMMAAHTUPAHOTO YCTPOMCTBO MPeAM U CAeA
CKaHMPaHEeTO, KaKTO U MOHUTOPMPAHE Ha MaLMeHTa.

Aopu npu uHTy6Mpann nauneHTr, CMR ckaHMpaHusaTa ca yMeCTHM
C UeA oTkpMBaHe Ha Bb3MaAeHme.  AKO KamauMTETHT 3a 3aAbpXaHe
Ha AMLLIAHETO € HaMaAeH MAM MaLMEHTBT HE CbAGICTBA, TPAOBA Aa ce
MpUAOXaT 6BP3M TEXHMKM 3a OOpasHa AMArHOCTUKA W/MAM
ABMFaTEAHO KOPUIMPaHM 3o6pakeHns. '™

Ta6Auua c npenopbku 3 - NMpenopbKku 3a usobpasasa-
He CbC CbPAEYHO-CHAOB MarHUTEH pe3oHaHC
(B>x. AokasaTeAcTBeHa Tabauua 3)

Hueo®

Kaac®

Mpenopbku

Muokapaut

CMR ce npenopbyBa Npu MaumeHTU CbC CyCrneKTeH
MWOKapAMT, 33 AQ CE MOCTUTHE KAMHUYHA AMAarHo3a
M A2 Ce OMPEAGAM MPUUMHATA 33 OCTPOTO
MMOKapAHO YBPEXAAHE, BKAIOYMTEAHO OLIEHKA Ha
OTOKa, MCXeMUATa U HekposaTa/ dpubposata/
umKaTpusaupsTa, 111

CMR ce npenopbyBa 3a NpoCAeAsBaHE Hal-MaAKO
npe3 MbpBUTE 6 MECeLa NPy MALMEHTU C MUOKAPAWT,
33 A3 Ce MAGHTUGULIMPA O3APABSIA MAV
NPOAbAXABALL, MPOLIEC, 38 CTPATUGUKALMS HA pUCKa
1 MepCOHaAM3MPaHa Tepanus, KakTo 1 3a Ad Ce AaAe
Bb3MOXHOCT 3a PU3MUECKO HaToBapeaHe. " '* '
MepukapauTt

CMR ce npenopbHea Npu MaLyeHTH CbC CycreKkTeH
NepUKapAUT, KOraTo AMarHosata He Moxe Aa 6bae
MO-CTaBeHa C MOMOLLTA Ha KAMHWUYHM KPUTEPUM 33
OLieHKa Ha AOKA3aTeACTBa 3a NepUKapAHO 3apebens-
BaHe, oToK, LGE 1 3a oLieHKa Ha NepcrCTUPaHETo Ha
3a60AABAHETO MO BpeMe Ha NPOCAeAABaHEe Ha
110,129,165,187-194
noabpaHu cayyan.

CMR, cbpaeUHO-CbAOB MarHuTeH pe3oHaHc; LGE, KbCHO rapAOAMHMEBO yCHABaHe.
* MpenopbunTeAeH KAAC.
® AOKa3aTeACTBEHO HMBO.

5.7. KomniotbpHa Tomorpadpus

KomnioTbpHaTa ToMorpadus e yTBbPAEGH WMHCTPYMEHT 3a
uskAtouBaHe Ha KAB B 3aBUCMMOCT OT PUCKOBUS PEMTUHT 1 MOXeE A
Ce M3MOA3Ba B AMArHOCTMYHaTa 06paboTKa CbrAaCHO HACTOSLLMTE
NpenopbKM Ha ESC.**7"*

KoHTpacTHo ycuaeHata KT moxe aa 6bae MHOro moaesHa 3a
MOCTaBsiHE Ha ETUOAOTUYHATA AMAarHO3a Mpu naumeHTH ¢ roasm PEFf,
BKAIOUMTEAHO TaMrMOHaAd.  KOMMIOTbpHaTa ToMorpadua e BaxHa
NpeAn NeprKapAUEKTOMMSATA NMOPAAM KOHCTPUKLIMS, 32 Ad CE OLLeHU
aHaTOMMATA WM CTeMeHTa Ha KaALMMKaLMM, Tbi1 KaTo Mo-roasmata
CTerneH Ha MepUKapAHa KaAUupMdMKaums e cBbp3aHa C Mo-A06bp
cAeponepatmeeH pesyatar.’” Hewo noseue, mMoraT Aa 6baar
MAEHTUGULMPAHM aHATOMMYHM aHOMaAMM, KaTO HarpuMmep pectus
excavatum.mMemApreMeHHo, KT B kombuHauus c FDG-PET urpae
KAtouoBa poAst B oTkpueaHeTo Ha CS (Pasaen 9.4).

© ESC 2025

Ta6auua c npenopbku 4 — NMpenopbku 3a KOMMIOTbPHA
Tomorpadus (Bxk. AoKasaTeAcTBeHa Tabauua 4)

Huso®

Kaac®

Mpenopbku

KT ce npenopbuBa 3a oLieHKa Ha NepukapaHaTta
AeBeAnHa, KaALMPUKATH, MACU U AOKAAM3MPaHH
NMepUKapAHM EKCYAATH, KaKTO M CbIbTCTBALLM
MAEBPOMYAMOHAAHM 3a60ASBAHMS U FPbAHM

193,197,199,200
npoMeHu.

KT, komnioTbpHa Tomorpadus. OctarHaanTe npenopbki 3a KT moxeTe pa HamepuTe B
Ta6Auua c npenopbku 1.

* MNpenopbunTeAeH KAAC.

® \OKa3aTEACTBEHO HUEBO.

5.8. HykAeapHa MepMUMHA

[MoeMaHeToO Ha $AYOPOAEOKCUIAIOKO3a OTpassiBa MeTabOAUTHO

AKTUMBHWUTE Bb3MAAUTEAHW KAETKM NP oM™

DAYOAECOKCUTAIOKO3HATA MO3UTPOH-EMUCUOHHA TOMOTpadusi Moxe
Aa Ce PasrAeXAa KaTo aATepHatiea nmpu nauueHTH, korato CMR e
HEMOAXOASLLA, MOPAAM HEMPABUAEH CbPAEYEH PUTBM WMAM
apTedakTH CBbP3aHU C yCTpoFmTBOTo.202 EaHoBpemeHHUTE/
XUOPUAHU CbPAEYHM 0Opasn ce AOMbABA B3aMMHO MPU OLIEHKaTa Ha
MUOKapAWTA B CPaBHEHME CbC CAMOCTOSTEAHUS NMOAXOA Ha BCEKU OT
ABaTa r|o,qona.m1’m3 DAYOAECOKCUTAIOKO3HATA MO3UTPOH-EMUCUOHHA
ToMOrpadus € U MOLLEH MHCTPYMEHT 32 OTKPMBAHE M OLiEHKa Ha
CTerneHTa Ha U3BbH-CbPAEYHO 3acsraHe Mpu capkomaosa (Bx. Pasaea
9.4).

MoaxoaswoTo raapyeaHe npepan FDG-PET e 3apbaxuTeAHO 3a
MOAyYaBaHe Ha HaAEXAHM |:>e3y/\'ra1T1/1.204 TUNWUYHUTE NPOTOKOAM 32
MOArOTOBKA BKAKOYBAT AMETA C BUCOKO CbAbPXKAHME HA MA3HWMHU M
HMCKO CbABPXKaHME Ha BbrAexmMApaTH 3a 12—24 yaca, nocaepBaHa oT
MbAHO rAAAYBaHe C M3KAIOHYEHWE Ha BOAATA 3a NMepuoAa oT 6—12 vaca
npeau ukxekTmpareTo Ha FDG.

PoasiTa Ha HykAeapHOTO M306passiBaHe MpW MepUKapAUT € Mo-
caabo uzscHeHa. Mo npuHumn usnoassaneto Ha FDG-PET/CT npwu
NepUKapAUT € AOTTbAHEHWE U HaM-HEeCTO Ce MPUAAra B CAydau, Korato
He MOXE Aa CE M3MOA3Ba CMR.**

5.9. EHAOMMOKapAHa U nepukapAHa 6uon-
cus

5.9.1. EHAMMHOKapAHa 6uoncus

EHAOMMOKapaHaTa broncus npasu Bb3MOXHO MAEHTUGULIMPAHETO
Ha OCHOBHWS XMCTOAOTMYEH MOATUM CbPAEHHO gb3naserme. %
HeunHBasmBHWTe MeToaM 3a obpasHa AMarHocTuka obade ca ce

I'IOAO6PMAM 3HaYUTEAHO, MO3BOASIBAMKM AVMArHOCTULIMPAHETO Ha

Ta6Auua c npenopbku 5 - MpenopbKu 3a HyKAeapHa
MeaAMUMHA (BXK. AOKa3aTeAcTBeHa Tabauua 5)

Mpenopbku Kaac® Hueo®
[pu NaLpeHTH Cbe CycnekLms 3a MUOKAPAWT W/MAM
NepUKapAWT, NPy KouTo exokapauorpadusTa t CMR
ca HeCUrypHU/HeyGe AVTEAHM MO OTHOLLIEHUE Ha
lla C

KAMHWYHATa AMArHO3a, 33 AMArHOCTUYHATa
obpaboTka TpsibBa Aa Ce B3eMaT MpeABUA
6essbraexmapatHi “F-FDG-PET nan “F-FDG-
PET/CT. "

CMR, CbpAGUHO-CHAOB MarHUTeH pesoHanc; KT, komnioTbpHa Tomorpadus; *F-FDG-
PET, [*F]-bAyOpOAE30KCHIAIOKO3HA MO3UTPOH-EMUCHMOHHA TOMOTpadus.

* MpenopbunTeAeH KAac.

® AOKa3aTeACTBEHO HMBO.
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MuokapamT upe3 CMR. CaepoBaTeaHo, poasita Ha EMB B kKAMHMYHaTa
npakTMka ce e npomeHuAa. EHpomuokapapHata 6uoncus octasa
BaXKHA 32 MALMEHTU C BUCOK PUCK WM B HAKOU MEXAMHHU CAyYau,
KOraTo MO3HABAHETO Ha XMCTOAOTUUHUS MOATUM U MAEHTUPMKALMATA
Ha Bb3MOXHa BUPYCHA ETUOAOTMS Ca BaXKHW 3a TapreTHUTE Tepanum
(Purypa1 5).207'209

EHAOMUOKapaHaTa 6uoncus e cbBp3aHa C MOTEHLMAAHM
YCAOXHEHUS (Hanp. cbpaedHa nepdopaums/TamnoHaaa, TpPomMbo-
eMBOAU3BM, KAAMHA TPaBMa, TEXKKM apUTMUM U CMpr).9’11°L~IeCT0TaTa
3aBMCU OT YCAOBMSTA M OMWTA Ha LieHTbpa W Bapupa mexay 0,6% u
5%,63.211
LIMPKYAQTOPHa MOAAPBXKKA (MCS).mAeu,aTa MOXE Aa MMaT Mo-4ecTn

YCAOXHEHUA, 3aBUCMMOCT OT Bb3pPacCTTa, OMMUTHOCTTA B LIEHTbpa U
63,213

KaTo ce yBeAM4aBa A0 26% B cayyvamTe Ha OM ¢ MexaHUYHa

mscToTo Ha 6roncuaTa (AK nan AK). Ha 6asata Ha Ta3u ocHoBa
KAMHUYHOTO MpuAoxeHue Ha EMB Tpsbea aa 6bae cbobpaseHo Cbe
CbOTHOLLIEHWUETO PUCK—TIOA3a.

XUCTOAOTUUHUTE W UMYHOXUCTOAOTUUHUTE U3CAEABAHMS, KAKTO U
aHaAM3BT Ha BMPYCHWUS TEHOM, MO3BOASBAT MAEHTUDULIMPAHETO Ha
BUPYCHU UAU UMYHHO-MeamnupaHu AM, EM, TKM u
capKoonsa.”'m‘215 Hewo noseue, EMB nossoasBa naeHTUPULM-
paHe Ha Bb3MAAUTEAHWTE CTaAMM BbB Bpb3Ka CbC CTEMeHTa Ha
MUOKapAHa Hekposa M ¢ubposa. EHpAoMMokapaHaTa Guoncus e
nMoAesHa Mpu AMdepeHLMarHaTa AMarHosa 3a WHGUATPATUBHM
3a60AfBaHUsA/60AECTM Ha HaTpymBaHeTO (aMUAOMAO3a, XEMOXPO-
MaTo3a, rAMKoreHosa), pasamunu KMI u reHeTUUHM CbpaeUHM
3a60ASBaHMS ¢, AKO HEMHBA3MBHOTO M30GpassBaHe e HeyBeam-
TeAHO. TO3M MOAXOA CbOTBETCTBA Ha APYTM MEXAYHapPOAHM
3anBAEHMS 32 MO3ULMA. " EHAOMMUOKapAHa GHoNcus MOXe Aa Bbae
noaesHa B caydam Ha XMI, KosTo nporpecvpa MAW He pearnpa Ha
cTtaHpapTHa Tepanus. [pu cycnekums 3a OM, TKM uan EM, e
HeobxoanMma paHHa EMB, 3a HezabaBHO 3anouBaHe Ha MMyHOCyrpe-
CVBHA TEpanus 1 3a NoAOOpsBaHe Ha KpanHMs pesyATaT.57 Mpu TKM,
EMB uma Bucoka uysctBuTeaHocT (80%—93%) u mnoroxuTeAHa
MPOrHOCTUYHa CTOMHOCT (71%), 0cobeHO ako ce Hanpasu B paMKuTe
Ha 2—4 ceamMMUM OT HauyaroTo Ha cumnTommte”” Mpu cbpaeuHa
capkonposa (CS), EMB mMoxe Aa MMa HMCKa YyBCTBUTEAHOCT
(20%—30%), nopaan GOKaAHUs XapaKTep Ha Bb3NaAUTEAHUTE A€3UM,
HO MOXe Aa Ce MoACHpY Upes HacouBaHe Ha EMB upes 13noassaHe Ha
CMR 1AM eAeKTPO-aHaTOMUYHO KapTorpadupaHe (EAI"I).m'm

B ucTopuueckn naaH apmarHocTmkata ¢ nomotyta Ha EMB ce
6asumpatue Ha xuctorornyHmTe Dallas kputepun B ougetenn ¢ HE-
OLLBETEHM CPE3WN OT CbpPAEYHA ThKaH, PasKpuBalLy MUOLIMUTOAM3A U
MHTPP(‘TMI IIIAQ AHU IAM)/I-IHIA KAPTKU 3 Hezarucumo ot TORA, ThiA KATO
MMa BUCOK BapuabUAUTET MexAY HabOAIOAATEAUTE, MMYHOXMCTOXM-
MUYHOTO OTKpMBaHe Ha AMMdpoumnTn (CD3) n makpodarmn (CD68)
MOBMLUABA YYBCTBUTEAHOCTTA 3a AMArHOCTMUMPaHe Ha MMOKap-
a7 Cropoluen MeTa-aHaAM3 MoKasa, Ye M3MOA3BAHETO Ha
MMYHOXUCTOXMMUS MOXE Ad YBEAMUM YecToTaTa Ha OTKPUBaHe Ha
Bb3nareHue B EMB npobu ao ~51%.”*" CroiHocT =14
AeskounT/mm® ¢ T-Aumdboumtn 27 KkaeTkn/mm® ce cumTa 3a
FPaHMYHA CTOMHOCT Ha AMarHo3ata MuoKapauT. [pu octbp AM
6posaT Ha T-AuMbouMTUTEe e no npuHLMN no-Bucok (>25
K/\eTKM/mmZ).228 OcseH TOBa3, Npy EMB ¢ MUMOKapAMT PyTWHHO ce
HabatopaBa ekcnpecnst Ha MHC kaac || MoAekyAM B aHTUreH-
MPEACTaBALLM MAKPObAru U eHAOTEAHM KAETKM. EHAOMMOKapAHaTa
6UOMCHS MO3BOASBA U OTKPUBAHETO Ha BUPYCU, KATO EHTEPOBUPYCH,
B19V,u xepnec—Bupycu, Harp. EBV n HHV-6, upes koanyecteeHa
(RT)-PCR B peaaHo speme (RT) u in situ xubpuamsaupms. BepostHo
HanpeAbKbT B TEXHMKMTE 32 MOAEKYASpHa AMArHOCTMKa, KaTo
HarpuMep CAEABALLOTO MOKOAEHWE CEKBEHMPaHe, Lle MOMOrHe 3a

MAEHTUPUKALMA HA HOBU MOTEHLMAAHW MaToreHn. [oAoKUTeAHUTe
PCR pesyatatit, noayuenn npu EMB, TpsibBa aa ca npuapyxeHn ot
cbbpaHuTe no Bpeme Ha EMB nmpobu, 3a pa ce wmskaloum ocTpa
CUCTEMHA BMPYCHa MHpekums. B cAyvan Ha ocTpa cbpaeyHa M
CUCTEMHa BUMPYCHa MHdeKLMA TpsbBa Aa ce u3bAresa UMyHocymnpe-
CMBHa Teparus.

Hait-yectoto macTo 3a EMB e AK cenTym, Ho noHsikora Moxe Aa e
Heobxoamma AK man aykamepHa EMB. PeluerueTo 3a msactoto Ha
EMB TpsbBa pa ce 6asmpa Ha KAMHUYHUTE MOKa3aHUSs, HAXOAKUTE OT
NpeAnpoLeAyPHOTO OOPasHO M3CAeABaHE U eKcrnepTM3aTa Ha
onepaTopa.m [MpoyuBaHe Ha 755 maumeHTU CbC CbMHeHMe 3a
MUOKapAUT M He-ucxemmuHa KMIT (BKAIOUMTEAHO UHPUATPATUBHM
HapyLUEHWUsS W HapyLUEHWs B OTAAraHeTO) MOKasBa, Ye OMBEHTPU-
KyaapHaTa EMB Moxe Aa YyBEAMUM AMArHOCTMYHATa TOYHOCT B
cpaBHeHMe cbc ceaekTmBHaTa AK man AK EMB.*" lpelukata npwm
B3EMaHETO Ha NMpobU e OCHOBHO OrpaHUYeHUE B AMArHOCTMYHATa
ToyHocT Ha EMB. MuHMMaAHKAT 6poit Heobxoammmn EMB npobu npu
BCsAKa TEXHMKa e nocoyeH B TabAmua 11 2

Ta6auua 11 MapamMeTpu 3a AOKAaAABaHe Ypes3 eHAO-
MUOKapAHa 6uoncusa

Kputepun MapameTpu 3a AOKAaABaHe

Xuctonorus
(BrpaaeHu B napapuH EMBs, Hait-
maAko 3 EMBs)

HaAnume n cteneH Ha kapaMoMMO-
LIMTHA HEKPO3a, Bb3MaAeHMe,
¢dnbposa

MmyHoxucTororms Haamune, obxBat, AOKaAM3aLmMs U

(napaduH erpasera EMB, Hait- TUNW3MPaHE Ha MMyHHU KAETKU B
mako 3 EMB, Hari-maako 3 muokapaa: CD3+ T-aumboumth,
CD68+ makpodaru (=14

AeBkoumMTM/mm?2 ¢ T-AumboLmuTH

MUOKapAHU Mpobu)

>7 kaeTku/mm’),"
HLA-DR ekcnpecusi B UMyHHUTE
U EHAOTEAHUTE KAETKM

MO/\eK)’/\ﬂPHa naTtoAormsa Haaunuve, TUNU3UPAHE N KOAMYEC-

[MHdpexupm: no-kbcHa PHK TBeHO onpepeAsiHe Ha AHK/PHK

He3abaBHo 3ampaseHa (1-2 EMB) OT UHGEKLMO3HM areHTH Ypes

q(RT)-PCR.

Bupycu: Hali-Beye eHTepoBUpYyCH,
napsoeupyc B19, yoseluku xep-nec
Bupyc 6, Bupyc Ha Epstein-Barr;
Borrelia spp., Trypanosoma cruzia
q(RT)-PCR 3a oTkpuBaHe Ha

napa¢uHosa EMB]

Kpba
CUCTEMHW MHPEKLIMM

MonekyAsipHa maToAorus NGS 3a oTkpvBaHe Ha NaToreHHM

(reHeTuka: no-kvcHa PHK BapWaHTU B CbPAEUHUTE reHM,
6uorcus, 3aMpaseHa TbKaH, CBbP3aHKN TPAAMLIMOHHO C
napa¢uH-srpaseHa EMB, kpbB) KapAMoMuonatuu (ocobeHo
AECMO3OMHM U

CapKOMEPHMU/LIUTOCKEAETHW TeHI)

AHK, aesokcrpuboHykaenHosa kuceavHa; EMB, eHaommokapaHa/vt 6uoncus/v; HLA-
DR, Yosewwku AeskoumTeH aHTUreH—DR mnsoTtun; NGS, cekBeHupaHe OT cAeABaLLIO
nokoaeHue; q(RT)-PCR, koAnyecTBeHa (B peaAHO BpeMe) MOAVMepasHa BEPUKHA
peakuus; PHK, puboHykaenHoBa kuceAmHa.

Tpsibea pa ce nopdeptae, Yye PCR Ha 6uoncuyHa TbKaH M in situ
XUOPUMAM3ALIMATA MOTaT A3 Ce WM3MOA3BAT 32 MAEHTUMLMPaHe Ha
BUPYCHMS areHT, Tbi KaTo BMPYCHaTa CEPOAOTMs CbBMapa ¢
pesyatatnte ot PCR npu Maaka uyacT oT naupeHtute (~4%) C
MMOKapAMT.m Mpn PCR mpoLeHTBT Ha OTKpPWMBAHE Ha BWUPYCHM
cekBeHUMKM B EMB npobu e Ao 67%, Bbnpeku Ye NpOLIEHTHT Bapupa

63,228,231

LUIMPOKO B Pa3AMYHUTE MPOYyYBaHUS. PCR TecToBeTE 32

© ESC 2025
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Octbp
AMM$oOLUTEH
MMOKapAMT

XpoHuueH
AmMpouUnTeH
MUOKapAUT

Eo3snHopuaeH
MMOKapAMUT

MraHTokAeTbueH
MUOKapAUT

CbpaevHa
capkoupo03a

HE / Giemsa
(Mumza)

100 pm

@ESc

Durypa 15 XucronatoAormyHM HaAXOAKM MPU MUOKAPAWT.

XMCTONATOAOrUUHM HaxoAKM Mpu MuokapamT. HE, xematokemanH eosuH. (A—C) EHaoMMOKapaHaTa 61oncus 3a oCTbp AMMGOLIMTEH MUOKApPAUT
paskpuvBa kapAroMuoLmTHa Hekpo3sa (A, HE oupeTsBaHe) 1 Texka dokaaHa nHGUATpauua Ha CD3+ T-kaetku (B) u CD68+ makpodaru (C),
yCTaHOBeHM upe3 MMyHoxmcToxmumms. (D—F) MNpu XpoHuueH AUMpOLMTEH MUOKAPAWT He ce HabAIOAaBa yBPeXAaHe Ha KapAMOMUOLIMTUTE, HO MMa
dokarHa 3amecTuTeAHa dubposa (D, HE) B npucscteneto Ha CD3+ T-kaeTkm (E) u CD68+ makpodaru (F). (G—I) Mpu ocTbp eosnHopuaeH
MWOKapAMT, HeKpo3aTa Ha KapAMOMUOLIUTUTE € CBbP3aHa C MHOXECTBO €03MHODUAHMK rpaHyAroLmTh (G, oueTaBaHe no rimsa [Giemsa], Hsakou CD3+
T-kaeTkn (H) 1 MHOecTBO CD68+ Makpodar (1). (J-L) ObAacTh ¢ Texka KapAMOMUOLIMTHA HEKPO3a MPU HaAUYMe Ha OOLLMPHA POoKaAHa U Andy3Ha
MHPUATPALIMA Ha €O3UHOPUAHK rpaHyAoLMTH (], oupeTaBaHe no [msa), CD3+ T-kaetku (K) n CD68+ makpodarn n CD68+ ruraHTckm kaetkm (L) ca
TUMUYHK 33 TUFaHTOKAETbYHMS MIoKapAuT. (M—O) CbpaeyHaTa capkomnao3a ce XapakTepusmpa XMCTOAOTMUYHO C HaAMYME Ha FpaHyAOMM, OBUKHOBEHO
NpW AMMCa Ha KapAMOMMOLIMTHA Hekposa (M, oupeTsBaHe no MMM3a), Ho ¢ pokaaHa MHOMATPaLms Ha CD3+ T-kaeTku (N) 1 MHoxecTBo CD68+

makpodaru n CD68+ ruraHtckm kaetku (O).

OTKpMBaHe Ha MHQEKLMO3HWM areHT TpsbBa Aa Ce M3BbPLUBAT B
AabopaToOpUM, KOMTO Ca aKpeAUTUPaHW U cepTuduLMpaHn 3a
MAEHTUOMLMPaHe Ha BUPYcH, GakTepun u napasmuti. OueHkaTa Ha
Tesan PCR pesyatatn TpsbBa Aa ce MpaBM B KOHTEKCTa Ha
XUCTOAOTUUHU/UMYHOXMCTOAOTUYHM HAaXOAKM OT MaTOAO3N C
OMUTHOCT MPU CbPAEYHO-CAOBUTE 3a6OAABAHMS.

CBoeBpeMeHHOTO cbobLLiaBaHe Ha pe3yATaTuTe OT BUOMCUsATa MMa
peLLaBaLLo 3Ha4eHM1e 32 ONMTUMAAHOTO TepaneBTUHHO HAaCOUBaHE.

TapreTHUTe GUOMCHM NP BB3MAAEHO CbPLIE, AUArHOCTULIMPAHU C
MOMOLLTA Ha XUCTOAOTMS, MMYHOXMCTOXMMUSI U MOAEKYASIpHA
BUPYCOAOTHS, B1Xa MOrAM A2 6bAAT CbMOCTABEHU CbC CbBPEMEHHUTE
TEXHOAOTUM, KAaTO TFEHOMMKA, ernUreHOMMKa, MPOTEeOMMUKa M
MeTaboAOMMKA, 3a MOAODOpsiBaHe Ha AMarHosata M TepanusTa.
MpenopbkuTe 3a eHAOMMOKapAHa buoncus (EMB) morat aa 6bpar
HamepeHu B Ta6AMLLa c NPenopbKM 6.
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Ta6Auua c npenopbku 6 — NMpenopbKU 3a eHAOMHO-
KapaHa 6uoncus (BXX. AoKa3saTeAcTBeHa TabAauua 6)

Mpenopbku Kaac® Huso®

EMBc ce npenopbysa npu naLmeHT ¢

BMCOKOPUCKOB MUOKapAMTd M/MAM (o]
XEMOAMHAMUYHA HECTABUAHOCT U/MAM NpU

MaLMeHTU C MUOKAPAMT C YMEPEH PUCK, KOUTO He

pearupar Ha KOHBEHLIMOHAAHA Tepanis, C LA

OTKpMBaHE Ha CreLMPUUEH XMCTOAOTHUUEH

MOATMM M OLiEHKa Ha HAAUYMETO Ha BUPYCEH

34,63,73,131
FeHOM 3a Ae4eHue.

EMB, eHaOMMOKapaHa Buoncus.

* MpenopbunTeAeH KAac.

® A\OKa3aTeACTBEHO HMBO.

© CbBpeMeHHata oueHka Ha EMB TpabBa aa ce ocHOBaBa Ha XMCTOAOTUS,
MMYHOXWCTOAOTUS M MOAEKYASIPHA MaTOAOTUs 3a OTKPUBAHE Ha BUPYCHW MHbEKLMM B
MUOKapAHM 1 KpbBHU NMpobu (BikTe cblo TabAamua 11).

“Bx. Tabauua 7.

5.9.2. NMepukapaHa 6uoncus

B KAMHWMYHATa NpakTWKa, MepukapaHaTa Guoncus e mokasaHa
PAAKO, MPU KOMMAULMPAHM CAyYau, KOMTO He pearmpar Ha
KOHBEHLMOHAAHA MPOTMBOBB3MAAMTEAHA TEPANus M CbC CUAHA
CycreKLms 3a crielnduyHa eTMoAorus (Hamp. MbpPBUYHM NEPUKAPAHM
TYMOPU U MeTacTasu), KOSTO He MOxe Aa Obae orpeaeAeHa C
HEMHBA3MBHU AMArHOCTUYHK MeTOAM. [epurKapaHaTa broncus Moxe
Al Ce U3BBbPLUM Ype3 NMEPUKAPAUOCKONMS (EHAOCKOMCKO M3CAEABaHE
Ha MepuKapaa, KOETO Ce MpeaAara B OrpaHu4eH H6poit TpeTUHHM
pedepeHTHU LeHTpoBe). M3BbpLuBa Ce MO-4ecTo 4pe3 TOopako-
CKOMCKM WAM XWMPYPTMYEH MOAXOA, OBWKHOBEHO MO BpeMe Ha
MEepUKapAEH APEHX AW NEpUKapAEH nposopely.

5.10. PoAs Ha ayTONnCHATa

B ayToncuitu npoyysaHus Ha BCC, MMOKapAUTBT € onumcaH Kato
YecTa HaXxOAKa, KaTo 4YecToTaTa Ha MMOKapAWTa MpuU Aela wu

87,88,233-235

Bb3pacTHU Bapupa oT 0,3% ao 14,8%. B noseueto ot Te3n

npoy4BaHus YectoTata Ha MuokapauT npu BCC e no-sucoka npu

236,237
HaLl,l/IOHaAHa He-CeAeKTUpaHa

XOpa Ha Bb3pacT Moa 35 roAnHu.
koxopTa oT 14 294 cMbpTHM cAyyas B AaHus noackasea, ve 6% ot
BCWMYKM MOAAOXKEHW Ha ayTorncus caydan BCC ca npuunHeHn ot
MUOKapAMT.pM MBXKETE MMa CUrHUBMKAHTHO MO-BICOKA HYecToTa.”
Bve Beankobputanus, mexay 1994 un 2022 r, MUOKapAUTBET e
AOKAABaH KaTo psaka npuuunHa 3a BCC npu HexocnuTaAmampaxmu
aua (1,1%) B 7702 nocaepoBatearu caydas Ha BCC. Tyk Hali-yecto
AokAapBaHaTa ¢dopma e 6uaa AM (56%), koeto e B A0OpPO
CbOTBETCTBME C AQHHWTE, MOAyYeHW Ype3 EMB npu maumeHTM cbe
cycnekums 3a MMOKapAMT.m’“’W’m

B npenopbkuTe 32 XMCTOMATOAOrMYHA AMArHOCTHKA HA MUOKAPAMT,
"OYAMUHAHTHUAT" MAK "MyATUOKAAEH" MUOKAPAMT MOXeE KaTo LISIAO
A2 Ce cuMTa 32 OBMUANHA MAM BEPOSITHA MPUYMHA 33 CMbPT, 0COBEHO
KOraTo Bb3MaA€HMETO € eAMHCTBEHaTa CbLLEeCTBEHa XMCTOMATOAO-
TMYHa Haxoaka. Tosn moaxop e opobpeH oT Esponelickata
ACOLMALIAA MO ChPAEUHO-CbAOBA MATOAOTMS.

B AombAHeHue kbM AM, mpu ayToncum ce HabAtoaaBaT U ApPYru
BMAOBE CbpAeYHO Bb3naseHue. [pu 558 ot 49 612 (1,1%)
CbAEOHOMEAMLIMHCKM  ayTOMCKUM, MUOKAPAMTBT € OTKPUT uYpes
XucTororuns. Bve ¢uHAAHACKO MpoyuyBaHe, BKAtouBaw,o 351
nauperTn ¢ CS, 14% ca umaam ¢pataaHa u npekpatera BCC kato
npeacTaBsiia MaHudpectaums. [pu 64% npuuvHa 3a daTaHuTe

© ESC 2025

CAy4am ca BMAM HE-AMArHOCTMLMPAHM PaHyAOMU B CbpLIETO.
BeposTHoCcTTa papeH cAyyan Ha Heobsichuma BCC pa e 6ua
MPUYMHEH OT HACAEACTBEHO 3a0OASIBaHE AOBEAE AO BbBEXAAHE Ha
reHeTMuHoTo TectBaHe Ha AHK, noAyueHa npu aytoncus (HapuyaHo
ollle MOAEKYAsIpHa ayTOMCUS MAM TE€HETUYHO Ppost-mortem
Tectysane).””” CACAOBATEAHO, MATOAOBUTE WIPasT BaXHa POAS 3a
MAEHTUOMKALMSATA HA PUCKOBUTE CEMEICTBA, KATO AOKAAABAT AAAW CE
npernopbyBa Aa 6bAAT HACOUEHM YAEHOBE Ha CEMEMCTBOTO OT MbpBa
CTeMeH 3a KAMHUYEH CKPUHUHT M/MAK A CE M3BBPLUAT AOMBAHUTEAHM
TEHETUYHU W3CAEABAHUS CAEA CMBPTTA C LieA OMpepeAsiHe Ha
MOAAEXALLATA MPMYMHA 32 CbPAEUHO Bb3MaAeHme.” * MpasHuTe 1
€TUYHUTE MPODBAEMM, CBBP3aHW C FEHETUYHWUTE WM3CAEABAHMS MpU
MOYMHAAM AULLA, KOUTO HE Ca AAAW CbIAACKETO CH, HE Ca YHUBEPCAAHO
PeryAnpaHm OT 3aKOHa.

Ta6Amua c npenopbku 7 — Npenopbku 3a ayToncus
(B>x. AokasaTeAcTBeHa TabAuua 7)

Hueo®

Kaac®

Mpenopbku

Mpu Becmukm naumerTn cbe BCC Ha Bb3pact <50 .
Ce MpenopbYBa LIAAOCTHA ayTOMCKS, C LIEA OLIEHKa
32 HaAMYME HA OCTBP MMOKAPAMUT KaTo MpUUMHa U
A CE OTKPUSAT MOTEHLMAAHWN HACAEACTBEHM
87,243-246¢

CbPAEUHM 3a6OASBaHMS.
3anasBaHe Ha MPO6U, MOAXOAALLM 33 eKCTPaKLMs
Ha AHK, 1 KOHCyATaLs CbC CbpAGYEH MaTOAOT ce
MPEeNopbYBa B CAyH4an Ha BHE3arHa CbpAeYHa CMbPT
(BCC), korato ce MoAO3Mpa HaCAEACTBEHA MPUUMHA
WAV MPUYMHATA 32 CMBPTTA OCTaBa

243,247¢
HeobsCHeHa.

AHK, aesokcnpuboHykaenHosa kuceanHa; BCC, BHe3anHa cbpaeyHa CMbpT.

* MpenopbunTEAEH KAAC.

® AOKa3aTeACTBEHO HUBO.

© B cvotsetcTame ¢ MNpenopbkute Ha ESC ot 2022 . 3a AeueHUe Ha MaumeHTH ¢
KamMepHHM apUTMUM 1 MPeBEHLMSA Ha BHE3arHaTa CbpAeYHa CMbpT.”

5.11. PoAs Ha cbpAeYHaTa KaTeTepu3auus
M KOpOHapHaTa aHruorpagms

[peABUA MPUMOKPMBAHETO Ha CUMMTOMUTE (OCOBEHO rpbaHaTa
60AKa), KaKTO M MOBMLLABAHETO Ha BroMapkepuTe (KaTo TPOMOHMWH B
CAyYalt Ha MuokapaHo 3acsraHe U NT-proBNP) 1 npomenute B EKT
OKC e ocHoBHaTa AMdepeHLMaAHa pmarHosa 3a IMPS. B 3aBmcumoct
OT MbpBOHa4aAHaTa KAMHMYHA oueHka, OKC Tpabsa aa Obae
U3KAIOYEH CbrAacHO HactoswwuTe [penopbkn (Purypa 9).
[NpenopbunTeAHnTe MeTopm ca kopoHapHa KT uAM mHBasmBHa
KOpOHapHa aHruorpadus, B 3aBMCMMOCT OT BEPOATHOCTTA 3a
OBCTPYKTUBHA KAB.”>**® KopoHapHarta aHruorpagus ce npeamnoumnta
MpY MaLMEHTM C BUCOKA BEPOSITHOCT 33 OCTbP KOPOHAPEH CUMHAPOM
(OKC). Tpsibea aa ce otberexwu, ye KAB moxe aa cbliecTByBa
eAHOBPEMEHHO C MWOKApAWUT B OMPEAEAEHU CLEHApuU,
BKAtOUMTEAHO EM 1 MHAYLmpaH ot ICl MlAOKaPAMT.m'251

CobpaeyHaTa KaTeTepusaums e rnokasaHa 3a MOHUTOPUpaHe U 3a
PbKOBOAEHM Ha TepanusTa npu CH, KakTo v NMpu paHHa Hy»aa OT Mo-
cneunaamsmpara nopapwvxkka (HT man MCS) B cayyait Ha
pedPaKTEPHO XEMOAMHAMUYHO BAOLLIABaHE.

[Mpu nepukapamuT, cneumdUYHMTE MOKasaHMs 3a CbpAeYHa
KaTeTepu3aLms BKAIOYBAT AndepeHLmaAHaTa AMarHo3a mexay PKMI
nan KIM,”**koraTo ToBa pasrpaHiieHiMe He MOXE Ad Ce HaMpaBi Ype3
MYATUMOAAAHA OOpasHa AMarHOCTUKA (BXK. AOMBAHUTEAHM AAHHM
OHAaliH, Paspen2.6).

© ESC 2025
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5.12. EAeKTpO-aHaTOMM4YHO KapTorpadpm-
paHe

AmarHocTMuHaTa CTOMHOCT Ha TPaAMLIMOHHATA AYOPOCKOMCKM-
HacousaHa EMB npu naumeHTH cbe cycnekTeH MUMOKapAMT MOXe Aa
HaMaAee Mpu CErMEHTHO MAM KPBIKOBO 3acsiraHe Ha MMOKapAa, KakTo
ce Habaopasa npu CS. EAekTpO-aHaTOMUUYHOTO KapTorpadupaHe,
4pe3 OMMOASPHO M YHUMOASPHO BOATaXHO KapTorpadupaHe,
MO3BOASBA MAEHTUPUKALMS HA 30HU C HUCKO HarpeeHue, KOeTo
OTpassiBa aHOPMaAHa MUOKapAHa TbKaH (LIMKATPUKC, Bb3MaAeHUe) U
CAEAOBATEAHO HacouBa EMB.“HZZVHMHO/\ﬂpHaTa EMB,Haco4yeHa ot
EAM, e AeMOHCTpMpara MoO-BMCOKa AMArHOCTUYHA CTOMHOCT OT
6unoaspHoto EAM (83% B cpasHeHue ¢ 63%), cbAbpKaLLO
enuvkapaeH cy6CTpaT.84'm’z21

MeTa-aHaAM3 Ha 148 naumeHTM Nokasa No-BUCOKa AMArHOCTUYHA
edekTmBHOCT Ha EAM-pbkoBopeHaTa EMB npu CS B cpaBHeHue ¢
APYrY GOPMU Ha MUOKapAMT. HyBCTBUTEAHOCTTA Ha BCsika abBHOpMHa
eAekTporpama npu noaoxmteaHa EMB e 6uaa sucoka (92%), Ho e
KOMOUWHMpaHa ¢ yMepeHa cneLmMpuyHoCT (58%).211

EAekTpo-aHaTomMuyHoTO KapTorpadupaHe (EAM) nokasa aobpa
YyBCTBUTEAHOCT U creLmduyHocT B cpaBHeHre ¢ CMR 3a oTkpuBaHe
Ha MaTOAOTMUHM OBAACTM Ha MMOKapAa.  CroitHocTTa Ha EAM 3a
PbKOBOAEHE Ha BuomncusTa MoXe Aa e no-Hucka npu OM, Tbit KaTo
obAacTUTE C HUCBK BOATaX kopeAupat pobpe ¢ LGE, Ho He u ¢
epeMa.”* Bb3MOXHO € A2 UMa 1 HECBOTBETCTBIE MEXAY OBAACTITE C
Hucbk BoaTax u LGE B CMR. Bbrpeku ToBa, koMOuHauuaTa OT
yHunoasipHa/6unoaspHa EAM ¢ CMR Haxopku yBeAmuaBsa
AvarHocTidHaTa cromHoct Ha EMB,** ocobero npw CS. Mopeast
EAM Moxe cbLLO A2 MOMOTHe 3a pasrpaHuyaBaHe Ha AMpepeHLMan-
HUTe AMarHo3u, ocobeHo mexay CS n ARVC,melZ kato CS 3acsara
YyecTo 6asaAHMs CeNTyM M TOKa3Ba MO-BUCOKO CbOTHOLLEHWE
BUMOAAPHWU/YHUMOASPHK OBAACTU C HUCBK BoATax. CboblueHaTa
YyecToTa Ha YCAOXKHeHMsiTa npy EAM-HacouyeHa EMB e <591

[porpamupaHata kamepHa ctumyaaums (PVS) He e oueHsiBaHa B
YCAOBMSATA Ha CMELLHOCT W He TPsibBa Aa Ce 13BbpLLIBA B OCTpaTa ¢pasa.
Ts 61 MorAa pa O6bae MOAe3Ha 3a cTpaTUdMKaLMS Ha apUTMUSATA MpU
noAbpaHM MauMeHTU C HeakTMBeH MuokapauT, ¢ LGE u puckosu

dakTopw 3a kKamepHU apuTMmK (Paspen 6.5).255

Ta6Auua c npenopbku 8 — NMpenopbKu 3a eAeKTPO-aHaTo-
MMHUeH MenuHr (BXK. AoKa3aTeAcTBeHa TabAuua 8)

Mpenopbku Kaac®  Huso®
EAekTpoaHaToMMUHO kapTorpadupaHe Tpsibea Aa ce
B3emMe I'IpeABVIA B C/\)"-IB.MTG Ha C)’CI'IeKTeH MUNO-
Ila C

KapAMT (0coBeHO CbpaeYHa CapKOMAO3a), 32 HACOY-

218,220,221,253,256-258
BaHe Ha eHAOMMOKapAHaTa buoncus.

* MpenopbumTeAeH KAac.
® A\OKa3aTeACTBEHO HMBO.

6. Tepanus

LleAta Ha MeamKameHTO3HaTa Tepanus 3a IMPS e obaekyaBaHe Ha
CUMNTOMUTE U MPeAOTBPATABAHE Ha YCAOXKHEHWsTa, OocobeHo
PEeLMAMBI U CMBPTHOCT MPU YCAOXKHEHM CAyHau. TapreTHUTE LieAU Ha
MeAMKaMeHTO3HaTa Tepanus BKAOUBAT: (i) MHPEeKLMO3HK areHTu; (ii)
Bb3naAeHue; (i) UMyHHO-Meammparn npouecy; (iv) CH 1 kamepHa
ANCOYHKUMSA (B CAydamTe Ha MMOKapAMT); (V) aputmum; u (Vi)
KOHCTpUKLMsA (B CAyYauTe Ha nepukapamT). AedyeHueto ce

© ESC 2025

WMHAMBUAYAAM3MPA CMIOPeA KOHKPETHUS CAyYal U MpearoAaraemara
VAU AMArHOCTULIMPAHA MaToreHesa, a crieunduyHu TepanesTUYHM
KoHuenumMu we 6bpaaT obCbAEHM B paspena, obxsalialy
crneundUUHMTE NPUYMHU, Bb3MOXHO € Aa MMa Pa3AMKM B 3aBUCMMOCT
OT TOBa AAAM € HaAULIE WM30AMpaHa WAM KOMOWHMpaHa ¢opma.
HacTrosimTe pokasaTeAcTsa ca no-poKycrpaHu BbpXy M30AMPaHUTE
caydam. [pu KOMOUHMPAHM CbCTOSIHWS, BOAELLOTO 3aboAsBaHe
(MMOMEPUKAPAUT UAM MEPUMMUOKAPAMT) TpsbBa Aa PbKOBOAM
B3eMaHeTO Ha TepaneBTUYHM PeLleHUs U MOCAEABALLOTO
NPOCAEASBaHE.

6.1. HedpapmakoarornuHa Tepanumsa npum
Bb3MaAUTEAEH MUOMNEPUKAPAEH CUHAPOM

BaxkHa HedapMakoAOrMUHa KOHLEMUMS € OrpaHW4yaBaHeTo Ha
dm3MYecKaTa aKTUBHOCT OTBbA 3aCEAHAAUTE AEMHOCTU AO OTLLYMS-
BaHe Ha CMMMTOMWTE U KAMHWUYHA PEMWUCUS C HOPMaAM3MpaHe Ha
Bb3MAAMTEAHWTE Mapkepu. ToBa BPEMEHHO OrpaHu4aBaHe Ha
¢du3MUeckaTa aKTUBHOCT TpsibBa Aa O6bAe MHAMBUMAYAAM3MPAHO
CropeA BCEKM MALMEHT M OTrOBOpA Ha TeparusiTa A0 KAMHW4YHATa
pemMucus. B 3aBUCMMOCT OT KAMHWMYHATA KapTUHA € HEOOXOAMM MoHe
1 Mecel, 3a AOCTWraHe Ha KAMHMYHA PEMMUCUS, KOWTO MOXeE Aa
NPOABAXKM U MO-AbATO. B 3aB1cHMOCT oT cTaams u pucka npu IMPS,
du3myeckaTa akTMBHOCT TpsibBa aAa Obae npucnocobeHa, a B ocTpara
¢asa Ha 3a60AsBaHETO € HEOOXOAMMO BPEMEHHO OrpaHMyaBaHe Ha
dusmyeckaTa akTMBHOCT (BX. PaspeA 7). [peAULLHM KOHCEHCYCHM
MPEnopbkHM' ' Ce OMMTaxa Aa OCUIyPAT GMKCUPAH BPEMEBM MHTEPBAA.
Tasn paboTHa rpyna rpeaAara MepCOHAAM3MPAHO A€YeHME AO
KAMHWYHA PeMKcKs Ha 6asaTa Ha MyATUNapaMeTpUyHa OLLeHKa, KOeTO
Bellle MOAKPENEHO M OT AOKYMEHTa 3a eKCMepTeH KOHCEHCYC
AokymeHT Ha ACC ot 2024 r’. KAvHmaHata pemucus ce onpeaes
KaTo MbAHA Perpecusi Ha CUMMTOMMTE, KaKTO U HOPMaAM3MpaHe Ha
AabopaTopHuTe pesyAtatit (Hanp. C-peakTuBeH MPOTEMH, HMBA Ha
TponoHuH) u uscaeparusaTa (EKT, aaHHm 3a PEff, CMR aAaHHM 3a
aKTUBHO Bb3naseHue) (TabAmua 3). 3a OTKpUBaHe Ha KAUHWYHA
peMuUcHhsa Npu MaLUMeHTU C MUOKApPAWT Ce MmpernopbuBat
AOMBAHUTEAHW TecToBe (Hamp. TecT C PU3MUECcKo HaToBapBaHe U
Xoatep MOHWUTOPUHT). CAep MPOABAKUTEAEH MEPUOA Ha MOYMBKA
MOXe Aa Obae MOAE3HO, aKO € HeObBXOAMMO, PbKOBOAEHO OT
KBaAMMUMPAH pexabUAMTATOP MOCTENEHHO MOHWUTOPUPAHO
BPblUaHe Ha paboTta M KbM ¢usMUecka akTUBHOCT. [oHacTosALEM
AWMCBAaT AQHHM, OCHOBAHWM Ha AOKa3aTeACTBa, MO TasW Tema W
pelLeHKeTo TpsibBa Aa 6bAE UHAMBUAYAAM3MPAHO.

6.2. DapMaKoOAOrM4Ha Tepanus

6.2.1. ®apMaKOAOrMYHa TEpPanms Npu MMOKapAUT
6.2.1.1. OcHogHU npuHyunu

Tosn paspen ce PpoKycupa BbpXy OOLLMTE acnekTu W TepanusTa,
KOSITO HE € HacoYeHa KbM eTUOAOTMATA. TpsbBa Aa ce OTOeAekM, Ye
AOKa3aTeACTBaTa B Ta3u OOAACT Ca MHOTO OFpaHWYeHW M TO3M
AOKYMEHT LLie MPEAOCTaBU MPENOPbKM 32 KAMHWUYHATA NMPaKTHKa.

MeaMKaMeHTO3HaTa Tepamnus Ha MUOKapaMTa ce Gasupa Ha

KAMHWYHATA KapTWHa, TEXECTTa Ha CAyyast U ETUOAOTMATA. T8 BKAIOYBA
oblla MoAAbPXKalla, HEe-eTMOAOTMYHO HacodeHa Teparus (Harp.
Tepanus 3a CH),'Z'259
Tepanus (€TMOAOrMYHO HacoveHa Tepanus).
POVAMTE Ce PasrAEKAAT MPU aBTOUMYHHM CAydau, 32 MOTUCKaHE Ha
MMyHHATa CUCTEMA, B MOBEYETO CAyHau KaTo Tepanis OT MbpBa AUHMS.
[Mpu TexxkuTe cayyam ce B3ema npeasmp MCS nHT.

He-ycAOXKHeHWTE CAyHam Ha MUOKapAUT OBMKHOBEHO Ce MPOsBABAT

aHTMAPUTMMYHA Tepanus K cneunduyHa

58,260,261
KopTtukocTe-
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c BOAKa B IbpAWTE M MOTaT Ad GbAAT A€KyBaHKW EMIMUPUYHO C aCMUPUH
WA HECTEPOUAHM MpOoTMBOBB3MaAMTeAHW cpeactBa (HCIIBC) 3a
KOHTPOA Ha 6OAKaTa B bpAWTE, ako e Heobxopmmo. Tosa ce
MOAKpens OT MaAKO MpOYy4BaHe, KOETO He Mokassa Bpeaa 3a
MALMEHTU, AEKYBAHW C MPOTUBOBB3MAAMTEAHU CPeACTBA.
EaHOBpeMeHHaTa ynoTpeba Ha KOAXWMUWMH e 6e3omacHa npwu
MALMEHTU C MMOMEPUKAPAWT, MPEAOTBPATABAMKM peLmaman.® B
KAMHUYHATA MpakTuka [-OGAOKepUTE 4YeCTO Ce M3MOA3BaT Mpu
NaLMeHTH ¢ MUOKapAMT. B MaAko npoyusaHe B-6aokepuTe ca Guam
CBbP3aHU C MO-AODOPU PEe3yATaTW, OMPEAEAEHW KaTO AMMCa Ha

264
cbpaeyHa cMbpT MAn HT.

Tabamua 12 Tepanua npu cneumndpmnyiHn GopMm Ha MMOKaApPAUT

AvMmdouUuTeH MMOKaApAUT (BUPYC-HEraTUBEH)

Tepanus oT nbpea AUHUA

HsikoAko BMpyca Morat Aa MPUYMHSAT MUOKapPAMT U ca COMeHaTH B
Pazaen 3.4. CneupnduynHmTe Tepanum Npu BUpPYCHa ETUOAOTUS MOXE
Aa 6baat HamepeHu B Paspea 9.5 3a MHAyeHLa—, OTroBopeH 3a
TEXKMS OCTbP pecnmpaTopeH cMHAPOM kopoHa-aupyc 2 (SARS-CoV-
2)- 1 MuokapauT, cebp3aH ¢ XMB. 3a cneunduurute eTrorormm,
Moas BuxTe noapaspeanTe 3a AM (Pasaea 9.1), EM (Pasaen 9.2), TKM
(Paszaen 9.3), CS (Pasaea 9.4), LC (Paspen 9.5.2), u cbp3anus c ICI
MuokapanT (Pasaen 9.6.1.1).

CreundpuuHUTe MEAUKAMEHTO3HM Tepanmm ca AAAEHW B pesiome B
Ta6Aanua 12.

He-Texwbk: npeaHusoH 1 mg/kg/aeH p.o., cAeA TOBa MOCTEMEHHO HaMaAsiBaHe Ha AO3aTa.

Texnk: iv.meTUANpeaHU3oAoH 7—14 mg/kg/aeH 3a 3 AHM, caep ToBa 1 mg/kg/aeH p.o.

Tepanus ot BTOpa AMHUA

Tepanus oT TpeTa AVHUS
Eo3suHOopUAEH MUOKapAUT

Tepanus oT Nbpea AUHUA
Tepanusi oT BTOpa AMHMS

Tepanus ot TpeTa AVHUA -
TMraHToKAETbYEH MUOKapAUT

Tepanus oT mbpea AMHKSA

IVIG® uAn naasmacpepesa’.

b d
lMepopaAHM KOPTUKOCTEPOMAM + a3aTUOMPUH" MAM MUKOPEHOAAT MODETUA", LIMKAOCMIOPUH', METOTpeKCaT

Colujata, KaKTO MPY AUMPOLIMTEH MUOKApAWT + AekyBaitTe EM-cBbP3aHO CbCTOsAHME, aKo ce MAEHTUMLMPA TakoBa

Chluara, KaKTO MU AUMOLIMTEH MUOKApAUT + AekyBaitTe EM-cBbp3aHO CbCTOsIHME, ako ce MAEHTUMLIMPA TakoBa

He-Texxbk: npeaHusoH 1 mg/kg/aeH p.o.; cAeA TOBa MOCTENEHHO HaMaAsiBaHe Ha Ao3aTa

Texnbk: i.v. METUANPeAHU30A0H 7—14 mg/kg/aeH B mpoabAxeHMe Ha 3 AHM, cAep ToBa T mg/kg/aeH

NepPOPaAHO + UMyHOCYNPECMBHO CPEACTBO (23aTHOMPUH’ AU MUKODEHOAT MOGETUA” LIMKAOCTIOPUH')

Tepanus oT BTOpa AUHUA

Tepanus oT TpeTa AVHUS =
CbpAeYHa capKoMAO3a

Tepanus oT mbpea AMHKS

AHTUTUMOLMTEH rAOBYAH (ATG)g umkaobochamma', puTyKkcmab'

He-Texxbk: npeaHnsoH 1 mglkg/aeH p.o., HamaassaHe Ao 40-60 mg AHeBHO

Texxbk: METUANPEAHU30AOH iv. 7—14 mg/kg/aeH iv. f3a 3 AHK, caep ToBal mg/kg/day p.o.

Tepanus oT BTOpa AMHUA

d b h
MeToTpekcar® (MbpBu M360P) MAM a3aTUOMPUH’ MUKOPEHOAAT MOPETUA’, LIMKAOPOCHAMMA

Tepanus oT TpeTa AVHUS

hdankcmab' nan apaammymab’, putykcimab'

MuokapauT npu AariMcka 6oAecT (AaMKapAMT)

Tepanus oT mbpea AMHKSA

Tepanus oT BTOpa AUHUA

Tepanus oT TpeTa AvHUA
MuokapauTt npu BoAect Ha Chagas

Tepanus oT nMbpea AMHKS

Tepanus oT BTOpa AUHUA

Tepanus oT TpeTa AvHUA
ICI-uHAyUMPaH MMOKapAUT

Tepanus oT mbpea AMHKS

Tepanus oT BTOpa AMHUA

Tepanus oT TpeTa AVHUS

(@) MepopareH aHTUOMOTHK (AeKM CAy4dam):

— Aokeuupkamt 100 mg b.id. (14-21 pHu)

— AmokeunupAvH 500 mg t.id. (14-21 AHu)

— Lledypokemm akcetna 500 mg b.id. (14-21 pHu)
(b) i.v. AHTUBUOTULM (TEXKKM CAYHaM):

— Lledtpuakcon2 g/day (14-21 days)

i.v. aHTUBMOTULM:

Lledotakeum (2 g q8h x 14-21 aHun) nan Mernnumamn G (18-24 MU/day iv. g4h x 14-21 day)

BeHsuHmpasoa 5-7 mg/kg/aeH B 2 o031 B mpoabAkeHUe Ha 60 AHM

Hudyptumoke 8-10 mg/kg/aeH B 3 po3m 3a 60-90 AHM

[MpekpatsieaHe Ha ICl, HoBa oueHka He-Texka dopma: MeTUAMpeaHM3oaoH 500—1000 mg/aeH 3a 3 AHMK,

CA€A TOBa MOCTENEHHO HaMaAsABaHe C NEPOPaAeH MPEAHM30H

TexKa popma: MHTPaBEHO3HO METUANPeAHM30AOH 7—14 mg/kg/aeH 3a 3 AHW, caep ToBa 1 mglkg/aeH

b |
AKO HsiMa OTTOBOP B paMKuTe Ha 24—48 yaca: MukopeHoraT ModeTnA’, ATGg abaTaLlenT, areMTy3ymab

Nudankcumab' Man apaAuMymab’, puTykcmat™

m
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ATG, aHTUTUMOLMTHM rACBYAMHY; b.id., ABa MbTi AHeBHO; CTLA-4, umtoTokeuueH T-aumdoupmTer aHTUreH 4; EM, eosuroduraer mmuokapanT; ICl, MHXMOUTOP Ha UMyHHATa KOHTPOAHA
TouKa; 1gG, nMyHOrAoByAmH; IL, MHTepAeBKuH; i.v., HTpaBeHO3HO; IVIG, MHTPaBEHO3HW MMYHOTAOBYAWHU; P.O., NMEP OC; S.C., MOAKOXHO; t.i.d., Tpu nmbTu AHeBHo; TNF-a, Tymop Hekposuc
dakTop arda.

* AsaTmonpuH (MMyHoCyrnpecyBeH MypuHos aHaAor): 1-2 mg/kg AHeBHO p.o. (o6ukHoseHo 100—150 mg AHeBHO, B 1-2 pasAeAeH i AO3M, OCHOBEH TapreT: AMMOLMTHTE).

® MukodbeHoAaT MOdETHA (MMYHOCYMPECOp, KOMTO MHXMBMPA MHO3MH MOHOGOChAT AEXMAPOreHasaTa, OCHoBeH TapreT: AMMdoumTHTe): 500-1000 Mg p.o. ABa MbTH AHeBHO (0610 1-2
g/aeH).

© LinkaocnopmH (KaALWHEBPUHOB MHXMBUTOP, KOMTO NMPeAOTBpaTABa TpaHCKpUnLmaTa Ha IL-2 akTuemparmte T-kaeTkm):~3—5 mg/kg/aeH p.o. (paspereHm Ha b.id.), axycTupaH Ao Haii-
HUCKUTE TapreTHu Huea ~150-250 ng/mL.

¢ MeToTpekcaT (aHTUMETABOAMT, KOUTO UHXMEMPA AMXMAPODOAAT PeAyKTasaTa U APYTU GOAAT-3aBMCUMM CTBIKM, HAMAASBAMKM MPOAMdEPALMATA Ha akTUBHUTE AuMboLMTY): 15-20
Mg/CEAMUYHO P.O. 1AM S.C. (HUCKA CEAMMYHA AO3a C AODaBsIHE Ha GOAMEBA KMCEAVHA).

© IVIG (MMyHOMOAYAVpaLLa Tepanus, ocurypsiBaila obeamnHern IgG aHTUTeAd) = cTaHAapTHa AO3a M3BbH OAOGpeHWTe nokasaHus 2 g/kg obla A03a, OBMKHOBEHO MpUAaraHa B
NpoAbAXeHMe Ha 1 A0 2 AHU; aATepHaTUBHO pAo3npaHe: 0,4 g/kg/aeH B MpoabAXKEHME Ha 5 MOCAEAOBATEAHM AHM (MO-PAAKO M3MOA3BaHA MPY MUOKAPAMT, HO MOHSKOTa U3MOA3BaHa Mpu
aBTOVMYHHI 3a60AABaHNA).

"Maazmadepesa (TepanesTuuHa NAasMabepesa, KOATO GUATPUPA U MPeMaxBa LIMPKYAMPALLMTE aBTOAHTUTEAA, UMyHHM KOMIAGKCH 1 Bb3MAAUTEAHU MeAMaTOpH) 3-5 cecum 3a 5—10 AHM.

& AHTUTUMOLMTEH TAOBYAMH (ATG; MOAMKAOHAAHO aHTU-T-AUMPOLIMTHO AHTUTSAO, KOETO MPHUMHABA ABAGOKO M3ueprBaHe Ha T-kaeTkuTe): ~1 mg/kg iv., YeCTO MpUAaraH eXeAHEBHO B
MPOAbAXEHME Ha 3—5 AHM.

" Linkrodocdhamma (LIMUTOTOKCUUHO aAKMAMPALLIO CPEACTBO, koeTo cabp3sa AHK B 6bp30 AeAALLM Ce KAETKM, OCHOBEH TapreT: AumMbounTuTe): 600 mg/m? iv. 6oayc Ha 1-8u, 15-Tv 1 30-Th

AeH (MyAcosa Tepanus).

' Putykcmab (MOHOKAOHaAHO aHTUTAAO cpelity CD20 Bbpxy B kaeTku): 375 mg/m” iv. ceamuuno X 4 Ao3u (1 Mecel).

MHdankcmad (MOHOKAOHAAHO aHTUTsAO cpetuly TNF-a): 5 mg/kg iv. Ha ceamnum 0, 2, 6, cAep TOBa Ha BCeKM ~8 ceAMULIM (MOAABPKALLIO ACHEHME).

« Aparmmymab (aHTU-TNF-a HambAHO YOBELLIKO MOHOKAOHAAHO aHTUTAAO) 40 Mg s.C. CEAMUUHO (MAM Ha BCEKM 2 CEAMMLIM, CMOPEA KAMHWUYHIS OTTOBOP).

'A6atauent (CTLA-4 Ig dy3moHeH npoTemH, koitTo ce cebpasa ¢ CD80/86 BbpXy aHTUreH-NpeACTaBALLM KASTKM, GAoKMpaiikin CD28 Ko-CTUMYAMPALLMA CUrHAA, HEOBXOAMM 3a MbAHa

akTuBaums Ha T-kaeTkuTe): 500 mg iv. Ha Bcekm 2 ceamumin X 5 A03u (MprbansiTtearo 10 ceamumuip).

™ AAeMTy3yMa6 (MOHOKAOHAAHO aHTUTAAO cpellly CD52 Bbpxy AMdoLmTuTe): 30 Mg i.v. BEAHBK AHEBHO (aATEPHATMBHO: 15 Mg i.v. AHEBHO B MPOABAKEHME Ha 2 AHM).

OCHOBHM MEXaHU3MM Ha AeCTBUE:
« Cynpecus Ha T-kAeTKMTe (Hanp. KOPTUKOCTEPOMAM, LUKAOCTOPUH, abaTalienT)
* W3yeprisaHe Ha B-kaeTkuTe (pUTyKCHMAB)
* Muxubupate Ha uptokmHuTe (TNF-a 6A0Kepu KaTo MHGAUKCHMAD, apAaAMyMab)
* Muxubupate Ha cuHTesa Ha AHK (asatvonpuH, MukodeHOAaT, MeToTpeKcar)
* MMyHorao6buH 3amecTBatLa/Moayavpalia Tepanus (IVIG)
* [NAasmeHa duATpaLwms (Naasmadepesa)

6.2.1.2. ®yAMuHaHmeH Muokapoum

DYAMUHAHTHUAT MUOKAPAUT € PSAKO U TEXKO MPOsIBAEGHME Ha
MWOKapAMT M MPUYMHA 38 KAPAMOTEHEH LLIOK W TpsibBa Aa Ce AeKyBa
CbOTBETHO C MHOTPOMHA WAWM Ba3OMpecopHa MOAKPerna MAM, ako e
Heobxoammo, MCS (Bx. Pasaen 6.3).265M3KNO‘-MT6AHO BaXKHO € Aa ce
3Hae 3a CbCTOSHMETO U, KOraTo € HEOOXOAMMO, MaLMEHTUTE Aa Ce
HacouBaT KbM TPETUYHU pedepPeHTHU LIEHTPOBE, KOMTO MoraTt Aad
BbBeAaT BpemeHHa MCS u pa nssbpiiat paHHa EMB. PanHaTta EMB e
HE3aBMCMMO CBbP3aHa C MO-HUCBbK MPOLIEHT Ha CMBPTHOCT WAM
HT/aeBokamepHo acucTmpao yctporicteo (LVAD) 3a 1 roanta.”’
CBoeBpeMeHHOTO CbobLaBaHe Ha OUMOMCUYHUTE pe3yATaTu MMa
pewasawio 3HadyeHue. Crneunduynn noatunose PM (Hanp.
AOKa3zaHu ¢ buoncuns HemHdeKUMOo3HN GopMM, ) MoraT Aa pearnpat
Ha MMYHOCYMpPeCKBHa Tepanus B AOMbAHEHME KbM MEAMLIMHCKUTE
TPUXU, PBKOBOAEHU OT I'IpenopbKMTe.n’34 [MpoabAXaBalLo
npoyusaHe oLeHsBa kopTukocTepouamnTe npu ®M (Clinical Trials.gov
Identifier: NCT05150704).

6.2.1.3. Ocmbp Muokapoum

OCTpUAT MUOKApAWMT MMa BMCOK MPOLLEHT Ha CMOHTaHHO
Bb3CTAHOBSBaHE, OCOOEHO B HEYCAOXKHEHM CAyYan. B cayyan Ha OM,
AvarHocTuumpaH uvpes EMB, apo 50% oT naumeHTUTe umar
CMOHTaHHO Bb3CTaHOBSBaHE U A0 25% MOXe Aa MMaAT NMepcucTMpaLLa
cTabuaHa cbpaedHa aucoyHkumsa. Camo 10%-25% wmar
nporpecupalla kamepHa AMCOYHKLMS, KOATO MOXKE Ad AOBEAE AO
AKMIT, HT mnan CMpr.9 NeyenuneTto Ha OM 3aBuUcK OT TexkecTTa M
KAMHMYHATa KapTuHa. CTpaTudukaumaTa Ha pucka Mpu Tesu
NaLMeHTH e 3aAbAKMTEAH], 32 Ad CE HarpaBu OLieHKa Ha HEOBXOAM-
MOTO HUBO MPUKM.

OcTpaTa ¢asa Ha BUPYCHWS MUOKApPAWT (Hamp. UHAyUMpaH OT
LUMTOAUTUYHU EHTEPOBMPYCM) Ce XapaKTepusupa C WHTEH3MBHA
BUPYCHAa PernAMKaums M MUOLMTHA Hekpo3a U OBMKHOBEHO
MPOABAXKABA CaMO HSKOAKO AHW.2® ChaepoBaTeAHo, paHHaTa

aHTUBMPYCHa Tepanus, HacoueHa CpeLLly MAEHTUPULIMPAHMS BUPYC, €
MOTEHLIMAAEH TepaneBTUYeH MbT 3a CMMpaHe Ha PasBUTUETO Ha
BMPYCEH MMOKApAMT. AOKa3aTeACTBaTa 32 KAMHUYHOTO MPUAOXKEHKE
Ha aHTWMBMPYCHUTE CPEACTBA Ca OrpaHUYeHW, a aHTUBUPYCHOTO
AeyeHue Tpsbea Aa ObAe CbrAaCcyBaHO CbC CMELMAAMCT MO
MHPEKLMO3HN BOASCTU KOMTO € YacT oT Tima npu IMPS.

Maumentn ¢ OM nokasBaT 3HAYMTEAHO aKTUBMPaAHE Ha
nHpAamasoma ot cemeicTBo NLR, cbabprall, NUpUHOB AOMeH 3
(NLRP3) B cbpueTo, cAepOBaTEAHO TOM € MOTEHLMAAeH Tepares-
TUUYEH MpPULIEA B OCTpaTa $basa Ha MUOKapAMTa. " AKTUBMPAHETO Ha
NLRP3 ¢yHKUMOHMpa KaTO 6BP3 MHAYKTOP Ha Bb3MaAUTEAEH
oTroBop 4ype3 npowussoacTBoTo Ha IL-1B u IL-18. TeopetuuHo,
obellaBaly areHTU ca aHTU-IL-1 areHTUTe (aHakMHpa, pUAOHaLLenT,
KaHaKuHyMa6) 1 KOAXMUMH,'® BbMpeKM Ye AaHHWTE 3a edekTa Ha
TaKwMBa areHTV MPU MUOKAPAMT Ca BCE OLLIE OrpaHUYeHM.

[Mpu xopa ca cboOLLEHN MbPBUTE AOKAa3aTEACTBA 32 U3MOA3BAHETO
Ha aHakWHpa, aHTaroHWcT Ha IL-1 peuenTopa (IL-1RA), konTo
nopobpsiBa cbpaedHata yHKUMS MpU M3bpaHu caydan Ha OM,
pedbpakTepeH KbM CTaHAApTHa Tepanus. B npoyusaHeto ARAMIS
obaye aHakMHpa He € YCrsA A2 AEMOHCTPUPA MOA3a MpU NaLMeHTH
cbe cbMHeHMe 3a OM 6e3 cneumnduura etmororua (NCT03018834).
* MbpeMuHaTa KpaitHa TOUKa € GPOSIT AHM KMBOT 6€3 HIKaKBMA
YCAOXKHEHMS, AbAXalm ce Ha OM. [NpoyyBaHeTo MMa MOTEHLMAAHM
OrpaHWYeHUs, CBbP3aHU C OrpaHWYeHMs pasMep Ha W3BaAKaTa,
BKAIOYEHATa HWUCKOPMCKOBA MOMyAALMs M KpaTKuUs CPOK Ha
NMPOCAEASBaHE, HO AOKa3a, Ye aHakuMHpa e 6e3onaceH Mpu Takuea
YCAOBUS.

Lo ce oTHacs A0 MoAyAaLmsTa Ha WMYHHWSI OTTOBOP, MpU
Bb3PaCTHM MMa HYXAQ OT AOMBAHUTEAHW PaHAOMMU3IUPAHU
MPOY4BaHMs 32 OLlEHKa Ha ACYEHWNETO C MHTPABEHO3HM MMYHOTAODY-
avHn (IVIG) npwu OM,*’ Toit Kato CepuuTE OT CAyYam U
PETPOCMEKTUBHUTE aHAAM3M MOKa3BaT MOA32 MO OTHOLUEHWE Ha
npexwvesemMocTTa 6e3 TpaHcnAaHTaums. VIHTpaBeHO3HUTE UMYHOTAO-
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ByAVHI Ce MPEATMCBAT YeCTO MpU MeAMaTpuuHm naumeHtn.” Kato
LsSAO, AeveHneTo Ha OM C KOPTUKOCTEPOMAM € CMOPHO, C
U3KAIOUEeHMe Ha MHAYLUMpaHus oT ICl MMOKapAMTm nEM.

EdukacHocTTa Ha KOMOUHMpaHaTa MMyHOCYNpecHst (MPeAHM30H C
LIMKAOCMOPMH MAM a3aTUOTPWKH) B CPaBHEHME C MAaLLebo e oLieHeHa B
eaHo PKT npu naumneHTH ¢ pookasaH vpes 6uoncus AM ¢ HeyTouHeHa
€TUOAOTUS, Tb KaTo WMHPEKLMO3HUTE MPUUUHM He ca BuAn
U3KAIOYEHU Ype3 PCR.*" [poy4BaHETO € MMaAO AM3alH, KOMTO e
OMPeAGASIA AAAW MMyHOCYyrNpecuBHaTa Tepanua noaobpsea AK
byHkUMs npu naupeHT ¢ AM. He e MMaAo 3HauUMTeAHa pasAMKa B
npexuesemMocTTa Mexay aseTe rpynu (P = 0,96). MNpoyysaHeTo 1ma
HSIKOAKO OFpaHWYeHWs, HarpuMep MaAbK pa3Mep Ha M3BaakaTa u
HenmbAeH aHaAm3 Ha EMB, 6asumpaH caMo Ha XMCTOMATOAOTMS.
Bbrpeku ToBa, npu cneumpuyHmM XMCTONaToAOrMYHM popmu Ha OM,
kato Hanpumep KM, mMma npenopbku 3a MMYHOCYMPECWMBHU
AekapcTBa (Bx. Pasaean 9.211 9.3).

6.2.1.4.Modocmbp u xpoHUYEH MUOKapoum

XPOHUYHUSAT MUOKAPAWUT MOXKE Ad MPEACTABASIBA MEXAMHEH €Tan
MexAy CybakyTeH MMOKapAMT u Bb3naAnTeaHa KMI. Mo Bpeme Ha
XPOHWMYEH MUOKApPAMT Moxe aAa ce passue CH, a HacoueHaTa oT
MpenopbkuTe MeamumHcka Tepanusa (GDMT) 3a CH e kpaitbrbAHUAT
KAMBK MPU AEYEHMETO HA XPOHWUUHMA MUOKAPAWT. ' °°
AHTUBMPYCHaTa Tepanus MMa cAaba Moasa B cybakyTHUS WU
XPOHUUHMS CTAAMI Ha MMOKAPAMTa, - a €DEKTUTE Ha MMYHOMOAYAM-
paLLMTe AeKapCTBa BbPXY XPOHWYHUS MUOKapAWT C HeorpeAeAeHa
€TMOAOT WS Ca BCE OLLIE MPOTUBOPEUMBU.

Ta6auua c npenopbku 9 — Mpenopbku 3a MEAMKAMEHTO3HA
Tepanus Npu MUOKapAMUT (BMXKTe AoOKasaTeAcTBeHa TabAuua 9)
Mpenopbku

Kaac® Huso®

AeueHune Ha cumnTOMMUTE

HCIBC (3aepHO ¢ MHXMOMpaHe Ha MPOTOHHATA MOMMa)
TpsibBa Aa ce B3eMe MPeABMA MPU MALMEHTU CbC
CbMbTCTBALLM CUMIATOMU HA MEPUKAPAUT, 32 HAMaAA-
BaHe Ha CMMNTOMUTE.

KoAxuLMH TpsibBa Aa ce B3eMe MPeABUA MNPV MaLMEHTH
C MMOMEPUKAPAMT, 332 Ad HAMAAABAHE Ha peLl,l/IAlliBl/ITe.m3

lla C

lla B

AeyeHue Ha cbpAeYHaTa HEAOCTATBLYHOCT

[pu MauMeHTH C OCTbP MMOKAPAMT, OCOBEHO Te3n ¢

MOBWLLIEH TPOMOHMH, TPSIOBA AQ Ce B3EMaT MPeABUA

[-6A0KepH, C MPOAbAXKABaHE Ha MpHeMa UM B MPOABA C
XEHME Ha Hali-MaAKo 6 MeceLia, 32 KOHTPOAMPaHe Ha
CMMMNTOMMTE W MPEAOTBPATABAHE HA APUTMUMTE.

3a HaMaAsiBaHe Ha pycKa OT MosiBa Ha apUTMUK TpsibBa
AQ Ce B3eMe MPeABMA aHTUAPUTMUYHO AeYeH!e Npu Ma-
LIMEHTH CAEA MUOKAPAUT C PELIMAVBMPALLI,

cumnTomHa KT.*

Ila C

AeveHune Ha apuTMUHUTE

[pu naumeHTU € OCTBP MUOKAPAWT, OCOBEHO Tesu ¢

MOBULLEH TPOMOHMH, TPAGBA A Ce B3EMaT NMPeABMA

(3-6A0KepH, C MpoAbAXaBaHE Ha NMpueMa UM B MpopbA- — lla (o
XeHWe Ha Hall-MaAKo 6 Mecelia, 32 KOHTPOAMPaHe Ha
CUMMTOMUTE U NPEAOTBPATSBAHE HA apUTMUUTE.

3a HaMaAsiBaHe Ha pucka OT MOsBa Ha apUTMUK TpsA-
6Ba Aa Ce B3eMe MPEeABUA aHTUAPUTMUUHO AeYeHe
MNPV MaLMEHTH CAEA MUOKAPAWT C PELIMAMBMPALLI,
cumnTomHa KT.*

UMyHoCcynpecuBHa Tepanusa

Illa C

KopTukocteponanTe Tpsibea Aa Ce B3EMAT MPeABUA

MPU MALUEHTU C GYAMUHAHTHM, HEMHPEKLIMO3HM la
$OPMU Ha MUOKAPAMT, C LIEA CTaBUAM3MPAHM Ha
naumeHTUTe.

C

Mpodbancasa

KopTukocTeponam 6rxa MOrAM Aa Ce B3eMaT MpeABMA

TPV MaLUMEHTU C OCTbP MUOKapAMT ¢ HapylweHa AKM®, - lib C
aKO Ca Pe3NCTEHTHM Ha CTaHAapTHaTa Tepanus 3a CH

C LieA CTabuAM3MpaHe Ha CbCTOSHMETO.

PyTuHHa ynoTpeba Ha MyHoCynpecieHa Tepanus He

Ce NpenopbyBa Mpy OCTbP MUOKAPAMT CbC 3ara3eHa Cc
AK yHKUMS, Tbi1 KaTo HAMA AOKa3aHa MOA3a 33 U3X0AQ,

ESC, Esponericko kapanoaoruHo apyxectso; CH, cbpaedHa HeaocTaTbuHocT; AK,
AsBa kamepa; AK®, reokamepHa naTAacksala ppakums; HCIMBC, HecteponaHo
NPOTUBOBB3NAAUTEAHO AekapcTBO; KT, kamepHa TaxuKapams.

* Kaac npenopbku.

* AOKa3aTEeACTBEHO HMBO.

6.2.2. DapMaKOAOrM4Ha Tepanus Npu NepuMKapAmuT
6.2.2.1. O6wu npuHyunu

LleAnTe Ha MeaMKaMeHTO3HaTa Tepanuma NMpu NepuKapAnT ca Aa
ocurypu: (i) CMMNTOMAaTUUYHO AedeHWe (FAAaBHO KOHTPOA Ha
nepuKapAMTHaTa rpbaHa 6oaka); (i) KAMHWYHA pemucus; u (iii)
MPEBEHLIMSA Ha YCAOXKHEHMSATA, OCOBEHO PELIMAMBI 1 KOHCTPUKLMS.

PecTpukumata Ha ¢u3MYeCKOTO HaToBapBaHe OrpaHW4aBa
CbpAEYHaTa YecToTa U Moxe A Gbae MOAE3HO 3a HamaAsBaHe Ha
NEepUKapAHOTO TPUEHe, KOETO MOXe Ad Ce NMOoAOGPHK C nomoLlTa Ha
AEKapCTBa, KOUTO ro peayumpart (Hanp. B-6Aokepu nAn MBabpaaWH 3a
Te3u, KOMTO He MoraT Aa MpueMat MAW MoHacsaT B-6AaokepuTe) npu
NaLMeHTH CbC CbpAEYHA YecToTa B Mokok >75 b.p.m. 1 cumntomu,
BBIPEKY EMMMPUYHATA POTMBOBB3MNAAUTEAH TEPATS.

6.2.2.1.1. Ocmbp nepukapoum (nbpeu enuzoo).

OcHoBaTa Ha MeAMKaMeHTO3HaTa Tepanus e eMnupuyHaTa
NMpOTMBOBB3MaAUTEAHA Tepanus ¢ acnupuH MAn HCIBC B mbAHM
NPOTMBOBB3MAAUTEAHM AO3M C MOAXOASILLM BPEMEBU MHTEPBAAM HA
npuAoXeHMe (OOUMKHOBEHO Ha BCekM 8 Yaca) MAKOC KOAXMLMH 3a
HamaAsiBaHe Ha pucka oT peLpamei.” ' Korato ce npuaarar
HCIBC ce npenopbyBa racTponpoTekums C MHXMOUTOP Ha
MpOTOHHaTa NoMna,”

Korato acnupuHsT 1 HCIMBC ca npoTtuBonokasaHu WAM mpwm
cneunduUHM MnokasaHus, TpsabBa Aa Ce B3eMaT MPEABMA
KOPTUKOCTEPOMAM B HUCKM AO YMEPEHM AO3M MAIOC KOAXMULIMH (BXK.
Ta6Aamumn 13 14).

B cAyyamuTe Ha HenbaeH oTrosop kbM acnupuH/HCIBC u
KOAXWLMH, KOPTUKOCTEPOMAMTE MOraT Aa ce AODaBAT B HWUCKM AO
yMEPEHM AO3M KaTo TpoitHa Teparms.' B cAyviait Ha peLimams, TpsibBa
A2 Ce MOAOXAT BCAKAKBU YCUAMUS AQ HE CE YBEAMUABA AO3aTa MAM AQ CE
Bb3CTaHOBM MPUEMBT HA KOPTUKOCTEPOUAM.

VnoTtpebaTta Ha KOAXWMUMH B AOMbAHEHME KbM EMMMpUYHATa
NPOTMBOBB3MAAUTEAHA TEpanus ce MOAKpens OT MoBeveTo
NyBAUKYBaHM AOKa3aTEACTBA, C EAMHCTBEHOTO WM3KAIOYEHWE Ha EAHO
MaAKO OTBOPEHO MpOy4BaHe, KOETO € OUAO Hait-BepOoSTHO C
HeAOCTaTbYyHAa MOLLHOCT, 32 Aa Ce TecCTyBa XuWnoTesaTa Ha
nscaepBaHeTo npu maueHtn ¢ OMN™*' KoHkpeTHoTO po3upaHe
MPOABAKMUTEAHOCTTA Ha TepanusTa ca obobiieHn B Tabauua 13.
[MpenopbuBa ce MOHUTOPMpaHe Ha cepyMHMst C-peakTuBEH NPOTEUH
1 obpasHa amarHoctuka ¢ CMR, 3a oLieHka Ha KAMHUYHATA peMucKs,
32 OMpeAeAsiHe Ha MPOABAXMTEAHOCTTA HA AEYEHMETO W OLLeHKa Ha
TEepaneBTUYHUS OTFOBOP MPU MO-CAOKHW W TPYAHU 3a AeudeHMe
CAy4an. B He-yCAOXHEHM CAyyan e AOCTaTbYHO KAMHWMYHO
npocAeAsiBaHe Cbc/6e3 exokapamorpadus.

6.2.2.2. HecnupeH 1 peunamuBupall, NnepUKapAUT

[Mpu naumeHTV € HecnupeH nNepuKapAnT mAM Pl1, ocHoBHaTa
Tepanus BUHarun e KOAXWLMH B kombuHaums ¢ acnupu/HCIBC man
HUCKU AO YMEPEHU AO3M KOPTUKOCTEPOUAN. [TpK MO-TPyAHU CAyydam

© ESC 2025
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Tabauua 13 CneunduyHa HayaAHa A03a U NMPOABAXKUTEAHOCT Ha TepanusaTa Npy oCcTbp U PELLMAMBUPALL, NEPUKAPAUT

Tepanua Ao3za

Acnvpur’ 750 — 1000 mg 3 mbTH AHEBHO

M6ynpodeH’  600-800 mg 3 mbTi AHEBHO

MHaoMeTaumH  25-50 mg 3 mbTi AHEBHO

KoaxuumH® 0.5 mg BeAHBX AHEBHO (<70 kg 1AM TexKo GbOPEYHO yBpexXAaHe)
uam 0,5 mg ABa MbTU AHEBHO

[peaHU30H 0.2-0.5 mg/kg/aeH

/eyeHne camo npu peunA1Bem

AsatnonpuH 5 3 mg/kg/aeH

IVIG 400-500 mg/kg iv. AHeBHO 3a 5 AeHa

AHakuHpa 1-2 mg/kg/aeH ao 100 mg/AeH Npu Bb3pacTHU
PuaoHacent® 320 mg BEAHBX AHEBHO, MOCAeABaHM oT 160 mg cepAMUYHO

3anoysarku ¢ 1 mg/kg/aeH, cAep KOETO MOCTEMEHHO yBEAMYaBaHE AO

MpoAbAXUTEAHOCT® HamaaAsaBaHe Ha po3aTa’
1-2 ceammupm Hamansgartte ¢ 250 mg Ha Bceku 1-2 ceammum
1-2 ceammum Hamansgartte ¢ 200 mg Ha Bceku 1-2 ceammum
1-2 ceamnun Hamaasgartte ¢ 25 mg Ha Bcekut 1-2 ceamuuiy
3-6 meceLa He e Heobxoanm
2—4 cepaMMLM Hakoako Mecelja

Hskoako Mecelia Hakoako mecelia

5 peHa He e 3apbAXUTEAHO
Hait-maako 6 MeceLia/ Heobxoaum (Hait-Maako 3-6 meceuia)/

>12 meceua Hen3BecTHO

IVIG, nHTpaseHosHM uMyHoraobyanHm; HCIBC, HecTepoMAHO NPOTUBOBB3MAAUTEAHO AEKAPCTBO. ASUYEHNETO CaMO 3a PELIMAMBI € MAPKMPAHO B CUBO.

‘TIPOABAXMTEAHOCT Ha TepanusiTa KaTo Ha4aAHO AO3MPaHE; 38 BCUUKM A€UeHUs aTaKyBallaTa AO3a Ce MOAABPXKA AO OTLLYMSIBAHE HA CUMMTOMUTE W HOPMAAM3MPAHE Ha Bb3MAAUTEAHWTE
mapkepy (Hanp. C-peakTuBEH MPOTEMH) U APYTU U3CAEABAHMS (€AEKTPOKAPAMOrpaMa, EXOKAPAMOTPaMa), CAEA KOETO Ce MPenopbyBa MOCTEMNEHHO HaMaAsBaHe Ha Ao3aTa. Ts Tpsibea Aa
6bae CbObpaseHa ¢ KOHKPETHMS MALMEHT CMIOPeA TEXECTTa Ha 3a60ASBAHETO 1 OTTOBOPA Ha NaumeHTa. [locTeneHHOTO HaMaAsiBaHe Ha AO3aTa e OCOBEHO BaXKHO 3a KOPTUKOCTEPOUAUTE,
KbAETO HaMaASBAaHETO € MHOTO 6aBHO, ocobeHo nop 15 mg/aeH, obLmaT npar 3a peLyamem (Bx. Tabanua 14). MOHUTOPUHIBT ce OCHOBaBa OCHOBHO Ha OLieHKaTa Ha KpbBHATa KapTHHa,
KpeaTuHWHa, KpeaTUHWUH-KIMHa3aTa, TpaHcammuHasuTe, C-peakTUBHMS NPOTEUH, EXOKapAMorpadmaTa. AHakMHpa TpsAbBa Ad CE HAMAASBA MOCTENEHHO CAEA KAMHWYHaTa pemucust. [pueTu ca
Pa3AMYHM CXEMM: Harp. HAMAASIBAHE C EAHA AO3a HA CEAMMLIA BCEKM MECELL MbAHA AO3a MPE3 AEH B MPOABAXXEHME Ha MOHE 3 MeceLia, CAeA TOBA MOAOBMH AO3a MPe3 AEH B MPOAbAKEHUE Ha

rnoHe 3 MeceLa.

°ACMIMPUHET U MBYMPOGEHBT Ca YECTO CPELLAHM AEUEHMSA OT MbPBA AVHUS 32 MbPBUSA EMM30A Ha MEPUKAPAUT (OCTBP MEPUKAPAMT), B ChYeTaHMe C KOAXMLMH, B MPOABAKEHME Ha MoHe 3
meceua. ACI'II/IPMH'bT € NMPEeANOYUTAHUAT M360p 3a NauUneHTH C UCXeMU4Ha 6oAecT Ha CbpLUeTo. MHAOMeTaLLl/IH OBWKHOBEHO Ce B3eMa NpeABUA B CAyHan Ha Hel'lpeK'bCHaT/peLl,l/IAMBMpaLLl,
nepukapAmT. B cAyyan Ha HempekbCHaT/peLMAMBIPaLLL MePUKapAMT, KOAXMLIMHBT Ce MoAAbPXa NoHe 6 Mecelia. [penopbysa ce mbAHa Ao3a acnnpuH/HCIBC 3a naumeHT1 C HopMaAHa MAM
Aeko HaMaAeHa 6b6peyHa GpyHKLMA. 3a Te3n C yMePeHO AO TeXKO 6bOPEUHO yBpexAaHe ce MpernopbyBa KOpUripaHe Ha AO3aTa MAM yNoTpeba Ha KOPTUKOCTEPOUAM.

‘PunoHauent e pervctpupan 8 CALLL, Ho noHacTosiLLeM He ce npeaaara 8 EBpona. AHakuHpa, MOpaAM KpaTKusi CU MOAY-KMBOT, MOXKE Ad ObAe MPEATOUUTAHUAT M3GOP NP MaLMEHTH C

MOBULLEH PUCK OT l/IHd)eKLI,I/IM.

60AKaTa B I'bpAMTE MOXe Ad CE KOHTPOAMpPAa C KOMOWHaLs OT
acnmpuH nan HCTBC natoc KOPTUKOCTEPOUAM B HUCKU AO YMEPEHMU
AO3U 1 KOAXULIMH (TpOiHa Tepanus). Tpsibea Aa ce B3eMe NMPeABUA i.V.
MbT Ha MPUAOXKEHME, 33 Ad CE OCUIYPU KAMHUYEH OTFOBOP WMAM 3a
KOHTPOA Ha CUMIMTOMUTE MPU MO-TPYAHU AU PEUCTEHTHM CAyYaM.

Ta6Aauua 14 HamaaAaBaHe Ha KOPTUKOCTEpPOMAUTE

Aosza HauaAHa pA03a HamaaeHue®
NpeAHU3oH" 0.20-0.50 mg/
kg/aeHa
[MpeaHW30H B =53 i 10 mg/aeH Ha Bcekn 1-2 ceamuupm
AHEBHa AO3a
50-25 mg 5-10 mg/aeH Ha Bceku 1-2 cepmuLm
25-15mg 2.5 mg/aeH Ha Bcekn 2—4 cepmuum
<15 mg 1.25-2.5 mg/aeH Ha Bcekn 2—6 ceaM.

* MN36arsaiiTe No-BUCOKM AO3M, OCBEH MPU CMELMAAHM CAYHUaM U CAMO 32 HAKOAKO AHM, C
6bp30 HamaAsBaHe A0 25 mg/aeH. lMpeaHM3oH 25 mg e eKkBMBAAEHTEH Ha
MeTWANpeAHusoaoH 20 mg.

Bcsiko HamaAsiBaHe Ha AO3aTa MPeAHM3OH TPsGBA AA CE M3BBPLLIBA CAMO aKO MaLMEHTLT €

acumnToMatudeH U C-peakTUBHUST MPOTEMH € HOpPMaAeH, 0cobeHo mpu Ao3u <25
mg/AeH.
Ha Bcuukm naumeHTy, MOoAyYaBaLLM TAOKOKOPTUKOMAM, TPSIOBA Ad Ce MPEAAOXKM NpUEM
Ha KaAumit (Aobaska naloc nepopaaeH npuem) ot 1200-1500 mg/aeH 1 pobassiHe Ha
BuTaMuH D ot 8001000 |U/aeH. OcgeH ToBa, npernopbusat ce bupocdoHaTnTe ¢ Liea
MPeAOTBPaTsABaHE Ha KOCTHA 3ary6a Mpu BCUUKM MBXKE Ha Bb3PacT 250 roAMHM 1 KeHM B
CAEA-MEHONMay3a, MPU KOUTO € 3aMO4HATO AbATOCPOHHO AEHEHME C FAKOKOKOPTUKOMAM B
A03a 25,0~7,5 mg/AeH NPeAHM30H MAW eKBUBAAGHT. ™

MMaLMeHTH, KOUTO pa3BMBAT PELIMAMB B MEPUOAA Ha HaMaAsIBaHe Ha
AO3aTa Ha KOPTUKOCTEPOUAWTE, TPsIGBA Aa MPOABAXAT MpueMa Ha
KOAXMLMH 1 Aa noayyvaT HCTBC B poombAHeHMe KbM TOBa AeUeHMe,
BMECTO Ad YBEAMUAT AO3aTa Ha KopTukocTepouanTe. Koe AekapcTeo
TpsibBa Aa ce HaMaau mbpBO (KopTukocTepoman mam HCIIBC)
3aBUCK OT CMELMPUUHMA KAUHWUYEH CLieHapuit (Bb3pacT, 6bbpeyHa
bYHKUMS, XeMOparnieH pUCK W MpUEM Ha MEPOPAAHM aHTUKOAry-
AQHTW).

[Py NaumMeHTH C KOPTUKOCTEPOUAHA 3aBUCUMOCT, PE3UCTEHTHOCT
KbM KOAXMUMH WM AaHHWM 3a nosuiueH C-peakTUBEH MPOTEUH
(623aAHOO WAM B MOCAEABALLM EMU30AM), KAUHUYHUTE U3MUTBAHMS 1
€AVH MeXAYHAPOAEH PETUCTBP NMOAKpensaT yrnoTpebara Ha aHTU-IL-1
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108,275,282-284
areHT (aHaKMHpa UAM pUAOHALIENT). [peAMMCTBO Ha Te3n

areHTU e GbP30TO HAYAAO Ha AEMCTBME M BB3MOXKHOCTTA 32 6bpP30
cnupaHe Ha kopTukocTepouante.’®® MMa pokasaTeAcTsa 3a
eduKacHOCT Npu MoHoTepanus ¢ aHTU-IL-1 areHT (aHakuHpa WAM
puaoHatien). " Beyioct npuapykasauiata ynotpe6a Ha
KOAXMLIMH MOXe A2 ObAe MOAE3HA 32 HaMaAsiBaHe Ha peLIMAMBUTE U
yAbAXaBaHe Ha MPexXuBAeMOCTTa 6e3 peLuAMB, OCUTYypsBalku
MOCAEAOBATEAHO BAOKMPaHE Ha MPOBBL3MAAMTEAHWS MBT, BOAELL, AO
reHepupaHe Ha IL-1.% KoAxuupHeT TpsibBa Aa Ce 3anasBa U Aa ce
CMKpa KaTo eAMHCTBEHO MOCAEAHO AEKApCTBO CaMO CAep CTabuAHa
pemucus. Hello noseve, KOAXMLMHBT MMa Hai-6e3omacHus
CbPAEYHO-CbAOB MPOPUA U Cera € MPEAAOXKEH C LieA MPeBeHLMs Ha
roAeMU HexeAaHu cbppeuHn cvbutna (MACE) npu naumenTn c
aTePOCKAEPOTMUYHM CbPAEUYHO-CbAOBM 3a6oAsiBaHMA. " [pu
NaLmeHTH, KOUTO MOAyHaBaT CTABUAHA PEMUCUS C XPOHUYEH MPUeM
Ha HUCKa AO3a KOPTUKOCTEPOMAM (Hamp. MPeAHM3oH <5 mg WAM
€KBMBAAEHT) MAIOC KOAXWLMH, PELIEHUETO 3a MPeMMHaBaHe KbM
AeveHue c IL-1 6aokep Tpsibea Aa 6bae cbobpaseHo ¢ MaLMeHTa Ha
MHAMBMAYAAHA OCHOBA, B3EMaiku MPEABMA HSIKOAKO MapameTbpa
(KaTo MOHOCKMMOCT, Bb3PACT U MOA, MPEAMOUUTAHMA Ha MaLMEHTA).
Vrnotpebata Ha aHTU-IL-1 cpeactBa Moxe pa 6bae cBbp3aHa C
yMEpeHO MOBWLLABaHE Ha OOLUMA PUCK OT AEKM AO YMepeHM
nHpekumn. AaHHKTe 3a 6e3omnacHocT Ha aHTU-IL-1 cpeacTBata ca
yCnoKosBallin, KoraTo ce MMa MPeABMA PUCKLT OT HOBU
3AOKa4eCTBEHM 3a6OASBAHMS, AOKATO HE30MACHOTO UM MPUAOKEHUE
MPW NaLMEHTH C U3BECTHM aKTUBHM 3AOKAYECTBEHM 3aBOASBAHMA BCE
olLie He e A0bpe NpoyyeHo.

MMa orpaHuyeHM AOKasaTeACTBa MPU APYTM AeKapcTBa 3a
nepukapAMT. A3aTMOMPUH € OUA eMMUPUYUHO MU3MOA3BaH MpU
MaLMeHTH C peLIMAMBM 1 AUMCA Ha OTTOBOP KbM OMLMM OT MbPBU U
BTOpU M360p, KaTo acnmpuH/HCIIBC, KOAXMUMH 1 KOPTUKOCTEPO-
nam.’® Tosa AekapcTBO ofaue M3rAEXAA MO-MOAXOAALLO KaTo
CTEPOMAO-CbXPaHSBALLO CPEACTBO M MMa OrpaHuyeHa epuKacHoCT
MpY MaumeHTH ¢ ocTpa 6oAKa. MIHTpaBeHO3HU MMYHOTAODYAMHM ca
OGWAM TECTBaHW 1 NpK NaLMeHTU ¢ peppakTepeH Pl caep Heycnex Ha
MbPBUA U BTOPKs M360P, KakTo W aHTU-IL-1 cpeacTBa. Tesn AekapcTBa
MoraT Aa 6baaT edmKacHM MpU UMHPEKLMO3HU, KaKTO W Mpu

© ESC 2025
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aHTK-IL-1 cpeacTBa. Tesn AekapcTBa Morat pa 6bAaT epuKacHK npu
MHPEKLIMO3HM, KaKTO W MPU HEMHGEKLIMO3HM ETMOAOTUM, ThIA KaTo ca
CMOCOOHM A2 EAVUMUHUPAT UHPEKLIMO3HUTE areHT U Aa MOAYAUPAT
UMyHHIA oTroBop.”* KakTo KOPTMKOCTEPOMAM, Taka U MMyHOMAOGY-
AVHU Ca MpeApAaraHM MpU HEBBL3MAAUTEAHO MpeACTaBsHe (T.Hap.
HEBb3MaAMTEACH <1>eH0T|4r|).m’289

CbBCceM HaCKOpPO, XMAPOKCUXAOPOXMHBT MOKa3a CTEPOMA-
criecTsBaLl, epekT 1 MoBuLLIEHa npexmeseMocT H6e3 obocTpsiHe npu
Pl npu naumeHTU ¢ Pe3UCTEHTHOCT KbM KOAXMLMH M KOPTUKOCTe-

poraHa 3aBucMOcT.”” TPOABAKMTEAHOCTTA Ha AGUYEHWETO C
acnupuH/HCIBC u cTepouan Tpsbea aAa ce YABAXWM Ha
MHAMBKAYAAHA OCHOBA, @ MPOLIECHT Ha HaMaAsBaHe Ha AO3aTa Tpsibsa
Aa e No-6aBeH, OTKOAKOTO MpW MbPBU ENMU30A Ha pr.’

Ao3MpoBKaTa M MPOABAXMUTEAHOCTTA Ha HAM-4ECTO U3MOA3BaHWUTE
AeKapCTBa 3a MepuKapaMT ca oboblueHn B Tabanua 13, pokato
NPEAAOXKEHUAT AATOPUTBM 32 MeAMKAaMeHTO3Ha Tepanus Ha
nepukapamTa (6e3 MHTEPBEHLIMOHHUTE Teparum W MnepukapAMek-
TOoMUKSATA) e UACTpUpaH BB Purypa 16.

4 )

MaLmeHT c ocTbp NeprKapanT

!

ASA vnn HCTBC (06nkHOoBeHO nbynpodeH nim MHAoOMeTaLMH) NA0C KOAXMLMH
(Knacl)

I :

OTroBop KbM MefMLVHCKa Tepanus

Mpu npotBonokasauua
HAM HENOHOCHMOCT KbM
ASA/HCNBC

X
ha ®
f

MocTeneHHo HamansABaHe Ha
ASA/HCTIBC v konxuuuH’ 3a 3-6 MeceLja
C Lien HamanABaHe Ha peKkypeHTHINA pUCK

HenpekbcHaT/peKkypeHTeH

v

Huckn go ymepeHu 1031 KOPTUKOCTEPOUAN MITHOC KONXULIMH
VNN TPOMHA MeAMKaMeHTO3Ha Tepanua ¢ KopTukoctepounam, HCIMBC n
KONMXULMHC

I o
PearmpaHe Ha MeANUMHCKaTa Tepanna

@ i Mpn

npoTMBONOKasaHUA
f MAK HEMOHOCHUMOCT

MocTeneHHO HamansABaHe Ha
npriemMa Ha KOPTUKOCTEPOUaM 1 HenpekbcHaT/peKypeHTeH
KONXMLMH®3a Haii-Manko 6 meceLia i

- @ESC

®urypa 16 lMpeprokeH aArOpWUTBM 32 MEAMKAMEHTO3HA Tepamnus Ha MEpUKApPAMT MpW Bb3PacTHW (6e3 WMHTEPBEHLMOHHUTE Tepanuu u
nepukapavekTommsaTa).  ASA, aueTuacaamumaosa kuceamHa; IL-1, uHtepaeskuH-1; CRP, C-peaktuser npotent; CMR, cbpaeUHO-CbAOB MarHWUTEH
pesoHaHc; LOE, pookasateactBeHo HiBo; HCIBC, HecTepouAHO MPOTUBOBB3MAAUTEAHO AEKAPCTBO.

* ASA e MbpBuM BapuaHT, ako MaumeHTUTe Bede ca Ha aHTUTpoMGouuTHa Tepanus ¢ ASA. MBynpodeHsT 06MKHOBEHO Ce MPeAMoUMTa KaTo MbpBu
HCIMBC. OnuTaiite noBeye OT €AMH areHT, 3a A OLeHWTEe oTroBopa. npu ynotpeba Ha acnunpuH/HCIBC BuHaru ce npenopbyBa racTpoONpoTeKLMS C
MHXMOUTOP Ha MPOTOHHaTa MoMmra.

® KOAXMUMHBT ce nperopbyBa 3a NPeAOTBpaTABaHe Ha PeUMAMB. [IpUEMBT Ha KOAXMLMH TPAGBa Aa B3eMe MPEABMA 3a Haii-MaAKo 3 Mecella npu
MbPBUA €MU30A Ha MEPUKAPAMT M Hait-MaAKo 6 Mecelia MpU CAyYan Ha HempeKkbCHAT/peLmAMBMpaLL, NepukapAWT. KOAXULMHBT TpsbBa Aa ce cripe KaTo
MOCAEAHO AEKapCTBO CaMO CAeA MOCTUraHe Ha cTabuAHa pemmcns. Mpenopbysa ce NOCTENEHHO HaMaAsiBaHe Ha AO3aTa, 3a Ad Ce HaMaAK
NepCUCTUPAHETO/PELIMAMBUPAHETO Ha cUMMTOMUTE. [1pK KOPTUKOCTEPOMAMTE MOCTENEHHOTO HaMaAsBaHe Ha Ao3aTa e no-6asHo. OBUKHOBEHO He ce
M3BbPLLIBA MOCTEMEHHO HaMaAsiBaHe Ha AO3aTa Ha KOAXWMLMH MPU MPOABAXUTEAHOCT Ha TepanusTa >3—6 Mecelia. [1pearoxkeHUTe cxemu 3a
MoCTeNeHHO HaMaAsiBaHe Ha AO3aTa ca NMpeacTaBeHn B Tabauya 12.3a OTroBOp Ha TepanusiTa B3eXMe NMpeABUA KAMHUYHATA PEMUCUS.

“ Hucka Ao yMepeHa p03a KopTukocTepouam (Hanp. npearmson 0,2-0,5 mg/kg/aeH MAM eKBUBAAEHTHM AO3M aATEpPHATUMBEH KOPTUKOCTEPOUA).

¢ Kaac | LOE A, Kaac lla LOE C, He3aBMcHMO OT HMBaTa Ha C-peakTuBHMA NpoTemH, korato CMR coum AaHHM 32 NepUKapAHO Bb3MaAeHMe.
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Ta6Auua c npenopbku 10 — NMpenopbkKu 3a MepUKa-
MEHTO3Ha Tepanusa Npu NepuKapAUuT
(B>x AoKasaTeAcTBeHa Tabauua 10)

Hueo®

Mpenopbku Kaac®

KOAXMLMHBT Ce MpenopbyBa KaTo MbpBa AUHUS Tepa-
MWSA MPY MALMEHTH C MEPUKAPAWT, KaTO AOMTbAHEHME KbM
acnpuH/HCIIBC mAn KopTuKoCTEpOMAHa Tepanus 3a

24,25,108,275-278
HaMaAfiBaHe Ha MOCAEABALLMTE PELIMAMBU.

AHTY-IL-1 areHTWTe (aHaKMHPa AU PUAOHALIENT) Ce
MPEnopbYBAT MPY MALMEHTU C PELIMAMBMPALL, NEPHKap-
AT CAEA Heycrex Ha Tepanum OT MbpBa AUHWSA U KOP-
TUKOCTEPOMAM, KaKTO U MOBMLLEHN HMBa Ha C-peakTuB-
HWsA MPOTEWH, 33 HaMaAABaHE Ha PELIMAMBUTE U A2 Obae

108,275,282-284
paspeLleHo CrpaHe Ha KOPTUKOCTEPOUAMTE.

KaTo Tepanus oT nbpsa AMHMA NPY NaLMEHTM C nepu-
KapAMT 32 KOHTPOA Ha CUMMTOMUTE M HaMaAsIBaHE Ha
peLmAMBITE Ce MPEernopbYBaT BUCOKM AO3M aCrMpUH

1A HCTBC ¢ MHXMBMTOPM Ha NpoToHHaTa nomma.””"*

TPy CMNTOMATUUYHM MALMEHTH, BBMPEKM MbAHATA MPO-
TUBOBB3MAAUTEAHA TEPANMSA W MPK CbPAEYHA YecToTa B

. lla C
nokow >75 b.p.m., TpsbBa Aa ce B3eMe npeAsuA B-610-

274
Kep, 32 Ad Ce MOAODPU KOHTPOABT Ha CUMMTOMMTE.

AnTH-IL-1 cpeAcTBa (aHakMHpa MAM pUAOHALENT) Tpsibea
Aa Ce B3eMaT MPeABMA B CAyYau Ha HeCrMpeH/peLinavBI-
paLL, MePUKAPAUT MPU AAHHM 32 MEPUKAPAHO Bb3MaAeH!e
8 CMR cAep Heycrex, MPOTHBOMOKa3aHMs U HEMOHOCK-
MOCT KbM MbpBa AUHMS TePanumuTe MAOC KOPTUKOCTEPO-
MAW, HE33BMUCUMO OT HMBaTa Ha C-peakTVBHUA MPOTEH,
33 HaMaAsBaHe Ha PELMAMBITE M Ad CTaHE Bb3MOXHO
CMMPaHETO Ha KOPTUKOCTEPOUAUTE.

lla C

KopTukocTepouam B HUCKU AO CpeaHM A03u| TpsiGBa
Aa Ce B3eMaT MPeABUA MPU NaLMEHTU C MEPUKAPAUT
€AMHCTBEHO B CAyYalt Ha MPOTUBOMOKA3aHUs/Heycrex
Ha acnmpuH/HCIIBC 1 KOAXMUMH MAM KOraTo MMa
crneLmpUyHO MoKasaHUe 32 KOHTPOAMPAHE Ha CHMIT-
TOMMTE U HaMaAsiBaHe Ha peLamBmTe”.
XUAPOKCUXAOPOXMHBT B1 MOTbA Ad CE B3EME MPEABMA
MNPV MaLMEHTU C PELIMAVBMPALL, NEPUKAPANT, pedpaTe-
PEH Ha CTaHAAPTHa Tepanus (BKAIOUYUTEAHO KOPTUKOCTE-
pouam 1 aHTu-IL-1 cpeacTBa), 3a yabAKaBaHe Ha Npexu-
BAemMocTTa 6e3 peumams.’”

lla C

KOPTMKOCTePOMAMTe He Ce NMpenopb4BaT KaTto NbpBU
BapUaHT 3a Ae4eHMe Ha MaLuneHTU C NepUKapA1T 6e3
CI'IeLI,l/I(I)W-IHM non(asava.d

b.p.m., yaapa B muHyTa; CMR, cbpa€UHO-CbAOB MarHUTEH pe3oHaHc; IL, MHTepAeBKUH;
HCIBC, HecTepoMAHO NMPOTUBOBBL3MAAUTEAHO AEKApCTBO.
: MpenopbunTeAeH KAac.

AOKasaTeACTBEHO HUBO.
© Bx. Ta6anua 13.
¢ HanpuMep, c1CTEMHO Bb3MaAMTEeAHO 3a60AsiBaHE Ha MOAABPXALLA Tepanus ¢
KOPTUKOCTEPOMAW, MOCT-NEPUKAPAMOTOMUUYHI CUHAPOMM, MOCTBAKCUHAAEH
MEPUKAPANT, TEXKA GbOPEUHa HEAOCTATbYHOCT, ChITBTCTBALLY Teparnum,
B3ammopencteatum ¢ HCIMBC, kaTo Hanpymep NepopaAeH aHTUKOAryAaHT.

6.3. UHTepBeHUUOHAAHA TEXHUKM, BKAIO-
UUTEAHO LLUPKYAATOPHA MOAKpena

6.3.1. Mmokapaut
6.3.1.1. KpamkocpoyHa MexaHU4YHA YupKyAamopHa
nodkpena

MaumeHTUTE C MUOKAPAMT, MPEACTaBSALLM ce C GbpP30 BAOLLABaHE
Ha XEMOAMHAMWYHMS CTaTyC W GBbP30 MpOrpecupalla MUOKapAHa
AMCYHKLIMA, Ca Cpea Te3U, KOMTO pearnpar Hali-A0bpe Ha BpeMeHHa
MCs.” Cpea BpeMeHHuTe MCS, BeHO-apTepMaAHaTa eKCTpakop-
nopaaHa MembparHa okcureHaums (VA-ECMO) npeacTaBasisa Han-
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YECTO MPUAAraHUAT MAM NPENOpPbYUBAH MOAXOA, Bapupall, oT 75% Ao
85% oT cAyvamte Ha OM 7529429 Bbnpeku BUCOKMS pUCK M
3HAYMTEAHO KOMMPOMETUPAHOTO CbCTOSHWE Ha MaUMEHTUTE,
noproxernun Ha VA-ECMO nopapbkka npu GyAMUHAHTEH
mMuokapamT (PM), nporHosata e CpaBHWTEAHO 6AAronpusaTHa, C
BMCOK MPOLLEHT Ha M1OKapPAHO Bb3CTaHOBSBAHE U MPEXMBSEMOCT Ha
naumMeHTMTe. HAKOAKO HALMOHAAHU W MEXAYHAPOAHMU
MHOTOLIEHTPOBW MPOYYBaHWs NMoKassaT BOAHMYHA MPEXUBAEMOCT B

297-300
HO HE U AUMNCa Ha TpaHCMAaHTaLMn

AvanasoHa ot 61% po 72%,
(HT) mpy maumeHTU C rUraHTOKAETbYEH oM Bpemenna MCS
TpsibBa Aa ce M3BbPLUM PaHO U CBOEBPEMEHHO Mpu NauneHT ¢ DM s
pedpaKkTepPeH KapAMOreHeH LLIOK, MOpPaAM BUCOKAaTa BEPOSTHOCT 3a

Bb3CTaHOBABAHE.

6.3.1.2.Mumpa-aopmua 6aroHHa noMna
Kakto 6elue cnomeHato, EMB TpsbBa pa ce 13BbpLUKM BB3MOXKHO
< 212,295
Hal-CKOpO, AOPWM MpU HaAMume Ha BpemeHHa MCS, a
cneumdmnyHa MMyHOCYMpecuBHa Tepanus Tpsbsa Aa ce B3eme
NPEABMA Ha-MaAKO KaTo MbPBOHAYaAHa OMLIMS, AOKATO CE OTPeAEAs
295
MUOKapAHUAT oTroeop.”  WHTpa-aopTHa 6aroHHa nomna (IABP)
TpsibBa Aa ce OOMUCAM MPpU KapaMoreHeH wok kato MCS oT nbpea
AVHUMS ¢ 6BP30 eckaAnpaHe A0 no-molHa MCS, ako 3a kpaTko BpeMe
(MakcMyM 1 yac) He HaCTBMKU NOAOOPEHME Ha XEMOAMHAMMKATA W

295
nepdysunsTa Ha NPULLEAHUTE OpraHMu.

Ta6Auua c npenopbku 11 — NMpenopbku 3a UHTEpPBEHL M-
OHHMU TEXHUKH, BKAIOYUTEAHO LIUPKYAATOPHA MOAAPBXKKa,
Npyu MMOKapAMT (B>K. AoKa3aTeAcTBeHa TabAauua 11)

Hueo®

Kaac®

Mpenopbku

[Mpy MaLUMEHTH C MUOKAPAMUT M HAAMUME HA XEMOAM-
HAMUYHO HapyLLieHa peakums ce NMperopbyBa cBOe-
BPEMEHHA U1 LIEAEHACOYEHa AMCKYCUS C TMA 33 MPo-
TVBOLLIOKOBA TEparus, 32 Aa CE B3eMe peLLieHe 3a
HeobXxoAMMOCTTa OT npemmHaBaHe kbM MCS 1 pa ce
OrMpeAEAV AbATOCPOYEH MAAH Ha AeUYEHME.

BpemerHa MCS*Tpsiea Aa ce B3eMe npeaBuA Mpu
MaLMEHTU C MUOKAPAUT U KAPAMOTEHEH LLIOK MAM

OCTpa AeKOMMeHcauua rnpm XpoHmM4eH MMOKapAUT C
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LeA CTa6VIAM3MPaHe Ha NnaugneHTUTeE.

IABP, nHTpa-aopTHa 6aaroHHa nomna; MCS, MexaHKuHa LIMPKyAaTOpHa NMOAKpena;
PLVAD, nepkyTaHHO yCTPOMCTBO 3a MoAMNOMaraHe Ha AsisaTa kamepa; VA-ECMO,
BEHO-apTEPUAAHA EKCTPAKOPMOPaAHa MEMOPaHHA OKCUTeHaLS.

* MpenopbunTeAeH KAaC.

® AOKa3aTeACTBeHO HMBO.

“IABP, PLVAD, VA-ECMO.

6.3.2. MepukapamT

VHTepBEHLMOHHWTE MPOLEAYPH, CBbP3aHW C MepuKapaa, ce
npuAarat Bce MO-4eCTO U M3MCKBAT crieLuduyHa eKcrlepTl/13::1.1'3°1
YnotpebaTta Ha MepKyTaHHW WMHTEPBEHLMOHHWU TEXHUKU Mpu
NMepuKapAMT He ce OrpaHuyaBa AO M3BbpLUBaHE Ha MepKyTaHeH
APEHaX, HO U1 32 MOAyYaBaHe Ha TeYHM NPobM 3a LIUTOAOTUS U APYTH
MaTOAOrMYHU U3CAEABaHUS (BUXKTE AOMbAHUTEAHU AQHHM OHAQMH,
Tabanua S7). Hewo noseye, MHTEPBEHLMOHHWUTE TEXHUKU Ce
M3MOA3BAT 32 OCUrypsiBaHe Ha AATEPHATUBHO A€YEHME, KaTO BAAOHHA
NEPUKAPAMOTOMUS UAM, MO-PAAKO, MHTPANEPUKAPAHO MPUAOKEHUE
Ha AeKkapcTBa (Harp. KOPTUKOCTEPOUAN UAU XMUMUOTEPANUS).

6.3.2.1. Nepukapduoyenmesa u nepukapoeH OpeHax*c

[MNepkyTaHHaTa NepuKapAMOLIEHTE3a, HACOYBAHA C eXOKapAMOorpadms
UAn payopockonus, e nokasaHa npu CTP u cumnTomaTnyHu
yMmepeHu ao roaemn PEff, kouTo He ce moBAusiBaT oT MeaMKaMeH-
TO3HaTa Tepanus, WMAM, KOrato e HeoOXOAMMO, TbpCeHe Ha
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€TUOAOTUYHM areHTW (Hamp. Mpu CbMHeHWe 3a pak, bakTepuaAHa
MHdeKLys). BrHarn korato e Bb3MOXHO, MepuKapAOLieHTe3aTa He
TpsibBa Aa Ce W3TETAS TOASIMO KOAMYECTBO MEpUKapAHa TEYHOCT
(obukHoBeHO Tpsibea aa e <500 ml), 3a pa ce npeaoTepaTh
CMHAPOMBT Ha nepukapaHa Aekomnpecus. Moxe pa ce mocTurHe
MbAHO ApeHmpaHe Ha PEff, kaTo ce ocTaBm ApeH, KOMTO ce OTCTpaHsiBa
KoraTo AHEBHUAT ApeHax cTaHe <30 mL. XupypruyHo pApeHupaHe e
HeoOXOAMMO, KOraTo MepKyTaHHaTa MepuKapAMOLIeHTe3a He e
OCBLLECTBMMA MAM € HAAWLLE THOEH EKCYAQT, 3a Ad Ce MO3BOAW MbAHO
APEHMpaHe Ha eKCypaTa M 3a MPeAOTBpaTsABaHe Ha HEroBoTO
opraHusupaHe. [1peaAara ce KAMHUYEH TPUaX 3a OMPEAEASHE Ha
MHAMKALMKM 3a CrewwHo reverme.' " Ob6wmat ckop >6 nokassa
HeObXOAMMOCTTa OT CrellHa MepuUKapAMOLIEHTE3a, AOKATO TMo-
HUCKUAT CKOp TMpeAroAara OTAAraHe Ha WHTepBeHLMsATa (BX.
®Durypa 12).

M3noA3BaHeTO Ha ObpaseH METOA € CbLLECTBEH EAEMEHT 3a
Hacou4BaHe Ha NepKyTaHHaTa nepukapAmMoLieHTesa. [oa exokapamo-
rpadcko, KOMMOTbPHO-TOMOrpadpCcko MAU PAYOPOCKOMCKO
HacouBaHe, urAa (obukHoseHo 16-20 G) TpsibBa Aa ce BbBepe B
CyOKCUPOMAHOTO MPOCTPAHCTBO, BBIMPEKM YE MOXKE Ad CE U3MOA3BA
anuKaAeH WMAM AsIBO-AaTepaAeH AOCTbM. KaTeTbpbT 06WMKHOBEHO
TpsibBa A2 OCTaHE Ha MACTO 3a HAKOAKO AHU, B 3aBUCMMOCT U OT BUAQ
M edpMKaCHOCTTA Ha CbMBTCTBALLOTO CUCTEMHO W/MAM AOKAAHO
¢bapMakoAOrnyHo Aevenve.'

6.3.2.2. lNepkymaHHa 6aAoHHA nepukapouomomus

[MepkyTaHHaTa GaAOHHAa MEPUKAPAMOTOMMS TMPeACTaBASBA
MepKyTaHHa aATepHaTMBa Ha EHAOCKOMCKUS WAWM XWUPYPrUUHMS
MAEBPO-MEPUKAPAEH NMPO30PELL, KOMTO MO3BOASBA PELMAMBMPALLATA
nepukapaHa TEUHOCT Aa ce abcopbupa rnpes obUAHaTa MAEBpaAHa
Cepo3a, No-CreLMaAHO KaTo MaAMaTUBHO U BpEMEHHO obaekueHme.'
Ts He TpsibBa Aa Ce U3MOA3BA KaTO MHTEPBEHLMS OT MbpBa MAW BTOpa
AMHMS, a MO-CKOPO A3 Ce 3arasu 33 MHOMO PEAKM CAy4au, Kato
peumnamempatia HeonaactnyHa PEff u CTP, kakTo 1 npu abcoAoTHM
MPOTMBOMOKA3aHUs 33 OMEpaLMs MAM B CAYYal Ha MHOTO AOLLIO
Ka4YeCTBO Ha KMBOT MpW TEPMUHAAHM MALMEHTU (BXK. AOTTBAHUTEAHM
AaHHU OHAAMH, TabAnLa 58).1

6.3.2.3. UumpanepukapOHo npuroxceHUe HA AeKapcmea

MepkyTaHHUAT AOCTBM AO MEPUKapAd Ce OCbLLECTBABA Ype3
M3MOA3BaHE Ha MHTPanepuKapAeH KaTeTbp HEMOCPEACTBEHO CAEA
NepUKapAEH APeHax. Toil MOXe Aa Ce U3MOA3Ba 3a AOCTaBKa Ha
AEKapCTBa, MPeAHa3HaYeHN 3a PasAUYHM CbCTOSHMSA. [1poTMBOBB3-
MAaAMTEAHM CPEACTBA Ca MPUAAraHM C U3BeCTHA ePpUKACHOCT.
MHTpanepuKapAHMAT KPUCTAAOMAGH TpUaMUMHOAOH, 300 mg/m’
TeAecHa MOBbPXHOCT, MOXKE A3 Ce M3MOA3BA 32 aBTOPEAKTUBHU UAU
peumameumpatum PEffs, kouto He pearvpat Ha Apyryt KOHBEHLIMOHAAHM
Tepanuu, KakTo 1 3a u3bsrsaHe MAM OrpaHMYaBaHe Ha CUCTEMHUTE
CTPaHUYHU epeKTU Ha MePOPaAHUTE KOPTUKOCTEPOUAK. [prAaraHm
ca v XMMUOTEPANeBTULM, KaTO LIMCMAATHH M THOTena (0buyaitHo 3a
pak Ha 6eAnst APOD 1 Ha rbpAaTa), C ACMOHCTPUPAHO HaMaAsIBaHE Ha
peLmAMBa Ha PEff, % MoHacTosAweMm, nopaan nopobpeHata
XMMUOTEPANUS, CUCTEMHUAT MbT Ce MPEAMOYNTA, @ TEPANEBTUUHUAT
MAaH TpsbBa Aa BKAIOYBA MYATUAMCLIMMAMHAPEH TWMM BKAKOYBALL,
KapAVMOAO3M 1 OHKOAO3M.

CkAepo3upallmTe areHTW, KaTto TaAK, 3a MPeAOTBpaTsBaHe Ha
NepUKapAHO-EMUKapAHaTa AAXE3NS U 32 HAMaAsSIBaHE Ha PELIMAMBUI-
pawara PEff, He TpsbBa Aa ce M3noA3BaT mopapM no-cAaba
ePMKACHOCT B CPaBHEHWE C MepuKapAHUSA MpO30OpeL, UAM

NEPUKAPAEKTOMUATA, KaKTO U PUCK OT UHAYLIMPpaHE Ha KOHCTPUK-
q 305,306

6.3.2.4. Nepukapouockonus

Tasn npoueaAypa MOHsKOra ce pasrAeXAa KaTo 4acT oT
AMArHOCTUYHOTO U3CAEABAHE MO3BOASBALLO MepUKapAHa Guorncus.
BCE MO-4YeCTO CE 13MOA3BA NEPUKAPAEH AOCTBI U1 3a KapTorpapupaHe
M abaauua Ha enukapaHuTe cybetpatn Ha KA, ¢ nopobpeHu
MPOLLEHTH Ha ycreX 1 n3bsireaHe Ha XMPypryHa npoLeAypa.

6.3.2.5. AHaAu3 Ha nepukapOHa meyHoCcm, nepukapoHa u
enukapoHa 6uoncus

[MepKyTaHHUST NMepuKapAeH AOCTBM MOXe Aa Ce M3MOA3BA W 3a
ocurypsiBaHe Ha Mpobu OT TEUHOCTU 3a MAaTOAOTMUYHM U MATOTEHHM
M3CAeABaHMSA (bakTepuaaHa WAM BUPYCHa E€TMOAOTWA) W/MAM 3a
M3BbPLUBAHE Ha MEPUKAPAHM, KaKTO WM Ha ernuKapaHW Guoncum,
0COBEHO MPU CKPUHWMHT Ha paKk (BUMKTe AOMBAHUTEAHU AAHHM
OHAaMH, TabAmLa S7).1
6.3.2.6. LlupkyaamopHa nodkpena

AokasaHo e, 4e MexaHW4YHaTa MOAAPBXKA Ha KpbBOOOPALLEHWNETO
e npuAoxkeHa B A0 12% OT naumeHTUTe C MepUKapAMEKTOMUS C

307-309
M NMOHAKOra

npeAnpoLeAypHa AMAaTaums/AnchyHkuma Ha AK,
Ce B3eMa MPeABMA MepUONepaTUBHO. Bpb3kaTa MexAy MpeA-
npoueaypHata AK auaataums/ancdyHkums m HamaaeHata AK
bYHKUMS CbLLO MPEeACTaBASBa PWCKOBM GaKTOpPW 3a Mepw-
NpoLieAyPEH PUCK OT paHHa CMbPTHOCT, KOETO HaAara CBOeBpeMeHHa
M NMPOdUAAKTUYHA MCS.™*

Ta6Auua c npenopbku 12 — Mpenopbku 3a UHTEPBEHLU-

OHHM TeXHUKM NpU NepUKapAUT

(B>. AokasaTeAcTBeHa Tabauua 12)

Mpenopbku Hueo®

Kaac®

lMepukapanoLieHTe3a (Moa exokapaMorpadcki, KoM-
MIOTPHO-TOMOrPadCkM MAU GAYOPOCKOMCKM KOHT-
POA) Ce MpenopbyBa MpU CbpAEYHA TaMMOHaAA UAM
Cycrekuys 3a 6akTepUaAeH UAM HEOMAACTUUEH NepU
KapAMT, UAX CUMMNTOMEH YMEPEH AO FOAAM Nepukap-
AEH EKCyAaT, BbIPEKM MEAMKAMEHTO3HATA Teparnus.

XUpYPriHo ApeHMpaHe Ha NepuKapAa ce Npernopb-
YBa MPU MaLMEHTU C NEPUKAPAEH EKCYAaT, KOraTo
nepKyTaHHaTa Nep1KapAMOLIEHTE3a He e OCbLLECTBU
Ma MAM MPU THOEH MepUKapAEH eKCYAaT, 3a Aa ce
OCUrypU MbAHO APEHMPAHEe U Ad Ce MPEeAOTBPaTU
KOHCTPUKLMS.

[MpenopbyBa ce XMPypruyHO OTBapsiHE Ha MAEBpOMe
PUKapA€H Npo3opeL, NpW MaLMEHTU C peLIMAMBMPALL
MepUKapAEH eKCYAAT, BbMPeKM MEAMKAMEHTO3HATA
Tepanusi.

KT, koMmioTbpHa ToMorpadus.
* MpenopbunTeAeH KAac.
® AOKa3aTEACTBEHO HUEBO.

6.4. Xupypru4Ho AevyeHue

6.4.1. Mmokapaut

XUpYPruuHOTO AGYEHME HA MUOKApPAMTA € rAaBHa npuynHa 3a HT,
KOraTo He HaCTbM MUMOKAPAHO Bb3CTaHOBsBaHE. B AOMbAHEHME KbM
MHPEKLMO3HUTE MAM ABTOUMYHHUTE E€TUOAOTUM, PAAMALUOHHO-
UHAYUMPAHUAT MUOMNepUKapAMT (OBUKHOBEHO B pe3yATaT Ha
XEMaTOAOTMUeH PaK) MOXe A2 MMa MPeHOC KbM MOKasaHWsATa 3a
TakaBa uHTepBeHUMs. OnucaHn ca orpaHudeHn cepum ot HT,
ABAXKALLM CE HA PAAMALMOHHO-UHAYLMPAH MWUOKAPAMT, CbC
33A0BOAUTEAHW pe3yATaTu. BropuuHmTe 3A0KavecTBeHM 3aboAsBa-
Hus, 6eroppobHaTa M HGbbpeyHaTa HEAOCTATBYHOCT Ca HeraTMBHU
MPOrHOCTUYHM HAKTOPU 33 CAEAOMEPATMBHA 3aOOAEBAEMOCT W

© ESC 2025
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310
CMBbPTHOCT.  APYru aATepHaTMBM 32 YCbBbBPLUEHCTBaHA CbpAEUHA
MoAKpena ca TparlHO kamepHO acucTupato ycrporctso (VAD) mnam
295
TOTAAHO M3KYCTBEHO CbpLE.

6.4.2. MepuxkapauTt
6.4.2.1. XupypauyHa nepukapouoyeHmesa

XupypruuHa nepukapAMOLIEHTE3a CE W3BbpLUBA PSAKO Mpu
CMELUHU/HEOTAOXKHU CbCTOsAHMSA, HO npu roaemmn PEff, msnckeawwm
6bp3 ApeHax, KOMTO He € MOCTUXKMUM Ype3 MePKYyTaHHO APeHVpaHe
(Hanp. npu rHoeH PEff uAn acnnpaums Ha cbeupek).

6.4.2.2. Nepukapduomomus/nepukapoeH nposopey

Te3n XupypruyHu NpoLIeAYpU Ce OCBLLIECTBSBAT, 32 A3 CE Cb3AAAE
BPb3Ka, a WMMEHHO MAEBPO-MEPUKAPAEH Mpo3opeL, OBMKHOBEHO
MEXAY CTPaHWUYHMS UAU AEBMS 3aAEH MEPUKAPA M ASiBaTa MAEBpa.
MokasaHueTo e peumamsupaita PEff ¢ xemopnHammuHo komnpo-
METUPaHE, BbMPEKM KOHCEPBATUBHOTO AEYEHWE WMAM MEPKYTaHHMS
ApeHax. [1AeBpOMepuKapAHUAT MpO30OpeL, e MpeAHasHadeH Aa
OCBLLECTBABA APEHAX OT MEepuKapAa KbM ASBOTO MAEBPAAHO
I'IPOCTpaHCTBO.1TaK'bB npo3opeL, Moxe A2 Obae Cb3AaAEH YPe3 MaAka
TOPaKOTOMUS MAM Upe3 eHAOCkomus. [epukapAeH Npo3opeL, Moxe
A2 6bAE Cb3AAAEH MPU MOADPaHU CAyHau B MEPUTOHEAAHATA KyXMHA.

6.4.2.3. Nepukapouekmomus

[Nep1KapAMEKTOMMSTA € OCHOBEH CTbAG Ha A€YEHWETO Mpu
XPOHWMYHA KOHCTpUKUMs WA KI1, KoMTO He ce nosAusBa OT
MpOTMBOBb3MaANUTEAHa Tepanus.” ' 3a AeueHme Ha KT ce npenopbysa
MbAHA MEpPUKAPAMEKTOMMUA, TbI KaToO MpepAara Mo-Ao06pu
ABATOCPOYHM PE3YyATaTU W HaMaAsiBa CUIHUPUKAHTHO pucKka OT
PeLMAMBI B CPaBHEHME C YaCTUYHATA MPEAHA MAM aHTepOdPeHMUUHa
NepUKAPAMEKTOMMS, KOSTO MOXe Aa OCTaBM OCTaTbyYHA KOHCTPMK-
TMBHA TbKaH M A AOTPUHECE 3a MePCUCTUPALLIM MAM PELIMAVMBUPALLIA
cumnToMu. opaan OTHOCUTEAHAaTa PSAKOCT Ha CbCTOSHMETO U
CAOXHOCTTA Ha MaLMeHTUTe, MepuKapAMEeKTOMMSTa TpsibBa Aa ce
M3BbPLUBA B LIEHTPOBE C rOAsM ObeM onepaumu, KOUTO umaT
HEOBXOAMMMSA OMUT.

PaHHaTa neprkapAMeKTOMMS B pamMKiTe Ha 6 Mecelia CAeA MosBaTa
Ha CMMNTOMWTE € CBbp3aHa C HaM-HMCKAa omepaTMBHA
CMprHOCT.312’ml_IOHBaTa Ha pedpakTepeH P n/man obpasysaHe Ha
MepuKapAHa TEYHOCT, BbMPEKM OMTUMaAHaTa MeAMKaMEHTO3Ha M
MHTEPBEHLMOHAAHA Tepanus, CblO Ce CYMTa 3a BeposATHa
MHAMKALMS 33 XMPYPruyHa nepukapauekTomus. [lpu Aunica Ha
XMPYPruYHa paBHKHA 3a MPaBUAHA AEKOPTUKALIMSA, MOXE Aa Ce B3eMe
MpeABMA MparMaTyeH MoAXoA, HapeyeH "BadaeHa" npoLieaypa. Tasu
TEXHMKA M3MOA3BA HAAABXHM W XOPU3OHTAAHWM paspesu, 3a Al
MO3BOAM M3BECTHO OOAeK4aBaHe Ha CBMBaHeTO. BebluyHoCT,
OBUKHOBEHO MpeAAara CaMoO BPEMEHHO MoAODpeHue, C BMCOK
MPOLEHT PELMAMBMPALLM KOHCTPUKLMM.  '° Moxe aa e
HEOBXOAMMO EeKCTPaKOPMOPaAHO KpbBOOOPaLLieHWe MpK TPYAHM
OMepaTVBHU YCAOBMS, KaTO HarpuUMep OOLUMPHWM KaALumMPUKaTU C
BMCOK PUCK OT U3Pa3eHO KbpBEHE MO BpeMe Ha MepUKapAMEKTOMMSL.
MpeanwHuTe npenopbku Ha ESC ot 2015 r. mpenopbuyBaxa
pesekuma "Ha BB3MOXHO Hal-roAsiMa 4acT' OT Mepukapaa ¢
n3bsrsaHe Ha KapaMoryamoHaaeH 6arnac (CBP), kato Toit ce
M3MOA3Ba CamMO B CAyYamTe Ha TPYAEH KOHTPOA Ha KbpBeHeTo.1
KapAvOMyAMOHaAHUMSAT Galinac MOXe Aa Wrpae BakHa POAs 3a
ocurypsieaHe Ha 6e3omnacHa v MbAHa NMePUKapANEKTOMMS, OCOBEHO B
NOABPaHM CAOXKHU AU BUCOKOPUCKOBM CAyYaM.

[NepukapamekTomusTa ce n3BbpLLBa YecTo 6e3 CPB. CPB Moxe aa
e HeobxoarM obave Mpu crneundUUHU KAUHUYHW CUTYauun. Te
BKAIOYBAT MABTHWM CPacTBaHUA MEXAY MepUKapAa M MMOKapAa,
0CcobBeHO Tesn, KOUTO 3acsraT 3apHaTa MOBbPXHOCT Ha cbpueTo. CPB

€ MOoKa3aH 1 B CAyHau Ha XEMOAMHAMUYHA HECTABUAHOCT MO BPEME Ha
pa3pesa. ToBa € 0COOEHO BaXKHO, KOraTo € HEOHXOAMMO MOBAMIaHe
Ha CbpLETO, 332 Ad Ce AOCTUTHE A0 AvadparMaAHUs MAM 3aAHWS
nepukapA. AOMbAHUTEAHUTE MHAMKALWMM BKAKOYBAT KaALMULmMpaH
KOHCTPUKTMBEH MEPUKAPAMT C MWOKAPAHO 3acsraHe, MpeAU3BMKa-
TEAHU aHATOMUYHU CbCTOSHUS A HEOBXOAMMOCT OT ChITBTCTBALLM
CbPAEYHU MPOLIEAYPU, KaTO KAAMHa XUPYPrusi MAW KOPOHApeH
apTepuaAeH 6arnac.

BbamorkHMTEe Noasu ot CPB BkAtouBaT ocurypsisaHe Ha 6e3KpbBHO
MoAe M MoaOOpeHa BMAMMOCT 3a MbAHA MEpUKapAHA Pe3eKLms,
0cobeHO B 3aAHATa YaCT, M30srBaHe Ha MUOKApPAHO YBPeXAaHe Ypes
AEKOMIPECHs Ha CbPLIETO MO BPeMe Ha paspesa, NMOAAbPXKaHe Ha
XEMOAMHAMUYHA CTABUAHOCT, OCOBEHO MpW MALMEHTU C rPaHUYEH
CbpAeYeH AEBUT MAM GM3MOAOTMS Ha TamrnoHaaa. Bbnpeku ToBa,
MbAHaTa XemnapuHusaums, Heobxoamma 3a ussbpluBaHe Ha CPB, B
HSIKOU CAyHan Moxe Aa OAAronpusaTCTBa KbPBEHETO, reHepUpaHo OT
nepukapaHaTa pesekums. CAeAOBaTEAHO, MOKa3aHWsATa 3a ynoTpeba
Ha CPB Tps6Ba BMHaru pa ce B3eMaT NpeABUA MHTPAOMNepaTMBHO U B
CbOTBETCTBME C AaHATOMUHYHUTE, KAKTO 1 XEMOAMHAMUYHKUTE YCAOBMS,
Bb3HMKHAAM MO BPEMe Ha XMpYyprudHata npoueaypa. OuesnaHo e
obaye, Ye papMKaAHa MEPUKAPAMEKTOMMS, BKAIOYBALLA U 3aAHATA
4acT Ha NepuKapAa, OOUKHOBEHO € Bb3MOXHA U MPEnopbUYMTEAHA C
npuaaraHeto Ha CPB. AunadparmasHaTa pesekums Ha nepukapaa
YecTo MOXe obave Aa ce u3BbpLUK He3 n3noassaHe Ha CPB, kato ce
BHMMaBa pe3eKuMATa Ad Ce M3BbPLUM MOeTanHo, 6e3 yAbAKEHO
MOBAMraHe Ha CbpLIETO M M3bsrBaHe Ha 3HAYUTEAHO XEMOANHAMUYHO
KOMMpOMeTHpaHe.

CobpaeyHaTa TpaHCMAaTaLms € MoKasaHa MHOTO PSAKO Mpu
nauneHT ¢ K. Bbnpeku ToBa, TS MOXe Ad Ce pasrAekAa Kato
MOCAEAHA MSIpKa Mpw CTPOro NoAbpaHK U3KAIOUEHMS. ToBa ce OTHacH,
KOraTo MepUKapAMEKTOMMSATA He € OCBLLECTBMMA UAM HE MOXe A2
6bAe 3aBbpLUeHa Mopaan OOLIMPHA MepUKapAHa KaAumdwuKaums ¢
MUOKApAHO 3acsraHe, NMpeALLEeCTBaLLM OnepaLiMm, AbYeAeHEHUE NAK
MHPEKLMK, KOUTO Ca MPUHMHUAM TEXKM CPACTBAHMS M LIMKATPU3aLms.
XupypruyHaTa HEAOCTBIHOCT Ha KPUTUYHM OBAACTH, KaTo Hanpumep
33AHMSA MEPUKapA, ChLLO MOXE Ad MOTMpeYaT Ha MbAHATa pe3eKLms.
[pu1 HAKOM NALMEHTH MOTaT Aa Ce MOSBSAT NEPCUCTUPALLM CUMITOMM
Ha CbpAEYHa HEAOCTATbYHOCT WM MPOrPECHMBHO YHKLIMOHAAHO
BAOLLIABAHE, BBMPEKM MAKCMMAAHATA MeAMKAMEHTO3HA Tepanus u
onuTa 3a NepukapAMeKkToMUs. B Tean cayydam mMoxe pa ce 0bMUCAM
CbpAEYHa TPaHCMAAHTALMSA.

ToBa e BapMaHT U NMPU HAAMUYMETO Ha MPUAPYKABALLIO MUOKAPAHO
3ab0AfBaHE MAM CMeCeHa KOHCTPUKTUBHO-PECTPUKTUBHA U3MO-
AOTWUS, MPU KOSITO He Ce O4aKBa NepuKapAHaTa Pe3eKLMs Aa MOACOPH
CUMMTOMMUTE MAU XEMOAMHAMUYHATA PYHKLMS.

[pn koHcTpukTuBeH nepukapanT (KI), TpukycnmnaaAHata
peryprutaums (TR) e yecTa HaxoAKa MOpaAM XPOHUYHO MOBULLEHO
AECHOCTPaHHO HaAsiraHe, paslWpsiIBaHE HA MPbCTEHA B Pe3yATaT Ha
ABATOTPaHO OBEMHO OOPEMEHSIBAHE U YrOAEMSsIBaHE Ha MPeACHp-
AVSTa, GMKCMPAHETO Ha KAanuTe, MOpaAM HamaAeHa MepukapaHa
noaBuxkHocT. Korato TR e HaAuLe nMpu maumeHTH, MOAAOKEHM Ha
NepuKapAMEKTOMMS, OCTABSHETO Ha KAaraTa 6e3 KOpeKLus MoXe Ad
AOBEAE AO MEPCUCTUPALLM CUMMATOMM Ha ASiCHA CbpAEYHa
HEeAOCTaTBYHOCT (Harp. OTOK, aCLMT, YMOPa), MO-AOLLO $YHKLIMOHAA-
HO BbB3CTAHOBSIBAHE CAEA OMepaumsaTa M MO-BUCOKA ABArOCPOYHA
CMBPTHOCT, KaKTO € AEMOHCTPUPAHO B PETPOCMEKTUBHU 06CEpBaLIM-
OHHU NpoyuyBaHus. [1o Bpeme Ha NepUKapAMEKTOMMS, TPUKYCTIMARA-
HaTa KAarna e AOCTbMHA U KOpPeKLmsATa (OOUKHOBEHO aHYAOTAACTMKA)
MOXe Aa Ce U3BbPLLM 6e30MacHO C MUHUMAAEH AOTTbAHUTEAEH PUCK,
ocobeHo Kkorato onepaumsTa 3a Kl ce ussbpLusa noa CPB. M Taka,
KOpeKLMATa € MoAXOAsLA, koraTo TR He e MaAka, aHaToMusATa e
MOAXOASLLA, MALMEHTLT € BEYE MOAAOXKEH Ha MEPUKAPAUEKTOMMS
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(T.e. He Ce M3MCKBA AOMBAHUTEAHA XMpYpruvecka Hameca W3BbH
AocTbna). MoaAkpenawmTe AOKa3aTeACTBA ca OrpaHuyeHu. Bonpekm
4ye AMNCBAT PaHAOMMW3MPAHM KOHTPOAMPAHW MPOYYBAHMS,
rnperopbKaTa ce OCHOBaBa Ha PETPOCMEKTUBHU AAHHM, MOKa3BaLL
no-u3paseHo obaeKkyaBaHe Ha CUMMTOMUTE U MO-AOOBP M3XOA MpH
KOMOUHMpaHaTa X1pyprus, KakTo 1 Ha XMPYPrUUHUTE MPUHLMNK NPpK
AEYEeHME Ha KAanHuTe 3ab0AABaHMA, HO CbLO Taka M Ha
MPaKTUYHOCTTa M He30MacHOCTTa Ha KAarHata KOPEKLMs, Korato
TPbAHMSAT KOLL € Beve OTBopeH.311

MpoTUBOMOKa3aHMATa 33 MEPUKAPAMEKTOMUS BKAIOUBAT TeXKa
YepHOAPOBHa AMCPYHKLMS C LMPO3a M ACLMT, HEKOHTPOAMpaHa
MHPEKLMA MAM CEMCUC, KAKTO WM APYrU >KMBOTOOrpaHW4aBsalLly
3aboAsBaHus. B Hakou cuTyaumu, HT moxe pa 6bae eAMHCTBEHOTO
peLLeHMe NMOpaAM HEBB3MOXKHATA CbpAEUYHA AEKOPTUKALMS MOopaan
OBLLUMPHM KaALMPUKATU MAM BUCOK PUCK OT CbPAEYHO U TOASMO-
CbAOBO YBpeXAaHe MO BpeMe Ha MepukapAveKkToMuaTa (3a
MPEAMKTOPU Ha Ha PEe3yATaTa CAeA MEpUKAPAMEKTOMMUS BUXKTE M
AOMbAHUTEAHM AaHHM OHAalH, Tabanua S8 1 Pasaen 3.2).

Ta6Auua c npenopbku 13 — Mpenopbku 3a XUpypruvHa
Tepanus (BXK. AoKasaTeAcTBeHa TabAauua 13)

Mpenopbku Kaac®  Huso®

XWpypruyHa neprkapAMEKTOMMS ce MpenopbyBa Npu
MaLMeHTU C XPOHWUYHA NepUKapAHa KOHCTPUKLIMA MAU
MEepPCHUCTMPALL, BbMPEKU MEAVKAMEHTO3HATa Tepanus c

KOHCTPUKTUBEH NMEPUKAPAUT, 3a I'IOAO6pﬂBaHe Ha

312,313
CUMIOTOMUTE U NPEXKMBAEMOCTTA.

KopeKums Ha TPUKyCMIMAAAHATA KAAMa Ce Mperiopbuy-

Ba MY MaLMEHTU C MepUKapAHa KOHCTPUKLMS U c
TexKa TPUKYCMIMAAAHA KAAMA PerypruTaums ¢ LeA no

AOBpsiBaHe Ha CUMMTOMUTE U NpexuBseMocTTa. '

* MpenopbunTeAeH KAac.
b
AOKa3aTeACTBEHO HUBO.

6.5. AeueHue Ha apuTMUUTE U NpPEBEHLUA
Ha BHe3anHaTa CbpAeYHa CMBPT Npu
MMUOKapAUT

M3BecTHO e, Ye MaLMeHTMTE C MMOKApAMT Ca MOAATAVMBM Ha
KMBOTO3ACTpalLLiaBallY apUTMUU U € HEOOXOAMMO BHUMATEAHO
NPOCAEASBAHE U MOAXOA KbM MaLMeHTUTE Criopea cTpaTudUKaLmsaTa
Ha pucka. B Mpenopbkute Ha ESC 2022 1. 3a Ae4eHNETO Ha NaLMeHTU
Te C KaMePHW apUTMIUM U MPEBEHLIMA Ha BHE3aMHaTa CbpPAEYHA CMBPT
€ O6bPHATO 3HAYUTEAHO BHMMAHME Ha aKTMBHMA W XPOHWUYHMS
MMOKapAMT.” B AOMbAHEHME KbM Te31 MPEMOPbKM, LEATA HU € Ad Ce
dokycrpame BbpXy BbpXY HAKOAKO M36PaHM CLieHapHs.

6.5.1. PoAs Ha aKTMBHMUTE YCTpPOMCTBa (NMPEHOCMMMU U
MMIMAQHTUPYEMMU YCTPOMCTBA) NMPU OCTHbP MUOKAPAUT

Mpu ocTbp MuokapamT (OM), AVB Moxe pa e obpaTtitm, a vecTo B
CAy4auTe Ha PUCKOT KOMMPOMETHPAaHE Ha XEMOAMHAMMKaTa, KaTo
MOCT KbM Bb3CTaHOBSBaHE, € HEOOXOAMMA BPEMEHHA MeCMenKbpHa
ctumyaaums.” B Tasu cuTyaums Mpu NaLMEHTM, KOUTO CE HyXAAST
OT MPOABAKUTEAHO BPEMEHHO MEMCMENKBPHO CTUMYAUPAHE, MOXeE
A3 Ce M3MOA3Ba BPEMEHHO TPAHCBEHO3HO BBHLUHO MEMCMENKbPHO
CTUMyAMPaHE C akTUBeH eAekTpoA.” ' *TTpu AMca Ha Bb3CTaHOBS -
BaHe B PaMKMTE Ha KAMHWYHO pasyMeH MEPUOA, MPU MaLMEHTU C
nepcucTupaLy, BucokocteneHeH AVB, obUKHOBEHO e HeobxoaMMa
AePVHUTUBHA CbpAEUHA CTUMYAALMS. [1pM MaLMEHTH C AeBOKaMepHa
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AMCOYHKUMS, HYXKAQELUM Ce OT YeCcTO KaMepHO MeMCMENKbPHO
CTUMyAMpaHe, MoraT aa 6baat noaesHn CRT umAn nelcupaHe Ha

npoeoaHaTa cnctema.’®**' MocTaeaHeTo Ha nocToaHeH neMcMelksp
MOXe Aa Ce B3eMe npeABuA npu naupeHT ¢ OM npu nepcuctupall,
BUCOKO-CcTerneHeH AVB, ocBeH MepnKkaMeHTO3HaTa Tepanus.
[MpoabaxkmTeAHaTa KA B koHTekcTa Ha OM e psako ﬂBAeHme,79 HO
KpUe 3HAUYMTEAEH PUCK OT PELMAMB, MEPCUCTUMPALL AOPU CAEA
oTlyMsBaHe Ha ocTpata ¢asa. [1poyusaHMsTa MoKaseaT BMCOK
MPOLIEHT Ha peLMAMB, Bapupaly, oT 28% Ao 60%, koiTo usraexaa no-
BMCOK MpU nauueHTM ¢ MoHomopHa KT, XpoHWueH akTuBeH
MUOKapAWT, aHTepocenTaaHo LGE 1 HamaAaeHa AR 77 n3nans
[Mpu NaumeHTU C MUOKapAMT, MOAMMOpdHaTa U HerpasuaHa KA ca
Mo-4ecTM MO BPEMe Ha aKTMBHATa Bb3MaAMTEAHA ¢asa, AOKaTO
MoHOMopdHaTa U peryaspHa KT ca cBbp3aHM C M3AeKyBaH

79,83,325
ﬂpeACTaBﬂHeTO CapUTMMA MOXKE Ad

MUOKaPAMT U LIKATPUKCK.
NMOPOAM CbMHEHME 3a MOAAEXALLA HACAEACTBEHA KMIM.”* TKM e
CBbP3aH C BUCOK PUCK OT xMBOTO3acTpatuasallia KA 1 Tpsbea aa ce
B3EME MPEABMA MMMAAHTMpaHe Ha ICD.*** M3noassaHeto Ha
nopTaTueeH kapanosepTep—aedubpuaatop (WCD) e ymecTHO npum
n3bparu naupeHtT ¢ OM B no-Bucok puck oT KA, korato ce Yaka
Bb3CTAHOBsBAHE WAW MPU BPEMEHHO MPOTUBOMOKA3aHWE 3a
|CD.327_330M3AeKyBaHeTO Ha Bb3MaAEHMETO He O3Ha4YaBa HEMPEMEHHO
AMMCA Ha PMUCK, Tbil KaTo MUOKapaHaTta ¢ubposa Moxe aa
MPEeACTaBASIBA apUTMOreHeH CyOCTparT, MpeApasnoAarall, naumeHTa
kbM KA ABArO Bpeme cAep OCTpUs enmsop. Ha Tasu ocHosa,
cTpaTudMKaLMATa Ha PpUCKA OT apUTMUS € 3aAbAKWMTEAHA MpU
naumeHT c nepcuctupauto LGE caep octpata dasa.’™ Mpu
NauuMeHTU C MPEAXOAEH MMOKAPAMUT, MPOABAXKMUTEAHA UAU
HenpoabAxuTeaHa KT no Bpeme Ha TecT ¢ pU3M4ECKO HAaTOBapBaHe,
npoBeAeH 6 MeceLia CAeA OCTPUS EMNM30A, € MO-YecTa Cpea Tesn C
apuTMMS MPU MPEACTABAHETO U € CBbP3aHa C MOCAEABALLM HEXeEAAHM
CHOUTISA, BKAIOUMTEAHO 3AoKadecTeera KA. ! KecroTo YCWABaHe C
FAAOAVHUI CbLLO € MAEHTUGULMPAHO KaTO 3HAYMM MPEAMKTOP 3a
HeXeAaHU CbOWUTUS, BKAIOUUMTEAHO 3AOKAYECTBEHU ApPUTMUU,
He3zaBucumo oT AKUN®D, ocobeHo npu aHTepocenTaAHa

332-33.
AOKaAM3aLMA.

‘ MMnAaHTUpyemuTe ,loop” pekopaepy MoraT Aa
6bAAT MOAE3HM 32 paHHO OTKpuBaHe Ha KA npu nsbpaxn naupenti.”
[ToAPOBHOCTM OTHOCHO MepOpaAHaTa aHTWMKOAryAaLms Morat Aad
6bpaT HamepeHu B [Mpenopbku Ha ESC 2019 r. 3a AeveHue Ha
naumeHTH C HapkamepHa Taxukapaus, [Npenopbkute Ha ESC ot 2022
. 32 A€4EHMETO Ha MaLMEHTU C KAMEPHM apUTMUK U NPEBEHLIMATA Ha
BHe3arnHara cbpAeyHa cMbpT U [penopbkuTe Ha ESC ot 2024 r. 3a
AeUeHMe Ha NMPEACBPAHOTO MbxaeHe. 7"

Ta6Auua c npenopbku 14 — NMpenopbku 3a Ae4eHUe Ha

apUTMUM M NpeBeHLMA Ha BHe3arnHaTa CbpAeYHa CMbLPT

Mpyu MMOKapAMT (BXK. AoKasaTeAcTBeHa TabAauua 14)

Mpenopbku Kaac®  Hueo®
MevicupaHe Npu MMOKapAUT
BpemeHHO TpaHC-BEHO3HO BBLHLUHO MelcupaHe Tps-
6Ba Aa ce B3eMe MPeABMA MPU MaLMEHTM C OCTbP T
a C

MUOKapAMT M BUCOKO-CTENEHHM HapyLLIEHWA Ha NPO-
86,317,33!
BOAVMMOCTTa KaTO MOCT KbM Bb3CTaHOBsBaHe. " **

WCD npu MMOKapAMT (MPEHOCUM XXMAETKa KapAuoBepTep-AedubpuaaTop)
[py MaLmMeHTH ¢ MPOABAKMTEAHA KaMepHa apUTMUS

npes ocTpara ¢$asa Ha MUMOKapAWTa TPsbBa Aa ce Ad T .
a
ce B3eMe npeasna WCD B npoabaxeHue Ha 3—6

323,325,327-330
Mecela KaTO MOCT KbM Bb3CTAaHOBABAHETO.

[poovaxcasa
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A6Aaumna Npu MMOKapAUT

KateTbpHa abAauus, 13BbpLUEHA B CNIELMAAN3PAHM

LieHTPOBE, TPSIGBA A2 CE VMa MPEABUA MPU MALMEHTU

CAEA MMOKAPAUT C PELIMAMBUPALLIM CUMITTOMHM lla C

SMVT unan wokose ot ICD, npu kouto AAD ca

HeedEKTUBHU, HEMOHOCUMU MAU HeXeAaTeAHN. ™

ICD npu Mmnokapamt

BmopuyHa npeeeHyus

MmnaaHTupare Ha ICD ce npenopbysa npu naumeH-

TU C HEAKTMBEHC MUOKAPAWT U XEMOAMHAMUYHO He-

noHocrMa npoabAxmTeAHa KT, 3a npeaoTspaTsBaHe

Ha BCC-7B,79,3'11,336

MMnaaHTupaHeTo Ha ICD TpsibBa Aa ce B3eMe rnpea-

BMA MPY MALMEHTU C HEAKTMBEH  MMOKAPAUT U XEMO-

AVHaMUYHO ToAepupaHa npoabaxuTeAHa KT, 3a
78,79,322,336

npeaoTspartsBaHe Ha BCC.

MmnaaHTMpaHeTo Ha ICD Moxe pa ce B3eMe Mpea-

BMA MNP MALMEHTU C OCTbP MUOKAPAMT U MPOABAXKM-

TeaHa KA (KT/KM) B ocTparta ¢asa, 3a npepoTepats-
RN FR BCC71,79,£9,111,313—315

MvpeuyHa npeseHyus
MmnaaHTupaHe Ha ICD Moxe pa ce 1Ma npeaABuMA

lla (o)

b C

MPU MaLUMEHTU C MUOKApPAMUT CAEA ocTpaTta ¢asa (3—6

MeceLia) U MepcucTUpalLy puckosu dakTopu 3a KAY, L) <

3a mMpepoTBpaTaBaHe Ha BCC. ™ 74%¢

AAD, aHT1apuTMUuHK AekapcTBa; CMR, cbpAeUYHO-CbAOB MarHUTeH pesoHaHc; ICD,
MMMAGHTUPYeM KapauosepTep-pedurbprnatop; LGE, KbCHO rapOAVMHMEBO yCHABAHE;
AKMO®, reBokamepHa m3TAacksalla ¢pakums; NSVT, HenpoabAKUTEAHA KamepHa
Taxukapams; PVS, nporpamupaHa kamepHa ctumyaaums; BCC BHesanHa cbpaeyHa
cMbpT; SMVT, npoabAXMTEAHA MOHOMOPHA KamepHa Taxwmkapaus; KA, kamepHu
aputMmm; KM, kamepHo mMbxaete; KT, kamepHa Taxukapaums; WCD, noptatuseH
KapavioBepTep-AepUbpHAATOP.

* MpernopbuMTEAeH KAAC.

® A\OKa3aTeACTBEHO HUBO.

 HeakTvseH Ha 6a3ata Ha AaHHumTe oT CMR 3a aktusHocT ot (T2), x. durypa 4.
¢ VT, pasnpoctpanero LGE, HeoBscHum curkon, noaoxuteaHa PVS, Hamaresa AKUD
<50%.

7.TporHo3a

HacTtoswara AuMTepaTypa ce ¢oKycMpa BbPXY EAMHWYHOTO
3a60AsBaHe, HO B MOTAO AQ CE OYaKBa, Ye MaLMEHT C MPUAPY»KaBaLLO
3acAraHe Ha MMOKapAa M Mepukapaa e MMa Mo-AoLla MpOrHo3a.
[My6AMKyBaHWUTE HAMOCAEABK AAHHWM Obaye MOKasBgart, Ye MaLueHTUTe
C HEYCAOXHEH MEPUKAPAMT M MUOMEPUKAPAMT MMaT pAobpa obLia
MpOrHo3a, BbMpeku, Ye KOMOUHMPAHOTO 3acsraHe Ha rMepukapAa U
MMOKapAa.4’337 Pl ma oyakBaHe BbBEXAAHETO Ha TepMumHa IMPS e
MOBULLM OCBEAOMEHOCTTA U LLIE AOBEAE AO CMELIMAAHW MPOYUBAHUS B
TOBa OTHOLLEHUE,

7.1. YCAOXKHEHUA U U3XOA NPU MUOKApPAUT

EAMH OT OCHOBHWTE MPOrHOCTUYHKM PaKTOPU € MbpBOHAYaAHaTa
KAMHWYHA KapTWHa Ha MuokapamTa (Purypa 8). Huckopuckosuat
MUOKapAUT (OKOAO 75% OT HeCceAeKTUPaHUTE CAyHan) OBUKHOBEHO
ce MaHudecTMpa C OOAKa B MbpAMTE MpW 3anaseHa AByKamepHa
byHKUMA M KaTo USAO AODpokadyecTBeHa KpaTKOCPOYHa U
ABATOCPOUHA NpOrHO3a.”® OCTPUAT YCAOXKHEH MUOKAPAMT C
apUTMMUHO NpeAcTassiHe u ocobero CH 1Ma no-Aowwa nportosa.™
AaHHUTe 3a poAsTa Ha mnMoaAa B nporHosata Ha IMPS ca
npoTuBopeumsu.” KeHMTE MPU MUOKAPAMT M3TAGKAA MMAT MO-
6AAronpuATHa MPOTHO3a OT MbXeTe. w MAapa Bb3pacT u
MPEALIECTBALL, MUOKapPAMT Ca HE3aBUCMMM MPEAMKTOPU 33 PELIMAMB.
DyAMUHAHTHOTO HavaAo, mo-Huckata AKMD npu npeacTassHeTo,
OTUETAUBUTE aBTOMMYHHM XapakTePUCTUKM, OCOBEHO MPU XKEHUTE, U

© ESC 2025

BMCOKMTE TUTPU Ha OpraH-cneunmdPpuyuHMTE aHTUCHPAEYHMU
aBTOAHTWUTEAA M aHTMHYKA€ApHWTE aBTOAHTUTEAA Ca HE3aBUCKMMM
MpeankTopu 3a cMbpT M HT.”” [eHeTUuHaTa MpEAMCMOULIMS MOXeE
CbLLO Ad YBeAMYM purcka (BX. Paspen 5.3).

ETvonoruaTa cblio mrpae BaxHa poas, Hanp. EM, TKM un CS ca
cBbp3aHu ¢ no-AoLa nporHosa (Pasaean 9.2-9.4). Pesyatatute ca no-
HebAaronpusTHU npu naupeHT ¢ GM, Npu 3aKbCHSIAG AMarHosa u
3a6asenn nHTepseHuMn.” DaKTOpM, CBBP3aHM C MOBMLIEHA
CMBPTHOCT MAM CbpaeyHa TpaHcnAatauusa (HT), ca TKM,
npoabAkmTeaHocT Ha QRS kommaekca B mbpBoHadaAHata EKI >120
mSs MAM HeobxoamMMocTTa oT BpemeHHa MCS, pasamuHa oT IABP*
BuBeHTpUKyAapHaTa AMCPYHKLMA Ce OMmMcBA KaTO OCHOBEH
NpeAMKTOp 3a cMbPT MAM HT mpu MI/IOKapAl/IT.“’“'n

MyATUMOARAHOTO M306passBaHe AOMPUHACA 3a MOMPEAEASIHE Ha
nporHosata. Hanpumep, maumeHTU C MWOKapAWT MPU HOPMaAeH
CMR wumat pobpa |'|porHo3a.339 KbCHOTO rapOAMHMEBO yCMABaHe B
CMR npu MbpBOHAYAAHOTO MPEACTaBSHE € BaXkKHA MPOrHOCTMYHA
Haxopka.* B MHoroLeHTpoBo npoyysaHe npyu OM 1 3anaseHa N,
HaAnumMeTo Ha aHTepocenTareH LGE B cpepHus caoit e BUA Hal-
AOOPUSAT HE3aBUCKUM MPEAUKTOP Ha KOMOMHWMPAHWUAT KpaeH
rokasaTeA CbpAEYHA CMBPT, MOAXOAALLM BKAlouBaHWs Ha |ICD,
pecycuMTUpaH CbpaedeH apecT M xocnutaamsaums 3a CH
[koedpumupmeHT Ha BeposTHocT (OR) 2,73; 95% AoBepuTeAeH MHTEPBaA
(Cl) 1,2-5,9; P = 0,01]. IMpwn cpeaeH cpok Ha npocAepssaHe 4,3
rOAMHYW, 7,7% OT Te3n MaLpeHTU ca AOCTUIHAAM KOMOWMHMPaHWS
KpaeH nokasater. AHTepocenTaaHoto LGE ce e okasaAo Haii-
Ao6puaT Hesasucum npeamkTop 3a BCC [puckos koeduupmerT (HR)
4,59; 95% Cl 1,38-15,24; P = 0,01]. MuokapaHa ¢$ubposa e buaa
Haaumue npu 95% ot naumeHTuTe ¢ BCC, B cpaBHeHue ¢ 41% npu
naupeHTn 6e3 BCC.**' Ocsen TOBa, HAYaAOTO Ha FOASIMa apUTMMs
(npoabaxuTeAHa KT nan KM), HaanumeTo Ha ¢unbposa npu EMB n
nHAyuMpaHeTo Ha roasma KA npu PVS ca 6uAn npeaukTopu Ha
FOAEMM aPUTMUYHM cvbuTIs,

B Apyro npoyusaHe, BratouBailo naupeHT ¢ OM u kuBoTO3aC-
Tpalasaly aputMun, noaoxuteaHoto LGE B aAa wmAM noseue
MMOKapAHM CErMEHTa M AMcaTa Ha OTOK Mpu MbpeoHavaAHns CMR
ca 6MAM CBbP3aHM C MOBWLLEH PUCK OT PELMAMBUPALLM FOAEMM
apuUTMMYHKM cbbuTus, BratounteaHo BCC [HR 4,51 (95% ClI
2,39-8,53) u cbotsetHo HR 2,59 (95% C1 1,40-4,79)].”

B 6baelle ca HeobxopmMM MalLabHM MpOy4YBaHWs, 3a Aa ce
paspaboTu cTpaTudMKaLMs Ha PpMCKa C BMCOKAa OTpULIATEAHA
nporHocTuyHa ctonHocT Ha BCC u HeobxopumocTTa OT
uMmnAaaHTrpaHe Ha ICD. BapuaHTuTe 3a cTpatudmKaLms Ha pucka oT
nporpecus Ao AKMI ca papeHV B AOMBAHUTEAHU AQHHWM OHAQMH,
TabAmua S9.

7.1.1.MocAeACTBUA U CMBPTHOCT NPYU MUOKapAUT
OCHOBHUTE ABATOCPOYHM YCAOXKHEHMS ca eBoAtoLmaTa Ao AKMTT
c nocaepBawa CH u (peumame Ha) KA, BKAOYMTEAHO BCC.”®
BbacraHossiBaHeTO Ha AKD caep MUOKapAUT MOXe Aa BbAE MbAHO
MAM YacTU4HO. poLEeHTBT Ha Bb3cTaHoBsBaHe Bapupa oT 50% Ao
94% B 3aBMCMMOCT OT MbPBOHAYAAHOTO I'IpeACTaBﬂHe." Tesu
naumeHT 0BUMKHOBEHO MMaT nocTeneHHO BAoLuasaHe Ha AK®D un
MOCAEABALLIA AMAATALIMS M BUXA MOTAM A3 OCTaHaT HepasnosHaTH U
6e3CHMMNTOMHU AO PasBUTMETO Ha KAMHWYHa CH. MuokapanTsT
MOXe Aa NMpUUKHKM okoro 10% ot ,A,KMI'I.“I'IaumeHTMTe cOMB19V
Ha-4eCTO ce MPEeACTaBAT C MHPAPKT-NOACDEH CUHAPOM U MoraT Ad
MMaT BAaronpusTHa AbATOCPOYHa nporHo3a,mHo MMa AAHHU, KOUTO
OMMUCBAT CAyHau Ha TEXbK daTareH maxop. Hanpotus, naumeHTmTe
¢ HHV-6 muokapant (M ocobeHo Tesn ¢ B19V u HHV-6 ko-
MHPEKLIMN) OOUKHOBEHO Ce MPEACTaBAT ¢ ocTpy cumnTomm Ha CH 1
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4eCTo Nporpecupar Ao xpoHuura CH.™

ApUTMUMTE MO BpEMe Ha MUOKAPAWT BapupaT OT AEKW HapyLLeHUs
Ha npoBopMMOCTTa A0 xwuBoTosacTpawasawa KT uanm KM,
M3MCKBALLY MEAMKAMEHTO3Ha M/MAM anapaTHa Tepanus (Bx. Pasaea
6.5). PucksT oT KA He 3aBu1cK oT AKND %

MUOKapAUTBT MOXe A2 € CBbp3aH CbC 3HAYUTEAHA CMbPTHOCT.
[TbpBOHAYAAHOTO YCAOXKHEHO MPEACTaBAHE U XUCTOAOTUUHUAT
MOATMM NPeACKasBaT pucka. PesyAtatuTe ca mo-AOLLM NpK MaLmMeHTH
c @M, KaTo AOKAapBaHaTa CMbpPTHOCT 3a 60 AHM e 24%.°47
CMBPTHOCTTA 3aBMCU M OT OCHOBHaTa npuymHa 3a ®M. B npoyusare
Ha oueaeamTe oT TKM caep 1 roamHa, KOMOUHKMpaHaTa YectoTa oT
cmbpT, HT, umnaaHTaums Ha VAD man peumamne Ha TKM e 6uaa 47%
3a 5 I'OAMHI/I.JM AokAaapBaHaTa BbTPeHOAHMYHA CMBPTHOCT W
ABATOCPOUHIMTE PE3yATaTW CAep enmsop Ha OM sapupar.’® B
MHOTOLIEHTPOB perncTsp Ha naumeHtn ¢ OM, ycroxHeH OM e
HacTbnuA npu 27%, BraounTeAHo 9% c OM. Burpe-60AHMYHaATA
CcMBPTHOCT e buaa 8,5%, B cpaBHeHne c 0% Mpu He-yCAOXKHEHM
cAydamn. CopaeyHa TpaHcnAaHTaums nan LVAD ca 6uan HeobxoamMmu
npu 3% u cbotBeTHO npu 4% oT nauueHTuTe. ChbpaeyHa
TPaHCMAAHTALMsA AV CMBPT 3a 5 roamHK ca 6uan cbp3ann ¢ 18% ot
YCAOXHeHUTe cAyyau. Peumameu mam KA ca HacTbnuan B
npubAnsnTeAHo 3%—9% OT cAyyYamTe 3a nepuop ot 19-90 meceua.”®
B Hackopo nyb6AvKyBaHWS CbBPEMEHEH MHOTOLIEHTPOB PErmcTbp Ha
muokapamta B ESC Ha 581 naumeHTn ¢ muokapaut, 2,7% ot
naumeHTuTe ca nouuHaau, 1,7% ca noayumam HT, 0,7% ca
npeTbprieAM umnaantauus Ha VAD, a 3,9% ca npeTtbpnean

62,63,73
nmMnAaHTaums Ha ICD npu e AHOTOAMLLIHO MpOCAEASBaHE.

7.1.2.MpocaepnaBaHe

MaLmMeHTH C HUCKO-PUCKOB MUOKApPAMT, NMPeACTaBsLLM ce ¢ GoAKa B
TbPAMTE, MoraT Aa 6bAAT M3MUCAHM, KOraTO CbPAEYHUTE EH3UMM
MoKaxaT TEHAEHLMS KbM HOpMaAusmpaHe. BpemeTo 3a
Bb3cTaHoBsBaHe npyv OM Bapupa OT HAKOAKO AHW AO ABa Mecella.
Peumameu HactenBaT B okoro 10% OT cAyvamTe, C eAHOrOAMLLHA
UYECTOTa Ha PeLMAMBIPAHE OKOAO 5%. " "

MpocAeasiBaHe ce NMpenopbyBa MpU BCUYKK MALMEHTU C MUOKAp-
ANT, Ypes KAMHMYHA oueHKa, EKT, pernctpaums Ha Xoatep-EKT, Tect ¢
dusmMyecko HaToBapBaHe (aKO HAMA HUKAKBM MPWM3HALM Ha
MPOABAXABALLO Bb3MaAeHwue), exokapanorpadus u CMR B pamkumTe
Ha NoHe 6 MeceLla CAeA MHAEKCHATa XocnuTaAmsaums (Bx. TabAmua
15).10’62|_|porH03aTa Ce OMpeAeAs OT U3XOAHOTO HUBO U 6-MeceyHaTa
bYHKUMA Ha AsiBaTa KaMepa, HE3aBMCMMO OT MbpPBOHa4aAHaTa
KAMHMuHa KapTiha.” " KapamMoBacKyAapeH MarHuTeH pesoHaHC
TpsibBa Ad Ce M3BBPLUM MOHE Npe3 MbpBUTe 6 MeceLia NMpu MaLUEHTH C
AOKa3aH MUOKApAWT, 32 Ad CE OMPEAEAM BpEMEBATA TOUKA 3a BPbLLaHE
Ha paboTa, Ha 6a3ata Ha KOHKPETHUS CAyYa.

Ob6LwonpureTo e pAa ce n34aka 3—6 MeceLa CAeA OCTbP enr30A Ha
MUOKapAMT, 32 A Ce OLieHU HeobX0oAMMOCTTa OT nocTassHe Ha ICD .
Mpw HaKkou NaumeHTH ¢ BUcok puck ot KA (Bx. Pasaen 6.5.1),71Tpﬂ6sa
Aa ce B3eme npeaBup noctaBsHe Ha WCD no Bpeme Ha
MPOCACASBAHETO KATO MOCT KbM Bb3CTAHOBSBAHE.' BMOCAEACTBME,
cAep 3—6 MeceLia MPOCAeAsiBaHe, PELLIEHMETO AAAM A CE UMMAAHTUPA
okoHyaTeAHo ICD ce 6asupa Ha KOHKPETHUS MaLMeHT, KaTo
HapacTBalLMTE UHAMKALMKM ce 6asmpaT Ha PUCKOBKU aKTOpH,
BKAIOUMTEAHO reHeTuyHa npeauncnosmums (Bx. Paspea 5.3,
noapasaea 6.5.1; x. @urypa 17). [Npu naumeHT cbc CUMNTOMHA
KA nan coppedeH 6aok npu TKM man CS e HeobxopMMO paHHa
npeLeHKa 3a MNocTaBsHe Ha |CD.SB|_|perIOp'bKI/ITe B3eMaLLy MPeABUA
aputMumTe M BCC npu cneuméduyHu GopMM Ha MUOKapAMT ca
obcbaeHn B Paspea 6.5.% [Py He-yCAOXKHEHM CAyHan € AOCTaTbYHO
npocaeassaHe caep 6, 12 1 24 mecelia, AOKaTO MPK CAOXKHM CAyYam

WAW C OCTaTbYHM CUMMTOMU TO TpsbBa Aa OGbae MO-ABArO U
AOXMBOTHO.

Bx. AOMbAHWUTEAHM AaHHWM OHAaliH, Paspen 8 3a cbBeTMTE Mpu
KOMYHMKaLMS C NaLmeHTa.

Ta6Auua c npenopbku 15 - Mpenopbku 3a ctpaTudpmrka-
LiMA Ha PUCKA, YCAOXKHEHMA U U3XOA OT Bb3MaAUTEAHUSA
MUoOMNEepUKapAeH CUHAPOM (BMXKTe AoKa3aTeACTBEHA
TabAmua 15)

Mpenopbku Huso®

Kaac®

[pu BCUYKM MALMEHTU C MUOKAPAWT CE MpenopbyBa
MPOCAEASIBAHE C KAVHMYHA OLIEHKa, GUOMapKepy,®
EKT, pabotHa npoba, Xoatep-EKI" MoHWTOpUpaHe,
exokapavorpadpus 1 CMR B pamkuTe Ha Hat-MaAKoO
6 MeceLja CAeA CbOTBETHATA XOCMUTaAM3aLIMSA, 32 Ad
ce MAEHTUDULMPA MOTEHLMAAHA MPOrPECUS NAM
HOBM pUCKOBM dakTopy.”

TPy NaLMEHTH C YCAOXKHEH MMOKapAMT' ce nperno-
PbYBa AbATOCPOYHO MPOCAEASIBAHE, C LieA MAEHTUM
LWMKaLWs Ha NOTEHLMaAHa MPOTPECsi UAU HOBU
YCAOXKHEHMS.

AbArocpouHO MpocAepsiBaHe ce NpenopbyBa Mpu
NaLMEHTN C HECTIMPEH UAM PELIMAVBMPALLL MepUKap-
AT, 32 MAEHTUMKALMA HA MOTEHLIMAAHA MPOrpecHs

104,347
N HOBU YCAOXKHEHMUA.

CMR, cbpaeyHO-cbpOB MarHuTeH pesoHaHc; EKT, eaektpokapavorpama.
* MpenopbunTeAeH KAac.

° AOKaBaTeACTBEHO HWBO.

© Hait-MaAKO TPOMOHMHBT.

“ B. ONpeAGAGHUETO 32 yCAOXKHEH MuokapauT B TabAnua 3.

7.2. YCAOXKHEHMA U U3XOA NMPU NEPUKAPAUT

[Mpy1 NauUMeHTH C NEpPUKApPAWT MPU MbPBOHAYAAHOTO MOCTbIBAHE B
CMeLHO OTAEAEHWE WAW MPK aMOYAATOPHM YCAOBMs TpsbBa Aa ce
M3BBLPLWM cTpaTudMKauma Ha pucka. XocnuTaamsaums ce
MPenopbyBa MU CAyYam C BUCOK puck.' " CAydaute 63 BUCOK
PUCK MOTaT Aa Ce AeKyBaT aMbYAATOPHO C BHUMATEAHO MPOCAEASBAHE
B paMkuTe Ha 1 A0 2 ceamnupm (Purypa 7). EKTI” npomenmTe (raaBHO
LUIMPOKO pa3npocTpaHeHa eAeBaLms Ha ST-cerMeHTa) M eAeBauMsTa
Ha TPOMOHWHA OOUKHOBEHO He Ca OTPULIATEAHM MPOTHOCTUYHM
MapKepy B TakMBa CAyHaM, KOUTO Ce NMPEACTABST C MHAPKT-NOAOOHa
KapTVHa 1 3anaseHa ABykamepHa byHkums,

B peaaHus cBAT npubamsmnteAHo 25% OT naLMeHTUTe,
avarHocTmum-pain ¢ Ol ce MpeaACTaBAT C HaM-MaAKO €AMH
npeackaseal, $akToOp 3a AOWA MPOrHO3a W Ce HYXAasT OT
xocruTaamzaums.” BoAHuuHaTa cMbpTHOCT npu OF e cpeaHo
OKOAO 1%, HO MOXe Aa 6bAe MO-BIUCOKa MPK MO-Bb3PACTHM NaLMEHTH
V1 TaKIBA C TEXKM KOMHeKLN.

Cropep KAMHUYHOTO MPEACTABSHE, AOMbAHUTEAHU AUArHOCTUUHM
M3CAeABaHUs TpsibBa Aa Ce M3BBPLUAT CaMo Mpu crneunduyHo
KAMHWUYHO CbMHEHMWE, HaAMYME HA BUCOKOPUCKOBK XapaKTepPUCTUKM
MAU AWMCca/HermbAeH OTFOBOP Ha EMMMpUYHaTa MPOTUBOBbB3MAAM-
TeaHa Tepanus (Ta6Auua 16).

O6uyainHuaT xop Ha Ol ce xapakTepusmpa ¢ KAMHUYHA PEMUCHS B
pamKuTe Ha 4—6 ceAMULIM MEAMKAMEHTO3Ha Tepanus . Ha-uectoto n
NPOBAEMATUYHO YCAOXKHEHWE Ha nepukapanTa e Pl koitTo 3acara
20%—-30% oT nauueHTUTE, HeAeKyBaHU ¢ KoaxuumH. Okono 10% oT
NaLMeHTUTE MOraT Ad Ce MPEACTABSAT C MPOABAKUTEAHU CUMMTOMM
6e3 KAMHUYHA pemucus. TakmBa cAydam ca 0BO3HAYeHW KaTo
"HecnMpHKU" 1 MoraT Aa MPOrpecupar 3a HIKOAKO Mecelia AUPEKTHO

4
HO TOBA YCAOXKHEHWE € U3KAIOYUTEAHO PAAKO NpU
114,347

10.
AO KOHCTPUMKLMSA,
mamonatmyeH PI. [lpoTuyaHe ¢ MHOXeCTBO peLuMAMBK e
Bb3MOXHO, HO He e ObW4aliHO MpW MPUETUAT KaTo OBMKHOBEH

© ESC 2025
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Ta6auua 15 nPOCAeAHBaHe npu Bb3NaAUTEA€H MUonepukKkapaeH CMHAPOM CAeA U3nuceBaHeTo

KAMHMYHa oueHka n EKI MwuokapanT

[MepukapauT
Briomapkepu (Tnl, C-peaktuseH MuokapauT
nNpoTeuH) MNepukapaut
Putem (cTpec n/man Xoatep-EKT) MuioKapanT

[MNepukapanT
M306passaBaHe Ha MUOKapAUT TTE

CMR
M306passBaHe Ha nepuKkapaUT TTE

CMR

1 Mecel, caep 3-6 MeceLia cAep 12 Mmec. caep
npe6oAeayBaHe npe6oAepyBaHe npe6oaeayBaHe
X X X
X X X
X X (X)
X X (X)
- X )
X" X¢
X" X¢
x° X
x)® ()

>1 roaAMHa u
AbLAFOTPaiHO NpocAeAsABaHe”

X
>)°

CMR, cbppeuHO-CbAOB MarHKTeH pesoHaHc; EKT, eaektpokapavorpama; FU, npocaepssare; IMPS, Bb3naanTeaeH mronepukapaeH cuiapom; Tnl, Tpononumt |; TTE, TparcTopakaaHa

exokapavorpapus.

Bemukm MpocCAeAABaAHUA TPFl6Ba Ad 6'bAaT aAanTUPaHM KbM KAMHUYHATA CUTYaLMA U TexXecTTa. B KPbram cKobM ca nocoueHn HE3aAbAXUTEAHU TECTOBE CMOPEeA KAMHMYHATA KapTuHa

(X), peLLieHMe 3a BCeKM CAyYalt MOOTAEAHO)].

, Aparocpouno npocaeassarie (FU), Hanp. cAeA 2 FOANHM, Ce NPeriopbsa CaMo Mpu CAOXKHM CAy4an Ha IMPS, 0GUKHOBEHO MUOKAPANT.
® B cAOXHM CAyYam AU aKo ca abHOPMHM 1 cAep 1 Mecell, 0bpasHaTa AMArHOCTHKa TPsIGBA Aa CE MOBTOPU MexXAY 3-s U b-1s MeceLl,.
AKO ca abHOPMHM U cAep 6 Mecelia, OBpasHUTE M3CAEABAHMA TPAOBA Ad Ce MOBTOPSAT B PAMKWTE Ha CAeABALLMTE 6 MeceLia M/WAM caepBalmTe 12 mecella.

“ MpocaeasBaHe NMPEAAGKEHO MPU HE-YCAOXKHEHM CAyYau Ha OCTbD NepuKapanT. [P CAyudam € BUCOK PUCK Ce MperopbBa AbATOCPOYHO MPOCACASBaHE, CbOBPa3EHO C KOHKPETHMA

naymeHT.
4 N\
WCD kato mocT ICD
KbM Bb3CTaHOBABaHE
AbHopmHa AK
AOMbAHUTEAHM
\ PUCKOBU
akTopu’®
3 p06- ¢ | P
MeceuHo
A M3nuceaHe u MPOCAEAABAHE NpocaeasBalla
OcTbp MUMOKapAUT > cTpatuduUKaLms —> puCKoBa
Ha paHHWS pUCK cTpaTndUKaLms
ApuTMUUH2 Npe3eHTaLmA Bb3cTaHoBAEAHE
H
ARV ATA A AR AT ATATATATAY
e
MeaAnKaMeHTO3Ha
Tepanus

@ESC—

Durypa 17 MNpocaepsiBaHe v pUCKOBA CTPATUGMKALMS CAEA OCTBP MUOKAPAWT C apUTMUYHO MPEACTaBsHE.
ICD, umnaaHTupyem KapamoBepTep-aedunbpuaatop; LGE, kbcHo rapoanHmeso ycuasaHe; AK, Assa kamepa; AKN®, dpakupms Ha U3TAACKBaHe Ha

asBata kamepa; NSVT, HenpoabAXUTEAHA kaMepHa Taxukapaus; PVS, nporpamupana kamepHa ctumyaaums; WCD, noprtatuseH kapanoBepTep-
Aedubpunatop. Psiako, Npu BUCOK PUCK, MOXE Ad C& OOMUCAM UMMAAHTUPAHE HA KAPAMOBEPTEP-AEPUOPUAATOP MPeAn U3NMCBaHe (BUXKTE TEKCTA 32

NoAPOBHO 0BCHKAIHE).

* AOTMBAHUTEAHM pUCKoBM dakTopu (Haii-MaAko 1, yBeandasaly, pucka 1 >1 nokasaHue nan nosede): NSVT, oblwmpro LGE, Heo6scHUM cuHKo,

noautueHa PVS, Hamarera AKN® <50%.™*

© ESC 2025
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BUPYCEH MEPUKAPAMT W TpsibBa Aa MOATMKHE KbM TbpCEHE Ha
noaAexatua npuunHa (Purypa 14).

CobpaeyHaTa TaMrnoHaaa e cpaBHUTEAHO psiaka npu Or, kakTo 1
npu KM (<1% ot cAyvauTe). PUCKBT OT YCAOXKHEHWS € CBbp3aH C
eTnororusaTa. Hanpumep, puckst ot Kl e HUCbK caep NpepnioAaraem
BUPYCEH/MAMOMNATUYEH MEPUKAPAUT, CPEAEH MPU UMYHHO-
MeAMMpaHn etuororun, kakto u npu PCIS n HeonmaacTuueH
nepukapamT (2%—5%), HO BMCOK MNpu GakTepuaAeH MNepuKapAUT
(209%—-30%), ocobeHo ako e rroen.”"

Hackopo 6sxa NpepAoxeHM noHe Tpu ckopa "% 3a
MAEHTUPMLMPAHE Ha MALMEHTU C MOBMULLEH PUCK OT pPasBUTUE Ha
YCAOXKHEH MepPUKAPAUT U XPOHUPULIMPAHE, KOUTO WM3MCKBAT
BHMMATEAHO MPOCAeAsBaHe (BUKTE AOMbAHUTEAHM AAHHM OHAAMH,
Tabanum S2 u S3). Tean ckopose obaye He ca BaAMAMPaHU WAU
PENAMLUPAHM B AOMBAHUTEAHU MO-TOAEMM MPOYYBAHUSA W
MPOAbAXKABAT A2 ObAAT OOEKT Ha MPOyUBaHe.

Ta6bauua 16 UHAMKaATOPU 32 HEBUPYCHA €TUOAOTUA U
YCAOXKHEeHUA (BUCOKOPUCKOBMU NMPU3HALLA AU YE€PBEHMU
¢dpAarose npu oCcTbHP NEPUKAPAMUT)

Toaemun

Debpuantet >38°C (HR 3,56)

MoaocTtpo Havaro (HR 3,97)

[oAsimM nepukapaeH msans (>20 mm B exokapanorpadusta) (HR 2.15)
CobpaeyHa TamnoHaaa (CH 2.15)

Aunca Ha otroBop kbM acnnpuH nAn HCIBC caep Hali-maako 1

ceamuuHa Tepanus HR 2,50)

MaAku

[MepuKapAUT, CBbP3aH C MUOKapAUT
MMyHocynpecus
Tpasma

MepopaAHa aHTUKOAryAaHTHa Tepanus

HR, puckos koedpuupment; HCIMBC, HecTepoMAHO MPOTUBOBBL3MAAMTEAHO AEKApCTBO.

OcHoeHwWTE XapaKTEPUCTUKM Ca BAAUAM3UPAHU B MHOI’Od)aKTOpeH aHaAu3 B
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MPOCMNEKTMBHO KOXOPTHO MNpOy4BaHe Ha MaLMEHTN C OCTbP NEPUKAPAUT.

8. NMpunokpuBawm ce BUAOBE
Bb3MAaAUTEAEH MMOMEPUKAPAEH
CUHAPOM: MUOMEPUKAPAUT U
NepUMMUOKaAPAUT

IMPS BKAlOYBa CMEKTbP OT Bb3MAAUTEAHW 3a0OASBAHMS, OT
M30AMPAH MWOKAPAUT AO M3OAMPAH MEPUKAPAUT Mopapu
KoMbuHaums 1 ot AseTe. IMPS Tpsbea Aa ce M3noaAssa Kato o6l
TEPMUH, BKAIOYBALL, W MPUMOKPMBALLM Ce GOPMU Ha MUOKAPAMT U
I'Iepl/IKapAl/lT.1Al/Ial'HO3aTa npeobAaaaBaLL, NEPUKAPAUT C MUOKAPAHO
3acAraHe WAM "MUOMepuKapamT", Moxe Aa 6bAe KAMHMYHO
NOTBbPAEHA, aKO MaUMEHTU C ornpeAeAeHn kputepum 3a Ofl
mokasBaT MOBMLLUEHWM GUMOMapKepu 3a MWOKapAHO YBpexaaHe, 6e3
HOBOPa3BUTO GOKAAHO MAM AMPY3HO yBpexaaHe Ha AK dyHKLMS B
TTE nan CMR. TepMWHBT MUOMEPUKApAMT O3Ha4aBa MPEAMMHO
NepUKapAMTEH CUHAPOM C HE3HAUMTEAHO MMOKApAHO 3acsraHe,
KOMTO OMucBa MO-TOAsIMaTa YacT OT CAyyauTe Ha KOMOMHMpaH
NepUKapAUT U MUOKApAMWT, CPeLLaHn B KAMHMYHaTa mnpaktuka. OT
APYyra CTpaHa, AOKa3aTeACTBaTa 3a HOBOBb3HUKHAAO POKAAHO WMAM
AVdY3HO HamaAsBaHe Ha GyHKLMATA Ha AiBaTa KamMepa NpU MaLmueHTH
C MOBULLEHWN MUOKapPAHM B1OMapKepPU U KAMHUYHU KpuTepum 3a OFT,
MOACKa3BaT MpeobAaAaBall, MUOKAPAWUT C MEPUKApAHO 3acsraHe,

© ESC 2025

HapeueH "mepuMuokapanT". KAMHWMYHOTO AeYeHMe W U3XOABT OT
cmeceHuTe GOPMU CAEABAT MpeobAaaaBalloTo 3acsaraHe. [MoHacTo-
ALLEM NaLMEHTUTE C MUOMEPUKAPAMT MOTaT Aa GbAAT A€KYBaHU KaTo
NaLMeHTU C MEPUKAPAMT, AOKATO MaLMEHTUTE C MEPUMUOKAPAUT
TpsibBa A2 6baaT AEKYBaHM KaTO MALMEHTU C YWUCT MUOKAPAMUT.
Mo3HaHMATa B Tasn obAACT ce pas3BuBaT ObP30, a TeKyLyMTe
MPOYYBaHMSA U AOKa3aTEACTBA LLiE AQAAT MO-aKTYaAHW MPENOpPbKM 3a
KAVHWUYHO AeYeHMe.

YecTo cpelyaH cueHapuit C npumnokpusam ce GopMu Ha
MUOKapAMT U MEPUKAPAMT € TMPEACTaBEH OT CUCTEMHU MMYHHMU
HapyLLEHWs, KOWTO MOraT Ad 3aCerHaT MUOKapAd, MAM MEepUKapA,
WAW U ABETE.

HSAKOAKO CUCTEMHM Bb3MAAMTEAHM U ABTOMMYHHW 3aBOASIBAHUS
MOraT A2 Ce MPEACTABSAT C MUOKAPAMT, MEPUKAPAMT, CMeceHr GopMu
nam PEff 6e3 nepukapanT. OCHOBHUTE CbCTOSHMS BKAtouBaT RA,
CAE, cHapom Ha CborpeH, cucTeMHa ckaepo3a (SSc), MTOAUMMUO3UT M
AEPMaTOMMO3MT, KaKTO M BACKYAUT (Hanp. no-creumasHo EGPA).

8.1. Bb3naAuTeAeH MMONEpPUKAPAEH CUH-
APOM NpU CUCTEMHMU 3260AABaHUA

Bb3naAUTEAHMAT MUOMNEPUKAPAEH CUHAPOM MOXE AQ YCAOXKHM
HAKOAKO BMA2 CUCTEMHM 3aBOASBAHUSA, MO MPUHLMM MUMYHO-
Mearmpani,~ % ¢ MMOKApAHO (MUOKAPAWT), MAM C MEPUKAPAHO
3acsraHe (nepukapauT u/man PEff). CumntommTe 1 npusHauuTe,
KOWTO MOraT A2 MOPOAST CbMHEHME 33 PEBMAaTMYHO aBTOMMYHHO
3aboAsiBaHe, ca paMMAHaTa aHaMHe3a, aHaMHe3aTa 38 AeKO-MOBULLEHA
TemnepaTypa, CTaBHW CUMMMTOMM, CyxOTa B O4YMTe M YyCTara,
rAnaBoboAne, AMMPaaseHonaTus, peHoMeH Ha PeliHo, koxeH obpuB,
OPaAHU U TeHWUTaAHW adpTu, AbAOOKA MAM MOBBPXHOCTHA BEHO3HA
TPOMO03a, peKypeHTHU deTaAHM 3arybu, AMMOneHUs 1 XPOHUHYHO
nosuilaBaHe Ha KpeaThHkuHaszata (CK) M Apyru Bb3maAMTEAHM
Mapkepu. AKO Mo BpeMe Ha AMarHOCTUYHOTO OBCAeABaHE Ce MOCTaBM
cneunduyHa AMarHo3a, TpsbBa Aa Ce MPUAOXKM TapreTHa Tepanms.

8.1.1. PeBMaTOoMAEH apTpUT

[NepuKkapaMT MOXe Aa ce HabAIOAABA KAaTO YaCT OT Bb3MaAMTEAHATA
akTmBHOCT Npu RA 1 YecTo ce nNposiBsBa eAHOBPEMEHHO C MAEBPUT.
Toit e Hali-yecTaTa CbpAeYHa MposiBa YCTaHOBsIBAHA MpUW ayTOMCUS,
3acsratia Ao 50% ot naupeHTUTe. MOXe AQ € HaAULIE 1 MUOKAPAUT,
KOMTO OBWMKHOBEHO OTLLUYMsBA, aKo 3abOASBAHETO ce osrapee.”
AHaKMHpa, KOMTO e Beye perncTpupaH 3a AedeHne Ha RA, Moxe pa ce
M3MOA3B2 W MPY MPUAPY’KABALLIO MEPUKAPAHO 3acsraHe.

8.1.2. CucteMeH Aynyc epuTremMaTosyc

[MNeprKapAWTBT e Hait-YecTaTa cbpaeyHa nposisa Ha CAE, cbobLueH
Mpy noytn 25% OT MauMeHTUTe, U e BKAIOYEH B KpUTEpuMTe 3a
KAaCMq)MKaLI,MFI Ha AMepVIKaHCKaTa acoumauma no peBMaTVB’bM/

352
YuacTtunerto

353,354,355

AMepukaHckms koaex no peematororus (ARA/ACR).
Ha muokapaa npu CAE 3acsra okoro 5% oT maumeHTwTe.
Cumntomute Ha IMPS ca uecto HecneuudUUHM, BKAIOUMTEAHO
MOBULLEH TPOMOHWMH, MpoMeru B EKT, aHomaanm B AKN® 1 PEff. Tesu
nposiBv OBMKHOBEHO Ca CBbp3aHU € TUMMYHKM cumnTomu Ha CAE,
BKAIOUMTEAHO GEBPUAUTET, apTPUT, HEPPUT 1 KOXHU OBpUBK. >
AvarHosata mMoxe Aa 6bae MopkperneHa OT crneuUdUUHM
AabopaTopHM MapKepW, KakTo M OT MyATMMOAAaAHa obpasHa
AMArHOCTVKA, 32 OMPEAEASHE Ha TepanmaTa.  EHAOMUOKapAHa
buoncus 61 Moraa psiAko Aa Ce B3eMe MPEeABMA B MOADPaHM
CquaM.m CpreqHa TamMroHaaa ce cCpelia B MO-MaAko OT 2% OT
cayvamTte, a Kl e mskaloumTeAHo psabk. KapamomuonatusTa He e
obuyariHa KAMHUYHAHAXOAKA, HO ayTOMCUMHM NMPOYYBaHUA YCTaHO-
BSIBaT MMOKapAHO y4dacTue npu 40%—50% oT naupeHTUTE.
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8.1.3. AHTUdOoChOoAUNUAEH CUHAPOM
AHTUPOCPOAUNUAHUAT CUHAPOM € CBbp3aH C HaAMuMe Ha
AHTUKAPAMOAUMMHOBU U/MAM  aHTU-B2-TAVMKOMPOTEMHHU aHTUTEAR
W/MAM AYTlyCEH aHTMKOAryAaHT, KOMTO MOXe Aa € MpuyMHa 3a
MUOKapAHa AMCOYHKLMSA MO PasAMYHM MexaHu3mu. AokaTo
MUOKapAMUTBT MOXe Ad Ce MaHUdecTMpa Mpy TO3M CMHAPOM U €
MEAMMPaH OT aBTOMMYHEH MEXaHW3bM, MUOKAPAHOTO YBPEXAaHe

360,361
MOXe Aad 6'bAe NPUYNHEHO U OT MMKPOTPOM6OTVI‘-{HVI ABAEHUA.

8.1.4.Cunapom Ha Sjogren

Mpu cuHapoma Ha CborpeH Ha-yecTata KAMHWYHA MposiBa Ha
CbPAEYHO YBPEXKAAHE € NMEPUKAPAMT, KOMTO € AOKAAABAH B MO-MAAKO
OT epHa TpeTa OT cAyyauTe. MUokapamUT U MUokapaHa ¢rbposa ca
CBLLO BB3MOXHM, * KATO MOFaT A2 HACTBMAT BbB BPb3Ka C PUTBMHIM
HapyweHus. Cneunduyrm aHTUTeAa (aHTU-Ro/SSA) mMoraT cbluo aa

363
6bAAT UAEHTUDULIMPAHK NMPU HEOBACHUMM CbPAEHHM OAOKOBE.

8.1.5. CucreMHa ckAeposa

Bb3naAMTEAHUST MUOMEPHKAPAEH CUHAPOM Ce CpeLLia H4eCTo Mpu
cucTeMHa ckAepo3a (Ssc), ™" UecTo e KAMHIMUHO OKyATEH 1, KoraTo e
CMMMTOMEH, MPOrHO3aTa € AoLLa. TOM MOXE Ad € CBbP3aH C KaMepHa
AVCOYHKLMS U/MAU CTPYKTYPHO YBPEXKAAHE Ha MUKPOBACKYAAPHOTO
PYCAO, BOAELLIO AO MOBTaPALLM Ce GOKAAHU MCXEMUYHM YBPEXKAGHMS
M HeobpaTma MuokapaHa ¢ubposa. Moxe Aa ce AbAXM U Ha
49‘”’5\/3pe>+<AaHeTo
OBMKHOBEHO CAeABA ABA MBTA. " [TbPBMAT € CBbP3aH C MPOU3BOA-
CTBOTO Ha KOAQreH OT akTUBMpaHK GUOPOBAACTM Ha MUOTIEPUKAPAHO
HMBO, OCOBEHO Ha CybernukapAHO HMBO, C MocAepgalla Gubposa,
KAQrHa CTeHO3a, KOPOHAPHM CMasmMm U UCXEMUYHU CbbUTUS. BTopusaT
MbT € NpuunHeH OT 6bOpeYHO 1 GEeAOAPOBHO 3acsiraHe, C TEeXKM

367,368
CbpAEYHU TMOCAEACTBUA.

3
nbpBUYHA CMCTEMHA MWO3MHOBA 6oAecT.

HeobxoAnMM ca AOMBAHUTEAHM

M3CAEABaHMS, 32 Ad ce MOACDPU pasbupaHeTo Ha IMPS npu Ssc.**

8.1.6. MoAMMMO3UT U AEPMATOMMO3UA,

MuoKapABT MOXe Aa ObA€ 3acerHaT npu Bb3NMaAMTEAHU MUOMATUM,
KaTo MOAUMMO3UT M AepMaTOMI/IO3l/IT,369 C MOCAEABALLA MMOKapAHa
XUNEPTPOPUS, UCXEMUS, YTOAEMSIBAHE HA CbPLLETO, KAKTO M CUCTOAHA
M AMACTOAHA KaMepHa AMC¢)’HKLLMFL37° Y4acTueTo Ha CbpLLETO MpU
Bb3MNaAUTEAHU MMOMNATUMN € KAUMHUYHO OK)’ATHO I'Ipl/I MOBEYETO
naumneHTn, HO MOXe Aa ce 3anvo3pe I'Ipl/l M)’ATI/IMOAaAHa o6pa3Ha

1,37 0,

AMarHocTiKa' 7 M e CBBP3aHO C AOLL M3XOA. "+ MUOKapAMT ce
cpewa npu B A0 30% OT ayToncMpaHUTe MauMeHTH, CbC MAM He3
CbMBTCTBALL, KOPOHAaPEH WMAM CbAOB BacKyAMT. [lepukapauT ce
cbobLLIaBa PSAKO MPU TE3W MALUEHTH.

8.1.7. BackyAuTt

MWokapAHOTO y4acTue € MPOrHOCTUYHO 3HAYMMO MPU BACKYAWT,
ocobeHo npu EGPA. IMpu EGPA okoro 15%—60% oT naupeHTUTe ce
MPEACTaBAT CbC CbPAEYHO 3a60AnBare’’, BkAlOUMTEAHO PEFf,
HapyLUEHWs Ha MPOBOAMMOCTTA M HAPYLUEHU ABMXEHMS, KaKTO U
OKC, vecto nopaam kopoHapeH crnasbM n EM (Bx. Paspen 9.2).
Bbnpekn ye cbppeuHoTo 3acsaraHe npu EGPA yecto ce npossssa
paHoO, TO MOXE Aa CE CAYUM 1 B KbCeH eTan Ha 3ab0AsBaHETO W 3acsira
FAQBHO MaLMEHTH C OTPULIATEAEH PE3YATAT CPeLLy aHTUHEYTPODUAHM
umTonAasmenu aHtuteaa (ANCA) u Bucok 6poit eosrHOGUAN.
3acqraHe Ha MWMOKapAa M MepukapAa € Bb3MOXHO W MpU APYrU
BACKyAMTU, ocobeHo npu boaectTa Ha Kawasaki, kbpeTo
MUOKapAMTBET € YecTO CPeLLaHO CbPAEYHO-CbAOBO YCAOXKHEHWeE
(Bv>KTE AOMBAHUTEAHU AQHHM OHAaH, Durypa 53).373
CBTPYAHMYECTBOTO CbC CMELMAAUCTM € BaXKHO MpU BCUYKM Te3u
CUCTEMHM CbCTOSHUSA, 33 Ad CE MOCTUNHE MPaBUAHA AMATHO3a U Ad Ce

MAaHMpa MOAXOAALLO AeveHue. AmarHosata EGPA moxe aa 6bae
ocobeHo prAHa.m

8.2. Bb3naAuTeAeH MUOMNEpPUKAPAEH CUH-
Apomnpu COVID-19 3a6oAsBaHe

ManaemuaTa ot COVID-19 nosumwmn ocsepomeHocTTa 3a IMPS,
TbI KaTO MPW MHOTO MauMeHTU GsXa 3acerHaTu KaKTO MUOKApAbT,
Taka v nepukapabT. He e pookasaHo paav BupycsT SARS-CoV-2 moxe
AVIPEKTHO A2 YBPEAM KapAMOMMUOLMTUTE WAW MEPUKAPAMOLIMTUTE,
KaKTO Ce MPeAMoAaralle Mpu KyATUBMPaHM YOBELLKM KapAWOMMO-
uui.™ AyTONCUIHATE M3CAEABAHMSA yCTsiXa AQ OTKPUAT MaAKM
KOAUYECTBA BMPYC B MUOKapAa M nepukapaa. . WcTuHckata
oleHka Ha cebp3aHuTe ¢ COVID-19 IMPS ce pasanyasa B 3aBUCHMOCT
OT AMarHosata, noayyeHa ypes CMR/EMB, Bapupawa ot
0,1-4,5/1000 CAyuaﬂm'm AO 29%—8% OT cAydanTe MpU CUMMTOMHM
naumenTin.”” CMATOMMTE, KaKTO U AMarHOCTUUHaTa 06paboTka, ca
NoAO6HM Ha onmcanuTe 3a obLms IMPS (Bx. Pasaean 4 1 5).

[peobAapaBalLlOTO AeYeHMe Ha CUMMTOMHO YCAOXHeHMus IMPS,
cebp3aH cbC SARS-CoV-2, e aHTUBUPYCHO AeveHMe 3a Bupyca SARS-
CoV-2, B KkoMbuMHauMsa C Mopkpenswa Tepanus. Hakoako
MMYHOCYTPECUBHM Tepanuu, KaTo aHTu-IL-1 (aHakuHpa 1 KaHakuH-
yMab) u aHTH-IL-6 (Toumamnaymab u capuaymab), ca AEMOHCTPUPaAU
obelyaBaliM pesyATaTu MpU KPUTUUHO GOAHU NaLUeHTH,
XOCMUTAAU3NPaHN 32 COVID-19.°%7% B no-aekute CAyYam
KAIOYOBWTE EAEMEHTM 3a A€HeHWe ca Tesu, npernopbyaHm npu IMPS.
MoBeye NOAPOGHOCTM MOTAT Aa ObAAT HAMEPEHW B AOMBAHUTEAHM
AaHHM OHAaMH, Pasaen 5.1.2.

9. CneundmnyHn BUAOBE MMUO-
KapAMT

9.1. AumpouuTeH MMOKapAUT

AwarHosata AM ce 6a3npa Ha MaTOXUCTOAOTMYHWU KPUTEPUM U
obo3HavyaBa Bb3MAAUTEAHO 3a00OAsABaHE, KOETO MOXe Aa Obae
MPUYMHEHO OT BUPYCH, HO CbLLO U OT APYTM MHGEKLMO3HM areHTH,
BKAIOUMTEAHO GakTepumn (kato Borrelia spp.) 1 npotosou (kato T.
cruzi)."’ Hewo noseuye, CbBpEMEHHU €AHOLEHTPOBM M
MHOTOLLEHTPOBM KOXOPTHM MPOYYBaHWs Moackasaxa, e AM e no-
4eCcTO HeUHPEKLMO3EH MAM MO-4ECTO UMYHHO-MeAumpaH/
asTOMMyHeH ""” BakHO € Aa ce OTGEAEXM, Ye eTMOMaToreHesara 1
M3XOABT Ha BMpPycHUs /AM BapupaT 3HaYMTEAHO B 3aBMCMMOCT OT
pasAMuHUTE UHEKLUMU. LIMTOAUTUUHUTE BUPYCH, KaTO eHTepoBM-
pycu (Hanp. KOKCaKUBUPYCU U EXOBUPYCH), Pa3pyLLaBaT KapAMOMMO-
UMTUTE U MPEAM3BMKBAT TEXKA MHPUATPALMS C Makpodarn u
Ao, *® 3a pasauka OT EHTEPOBMPYCMTE, BAaCKYAOTPOMHUAT
B19V, koiTo MHPeKTMPa CbpPAEYHUTE EHAOTEAHU KAETKU, HO HE U
KapAMOMMOLIMTUTE, MOXE CbLLO A3 MHAYLMPa Texbk /AM, ocobeHo
npu Maaku Aeta.”**** Bellie ycTaHOBEHO, te BUCOKMAT 6poit BUPYCHIA
konus (>500 BupycHu konusa AHK/ug cbpaeura AHK) ca 6uan
CBbP3aHM CbC CbPAEYHO Bb3MaAEHUE W/MAM CUCTEMHA WMHPEK-
u,ml.m’m HuckusaT 6port B19V konusa Ha AHK B cbpaeyHaTa TbkaH
OTpassBat No-CKOPO MEPCUCTUPAHETO HA BUPYCA U OBUKHOBEHO He €
CBbP3aH CbC CbPAEYHO Bb3MareHue. AMMPOTPONHUTE BUPYCH OT
cemeicto Herpesviridae [HHV-6, EBV, yoseluku umTomMerarosmpyc
(CMV)], kakto n HCV, rpunhn Bupycnt n SARS-CoV-2, morat
MHAMPEKTHO A3 OTKAKOYAT MUOKAPAMT Ype3 aKTMBMPAHE Ha MMyHHaTa
cuctema.’™ Mo OTHOLLEHME Ha ETUOAOTMSTA W MaTOreHesaTa Ha
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MUOKapAWTa, ObeLLaBaLLy MOraT A2 GbAAT AMATHOCTUUHUTE MapKepU
(MmKkpoPHK), kakTo M MPOrHOCTUYHM W TEpaneBTUYHWU LieAU Mpu
MMOKapAMT.m’no BebwHocT, ToyHaTa poas Ha miRNA npu
MMOKapAMT OCTaBa BCe OLue HeonpeAe/\eHa.391 B pAoMbAHeHME KbM
MHGEKLMO3HWUTE areHTU, OpraH-cneLuPUUHMUAT aBTOMMYHUTET KbM
CbpAEUHM agToaHTMreHn,* PasAMYHM CUCTEMHU UMYHO-MEAMUPAHU
3a60ASBaHNSA, TOKCUYHM BeLLLECTBa 1 AeKkapcTBa, BKAlouMTeAHO ICls, ca
M3BECTHM C TOBA, Y€ WMHAYLMPAT PasAMUHU GOPMM HA OCTbP M
XPOHMYEH AM.*¢ MIMyHO-MEAMMPAHUAT MUOKapAUT MOXe Ad ce
MPOsIBU C EKCKAY3MBHO CbPAEYHO 3acsiraHe WMAM B KOHTEKCTa Ha
CUCTEMHU UMyHOMeAMMpaHu 3aboasBanus, kato CAE, SSc wu
Apyrm.s‘w‘392 MHTepecHO e, Ye reHeTMyYHaTa NpeApasnOAOKEHOCT Ha
rOCTOMPUEMHMKA € CBbP3aHa CbLLO CbC CbpPAEYHA AMCHYHKLIMSA CAeA

91,150
MUOKapAWTa.

9.1.1.MpeacTaBAHe

Toit kato AM Moxe pa 6bae MPeAM3BHKAH OT PasAMUHK MPUYMHM,
HEe CblLeCcTByBa YHMBEPCaAHA, CreLmMpUUHa KAMHWMYHA KapTuHa.
BmecTto ToBa, TOM TpsAbBa Aa Ce pasrAeXaa B KOHTEKCTa Ha
pasAMYHKTE 3a0OASBaHMSA, B CbOTBETCTBME CbC CTaAMMTE Ha
MUOKapAMTA.

9.1.2. AMarHosa u Tepanms

Toit kaTo AM MoKe pa Obae MPeAM3BUKAH OT PasAMUHK MPUYMHM,
He CblUeCTByBa YHMBEPCAAHA, CrieLUdUYHA KAMHUYHA KapTUHA.
BmecTto ToBa, TOM TpsbBa Aa Ce pasrAeXAa B KOHTeKCTa Ha
pasAMyHUTE 3a60ASBaHMSA, B CbOTBETCTBME CbC CTapMUTE Ha
MUOKapAMTA.

9.2. EO3MHOPUAEH MUOKApPAMUT

EO3MHOPUAHUAT MMOKApAMT € psaka $OpMa Ha MUOKApAMT,
XapaKTepu3upalla ce ¢ eo3MHOGUAHA MHOUATPALIMA HA MUOKApAQ.
[MoaAeXKalLmTE HapyLLUEHUs, KOUTO TpsbBa Aa GbAAT OLiEHEHW Mo
BpemMe Ha obpaboTkata Ha EM, BkAOUBAT: CBPBXUYBCTBUTEAHOCT M
AAEPIUUHM PeaKLMM;’ | UMYHO-MEAMMPAHM 3a60AABAHMS, MO-
cneumanHo EGPA; HeonpeaeaeH komnaekceH HES vAm HerosusT
MMEAONPOAMDEPATUBEH BAPMAHT; MAPA3UTHU MHbEKLAM; U paK.”
MeTa-aHaAM3BT Ha EAMHUYHKM CAyYau MAM MAaAKK CEPUM OT CAyYau
cbobLaBa 4ecToTa Ha BBTPe-DOAHMYHA CMBPTHOCT AO 22% u
3HAUMTEAHO MOBMLLIEHA YECTOTA HA CBPBXUYBCTBUTEAHMS BAPUAHT, AO

36% 271

9.2.1.MpeAcTaBsAHe

KAMHMYHaTa kapTHa Ha EM Moxe aa 6bAe BapraburaHa, Bapupatla
OT OAMrocMMnTOMaTUYHa AC OoCTbp DM MAM xpoHmyHa PKMIT (KMIM
Ha Loeffler nam eH,ApM1/|or<ap.A.l4T).271 Bbnpekn TOBa, MpeaxopHO
npoyusaHe rokasea, Ye EM yecto uMa yAMUHAHTHO MpoTUdaHe ¢
psi3ko yBpexaaHe Ha AKKD, BUCOK pUCK OT 3A0OKa4eCTBEHU apUTMUK
M BUCOK PUCK OT TPOMOOEMOOAUUHU YCAOXKHEHUS, CBbP3aHWU C
obpasyBaHETO Ha KaMepHWU Tp0M6|/1.271 Borpekn ye EM e yecto
CbMPOBOAEH C NepudepHa eo3nHOoGUAMS, TpsbBa Aa ce oTOeAexM, ve
Tasun HaxoAka OTCbCTBA NMpU A0 25% oT maumeHTuTe ¢ EM 1 Moxe pa
AOMPpUHeCe 3a HEAOCTaTbYHOTO AMarHOCTULMpaHe Ha EM.

9.2.2. AmarHosa

AmarHosata EM mMoxe pa ce nocTasu nan ypes pokasaHo ¢ EMB
HaAMYME HA E€O3MHOPUAHA UHPUMATPALIMA HA MMOKApAQ, MAM Ype3
HaAMume Ha pokasaH ¢ CMR MMOKapAMT C MaTOrHOMOHWYHM
HaXOAKW, CBbp3aHW C nepudepHa eo3nHOPUAMS (AOMbAHUTEAHM
AaHHU oHAalH, @urypa S3). OcseH ToBa, TpsibBa Aa ce Hampasu

OLieHKa Ha OBLUMTE KAMHUYHU MPU3HALIM, CBbP3aHU C HapyLLIEHWs Ha
EGPA wan HES, kato Hanpumep mnoBuilleH 6poit eo3MHOPUAHM
KAETKM, aHaMHe3a 33 acTMa WM CUHY3MT, KakTO M XapaKTepHU KOXHM
Ae3nm. DyHKLMATA Ha AsiBaTa KamMepa MOXe Aa Bbae 3amaseHa kU Moxe
Aa Hactbiv AKMI, Ho uecto e HaamyeH PKMIT deHoTun. B
exokapamorpadusTa TUMMUUHA HAXOAKA € eHAOKapAMTHT Ha Loeffler.
Mpu AnarHocTMuHaTa obpaboTka Tpsbea Aa ce MpOBeAe CUCTEMeH
CKPWMHMHT 33 rOpecroMeHaT1Te eTUMOAOTUM.

9.2.3. Tepanus

Tepanusata oT mbpsa AvHMs npu EM e npuaaraHeto Ha iv.
KOPTMKOCTEPOMAM, HO € HEOBXOANMO MOBULLIEHO BHMMaHMe, ako EM
e npuyMHeH oT uHekumoseH areHT. OnTMmaaHaTa po3a M
NMPOABAXMTEAHOCT Ha KOPTMKOCTEPOMAMTE Ca HEACHW, HO ce
npeaAara Aa ce MpuAara eXeAHeBeH iv. BOAYC KOPTUKOCTEPOMAM,
MOCAEABaH OT MOCTENeHHO HaMaAsBaHe Ha AO3aTa Npu TeXKM GopMu,
AOKaTO MepOPaAHOTO MPUAOXKeEHUE Ha cTepouam (Bxx. TabAanua 12)
MOXe Aa Ce B3eMe MpeABUMA Npu naumeHTH ¢ Aeka AK
Amc¢yHKu,Mﬂ.39‘m MaeHTudukaumata Ha cebp3aHoto ¢ EM
CbCTOSIHME MMa pellaBallo 3HAaYeHWe 3a MpUAAraHeTo Ha
crneundUUHM AeHeHus, KaTo Likaodocdammp nan IL-5 nHxmnbrutopu
npv EM, cebp3aH ¢ EGPA,** imatiiHnG NpY MUEAONPOAUdEPATUBHUSA
BapuaHT Ha HES, cBbp3aH ¢ pelienTopa 3a pacTexeH ¢pakTop aAda,
noayvyeH ot Tpombouutnu (PDGFRA), mnan arbeHpasoa npu
nHoekums ¢ Toxocara canis. [pn EM, npuymHeHa oT ceBpbX4yBcTBU-
TEAHOCT/aAepruyHa peakuus, TepanusTa OT MbpBa AMHKS € Aad ce
rpemaxHe NoTeHLMaAHaTa NpUUMHa 33 €O3UHODUAMS.

Twi kato B 12% OT cAyyanTe Ha EM ca pookaapBaHM eHAOKaBUTapHM
TPOM6M, ynoTpebata Ha aHTMKOAryAaHTM Mo BPEMe Ha ocTpaTa ¢$asa
Moxe OM 6Mxa MOrAM Aa Ce B3eMaT MpeABMA 3a MPEeBEeHLMs Ha
€HAOKaBUTapHM TpOM6VI.271

9.3. lMraHToKAeTbYeH MUOKapPAMUT

TUraHTOKAETBYHUAT MUOKAPAMT € MHOTO PSIAKO, HO MHOTO YeCTO
6bp30 nporpecupallo 3aboAsiBaHe C Aowa nporHosa, ¢ ~85%
CMBPTHOCT WMAW CbpAedHa TpaHcraaHTaums (HT) 3a 3 ropmHn. >
YectotaTta Ha KM e pookaapsaHa B pAmanasoHa ot 0,007% a0 0,051%
ayTOMCMYHM MPOYYBaHUS; TOBA YMCAO OBade Moxe 61 nopLeHaBa

393,394
[MraHTOKOKAETBYHUAT

MCTMHCKATa YecToTa Ha 3abOAABaHETO.
MUOKapAMT OBMKHOBEHO 3acsra MAAAM M XOpa Ha CpeAHa Bb3pacT 6e3
npeobAapaBaHe Ha MoAa. B roAsM MHOrOLEHTpPOB perucTbp Ha
caydam Ha TKM, naupmeHTHTE ca 6UAM Ha Bb3pacT oT 16 Ao 69 roanHM
KbM MOMEHTA Ha MOCTaBSHe Ha AMarHosaTa.”

TUraHTOKAETBYHMAT MUOKAPAMT CE PasrnosHaBa KaTo HeWMHQeKLm-
03Ha MWO3WH-MHAYLIMPaHA aBTOMMYHHA $OpPMaA, KaKTO MOACKa3sat
eKCrepuUMeHTaAHUTE moaean,”” kato B ~20% oT CAyvauTe ce

82
c1:o6u.|,aBa Bpb3Ka C aBTOMMYyHHU 3a60AsBaHMA.

9.3.1.MpeacTaBsaHe

PaHHWTe cmnTomu Ha KM Moxe aAa He ce pasAmyaBat oT ApyruTe
BMAOBE MUOKAPAMT M BapuMpaT 3HAYUMTEAHO MO BpeMe Ha
npeAcTaBsiHeTO. B MexAyHapoaeH peructbp Ha 63 naumeHTu ¢ KM,
cbpaeyHata HepocTaTbuHOCT (CH) e 61Aa NpeACTaBALLMST CUMMTOM
B /5% ot C/\yqau/ﬁe.82 HavaAHuTe nposeu moraT aa 6baat
MPOrPeCHBHO BAOLLABAHE Ha XEMOAMHAMMKaTa WMAM KapAMOTeHeH
WwokK, TpyAHo noracumu aputmmm u BCC. CucTosHMeTO decTo
nporpecupa 6bP30 A0 CMBPT, YECTO B PAMKMUTE Ha AHW AO MECELIM.
CuctemaTtmueH aHaAM3, BKAloYBaLL, 51 nmaupeHTtn ¢ KM, nokasa, ye
KyMyAaTuBHaTa dectota Ha BCC (okoHuaTeAHa MAM abopTupaHa) e
22% 3a 1 ropmHa u 26% 3a 5 ropMHW CAep MPeACTaBsHETO, a
kombuHmparata yectota BCC man KT e 41% 3a 1 roamHa 1 55% 3a 5



Mpenopbku Ha ESC

53

roanHn. > Apyrv paHHu nposisu Ha TKM ca 6papumaputmumn u
HapyLUEHWs Ha CbpAEYHaTa MPOBOAMMOCT, BKAKOUMTEAHO MbAHA AVB.
B npoyusaHe ot ®uHAaHAMs 25% oT AMuaTa <55 roAMHU € KAMHUYHO
MAMonaTUyeH copaedeH 6aok ca umaan FKM mam CS npu cbpaeyHata
6roneus.”” Haamuamero Ha OM, YCAOXHEH OT Pe3UCTeHTHa Ha
Aeverune CH man kapamoreHen wok, KA 1 AVB, Tpsbsa aa yBeAnun
KAMHMYHaTa cycriekums 3a TKMI.

9.3.2. AmarHosa
EHaOMMOKapaHaTa 6Guoncua ocTaBa 3AaTeH CTaHAApT 3a
avarHocTuumpade Ha TKM u Moxe aa maeHTudUUMpa Tesu

397,398
MaumeHTHTE, AMArHocTULMpanu ¢ FTKM

naLMeHTH B paHeH eTar.
ype3 EMB, ca 1MaAn no-kpaTko BpeMe OT Ha4aAOTO Ha CUMMTOMUTE
AO AMarHo3aTa 1 Mo-AeKO CbPAEYHO YBPEXKAAHE B CPaBHEHME C TE3W,
AMArHOCTULMPAHM MO BPEME Ha HT>*®

HaAunumeTo Ha MHOTOSIAPEHW TUIAaHTCKM KAETKM MpW AMMca Ha
Aobpe opraHu3MpaHu rpaHyAOMaTO3HM Ae3uKn B broncuyHata npoba
OT MMOKapaHa broncus e oTanumTeAeH beaer Ha KM, [uraHTckute
KAETKM OBMKHOBEHO Ce HamupaT B MHTEPCTULMYMA MAM OKOAO
KPbBOHOCHWTE CbAOBE W CE XapaKTEpPU3MPAT C FOAEMUsS CU pasMep,
MHOTOSIAPEHOCT U LIUTOMAA3MEHM FPaHyAM.

[MraHTOKAETBYHUSAT MUOKAPAWT Ce XapaKTepusMpa C MUOKapAHa
AECTPYKLMS, MEAUMMPAHO OT ToAsM 6Gpoit T-KAeTku, Makpodary,
MHOTFOSIAPEHU TUFAHTCKM KAETKU W €O3MHOPUAWM Mpu EMB.*
XuctororndHata amarHosa Ha KM ce pbkoBoaM mo mpuHUMn OT
MUOLMTHA HEKPO3a, AMdY3HA MHPUATPALIMS Ha Bb3MAAUTEAHU KAETKM

399,400
TexectTa Ha HEKpo3aTa U

M UHTepcTULMaAHa ¢ubposa.
¢nbposata B EMB npeackassar naxopa."” BaxHo e aa ce pasbepe, ve
€AMHUYHUAT Habop oT HepmarHocTuyHK EMB npobu He m3skalousa
['KM. YyBcTBUTEAHOCTTA Ha MbpBaTa buoncus e 68% U ce yBeAMyasa
A0 93%, koraTo buoncmsTa ce U3BbpLUU LieAn Tpu MbTu. CaepoBaTeA-
HO TpsibBa Aa ce npeaBuan noBTopHa EMB Tpsbea aa ce wmar
NPeABUA, KOraTo MMa BUCOKA KAMHWYHA CyCreKLms 3a k! eAHO-
ueHTpoBa cepus oT cAyyam Ha [KI, LGE npu CMR e 6uao HaauLe B
96% OT cAyvauTe, a pasnpeAEAeHUETO 1 € BUAO B KopeAaums ¢
xuctorormsta.”’ CsoespemeHHata EMB npu cycnykums 3a KM
MOXe Aa MoBAvsie Ha u3bopa Ha MCS, koeTo BOAM AO paHHO
BKAIOYBaHe B crucbka 3a HT 1 B3emaHe npeasua Ha 6asmpaHa Ha
LIMKAOCTIOPUH UMyHOCYMpechs. - TPUAOKEHMETO Ha iv. CTEPOMAM
npean EMB Moxe pAa HamaAM pmarHocTuuHaTta cToiHocT Ha EMB. B
creumaAvsmpaHunTe LieHTpoBe TpsbBa Aa MMa CropasyMeHue 3a
NMpUOpUTET Ha oLeHkaTa Ha EMB 1 3a npepocTaBsHe Ha pesyAtaTuTe
MOHe B paMKMTE Ha 3 AHW, ONTUMAAHO B pamMKmTe Ha 8 yaca.

9.3.3. AeueHue

BeaHara LoM ce noseu cycnekums 3a Haanume Ha KM, Tpsbea
He3abaBHO Aa GbAe 3aMoYHaTa UMYHOCYTPECHBHA TEPanus, 3a A Ce
usberHe HoaecTHaTa mporpecust U Aa ce 3abasu HT. Peluasalio
3HayeHVe MpU M3paseHa KAMHUYHA CyCreKums Aa Gbae 3amnoyHaTo
AeveHue. B nctopuuecku naaH npexussemMocTTa Ha naumeHTr ¢ KM
6e3 MMyHoCynpecust € 6MAa OKOAO 3 Mecela OT Ha4yaAoTO Ha
cMMATOMKUTE AO cMbpTTa MAM HT. MHOro npoyuysaHus ca mokasaau,
4ye MMyHOCynpecKsTa e MoAesHa 3a AedeHreto Ha [KM. TunuuHata
MYHOCYMPECHBHA Tepanus BKAIOYBA ABE WMAM TPWU AEKapCTBa,
BKAIOYBALLIM KOPTUKOCTEPOUAM, M Hai-MaAKO €AHO, @ OOMKHOBEHO
ABE, AOMTBAHUTEAHM UMYHOCYNPeCUBHU cpeacTBa (BX. TabAuLa 12).
Mpy naupeHTn ¢ TKM umyHocynpecusTa ¢ KOpPTUKOCTEPOMAHA
MOHOTEpanus He e CBbp3aHa C YAbAKaBaHe Ha MpexmuBsaemMocTTa 6e3
TpaHcnAaHTaums.”

MaumerTrTe ¢ TKM Tpsbea Aa MoAyyat cbLLOTO, HasmpaHo Ha
Mpenopbkute npu CH 1 apUTMUK AeUeHUe, KaKTO MaLUEHTUTE CbC

12,58
CbpACHHN 3a60A5BaHMA MO APYTY MPUHUHN.

LIMKAOCMOPUHBT € Hai-4ecTo W3MOA3BaHUAT WMMyHOCyrnpecop. B
MHOXECTBO PETPOCMEKTUBHW WM MPOCMEKTUBHM MPOYyYBaHUA
eAHOBpeMeHHaTa yrnoTpeba Ha LMKAOCMOpWMH e BuAa cBbp3aHa C
nopobpeHa nporHosa. KomMbuHMpaHeTo Ha MMyHOCYNpecuBHa
Tepanus C KOPTUKOCTEPOUAM U LIMKAOCTIOPUH, a3aTUOMPUH MAM U
ABETE MOAODPSBa NMPEXMBAEMOCTTA 6€3 TPaHCMAAHTALMS 33 CPEAEH
cpok 12 MeceLa, AOKAaTO MaLMEHTUTE AEKYBaHM CaMO C KOPTUKOCTe-
POVAV MpEXVBABAT CpeAHO 4 Mecelia.” 3a cepus oT caydamn ¢ TKM e
CbOOLLIEHO, Ye EAHOTOAMLLIHATA MPEXMUBAEMOCT 6e3 TPaHCNAaHTaLMS
e 6uaa 73% npu NaLMeHTH, KOUTO Ca MOAYHaBaAW KOPTUKOCTEPOUAM
M LMKAOCMOPUH C MAM 6e3 MypomoHab6-CD3, c pokaapBaHo
HaMaAeHWe Ha CTereHTa Ha HeKpo3aTa, KAETBYHOTO Bb3MaAeHWe U
FAFAHTCKUTE KAETKM CAep 4- CcepMMuHO AeveHie.” Cuctematuue
nperaep Ha 27 npoyusaHus ¢ 43 cayyvas KM, aokasaHm upes
6uoncusa, msmckeawm MCS, nokasa, 4ye npuAaraHeTo Ha
MMYHOCYMpeCHBHa Tepanus npear MMnAaaHTuparHeTo Ha MCS e 6uao
CBBP3aHO CbC CUMHUPUKAHTHO MO-A0OPa MPEXMBAEMOCT, OTKOAKOTO
AeveHueTo camo ¢ MCS. MmyHocynpecusTa MOXe Aa HamaAu
Texxectta Ha CH npu Tesn naumeHTW, NpeAOTBpaTABAMKM MO-
HATaTbLLIHA ABTOMMYHHA AECTPYKLIMS HA MMOKAPAA.
[MpeKkpaTABAaHETO WAM HAMAASIBAHETO Ha WMMyHOCYrpecusTa e
cBbp3aHO ¢ peumame Ha KM pao 8 roamHM caep mocTaBsHe Ha
AMarHo3aTa.m’4°3
B eAHOLLEHTPOBO MpOYyYBaHE PUCKBT OT KMBOTO3aCTPaLLIABALLA
KA npu naupeHtn ¢ TKM Hapxebpas 50% 3a 5 roamHu caep
xocnutammsaumsaTa. [octosHHusT ICD npekbcea epekTUBHO
KMBOTO3aCTPALLIABALLIM KAMEPHU TAXMAPUTMUM U HUTO EAMH NaLMEHT
¢ 'KM 1 MMNAaHTMpaHO YCTPOMCTBOTO He € MOCTPaAaA OT BCC.™*
TpaHcnAaHTaLMs MOXe A CE B3eMe MPEABMA MPU MaLMEHTH C
KM, kouto He pearvpat Ha GDMT u nmyHocynpecus. HeoTaas-
HalLleH cuCTeMaTUYEH MPerAeA U MeTa-aHaAn3 Ha 499 naumenT ¢ CS
1 69 ¢ T'KM, noaroxeHu Ha HT, yctaHoBU, Ye epHO- 1 5-roamiuHaTta
npexwueseMocT npu naupeHTn ¢ [KM e 6uaa nopobHa Ha Tasu npu
PELIMMMEHTM Ha TPAHCMAGHTATM C APYT NpomaxoA Ha CH.
Ta6Auua c npenopbku 16 — Mpenopbku NpU rMraHTOKAe-
TbUYeH MUOKapAMT (BXK. AoKasaTeAcTBeHa TabAauua 16)

Mpenopbku Huso®

Kaac®

EMB ce npenopbuBa npu NaLMeHTH CbC CycreKLms
3a KM nopaau HeobsicHma HoBoBb3HMKHaAa CH ¢
NPOABAKUTEAHOCT AO 2 CEAMMLIM, MPU HOPMaAHa
1AM pasiumpeHa AK 1 HOBM KaMepHU apuUTMuK,
BTOpa MAM TpeTa cTereH AVB, nan Aunca Ha
OTroBOP MpK 0BUYAMHUTE FPUXKM B pamkmTe Ha 1
AO 2 CEAMMLM C LIEA 3aMOUBaHe Ha crieLidpryHO
Aeverme.'”

Mpu naupeHTH ¢ pAnarHoctuumpad KM ce npeno-
pbyBa KOMBMHMpaHa MMyHOCYNpecHBHa Tepanusa.”"’

AVB, atproBeHTpuKyAapeH 6a0K; EMB, eHaommokapaHa 6uoncus; TKM,
rMraHTOKAETbYeH MuokapAuT; CH, cbpaeyHa HEAOCTaTbUYHOCT.

* MpenopbunTeAeH KAAC.

® AOKa3aTeACTBEHO HMBO.

9.4. MMoKapAMT Npu capkompo03a

CobpaeyHaTa capkomnao3a e GopMa Ha Bb3MAAUTEAHO CbPAEYHO
3a60AsBaHe, KOETO MPUAPYKaBa CUCTEMHaTa capkompo3a B 5%—10%
oT cayuante,’” UAM e psAko M3OAMpaHo. ETuoAorMsTa Ha
capkouposata He e AODOpe M3sCHeHa, HO MOXe Aa BKAKOYBA
ABTOMMYHEH OTFOBOP CAeA ornpepeAeH(M)Tpurep(M) M reHeTuyHa
NPEeAPA3NOAOKEHOCT, KOSTO BOAM AO 06pa3yBaHETO Ha HE-Ka3eOo3HM
rPaHyAOMW B MHOXECTBO OpraHu, obukHoBeHO B OeAuTe

© ESC 2025
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Apo6ose.4°7 XUCTOAOTMYHO rpaHyAOMBT ce cbcTon ot CD68+
makpodary, CD68+ rurantckn kaetkn, CD3+ T-aumdountn un
CD20+ B-ammdpoumTn. Xapaktepuampa ce C Bb3MaAeHMe, OTOK,
AMMPOLIMTHA MHPUATPaLIMS U 3aMecTBaLLa <1>1/|6p03a.4°B CobpaeyHata
CapKOMAO32 € YeCTO CYOKAMHMYHA, C MPUOAM3UTEAHO 25% CcbpaeyHO
yyacTve Mpu ayTOMCHMOHHUTE CEpPUM MPU MALMEHTU CbC

409,410
CapkonAO3a.

9.4.1.MpeacTaBsHe

[MposiBrTe Ha CS Morar Aa BapupaTt OT CbpPAEYHO Bb3MaAeHUe,
6OAECT Ha MPOBOAHATA CUCTEMA, YecTa ekTonus, Taxuaputmmsa n CH
AO BCC.4°7Cpre\-|HaTa CapKOMAO3a MOXeE Ad MMWUTWUPA PasAUYHMU
cbpAeyvHM deHoTunose, BkatounTeaAHo ARVC (apuTmoreHHa
AeCHOKaMepHa KapAmommonaTMﬂ),m'“1'413AKMH n XunepTpoduy-
Ha KMI, Ho MO3e A2 HAaCTBMM M NPU MALMEHTU C HOPMaAHA CbpAEYHa
dyHkupms. " CUMNTOMUTE ca HeCneLMdMIHI 11 YECTO Ca CBbP3aHM C
aputMum, ocobeHo AV 6aokose u KT. MNpean3BUKaTEACTBOTO € Ad
6bAAT AMATHOCTULMPAHWM PUCKOBUTE MauueHTH, Tbii Kato BCC,

415,416
AbAXKaLLla C€ HAa 3AOKaYeCTBEeHa apUTMUS, € YecTa.

9.4.2. AuarHosa

AmarHocTUUHMAT aaropuTsM Ha CS e pasAmueH npu naumeHTH ¢
WA 6e3 M3BECTHA eKCTpaKapAMaAHa capkouaosa. [MaTorHOMOHMY-
HUTE HAXOAKM MPU HEMHBA3MBHO M306pa3siBaHe ca AOCTAaTbYHM 3a
AnarHoctuumpaHe Ha CS B CAy4Yam C M3BeCTHa CUCTEMHA
capkouposa.’’’ 3a pasAuKka OT TOBA, AMArHOCTUUHUAT MBT MpW
nbpeuyHa CS e No-TPyAeH, HO TUMMUYHWUTE MYATUMOAAAHK OBpasHu
MOAEAN OBUKHOBEHO Ca AOCTaTbuHU. CbpaeyHaTa CapkomaO3a MOXe
Aa ce MaHudecTmpa ¢ EKT aHomaamu, exokapanorpadus, CMR, PET,
EMB 1 cbpaeuHM 1 Bb3MaAUTEAHM KPBBHM Br1oMapkepu (Bx. Pasaen
5.4). EaekTpokapaMorpamata WMAM MOHWTOPUHIBT Ha CbPAEUHMS
PUTBM MOraT Aa MOKaxaT aHOMaAMK B MPOBOAHATA cucTema (KaTo
AVB uAn 6eppeH GAOK) UM apUTMUK, BKAKOUUTEAHO KT
Exokapanorpadusta mMoxe aa paskpue pervoHaaHu VWMA npu
HEKOPOHAPHO pasfpeAeAeHMe, U3TbHSABaHE Ha CEMTYMa W KaMepHU
aHeBpu3aMu. EHAOMMOKapaHaTa Buoncums Moxe Aa Gbae MNOAe3Ha Mpu
OMPEAEAEHM MaLMEHTU, HO OTPULIATEAHUTE PE3YATATU HE U3KAIOUBAT
CS nopaaM MOTEHLMAAHW TPELLKM MPpU B3EMAHETO Ha r|po61/|.‘"9
EHAOMMOKapaHaTa 6uoncus, HacouBaHa OT OOpasHU METOAM WAM
EAM, Moxe aa nmopobpu AMarHocTudHaTa cToMHOCT (BX. Pasaea
5.12).

[op0BpPeHOTO MyATUMOARAHO CbpAEYHO M30bpasssaHe, kato CMR
n FDG-PET, urpae Bce Mno-roasiMa poAs B AEYEHWETO Ha
npeanoaaraema CS. Kato usao, B cpasHerue ¢ FDG-PET, CMR uma
no-BMCOKa YyBCTBUTEAHOCT 89%—95%, cboTBeTHO crnpsmo 84%, Ho
cxopHa cneupduyHocT 78%—85% vs 82%, 3a pAnarHoctuumpaHe Ha
CS.408,410—428

CS 1Ma LUMPOK CMeKTbp OT MoTeHLMaAHU Haxoaku npu CMR u
4eCcTo ce cuMTa 32 'TOASM WMMWUTATOP" Ha PasAMUHM CbpPAEYHM
CBCTOSHMA, HO MEXAY-KAMEPHUST CEMTyM YecTo € 3acerHar ., a
"CUMMTOMBT Ha KyKaTa“" "~ € MPU3HAT 3a CBbP3aH C B1COKA BEPOSTHOCT
3a CS. 3a noseye MoppobHOCTU BUXTE AOMBAHUTEAHU AAHHM
oHAanH, @urypa S3. Texxko nspaseHoTo LGE e cebp3aHo ¢ no-aowa
nporHosa u npeapasnoaara kem KA, CH 1 cmbpT npu CS 1 Moxe Aa
OMPEAEAU KAUHWUYHUTE |:>e|_ueH1/1;|.43°_436 OcseH LGE, Bb3MOXHO € U
MAEHTUOULMPAHE HA TMPOABAXABALLO MWOKAPAHO Bb3MaAe-

e.30,437—441

DAYyOpPOAE30KCUTAIOKO30-MO3UTPOHHATA E€MUCUMOHHATA
TOMOrpadus CbLLO MO3BOASIBA OTKPUBAHE HA CbPAEYHO Bb3MaAeHUe
npu CS.* Ta uamckea BHMMaTeAHa MOAFOTOBKA Ha MaLMeHTa, 3a
noTuckaHe Ha ¢u3MoAOrMyHoTO ycsosisaHe Ha 18F-FDG.

Kaacuueckata Haxoaka e ¢dokaAaHo ycosiBaHe Ha 18F-FDG B
6a3aAHUA CeMNTyM, CbC CbOTBeTEH nepdysmoHeH pedekT. [Mepdy-
3UOHHWTE AePEKTH B aKTUBHMS CTapmi Ha CS MoraT Aa ce AbAXaT Ha
MUKPOBACKyAapHa OOCTPYKLIMS OT Bb3MAAUTEAEH OTOK, HEKPO3a UAM U
ABETE, 1 He € 3aAbAKMTEAHO Ad Ca Pa3roOAOKEHM B CbllaTa OOAACT,
KaKTO YCBOSIBAHETO Ha 18F-FDG.*” Xunbpuprust PET-CMR moxe pa
MO3BOAM MO-AOOPO AOAaBSHE Ha CbPAEYHO Bb3MaAeHWe Mo Mo-

440,442,443
LUAAOCTEH HaYUH,

HO AOCTBMHOCTTA My € orpaHuyeHa. Kakto
CMR, Taka 1 PET morar aa ce nsnoassar 3a obpasHo-HacodeHa EMB.
MHTeH3MBHOCTTA 1 06xBaTLT Ha ycBosisaHe Ha FDG npu PET umar
nporHocTuHo 3Haderme. ™’ B meTa-anaaus Ha 37 npoyusaHus Ha
naumenTn ¢ CS, LGE nput CMR u yceosisareTo Ha FDG npu PET ca
MMaAn npeackassala croiHocT 3a MACE (cMbpT no Bcskaksa
MPUYKHA, CbPAEYHA CMBPT M XOCMMTAaAM3ALMSATA MOPAAM MPeKbCHaTa
BCC, KA CH).

3a $AYOPOAEOKCUIAIOKO30-MO3UTPOHHATA EMUCHOHHA TOMOTrpa-
¢us belwe AOKa3aHO, Ye e MOAE3Ha 33 MPOrHO3MpaHe U
MOHWTOPUPaHE Ha OTrOBOPa Ha MPOTMBOBB3MAAMTEAHATA Tepanus
npu capKoon3a;m’45° HO OMTMMAAHOTO BpeMe 3a nosTapsHe Ha [ET
M3CAEABAHMS 3a OLIEHKAa Ha OTTOBOPa KbM A€YEHWETO obade He e
Aobpe yCcTaHOBEHO.

B AOMbAHEHME KBM KAMHMYHATA OLLEHKA, 32 KPaTKOCPOUHO M
ABATOCPOYHO AeyeHue npw nauneHTr ¢ CS Tpsbsa Aa ce M3MnoAssat

ob6pasHu MeTOAM.

9.4.3. Tepanusa

MoHacToswem, AedeHmeTo Ha CS He e CTaHAapTU3MpaHO U ce
OCHOBaBa Ha CbObOpaseHa C MaLpeHTa OLeHKa, YecTo C AobaBeHM
MYATUAMCLIMMAMHAPHM METOAN.” ' AEUEHUETO € HACOYEHO KbM
KOHTPOA Ha CbPAEYHOTO BB3MAAEHWME, MUOKAPAHWUTE BGeAesn u
avchyHkumaTa. ' TepanuaTta oT mbpBa AMHMA BKAIOYBA
kopTukocTepouam (Bx. TabAanua 12).

Tbit KaTO M34Ye3BaHETO Ha MPOBOAHMUTE HapyLUeHWs Npwu
MPOTUBOBB3MAAUTEAHO AEYEHME OCTaBA HErMpeACKasyemo, OBUKHO-
BEHO € HeobOXOAMM MOCTOSIHEH CbpAeYeH nencmerikbp. AVB 1
HEOBXOAMMOCTTA OT CbPAEYHO MeMCMeNKbp Ca CBbP3aHu C MO-BUCOK
pUCK OT MpoAbAkUTEAHA KA, KOATO BbB GUHAAHACKUS PErncTbp
poctvra 31% 3a 5 ropmrn. '*>** CaepoBaTeaHo, Maraexaa pasyMHoO
Aa ce npeproxu no-ckopo ICD ¢ Bb3MOXKHOCTM 3a MeicupaHe,
OTKOAKOTO nencmelkbp npu nauueHtTn ¢ CS, nokasaHu 3a
nericnpanre. Puckst o KA no Bpeme Ha MPOCAEASIBAHETO € BUCOK B
obcepBaLMOHHUTE MpPOYy4YBaAHUA MPU MALUEHTU C HUCKA

416,452,454,455 434,456-459
AKN D, HaAnume Ha LGE npu CMR, 7]

456,460-464
noaoxmTeaHa PVS. AUNCBAaT AQHHM 3a Bpb3KaTa MEXAY

CTemeHTa Ha LMKaTpU3aLumMs M puUcka OT apuTMMs. [103UTpPOHHO-
eMUCHMOHHATa TOMOrpadma — KOMMIOTbpHaTa ToMorpadus Cblyo
465
MOE A2 MOMOTHE 32 CTPaTUMKALUS Ha MaLMEHTUTE.
CbpaeyHa TpaHCnAaHTaLMs 61 MOTAA A2 Ce B3EMe MPEeABUA Npu
405
noarpyna naumeHTn ¢ CS, nopobHo Ha Teaun ¢ FKM.

Ta6Auua c npenopbku 17 — Mpenopbku Npu cbpAevHa
capkompo3a (BX. AoKa3saTeAcTBeHa Tabauua 17)

Mpenopbku Kaac®  Huso®

AwnarHoza

CMR, 13M0oA3BaLL, TEXHMKM 32 TbKaHHA XapaKTepuau-
paHe, ce NpenopbyBa Npy MaLMEHTH CbC CyCMeKLMs
3a CS, 3a Aa ce Hanpasu OLieHKa Ha CbPAEYHOTO Bb3-

408,421-425
NnaAeHne 1 MMOKapAHOTO Yy4acTue.

[podeaxcasa
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18F-FDG-PET ce npenopbysa 3a AMarHOCTUYHO yTO-

YHABaHe, KOETO BKAIOYBA OTKPMBaHE Ha Bb3raAeHMe,

KaKTO M 33 MPOCAEAABAHE W OLieHKa Ha TepaneBTuY-
426-428

HUs oTroBop npu nauueHTh ¢ CS.

Tepanusa

MmnaaHTMpaHe Ha ICD ce npernopbyBa npu naumeH-
T ¢ CS 1 npoabAXUTeAHa KamepHa apuTmums (KT/
K®) nan npekbcHato KM, 32 Aa ce npeaoTepatut
BCC 58,396,416,454,455,466

MmnaaHTMpaHe Ha ICD ce npenopbyBa npu naumeH-

™ ¢ CS u AKMD <35% 3a npepoTBpaTsiBaHe Ha

BCC 416,452,454,455

MmnaanTupaHeTo Ha ICD TpsbBa pa ce B3eMe npea-

BuA npu naupeHTn ¢ CS u AKU®D >35% caep obpat-

HO pasBMUTME Ha aKTUBHATa (asa, KOMTO Ca CbC CUTHU-

dukaHTHO LGE, aHamHe3a 3a apuUTMuK, HEOBACHUM

CHHKOM, MHAYLMpYeMa npoabaxuTeAHa KA npu PVS,

MAM C nepcucTupall, BucokocteneHeH AVB, 3a aa ce
416,434,452,453,456-464,467

npeaotspatu BCC.

lla C

AVB, atproseHTpukyAapeH 6a0k; CA, cbpaedeH apect; CMR, cbpaeyHo-cba0B
MarHuTeH pesoHaHc; CS, cbpaeyHa capkounposa; 18F-FDG-PET, [18F]-
bAYOPOAE30KCUIAIOKO3HA MO3UTPOH-eMUCKOHHA Tomorpadus; ICD,
MMMNAAHTMPYeM KapanoBepTep-aeprbpuaatop; LGE, kbcHo rapoanHmeso
ycuasaHe; AKM®, aeBokamepHa m3TAacksalla ¢pakums; PVS, nporpammpara
KamepHa cTumyAaums; BCC, BHesanHa cbpaeyHa cMbpT; KA, kamepHu aputMmu;
KM, kamepHo MbxaeHe; , KT, kamepHa Taxukapans; KO — kamepHa drbpuaaLms.
* MpenopbunTeAeH KAac.

® AOKa3aTeACTBEHO HUBO.

9.5. CneundpmueH MHPeKLMO3eH MUOKap-
AMT (Bupycu, Aanmcka 6oaect, Chagas)

9.5.1.Bupycu

[oasiMo pasHoobpasie OT MHPEKLMO3HM areHTH (AOMbAHUTEAHN
AaHHU OHAalH, Tabamua S1) MoraT Aa MPUUMHST Bb3MaAeHUe Ha
MMOKapAa, HO BUPYCUTE Ce CYMTAT 3a Hal-yecTata MpuumHa cpea
MHbEKLMO3HUTE GOPMU Ha MUOKApAMT. AaHHUTE 3a UCTUHCKOTO
pasnpocTpaHeHWe Ha BUPYCHWS MUOKAPAMT ca TPYAHM 3a
onpeaeAsiHe, T kato EMB ce u3sbpluBa camo B MOArpymna ot
MaLMEHTU C BUCOK PUCK U MPU YCAOXKHEHW CAyHau. Helo noseve,
MOAOKUTEAHUST BUPYCEH CEPOAOTMYEH TECT HE O3HaYaBa MUOKapAHa
MHbEKLIMS 1 He ce MpernopbyBa pyTUHHO. M3kaloueHms npassat XMB
n HCV, kakto u cneupduynmn nHbekumm kato Aarmcka 6onecr."
EnvaemMuorormaTa Ha BUPYCHUSI MUOKApPAMT CE € MPOMEHMUAA Mpe3
MOCAEAHUTE TPU AECETUAETUS; AOKATO EHTEPOBUPYCUTE U
aAEHOBMPYCUTE Ca OMAM CYMTAHM 32 HAW-4ECTUTE MPUYMHM 33
BUPYCEH MVIOKapAl/IT,46s BAaCKYAOTPOMHU BUPYCK KaTo B19V, 048
AMMoTpOnHU BUpycn kato HHV-6 ce oTkpueaT Bce mo-4ecto B
npo6u ot EMB.***’ [MporHocTMUHOTO 3HaueHMe Ha MepcucTUpa-
wara B19V wuHdpekums ¢ Hucbk OpoOM BUPYCHM KOMWUs OCTaBa
NMPOTUBOPEYMBO, ThI1 KATO HAAUYMETO M B MUOKApPAHATA TbKaH MOXe

0,471

47
Ad HAMa MNpAKO MaTOreHeTU4YHO 3Ha4deHue, 3a pasAuKa oOT

octpata B19V MH¢eKu,|4ﬂ.m

9.5.1.1. lMpedcmassHe

CuMNTOMUTE BapMparT B 3aBUCMMOCT OT MOAAEXKALLATA MPUYMHA U
TexkecTTa Ha 3aboAsiBaHeTo. Bbnpeku ToBa, Te OOUKHOBEHO CAeABAT
NPEACTaBAHETO B OCTPU M XPOHUUHM CTaAMM, KAKTO Ca MPEACTaBEHM
B Paspen4.

9.5.1.2. AuazHo3a

AMArHOCTUYHMAT MOAXOA TpsibBa A2 CAeABa OMMCAHWETO,
nocouyeHo B Pazaer 4 (Purypwm 5 1 6). HaanumeTo Ha noseye ot 500
konms/pg AHK B EMB ce cumTa 3a rpaHmua 3a cBbp3aHOTO C BUpYCa
MUOKAapAHO Bb3MaAeHMe U OOUKHOBEHO PbKOBOAM TepaneBTUYHKTE

© ESC 2025

u3bopu (Hanp. 3amnousaHe Ha MMyHocynpecus). BupycHuat PCR
aHaAn3 B EMB npobu ce m3BbpLUBa, 3a A2 ce XapakTepusupa Mo-
AOBpe MaTOAOTUYHUAT Cy6CTpaT, MPUUMHABALL, MUOKApAWT. Ako e
HeoOXOAMMa MMYHOCYMPECHs, HAAUUMETO Ha BUPYCK TpsibBa Aa ce
M3KAIOUM upes EMB." CoepemeHHusT PCR aHaAaM3 3a BMpycHO
npucbcTane B EMB npobuTe 1 kpbBHUTE NpobY Ce M3MOA3Ba, 3a Ad Ce

10,469
N3KAIOHM Bb3MOXKHO TbKaHHO 3aMbpCsABaHe.

9.5.1.3. Tepanus

AaHHUTe ca HeAOCTaTBUHY, 32 Ad GbAE MOAKPENeHa aHTBMpPYCHaTa
Tepanus 3a OM, kakTo 1 AedeHueTo ¢ IVIG 3a mpeanoAaraem BUpyceH
MMOKapAMT.mI_IpM naupeHT ¢ CMV nan HHV-6 nHdekums morat aa
ce B3emaT MPEeABMA MPOTUBOXEPMECHW AEKapCTBa, BbMPeKU 4e
TAXHaTa epMKACHOCT He € MpsSKO MpoyyeHa MpW MaLMeHTU C
MMOKapAMT.w Mpeanoaara ce, 4e AeyeHueto c¢ IFN Tun | npu
MaLMeHTU C eHTEPOBMPYC MOBWLLIABA BUPYCHUA KAMPBHC, HO HsMa
roaemu npoyusanma.” " * AutieipychiTe Tepanim TpaGsa aa ce
MPEeANMCBaT M yMpaBAsBaT B CbTPYAHMYECTBO C eKCMepT Mo
MHGEKLMO3HI BOAECTU CbC CMIOAEAEHO B3EMaHe Ha PeLLeHMs B TUMa

3aIMPS."*"?

9.5.1.3.1 Tpuner supyc. MoAABPXKALLOTO AeveHWe € rpbOHaKBLT Ha
AEYEHMETO MpU TeXBK PUM. 3acAraHeTo Ha MUOKapAa € PSAKO, HO
TpsibBa Aa Ce MMa NPeABMA MU NaLMEHTM OT BCKa Bb3PacT € GOAKA B
IbPAUTE, TaXMKAPAMS U XEMOAMHAMUYHA HECTABUMAHOCT B paMKuTe
Ha 2—4 cepAMMUM OT HA4aAOTO Ha cumnToMmTe. EdekTvT Ha
aHTMBMPYCHaTa Tepanus BbpXy MUOKApAMTA He € sICEH, BbIPeKU Ye
03eATAMMBUPBLT CE M3MOA3BA KaKTO B OOAHWMYHM, Taka W B
aMOYAATOpHM ycAoBUS. [1epaMUBUPBT M 3aHAMUBMPBT Ce U3MOA3BAT
CaMO MPK XOCTIUTAAMZUPAHM NaLMEHTH. VIMa OTAEAHM CbOOLLIEHMS 33

476-479
YCMELHO AeYeHMe C MHXMOWUTOPWM Ha HeBpaMMHMAA3aTa.

480,481
[MepaMMBUPBT Ce U3MOA3BA HECTO B KOMOMHALIMS C O3EATAMMBUP

482
VAU 3aHaMUBUP.

9.5.1.3.2. Bupyc Ha 4osewkama uMyHHa HedoCMambyHOCM.
[MatoreHesara Ha XMB-acouumpaHns MMOKapAUT BKAOUBA AMPEKTHA
BMPYCHa WMHEKLMSA, KOMHPEKLMA C APYTU BUPYCM WAM BakTepuu,
LIMTOKMHOBA aKTMBHOCT, CTPaHUYHKM epeKTU Ha BUCOKOAKTUBHATA
aHTUpeTpoBupycHa Tepanus (HAART), Aucperyaaums Ha MMyHHaTa
cucteMa U/MAM mncxemns. [pu amarHocTuumpaHe Ha XWB-
acoLyMpaH MUOKapAMT, TpsibBa Aa Obae 3anouHaTa AU A MPOABAXM
TeparusTa 3a XMB-acoummpara nHpekums. Vima cboblieHnsy ye
BMCOKO-aKTUBHATA aHTUPETPOBMPYCHA Tepanus HamMaAsBa CUrHUGU-
KaHTHO YecToTaTa Ha CbPAEYHOTO 3acsiraHe, OCOOEHO MEPUKApAWT,
apuT™Mmm 1 AKM, B cpaBHeHMe € MaLMeHTH, AeKyBaHU C HYKAEO3UAHM
MHXMOUTOPKU Ha obpaTHaTa TPaHCKpWMTasa B PETPOCMEKTUBHO
npoyysaHe Ha 1042 naupenty,*®

9.5.2. Aanm kapamT (CbpaeuyHO 3acsraHenpu Aarmcka
6oaect

NaiM KapAMT MOXe Aa e paHHa npossa Ha AaiMcka 6opeAnosa,
MPeHacsiHO OT KbpAeXM, NMpuumHeHo oT Borrelia spp 3a6oasBaHe,
KOETO € €AHO OT HaN-4ecTO CPELLAHWUTE BEKTOPHO MpeHacsHU
3a60A5BaHMA B CEBEPHOTO I'IOA)’K'b/\60.

9.5.2.1. MpedcmassHe

B cAyyan Ha paHHa AMCeMUHKPaHa MHPEKLMA MOXe Ad Bb3HUKHE
OM ¢ Bb3MOXHOCT 32 acoLmpaH nepukapanT, Ho LC obrkHoBeHO ce
XapaKTepu3upa ¢ pasAmyHa cterieH Ha AVB, ¢ Tpeta ctenen AVB B
npubAMsnTeAHO 25% oT CAyHaMTe.4a4XpOHML4HaTa LC yecTo nokasea
MaHUGECTHU MEPCUCTMPALLM CUMIMTOMKU U MPM3HALM, KaTo yMopa,
KOFHUTKBHA AUCPYHKLIMS, TAaBOBOAMS, HapyLLIEHWE Ha CbHSI, HEBPO-
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MCUXMUATPUYHU U MYCKYAHO-CKEAGTHM CUMMNTOMMU, 3abaBeHa
eAeKTpuyeckaTa nposoamMmocT u AKM.

9.5.2.2. AuazHoza

[pearoxeH e cycnekTeH MHAekc Ha ckopa npu LC, 3a pa 6bae
olLleHeHa BEpPOSTHOCTTA 3a BucokocTerneHeH AVB npuunHen ot LC.
Toit No3BoAsiBa KaTeropusMpaHe Ha MaLMeHTUTE B KaTeropumTe C
HWCBK, CPEAEH M BMCOK pmcx.4ss Heobxoanm e HenpekbcHaTo EKIM
MOHWTOPUHT MPU MaLMEHTH, KOUTO Ce MPEACTABST CbC CUHKOM UAW C
PR uHTepsaa >300 ms, Tbit KaTO TOW € MapKep 3a BUCOK PUCK OT
nporpecus a0 mbreH AVB.*** Mpu naupenTy, npeactassum ce ¢
BucokocTeneHeH AVB u cbmHeHne 3a LC, ce npenopbusat
CEPOAOTMYHM TECTOBE.

9.5.2.3. Tepanus

ATPUOBEHTPUKYAQPHUAT BAOK HECTO € TPaH3UTOPEH U OBMKHOBE-
HO OTLLYMsiBa B paMKuTe Ha 1-2 ceAMULM aHTUOMOTUUHO AeYeHMe,
CAEAOBATEAHO MOCTABAHETO Ha MOCTOAHEH MEeMCMEeNKbp He e
onpaeaaHo 3a AVB, cebp3aH ¢ LC, npeam 3anoysaHe Ha TepanusTa.
MHTpaBeHo3HaTa Tepanus C LedpTPMAKCOH € MpernopbYyaHoOTO
AeveHMe OT MbpBa AWMHMS 3a nmaupeHTn ¢ LC n AV HapymeHMﬂ,486
MOCAEABaHA OT MEPOPAAHM AHTUOMOTULM (AOKCULIMKAWMH, aMOKCULIM-
AVH WA LledyPOKCHM) B MPOABAKEHME Ha MoHe 14 AHW 1 A0 21 AHM
(MbAeH aHTUBMOTUYEH KypC), B 3aBUCMMOCT OT TexecTTa Ha
KAMHWYHATa KapTWMHAa M OTroBOpPa KbM AeveHueTo. [MporHosara 3a
paHo AekyBaHus aAmcemuHupaH LC e 6AaronpusaTHa, kaTto npu
MOBEYETO AEKYBaHWU C aHTUOMOTULM MALMEHTW HACTBMBA MbAHO
Bb3cTaHoBsBaHE. "

Bbripeku ye LC mMoxe pa OTLIYMM CMOHTaHHO, aHTUOMOTHUYHATA
Tepanus CbKpallaBa MPOABAXMTEAHOCTTa Ha 3abOAsBaHETO M
MPeAOTBPaTSBA NMO-HATATbLLUHW YCAOXKHEHMUS.

9.5.3. BoAaecT Ha Chagas

BoaectTa Ha Chagas (CD) e crctemMHo 3ab0AsiBaHe, MPUHMHEHO OT
MPOTO30MHMA MapasuT T. cruzi, KOMTO ce MpeaaBa Ype3 XeMmaTo-
dparnyeH TPUaTOMMHOB HACEKOMEH BEKTOP B €HAEMMYHU PalioHM,
kaTo AaThHCKa AMepUKa, U MOXeE Aa Ce MpeaaBa TPaHCMAALEHTapHO,
upe3 3apaseHa KpPbB WMAM AOPW MEPOPAAHO Ype3 MOrAblLUaHe Ha
KOHTaMUHUPaHU XpaHW W HanuTku. CbBpemMeHHaTa MWrpaums
npeebpHa CD B rno6aAHO 3ab60AsiBaHe, a BPOAEHOTO MpepaBaHe
CTaHa akTyaAHO B HEEHAEMUUHU PaitoHW, BKAIOUMTEAHO EBpona.

9.5.3.1. MpedcmaesHe

OcTpo 1HPeKTUPaHUTE A1Lia OCTaBaT HE3CUMMTOMHM MAM MOKa3-
BaT AeKM U HecneLUPUUHM CUMATOMU. VIHTEH3UBHUAT AMPeKTeH
TbKaHeH MapasnT3bm Moxe Aa pAoBeae Ao OM npu no-maako ot 5%
oT caydvamTe. boaectta Ha Chagas moxe pa esoaovpa B KMIT B
20%-30% oT cAydamTe. HecTute Haxoaku npu naupeHT ¢ KMM Ha
Chagas BkAlOYBaT 6pasm- AW TaXUApUTMUK, AUAATUPAHWN KaMepU C
pervoHaAHa (MPeArMHO AOAHA, AOAHO-AATEPAAHA MAM arMKAAHA) UAM
rAobaAHa CUCTOAHA AMCHYHKLIMA U TPOMBOEMOOANZBM.

9.5.3.2. AuazHoza

AwarHoctuumpareto Ha CD m3nckBa BUCOKA KAMHUYHA CYCMEKLIMS.
ﬂOAMMepBSHaTa BemeHa peaKLI,Mf-I e Haﬁ-quCTBMTeAHMHT TecT I'Ipl/I
OCTpa I/IHCI)eKLI,l/IFl, AOKaTO 3a AVIaFHOCTl/ILI,l/IPaHe Ha XpOHl/I'vIHa CD ce
npeAnquTa KOM6I/IHaLI,l/IF|Ta OT ABa CepO/\OI'l/I‘vIHl/I TecTa C aHTUIeEHMU,
KOUTO OTKPMBAT PasAMYHK aHTUTeAa cpelly T. cruzi. MyATUMOARA-
HOTO M306pa3siBaHe MOXE Ad MOAKPENM AMArHO3aTa, Thit KaTo YecTo
arMnKaAHUTE aHeBpMBMM cun 663 TpOM6l/I Morat Aa 6'bAaT OTKpl/ITl/I
ypes CMR.**

9.5.3.3. Tepanus

Epaaukaumata Ha mapasuTa € LeA B paHHUTe ¢asu, a
AHTUMApasUTHOTO AeYeHue TPsIbBa Ad CE OCUTYpPU Bb3MOXHO Hal-
CKOPO CAeA OTKpMBaHe Ha ocTpa MHekums. B npoyusaneTo BENEFIT
(Benznidazole Evaluation for Interrupting Trypanosomiasis, OueHka
Ha 6eH3HMAA30Aa 3a MpeKbCBaHe Ha TpunaHo3omuasata) 2854
naupeHT ¢ AKM Ha Chagas ca 61AM paHAOMU3KPaHK Aa MOAy4aBaT
OeH3HMAA30A UAM MAauebo B npopbaxeHne Ha 80 AHM.
BeHHMAA30ABT € HaMaAMA CUrHUPUKAHTHO OTKPUBAHETO Ha
CepyYMHMs MapasuT, HO CAeA 5 rOAMHM He € MMAAO CUTHUPUKAHTHO
HAMAaAEHME Ha YECTOTAaTa Ha BAOLIEHATa CbpACUHA dyHKLMA.'
CAepAOBaTEAHO, aHTUTPUMAHO3OMHO AedeHWe He Tpsbsa Aa ce
M3MOA3B2a PYTUHHO MPW Bb3PAaCTHM MaumeHTU ¢ XpoHuyHa XKMI, Ho
MOXe Aa Ce B3eMe MPEABMA MPU PaHHU U AEKM <1>opM|449°’491 (B
Ta6auua 12). MaumerTtute ¢ KMIM Ha Chagas Tpsibsa aa ce AekyBaT
CbrAACHO MpEenopBKUTE 3a CbPAEYHA HeAOCTaTbUHOCT. BoAecTTa Ha
Chagas e cbp3aHa ¢ BMCOKa 3a60AEBAEMOCT U CMBbPTHOCT, Npu 6%
FOAMLLHA CbPAEYHO-CbAOBA CMBPTHOCT.  [py Tasu nomyAaLms
noasara ot ICD 3a nbpeuYHa 1 BTOPUYHA MPEBEHLIMS € CNOpHa, Tbit
KaTo 06CepPBALIMOHHITE NMPOYYBAHUSA He Ca AEMOHCTPUPAAW MOA3a MO
OTHOLLIEHME Ha CMBPTHOCTTA B CPaBHEHME C AMMOAAPOH.'
CuUCTeMaTUYHUAT NperAeA 1 MeTa-aHaAM3bT obade NMokasear, Ye npu
naumeHTH ¢ npeaxoxaatta KT, noaxoaswmTe ICD uHTepBeHUMMU 1
eAekTpuyeckuTe Bypu ca BUAKM YecTH, C ropmilHa vectoTa 25% u
CbOTBETHO 9%, C exeropHa obLa CMbPTHOCT 9% Heobxoammo e
PeLLEHME Ha UHAMBKMAYaAHa 6a3a.

9.6. MnokapaAuT, NpeAU3IBUKAH OT
A€KapCTBa UAU BaKCUHMU

9.6.1. AekapcTBEeHO-UMHAYLMPAaH MUOKapAUT
9.6.1.1. Muokapoum, uHOyyupaH om uHxubumop Ha
uMyHHama koHmpoaHa mouka (ICl -uHdoyyupaH Mmuokapoum)

MHXMBUTOpUTE Ha MMYHHUTE KOHTPOAHK TOUKM PEBOAIOLIMOHMU3M-
paxa Ae4eHMEeTO Ha paka v ca OAOBPEHU MPU MHOXKECTBO BUAOBE pPak.
Te3u areHTH ca MOHOKAOHAAHW aHTUTEA], BAOKMPALLYM CrieLdrUHM
MOAEKYAU, KOUTO WHXMOUpAT MMyHHUs oTrosop — CTLA-4
(umtoTokeuyeH T-aumdoumTeH aHTureH 4), PD-1 (nporpamupan
KAeTbYEH CMbpTeH npoTenH 1) U HerosusaT AuraHp PD-L1
(nporpamupaH cmbpTeH AnraHa 1) u LAG-3 (AumboLumT akTuBmpal,
reH 3) — 3aCMABAMKU CUAHO T-KAETBYHMSA OTTOBOP CpeLLly paka. Ypes
aKTUBMpPaHe Ha WMyHHaTa cuctema, ICl morat apa mpeawmsBsukar
MMYHHO-CBbP3aHM HebAaromnpusTHU CbOUTUS, KOMTO MoraT Al
3acerHat BCekM opraH. MUOKapAMTBT e eAHO OT Hali-onacHuTe
yeaokHerms, "> Makap ye ce cpelLa psAKO, Thit KaTO 3aCsira OKOAO
19% OT AeKyBaHWUTE MaLMEHTU MPe3 MbPBUTE CEAMMLIM CAEA 3arovBaHe
Ha TepanmsTa.’ Tbil KaTO BCE NO-TOASIM GOt MALIAEHTU OTFOBAPST
Ha ycaoBusTa 3a AedeHue ¢ |Cl, abCoAOTHUAT Bpoit Ha cAyyaunTe ce
yBeAnyasa. EAHa oT Hal-roaemumTe cepum oT cAydam, BKAtouYBaLLa 122
nauneHT cbe cebpsaH ¢ ICl MMOKapAMT, e perucTpupaa paHHO
Ha4YaAO CAeA 3arouBaHe Ha AedeHneTo (cpeaHo 30 AHM) M CMBPTHOCT
AoCTUralla 50%.*’® CucteMen aHaAmM3 Ha 6asaTa AAHHU 32
bapmakorormyHaTa 6aMTEAHOCT Ha CBeToBHaTa 3ppaBHa
opraHmsaums (C30) noTebpAM BMCOK MPOLIEHT Ha CMBbPTHOCT AO
33%."°

OcHosHuaT puckos ¢aktop 3a ICl-nHayuupan OM e
KoMbuHMpaHaTa Tepanusa ¢ asa Buaa ICl, kaTo Hanpumep aHTu-
CTLA-4, Te. unuaumymab, komMbuHupaH c aHTM-PD-1, Hanp.
HMBO/\)’Ma6.499
ToBa YCAOKHEHME 3aCAra MPEAMMHO MBXE 1 MO-Bb3PacTHM
naumeHTV (cpeaHa Bb3pacT 65 rOAMHM) C MoBedye KOMOPOMA-
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28,495

HOCTM. Hewo noseue, ako ICl ce komMbuHWMpaT ¢ Apyru

NPOTUBOPAKOBU TEPANKNU, TAXHATA TOKCUYHOCT Ce YBEAMYABA.

9.6.1.1.1. MMpedcmassiHe. MUOKAPAUTBT, UHAYLMPAH OT MHXUOUTOPU
Ha WMYHHWTE KOHTPOAHM TOYKM, € OCODOEHO apUTMOreHeH,
BKAIOYBAMKM PUCK OT HapylleHust Ha npooammocTtTa, a CH ¢
HamaaeHa VD ce cpeliia Mpu OKOAO MOAOBMHATA OT MaupeHTUTe.
MWOKapAUTBT YeCTO e CBbP3aH C NepudepeH MUO3UT, KOMTO, KoraTo
e CBbp3aH C AMXaTeAHa HeAOCTaTbYHOCT, MOXe Aa MOBAWUsAE
HeraTMBHO MPeXMBAEMOCTTa.

9.6.1.1.2. Auaerosa. pu cycnekuus e HeobxoanM 6bp3
57 Papnata AMArHOCTMKA € U3KAKOUYUTEAHO
Ba)KHa, OOMKHOBEHO BKAIOYBaLLA AAOOPATOPHU WM3CAEABAHUA W
MYATMMOAAAHA obpasHa amarHocTuka (Pasaea 5). OTkpuBaHeTo Ha
cvrbTcTBaLla KAB npu no-Bb3pacTHU NaLMeHTH He 61Ba Ad € Mpeyka
3a Mo-HaTaTblHO M3cAepBaHe 3a muokapaut (Tabauua 4). B
HEOKOHYATEAHW CAyYan Moxe aa e Heobxopmma EMB. 3a noseuve
NOAPOBHOCTU BMXKTE KapAMOOHKOAOTHYHKTe [penopbku Ha ESC

2022

49!
AVMArHOCTUYEH TPpUaAX.

9.6.1.1.3. Tepanus. Caep NOCTaBSHe Ha AMarHO3aTa € HeOOXOAMMO
He3abasHo cnvpare Ha ICl 1 paHHo (B pamkuTe Ha MbpeuTe 24 Yaca)
3anouBaHe Ha kopTukocTeponam. Ao 50% oT nauneHTUTe We 6baaT
PE3UCTEHTHM KbM KOPTMKOCTepoumaM. B Tasu cutyaums ca
HeobXOAMMM BTOPA AUHWUS UMYHOCYMPECUBHM AeveHus (BX. TabanLa
12).5°2B MPOCMEKTUBEH PErMCTbP, KOMOUHALMSATA OT PYKCOAUTUHUO
M BUCOKU AO3M abaTalenT, KaKTO WM CKPUHWHI 32 €AHOBPEMEHHA
AVIXaTeAHa MYCKYAHa HEAOCTATbYHOCT, Ca CBbp3aHWM C MoaobpeHa
npe)KMBﬂeMOCT.m AbArocpouHuTe cbpaedHoO-cbAOBK edekTu Ha ICl
CTaBaT BCe MO-aKTYaAHU, TbIA KaTO BCE MO-TOASM BPOM OHKODOAHM ce
MOAAAraT Ha Tasu Tepanus.’
TpsibBa A2 ce OBMUCAM CAeA OBCHKAAHE C MYATUAMCLIUMAMHAPEH TUM

[MosTopHoTo npuAaraHe Ha ICl

Ha 6a3ata Ha $aKTOpM KaTo TEXeCTTa Ha MMOKapAWTa, MpOrHosara

MpW paka, Bb3MOXHOCTUTE 33 OHKOAOFMYHO AEYEHUE U
504,505

MpeAnoOYUTaHUATa Ha MaLMeHTa. MoapobHOCTM ca AapeHM B

[Mpenopbku Ha ESC 3a kapano-oHkoaorus ot 2022 !

Ta6aunua c nperopbku 18 — Npenopbku 32 MMOKapAMT,
CBbp3aH € MHXM6UTOPU Ha UMYHHU KOHTPOAHMU TOUKHU
(B>x. AokasaTeAcTBeHa TabAnua 18)

Mpenopbku Hugo®

Kaac®

[Mpy1 maumeHTH cbe CbMHeHUe 3a uHAYLmpaH ot ICl

MUOKapAUT CE MperopbyBa’ AMarHOCTUYEH TPUax B

paMKuTe Ha 24 yaca, 3a 6bp30 3aMouBaHe Ha A€YEHU-
495,496,501,504

eToAeYeHMe.

Mpu maumeHTH cbe cebp3aH ¢ |Cl Mr1okapamWT ce mpe-,
nopbysa HezabaeHo npekbeeaHe Ha |Cl 1 npuAaraqe
Ha BUCOKM AO3M KOPTUKOCTEPOMAM C LIEA CriipaHe

Ha Bb3MaAUTEAHaTa peakuma n CTaﬁMAVBMpaHe Ha

504
naumeHTa.
[Mpu1 maupeHTH cbe cTeporAHO-pedpakTepeH CBbp-
3aH ¢ ICl MrokapamT, TpsibBa Aa ce B3eMe MpeABMA

501,504
BTOPa AUHUA UMYHOCYNPECUBHO AeHeHMeE.

lla (o)

VIMyHOCYNpecMBHO AeueHre OT BTOpa AUHUS 61

MOTAO Aa Ce B3eMe NPpeABUA NPpU MaLMEHTU C d)yAMM- 1Ib C

HaHTEH/TEXbK MUOKAPAMT, CBbP3aH C |Cl.5omee
ICI, UHXMBUTOP Ha MMyHHATa KOHTPOAHA TOYKa.

* MpenopbunTeAeH KAac.

® AOKa3aTeACTBEHO HUBO.

 Bx. ®urypa 5.

© ESC 2025

9.6.1.2. Apyau Aekapcmea acoyuupaHu c MUokapoum

MHOro AeKapcTBa ce aCOLMMPAT C MUOKAPAUT (BXK. AOMbAHUTEAHM
AaHHM OHAaiH, Tabamua S$10), ocobeHo kaozanuH.”* CovobueHaTa
YecToTa Ha CBbp3aH C KAO3anuH MuokapamT Bapupa ot 0,1% ao
5%.°°"*% AeKapCTBO-MHAYLIMPaHUAT MUOKAPAWT MOXE Ad € CBbP3aH C
AEKapCTBEHA PEaKLMA BKAIOYBALLA €O3MHOPUAMS U CUCTEMHM
CUMMTOMM (DRESS).sogAequmeTo ce 6asnpa Ha CrMpaHe Ha npyema
Ha AEKapCTBOTO W BKAIOYBAHE Ha KOPTUKOCTEPOUAM.

9.6.2. MMOKapAUT MHAYLIMPaH OT BAKCUHA

Mpe3 2002 r. 6eLue cb3paaeHa "korabopaums Brighton" c Lea aa ce
OCUTrYpPST CTaHAQPTM 32 OMPEAEASHE Ha HEXEeAaHW CbOUTUs cAep
BakcmHaLma,”

B KAMHUYEH KOHTEKCT, PasAMUHM BaKCMHM, OCBEH BaKCMHATa CpeLLy
SARS-CoV-2, ce cBbp3BaT ¢ MuokapauT. OcHOBHaTa Bpb3ka € C
BaKCMHaTa Cpelily €Apa LWapKa,”
BOEHHOTO HaceAeHme Ha CALLL.

CuctemMaTMUHMAT nperaes CboOLLaBa 3a CbPAEYHO-CbAOBM
cbbUTKsA, BKAouMTEeAHO IMPS caep BakcuHaums cpelly rpun,

KaToO AaHHWUTE Ca B3€TUM TAABHO OT

MHEBMOKOKOBA BAKCMHA U TETAHMUEH TOKCOMA.

OcKbAHM AHHM CbODLLABAT 32 MUOKAPAMT CAEA MOAyYaBaHe Ha
Pa3AMYHM BaKCMHM (Hamp. MEHMHIOKOKOBa, XenaTnT A n B, andtepus,
NMOAMOBKPYCHA) (BX. AOMBAHUTEAHW A3HHM OHAaiH, TabAuua
51 1)-513-518

HeoTaaBHaLWHO MHOrOLLEHTPOBO MpOYyYBaHe CbOOLLM 33 AOGPU
CPEAHOCPOYHM PE3YATATU CAEA MUOKAPAMT, CBbp3aH C BaKCMHA
cpeuy COVID-19, 6e3 cMbpT MAM HEOOXOAMMOCT OT XEMATOAOTMYHA
TepaFIVIFl.519[—|O—I'IOApO6Ha uHpopMaLms Moxe A2 ObAe HaMepeHa B
AOMbAHUTEAHM AaHHM OHAAMH, PasaeA 5.1.2.

9.7. MuokapAMT, cBbp3aH c 6peMeHHOCTTa

MepunapTtaaHata KMl (PPCM) e cebp3aHa MoHsKOra ¢ MMOKapAHO
Bb3MaA€HWE, MO-4eCTO CPeLlaHO CreUMaAHo MpW MaLMEeHTU C
apMTMMM.SZOMMOKapAMT'bT, cBbp3aH ¢ bpemerHocTTa (PaM), e psaako
CbCTOSIHME W HeroBaTa 4ecToTa W MPOrHO3a BapupaT peryMoHaA-
0.7 XpanuTeAHUTE ACHULMTH, BUPYCHUAT MUOKAPAMT M
aBTOMMYHHM MPOLIECK Ca OMPeAeAeHU KaTo Tpurepu. [locaepHuTe
AQHHM MOAKPENST POASTA HA HEBPOXOPMOHAAHMUTE MPOMEHM B Kpas
Ha OpeMeHHOCTTa M PaXAAHETO, KaKTO W POASITA Ha FeHEeTUYHOTO

524
NPeAPa3nNOAOXKeHUe.

9.7.1.MpeAcTaBsHe

Hsama sicHa pasavka mexay deHoTmna Ha PaM n PPCM. XeHute
passumBat cumnTomm Ha CH no BpeMe Ha KbCHa GPEMEHHOCT MAM CAEA
pakAaHe, KaTo MO-roASIMaTa YacT OT TSAX Ca AMArHOCTULIMPAHU CAEA
paxaaHe, OOMKHOBEHO Mpe3 MbpBUs MeCeL, CAeA pakaaHeTo. Maaka
4acT OT MaLMeHTUTE MoraT Aa Ce MPEACTaBAT C HeAoAPODEH eaeM,
KapAMOTeHeH LLOK, TEXKM apM‘er/M,525 KapAMOMYAMOHAAEH apecT,
TPOMOOEMBOAUYHM YCAOXKHEHMS U MO3BUHO YBPEXAAHE.

9.7.2. AmarHosa

Hsma cneumduunm npoyusanus 3a PaM, caepoBaTteAHo Tpsibea A2
ce caepBat npenopbkuTe npu PPCM. IMpu Bcekn CbMHUTEAEH CAyYait
TpsibBa Aa ce HampaBM TpaHCTOpakaAHa exokapaworpadus . [pu
PPCM, o6uuaitHata AKU® e <45%.°% Tpsbea pa ce npeanpueme
BHMMATEAHO M3CAeABaHE, 3a ACHO M306pa3sBaHe Ha AGBOKaMEpHMS
BPbX C LieA OTKPMBaHE Ha BbTPe-CbPAEYHWM TPOMOW. Mo3bUHMAT
HaTpuypeTndeH nentia/N-TepMUHAAHWUAT MPOXOPMOH Ha MO3bYHMS

HaTpuUypeTndeH nentmp ca OBUKHOBEHO 3HAUYMTEAHO MOBMULLIE-
M527—529
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CbpaeyHaTa MarHUTHO-pEe30HaHCHA TOMOTpadus € yCbBbPLUEHCTBAH
MeTOA 3a obpasHa AMArHOCTMKA, aKO EXOKapAMorpamara He e
aAeKBaTHa, HO MO BpeMe Ha OpeMeHHOCT TpsibBa Aa ce w3bsreat
KOHTPaCTHW BellecTBa Ha 6aszaTa Ha rapoAmHmin >0 Kapauo-
BaCKyAapHaTa MarHWMTHO-pe30HaHCHa TOMOrpadus MMa peLLaBallio
3HaYeHMe 3a AMPepeHLMpaHe Ha MoaAexalimTe anqMHM.m
OTKpMBAHETO Ha aKTMBHO Bb3MAaAEHWE MOXE Ad Ce M3BbpLUM He3
npuAaraHe Ha kKoHTpacTHo Betectso npu CMR (Purypa 4).
[NepunaptasHata KMl e cBbp3aHa C MO-BMCOK MPOLEHT Ha
Bb3CTaHOBsBaHe B CpaBHeHME C APYrv GOpPMM Ha CbpAEYHa
HEAOCTaTBUHOCT ¢ HamareHa WD, a PEMMCHS HACTBIMBA YECTO B
paMKuTe Ha MbpBUTE 3 A0 6 Mecel_l,a.535 3abaBeHO Bb3CTaHOBSABaHE

536,537
MOKE A2 HACTBMU U CAEA 2 TOAMHM.

9.7.3. Tepanusa

Hsma cneumamsmnpanm npoyyusarus 3a PaM, Taka Ye cbeeTUTE ce
OCHOBaBaT Ha MybAMKyBaHaTa AMTepaTypa 3a PPCM.
Aeyeruneto Ha CH MMa cblecTBEHO 3HaYeHME, C MOAMPHUKALIMK, 3a
A2 Obae rapaHTMpaHa 6e3omacHOCTTa Ha MAOAR MO BpeMe Ha
6peMeHHoc1'Ta.521'538'54°

Hucko-MoAeKyAHWTE XenapuHK He MpeMMHaBaT Npes MAaLeHTara u
ca 3a npeAmnoYMTaHe Mo BpeMe Ha OPEMEHHOCT, ako PUCKBT OT
TPOMBOEMBOAMS € BUCOK.”" AMPEKTHUTE NEPOPAAHM aHTMKOAryAa-
HTU ca No-cAabo NpoyYeHn Mo BpeMe Ha BPEMEHHOCT M TpsibBa Aa ce
n36sreat. AHTUKOAryAaLmsTa Tpsi6Ba Aa MPOABAXM AO Bb3CTaHOBS-
BaHe Ha AK dyHKups.

Aokasa ce, ye 6poMokpunTUHBT Nopobpsisa AKD caep 6 Mecella,
HO pe3yATaTUTE Ca MPOTUBOPEUMBI. " o

Chep paxkpaHe NMoBEYETO AeKapCTBa 38 CbPAEYHA HEAOCTATBYHOCT
Ca CbBMECTMMM C KbpMeHeTO. MHOro maumeHTH MoraT Aa MOAyYaT
peunans. [NpekpaTaBaHeTo Ha AeYEHMETO W HEMbBAHOTO
Bb3cTaHoBsBaHe Ha AK ¢yHKUMS ca puckoBum PakTopu 3a
peLl,l/lAMBM.5“'547

He e pokasaHo, Ye e HEOOXOAMMO AEYEHME MPE3 LIEAUS XKMBOT.
KoHcyATHpaHeTo npeam 3a4eBaHe TpsibBa Aa BKAIOUBA OBCHXKAAHE Ha
NOTEHLMAAHUTE PUCKOBE OT PELIMAMBMPALLA MUOKapAHA AMCPYHK-
LMsi, AOPM 1 CAEA Bb3CTaHOBsBaHe.

32 A€YEHMETO Ha MaLMEHTUTE Ca HEOOXOAMMM MYATUAMCLIMMAM-

548,549
HapHW TUMOBE.

10. Bb3naAMTeAHa KapAUOMMUO-
naTusa

Bwanaantearata KMl ce pAedpmHmMpa KaTo XPOHUYEH MUOKaPAMT,
CBbP3aH CbC CbpAEYUHA AMCOYHKLMA U KAMEPHO PEMOAEAMPaHE, C
KAMHWYEH XUMOKMHETUYEH GEHOTUM, AUAATATUBEH MAWM HEAMAATATU-
BEH, CbC MAM 6e3 apuTMoreHeH cybcTpart. Moxe aa ce MaHUdecTMpa
KaToO E€BOAIOLIMA Ha MpEALLIECTBall, MUOKAPAUT, AEKYyBaH UAM
HeAekyBaH. BbanaanteaHata KMl yyacTtea B natoreHesata Ha AKM.
Tsa BKAIOYBA MMYHHO-MEAWUPAHW/ABTOMMYHHU GOPMU U MHPEKLIU-

s

o03nu noatunoee. > TeHeTnuHoTo NPeAPa3noOAOKEHME € ChLLO
BaXKHO 32 MaToreHesata Ha BbanaauTeaHata KM’ Bwripekn ToBa,
4ecToTaTa, PUCKOBUTE GaKTOPU WM APYIM XapakTEPUCTUKM Ha
cAayyamTe, nporpecupaiyt of OM A0 XPOHUYEH MUOKAPAUT MAM

sb3naanTeAHa KMl octasart HemssecTHM.

10.1.MNMpeacTaBsAHe

[MaupeHTn c Bb3naamTeAaHa KMI1 moraT aa ce npeacTaBsT ¢
HOBOBB3HWMKHAaAA/OCTPa, cybakyTHa nAM xpoHuiHa CH. Bbnpeku ve

MUOKapAMTBT OTWyMsBa B >50% OT CAyyamTe, AOPU W CMIOHTAHHO,
OKOAO 25% OT cAyyYamTe MoraT Aa Ce MPEACTaBAT C MepcucTupatla
KamepHa AMCHYHKLMS, a MO-TEXKUTE CAydam MOraT Ad NMporpecupar
AO AKM."®

10.2. AmarHo3sa

3a MocTaBsHe Ha AMarHoO3a MoraT Aa CE M3MOA3Ba PasAMYHM
KAMHWYHK oLeHku, EKT, MyATMMOaaAHa obpasHa pAMarHocTmka u, ako
e Heobxoammo, EMB. MepcncTupalllo MAM XpPOHUYHO MUOKapAHO
Bb3raAeHue cebp3aHa ¢ HUCKkM QRS BOATaXM 1 MepcUCTMPALLO AEKO
nosuwerne Ha hs-TnT/Tnl TpsbBa pa ce noposvpa B CAyYam Ha
HeMcxeMuUuHa KamepHa AMCPYHKUMA.B paHHaTa ¢dasa Ha 3aboas-
BAaHETO MOXE Ad AMMCBA 3HAYMMO PeMOAEAVpaHe. ToBa NMOAO3peHUe
MOXe A3 ObAe MOTBLPAEHO Ype3 MYATUMOAAAHO W306passiBaHe
(exokapamorpadus u KMI) u EMB, ocobeHo npu HaAmuve Ha
MMOKapAeH OTOK, HabaloaasaH mpu KMIT. Bw3naanteanata KM
MOXe B PEAKM CAyHan Ad € pammaHa. [pu Tesu naupeHTH Tpsbea pa
Ce B3eMe MPEeABUA FEHETUHHO U3CAEABAHE.

10.3. AeyeHue

Mpenopbusa ce AeveHve Ha CH nmpu nauneHTH C Bb3MaAUMTEAHA
KM|'|12‘159cnopeA cbluecTsyBalmTe [penopbku. MeamkaMeHTO3HaTa
Tepanus Tpsibea Aa 6bae cbobpaseHa C MoaAexallata MpuumMHa B
CAyYall Ha CUCTEMHM HapylleHus, 0cobeHO Npu aBTOUMYHHMU
3aboasBaHms. Camo eaHo PKIT nokassa nopobpeHue Ha cbpaeyHaTa
bYHKLMSA C UMYHOCYMPECMBHO A€YEHME MPU MaLMEeHTU C BUPYC-
HeraTuBHa Bb3naauTeaHa KMI.** Apyrv HepaHAOMU3MpPaHU
MpOYYBaHMS, U3BAUYAHW YECTO OT EAHOLIEHTPOBM W/MAM peTpocCrek-
TUBHU I'IpO)“—lBaHl/Iﬂ,34'131'551_555 mokasgaT epMKacHOCTTa Ha WMMyHO-
cymnpecusTa B AOMbAHEHWE KbM ONTUMM3MpaHaTa Tepanus 3a CH u
NMOAKPensT HeltHaTa 6e3onacHocT. VIMyHocCynpe-crBHaTa Tepanus e
6uAa BesonacHa Mpu MaUMEHTU C PasAMUHKU UMYHHO-MeAMMPaHU
MUOKapAUTH U CH 34131582888 CAepOBaTEAHO, AeYeHMeTO TpsibBa A
Ce OCHOBaBa Ha XWMCTOAOTMUHO/ UMYHOXUC-TOAOTMYHU U BUPYCHM
nscaepBaHms 3a PCR Ha broncnyunmTe npobu.

B HeAekyBaHW cayyam ce Habaopasa nporpecus Ao AKM wu

10,39
TPaHCNAAHTAUMA AU CMBPT.

Ta6Auua c npenopbku 19 — NMpenopbKu Npy Bb3naAuTeA-
Ha KapAMoMuonaTusa (BXK. AoKasaTeAcTBeHa Tabauua 19)

Mpenopbku Kaac®  Hueo®

an MauMeHTU C Bb3MAAUTEAHA KApAMOMKMOMATUA Ce

MNpernopb4BaT Bb3rNpUETUTE TEPANUM 3a CbpAEYHA He-
AOCTATBbYHOCT, CbMACHO YKa3aHUATA 3a I'IOAOGPRBaHe

nvan ctabuamsmpare Ha AK ¢yHKLmS.

I'IpM Bb3rMaAUTEAHA KapAMOMMONATUA Ce€ NpenopbyBa
CI'leLI,Md)MHHa MEAMKAMEHTO3Ha Teparnuma 3a NOAAeXaLLa:
Ta Bb3MaAUTEAHA KapAMOMUOMATUA.

I'Ipm BUPYC-HEraTMBHU Bb3MaAUTEAHUN KapAnOMUONaTUK,
3a nocTuraHe Ha aHTMMMyHeH OTroBop, 61 Tpﬂ6Ba/\O Ad

Ila
Ce B3eMe MNMpeABUA MMYHOCYNpeCcKBHATa Teparnusa, KOATO

34,131,551-555
CbOTBETCTBA HA EHAOMMUOKAPpAHaTa 6uoncus.
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* MNpenopbunTeAeH KAac.
b
AoKa3aTeACTBEHO HUMBO.
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11. CneundunuHu BuUAOBE nepu-
KapAMT

11.1. Ty6epKyAO3€H eHAOKapAUT

B cTpaHuTe C BMCOKM MPUXOAM, TYOEPKYAOSHUST MEPUKAPAUT
AocTura Ao 4% oT nepukapAHUTE 3abOASBaHMS, HO € B MpOoLLeC Ha
yBeAUUeHwWe nopaam murpaupsTa. OT pApyra cTpaHa, Ty6epkyAo3aTa
e MpuuMHa 3a KAMHW4YHO 3Haumm PEff npu okoro 90% ot XMB-
nHdpektuparute n 50%—70% oT HenHpekTupanuTte ¢ XMB Avua ,
KMBEELLM B PasBMBALLMTE CE CTPaHU C BUCOKO MpeobAasaBaHe Ha
TyBepkyaosata.” TpabBa Aa ce MOAYEPTAE, UYe MO-FOAAMATA YaCT OT
MHOpMaLMATA 32 TYOEPKYAO3HUS MEPUKAPAMT MABA OT EHAEMUYHM
PalioHK B CTPaHM C HUCKM AOXOAM W OT MalMeHTM C MOTMCHAT
UMyHITET. BakHO € Aa Ce OTBEAEXM, He 3aBOASBAHETO MOXE Ad Ce
MOSIBU BbB BCAKA Bb3PACT, @ MbXKETE Ca 3acerHat Mo-4ecTo oT
senute.”® TyGepkyAOSHMST NepUKapAMT uMa O6La CMBPTHOCT
17%—40% 3a 6 MeceLia CAeA NOCTaBAHE Ha AMarHosa‘ra.557

11.1.1. MpeacTaBsHe

KAMHWYHUTE MaHMecTaumm Ha T ¢ neprkapAHO 3acsiraHe BKAIOY-
BaT Ol (Har-yecto c PEff), EKIM u KI1, kato Tesu nposswu
MPEeACTaBASBAT MOCAEAOBATEAHM €TaMM Ha EAUH YHUKAAEH MPOLIEC, a

558,559
HE HEe3aBMCMMK CbCTOAHUA.

EBonoumsTa Ha T nepukapant
obxaallia YeTupu eTana (Purypa 18). [TbpBMaT CTaAUIA MAU CyXUST
crapuit Ha Ol e 6e3 ekcyaar, BTopusT ctapmii ¢ PEff (Tosa e popmara,
KOSITO Haii-4eCTo Ce cpella B KAMHMYHATa MpaKkTKKa) ce cpelua npu
uean 80% oT cAyyauTe, TPETUAT CTAAMM € MPOrpecuBHO
abcopbupaHe Ha eKcypaTa, a YETBbPTUSAT CTaAMM € MepukapaHa
KOHCTPUKLMS. Bbe dasata Ha cbbupaHe Ha TEYHOCT MEPUKApAMO-
LieHTe3aTa OONKHOBEHO AEMOHCTPUPA XEMOPArMyeH eKCyAaT, a CAeA
nepukapAeH APeHaXX MOXe Aa ce MOSBU eKCYyAATUBHO—
KOHCTPUKTUBHA Pr3noAorus. Ha To3um eTan ce HabAIOAABA NMPEAVMHO

560
AMMPOLMTEH eKCyAaT. [ IPOABAXKMTEAHOCTTA Ha BCEKM eTar Bapmpa

1 3aBUCK OT MHAMBUAYAAHK dakTopu (Harp. XMB-cTaTyc), a paHHOTO
AEYEHME MOXKe Aa NMPEeAOTBPATU NMporpecusTa.
11.1.2. AmarHo3sa

AwnarHosata Ha TB nepukapauta e TpyaHa w B 15%—20% ot
CAyYauTe Moxe Aa bbae npon)ICHaTa.561 "OkoHuaTeAHaTa" pAmMarHosa
Ty6epKyAO3a Ce OCHOBaBa Ha HAAUYMETO Ha TYOEPKYAO3HU HGaLMAM B
nepuKapAHaTa TEYHOCT MAWM Ha XMCTOAOTMYHA MEpUKapaHa npoba,
ype3 nocsieka MAn Ype3 PCR TecTyBaHe upes Xpert MTB/RIF 1 RIF
ultra . "BeposiTHa" pAnarHosa ce nocrass, KOraTo MMa AOKa3aTeACTBO
3a TybepKyAO3a C Apyra AOKaAM3aLs MpU MauMeHT C HeoBSACHUM
NEePUKapAWT, AMMbOLIMTEH NMEPUKApPAEH EKCYAAT C MOBMLLIEHW HMBA Ha
HecTumyampaH IFN-y (ulFN-y), apeHO3MH Ae3aMUHA3HU UAM
AM303UMHU HMBA U/MAWM AAEKBATEH OTFOBOP Ha aHTUTYBepKyAO3HaTa
TEpanMs B eHAEMUUHM parioHi.”" [1py MeTa-aHaAM3, YyBCTBUTEA-
HOCTTa U CeLMPUUHOCTTa Ha AAEHO3MH AeaMMHa3aTa, KOSITO € MOXe
61 Hal-LLMPOKO M3MOA3BaHMAT Bromapkep, ca buan 90% u 86% 3a
AMarHocTMumpaHe Ha Tb nepleap,AMT.562 Xpert MTB/RIF e Bucoko
cneupduydeH (100%); Ho Tolt MMa YyBCTBUTEAHOCT 64%, KOATO Ce
yBeAMYaBa A0 /8%, Korato ce M3rnoAssaT nMpobu OT nepukapaHa
6uroncms.” > Kyatypute oT nepukapaHa TEUHOCT MOKassaT HMCKa
yyBcTBUTEAHOCT (53%—75%) 1 ocBeH TOBa € BpeMe-KOHCYMMpaLL,
KaTo ca HeobXOAMMK MoBeye OT 3 CEeAMMLM, 3a MOAy4YaBaHe Ha
pesyATatuTe. [aMa-HTepdepOHBT MpeaAara NO-roAsiMa TOYHOCT Mpw
AMArHOCTULIMPAHETO Ha MUKPOOMOAOTMUHO MOTBLPAEH TyOepKyAo-
3eH MEepWKapAWUT B CpaBHeHWEe C apeHO3WH AeaMmuHasHus (ADA)
aHaAM3 U TecTsT Xpert MTB/RIF**B MeTa-aHaAM3, CTOMHOCTUTE Ha
ulFN-y B nepukapaHaTa TEYHOCT B MPOYYBAHWATA, W3MOA3BALLM
nparose ot 14-200 pg/mL, nokaseaT MHOro BMCOKa YyBCTBUTEAHOCT
(97%) v cneumduunoct (99%) 3a amarHocTuumpaHe Ha Tb
NepUKapAMUT, C MOAOKUTEAEH KOEPULIMEHT Ha BEPOSTHOCT 0.03°*0r
APyra cTpaHa, TYBepKyAMHOBUSAT KOXEeH TeCT W TecToBeTe 3a
ocBoboxaaBaHe Ha IFN-y ca ¢ orpaHuyeHa cToiHOCT, ocobeHo B
PafioHM C BMCOKA 3abOAEBAEMOCT OT TyOepKyAO3a, Tbi KaTo Te He
MOraT Aa pasrpaHuyaT MpeALLIeCTBaLLO M3AaraHe Ha Mycobacterium
OT aKTUBHO 3a60AsBaHe. * TTOAPOBEH MOAXOA € OMMCaH B AOMTbAHM-
TEAHM AaHHM OHAAMH, Tabamua S12.

CTaAUM Ha Ty6epKYAO3HUA NEepUKapAUT

Durypa 18 Crapmm Ha Ty6epkyAO3HUSA MEPUKAPANT.
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11.1.3. Tepanusa

MeAMLIMHCKOTO AeUeHMe Ce CbCTOM OT PEeXWM, BKAIOYBALL,
PUbaMMMLIMH, M30HMA3MA, MUPA3MHAMMA U €TaMOYTOA B MPOABAXKE-
HMe Ha Hali-MaAko 2 Mecelld, MOCAEABaHM OT W3OHMA3NA M
pUdaMNULMH 32 AOMBAHWUTEAHW 4 Mecela, KOeTo e epeKTUBHO 3a
AeYeHMe Ha eKCTparnyAMOHaAHa TB."**” AevermeTo 3a 29 mecelia He
AaBa MO-AOOPU Pe3yATaTW M UMa HEAOCTaTbLM MOBMLLIEHA LieHa W
AOLLIO NpUAbpXKaHe. ™

Tpsibea obave Aa ce MOAYEPTaE, Ye C U3KAIOHYEHWE Ha M3OHMA3MA,
CAAbOTO MPOHMKBAHE Ha AEKApPCTBOTO B MEPUKAPAHOTO MPOCTPaH-
CTBO e MoBOA 3a 6e3MOKOMCTBO, KaTO Ce UMATMPEABMA U
HOBOMOSIBUAMTE Ce AOKA3aTEeACTBa 33 MHTPanepuKapAHO GaLMAHO
HAaTOBAPBaHE 1 CMBPTHOCT. "

C He3a6aBHOTO M3MOA3BaHe Ha MPOTUBOTYOEPKYAO3HM ACKapCTBa,
cTepouan (MEpPOPaAHU WMAM UHTPanepuKapAHM) M LUMPOKOTO
MpUAaraHe Ha MEepUKApAEH APEHaX C MAM 6e3 MHTpanepuKkapaHa
drOPHHOAM3A, HacTosALLMTE AaHHM 3a vecToTaTa Ha Kl ca mexay 5%

569
1 25%.” Hello noseye, cbBpeMeHHOTO AeudeHMe e pAoBero Ao 20%

567,569-572
HaMaAeHWne Ha o6|.|.|,aTa CMBPTHOCT.

KaTo cbliecTBeHa 4acT OT A@YEHMETO MpU MALMEHTM CbC CbMHEHMWE
32 Ty6epKyAO3€eH NMepUKapAMT Ce NMPenopbyYBaT PasAMUHU HAUMHK Ha
nepukapAeH ApeHax (MepuKapAMOLIEHTE3a WMAWM MepUKapAeH
npo3opeLy), 3a AMarHOCTUYHM, KaKTO W 32 TEPaneBTUHHM uean.”

KoHcTpukumaTa obukHoBeHO ce passuBea B A0 50% oT nauyeHTUTE
B PaMKMTE Ha 6 MeceLa OT MPEACTaBSHETO UM MPEAM BbBEXKAIHETO Ha
edpekTnBHa Th Teparu/m.1 [MoaxoasiuaTa aHTUOMOTHUYHA Tepanus e
OT CbLLECTBEHO 3HaYeHWe 32 MPeAOTBPaTsABaHE Ha Tasu r|porpec1/|;|.570

Ta6Amua c npenopbku 20 — MNMpenopbku npu Ty6epKyAo3eH
nepukapamT (BX. AoKasaTeAcTBeHa Tabauua 20)

Mpenopbku Kaac®  Huso’

AMarHocTuka U AeveHue Ha Ty6epKyAO3eH NEepPUKAPAUT U USAUB
AuarHocTuyHa nepukapAMOLIEHTE3a ce NMpenopbyea
MPY BCUYKM MALIMEHTU CbC CYCMEKTEH 3a TyGepKyAO-
3€H MepUKAPAUT, KOTaTo AMarHo3ara He e NoTBbpAEHa
C HEMHBA3MBHM TECTOBE 32 MAEHTUMKALMS Ha €THO-
AOTWHHMSA areHT B NepuKapAHaTa TeuHocT.””
EMnupuyHa npoTMBOTY6EpKYAO3HA XMMUOTEpanus ce
NpenopbYyBa MpU NaLMEHTU, KUBEELLM B EHAEMUYHM
PaloHM C eKCYAATUBEH MEPUKAPAEH MU3AUB, CAEA W3-
KAIOUBaHE Ha APYTM MPUUMHM 33 AeUEHUE Ha Hali-Be-
posiTHaTa npuuuHa.*"*"

CTaHAQPTHO MYATUMEAUKAMEHTO3HO MPOTUBOTY6Ep-
KYAO3HO A€YeHMe B MPOAbAXEHME Ha 6 MeceLia ce
MperopbyBa Mpy NaLMeHTH ¢ TyGepKyAO3eH nepu-
KapAMT 3a MPEeAOTBpATSBAHE Ha MEpUKapAHaTa
KoHCTpuKLma.™

TMepuKkapAVeKTOMMS ce MPernopbyBa NPy NaLMEHTH C
Ty6epKyAO3EH MEPUKAPANT, aKO CbCTOSHUETO He ce
noaobpsBa MAM ce BAOLLIABA CAeA 4—8 ceaMMLM Npo-
TUBOTYGEPKYAO3HA Tepanusi 3a MPOMSsHA Ha XOAa Ha

3a60ASBAHETO.
AOMbAHUTEAHA CTEPOMAHA Tepanus Tpsibea Aa ce B3e-

Me npeABuA npu XVIB-HeraTuBHM CAyYan, 3a pa ce
MPeAOTBPATH PasBUTUETO HA KOHCTPUKTUBEH Tybep-
KyAO3€H MepuKapauT.”

[py NauMeHTH B HEEHAEMUYHM PaioHK C >3-ceaMmY
HO 3ab6oAsBaHe 6e3 eTMOAOTrMYHA AMarHo3a 61 MorAa
AQ Ce B3eMe NpeABKA NepukapaHa buoncus.

0

0

Ila C

EMNMpryHO NpoTHBOTY6OEpKYAO3HO AeueHMe He ce
npenopbyBa NpY MaLMEHTH, XMBEELLM B HEEHAEMMY-
HU pafioHu.

0
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XWMB, voseLuku UMyHopedMLMTEH BUPYC; Th, TybepkyAosa.
‘TlpenopbunTeAeH KAAC.
*AOKa3aTeACTBEHO HUBO.

B AOMbAHEHME, ABE MHTEPBEHLMM MOraT Aa HaMaAAT YecToTara Ha
KOHCTpuKUMATA: (i) MHTPaneprKapAHa YpokuHasa; u (i) BUCoKa A03a
AobaBeH MpeAHU30AOH B MPOABAXKEHME Ha 6 ceammup.>*"
BcbLuHOCT, eAHOBpEMEHHOTO cbluecTByBaHe Ha Tb 1 XMB nHbekums
M3MCKBA CMeLMaAHO BHWMaHWe. [MpeAHM3OAOHBT € CBbp3aH C
MOBULLEH PUCK OT 3AOKa4eCTBEHU 3a6OAABAHMSA, CBbP3aHU C XMB*’
Ha Tasu Gasa Moxe Aa € pasyMHO A3 Ce M3MoA3BaT AobHaBeHM
KOPTUKOCTEPOMAM TMpW MauneHTn ¢ Tb nepukapaut 6e3 XMB

569
nHdeKLmsa 1 Aa ce nsbsreat npu XVIB-uHdpekTrpaHn A1La.

11.2. NepukapAHO 3acsiraHe Npu Heomnaac-
TU4YHO 3a6oAsBaHe

11.2.1.MpeacTaBaHe

HeonAacTnyHoTO 3acsraHe Ha nepukapAa MOHsKOra ce
MaHWpecTHpa C MepUKapAMT WAM, Mo-yvecTo, C u3oAMpaHa PEff
(obukHoBeHO ymepeHa A0 roasMa mam CTP) cbc nam 6e3 Brammm
mMacu npu umzobpasssaHeto. OOUKHOBEHO € CBBP3aHO C
MEeTacTaTU4YHO AMMHO 3acsraHe (ocobeHo npu pak Ha beans Apob)
WAU XeMaTOreHHO pasnpocTpaHeHue (0COBEHO NMpu pak Ha rbpAaTa).
OcgeH TOBa, AUMPOMM, AEBKEMMM M MEAAGHOM MOraT Aa 3acerHart
NEepUKapAd, KakTO MOXE PakbT Ha CbCEAHM OpraHu (Hamp. pak Ha

574,575
. prBl/I“IHOTO HEOMAaCTMYHO 3aboAsiBaHe Ha

XpaHOMpPOBOAQ)
nepukapaa € psAKO. [1epuKapAHWMST MEe30TEeAMOM € Hal-4ecTo
cpeLlaHaTa $popMa U B HaNpeAHaAW CAyHam MOXe Aa ce MaHMpecTnpa
kato EKI wmam KM . Ha Tasn 6asa, TepMUHBT "HeonAacTuueH
NepuKapAUT' YeCTO Ce M3MOA3Ba HeMpaBUMAHO, BMECTO "HeormAacTu-

YeH NnepuKapAeH ekcyaat".

11.2.2. AmarHosa

OKoHYaTeAHaTa AMarHo3a ce OCHOBaBa Ha MOTBbPKAABAHETO Ha
MaAMTHEHa MHPUATPALIMS B NMEPUKAPAHATA TEYHOCT YPEe3 LIUTOAOTUS
(nepukapaMoLieHTE3a) MAM MepukapaHa 6Huoncus. BeposTHata
AMarHo3a MOXe Aa Ce MOCTUrHe 4Ype3 OTKPUBAHe Ha TYMOPHM
mapkepyu B nepukapaHata Teuroct (Hanp. CEA, CYFRA 21-1, NSE,
CA-19-9, CA-72-4,SCC, GATA3 1 VEGF), Bbnpeku 1e HUTO eAMH OT
Te3n TYMOPHM MapKepU He € AOKa3aH Ad € AOCTaTbYHO TOYEH 3a
pasrpaHM4aBaHe Ha 3AOKa4eCTBEHW OT AobOpokavecTBEHMU
excyaatn.” " AaHHM 32 3A0KaUECTBEHO 3aGOASIBAHE Ha APYTO MSCTO
M CbIbTCTBALL, NepukapanT nAm PEff ca cblio moackasBalum, Bbrpekm
4ye MpU MOYTU ABE TPeTU OT MauUMEHTUTE C AOKYMEHTMPaHO
3A0KaYeCTBEHO 3a00AsBaHe, MEPUKAPAHOTO 3acsiraHe € MpUYMHEHO
OT He3AOKauecTBEHW 3a60AsIBAHMS,"” Hanp. AbueTepanus,”
xummotepanus,*® uAM uHekLmn. LIMTOAOTMUHNTE aHaAM3M Ha
NepuKapAHaTa TEYHOCT Ca 3aAbAXWTEAHW 3a MOTBbPXKAABAHE Ha
3AOKaYECTBEHO MepUKapAHO 3a6oasBaHe.” ' AHaAMMTE Ha
NepuKapAHaTa TEYHOCT U MO-PSAKO MEPUKAPAHWM MAW enmKapAHM
6uoncmMM ca OT CbLIECTBEHO 3HAYeHMe 3a MOTBbPXKAABaHE Ha
3A0KaYeCTBEHO MeprKapAHO 3a60AsIBaHE.

11.2.3. Tepanus

AedeHneTo Ha Tesn NauneHTU M3NCKBa MYATUAUCLMUNAMHAPEH
MOAXOA, BKAKOYBALL, OHKOAO3U, KAPAMOAO3U N AbYETEPANEBTU, KAKTO
W APYTY CieLndUYUHM CMELMAANCTHM B 3aBUCMMOCT OT BUAQ Ha paKa.
ObLMTe MPUHLMMKM Ha AEHYEHWMETO BKAIOYBAT KaTo Hasosa Tepanus
CMCTEMHO aHTMHEOMAACTUYHO AedeHMe. /AOKAaAHOTO aHTUHEeOMAaC-
TUYHO A€4YEHNE C€ OCHOBABA Ha MEePCOHAAMU3NPAHA MHTPanepuKapAHa
Tepanus Criopea BMAa Ha TyMopa (Hamp. LMCMAATUHBT € epuKaceH
npyv pak Ha 6GeAnst Apob, TMOTenbT MpW pak Ha rbp,A‘a'ra),582 Z
MHTpanepukapAHaTa MHCTUAALMS Ha LIMTOCTATUYHW/CKAEpO3MpaLLM
CPeACTBa 3a MpeAOTBpaTABaHe Ha peLmAmBM. 3rokadecTseHnTe PEff
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rokasBaT BMCOK MPOLIEHT Ha peuuamBupaHe (>50%). Pasiumpen
NMepUKapACH APEHaX MOXe Aa € HeOOXOAMM MpW MaLMeHTU CbC
CbMHWUTEAEH WAM MOTBbpPAEH HeonAacTuyeH PEff, 3a pa ce
NMPeAOTBPATU PELMAMB Ha EKCyAaTa M Ad CE OCUIYPW MBT 3a UHTPa-
nepukapaHa Tepanus. AOMbAHUTEAHWUTE UHTEPBEHLMM MpU peLim-
AMBMPALLM €KCYAaTM MOraT Aa BKAIOYAT MEPUKAPAMOTOMMS,
nepuKapAeH Mpo3opeL, U NepkyTaHHa GaAOHHa MepUKapAMOTOMMSI.
BcuukM TEXHUKKM Ca MaAMATUBHWM M HACOYEHW KbM MOAODPsBaHe Ha
Ka4eCTBOTO Ha KMBOTA MPU MALMEHTM C AOLL KPATKOCPOUEH U3XOA,.

AbyeTepanuaTta e MHOro edekTMBHAa 3a KOHTPOAMpaHe Ha
3AnokadecTBeHn PEff mpu naumeHT ¢ paaMo-UyBCTBUTEAHU TYMOPMU,
KaTo AMMbOMM U AEBKEMUM.

B KAMHMYHaTa NpaKTiKa Ae4YEHNETO € YECTO MAAUATUBHO B KbCHUTE
CTaAMM C HarpeAHaAO 3a60AABaHE W LIeAN MO-CKOPO ObAeKYaBaHe Ha
CMMMTOMUTE, a HE AeYEHME Ha OCHOBHOTO 3abOAfBaHe, B3eMaiiki
MpeABMA MPOrHO3aTa M LAAOCTHOTO KayecTBO Ha XMBOTa Ha
naumeHTa.

Ta6Amua c npenopbku 21 — NMpenopbKu Npy HEOMAACTUYHO
BbBAMYAHE Ha NepuKapaa
(Bx. AoKasaTeAcTBeHa Tabauua 21)

Mpenopbku Kaac®  Huso’
I'IepMKapAmoueHTeaaTa Cce npenopb4Ba npu navmeH-
TU CbC CbpAEYHA TaMMOHaAQ 3a obAeKYaBaHe Ha CUM-
c

NTOMUTE U NOTBbPKAABAHE HA AMArHO3aTa 3AOKaYec-

576,583
TBEH MEpUKAPAEH EKCYAQT.
VabAKEH NepukapaeH ApeHax (3—6 AHW) ce npero-
pbUBa MpU MaLMEHTU CbC CYCMEKTEH MAV MOTBbPAEH
HEOMAACTUYEH NEPUKAPAEH EKCYART, 32 Ad CE MPEA-

576,583
OTBPaTU PELIMAMB Ha EKCYAATa.
LIuTorormyeH aHaAn3 Ha mepukapAHaTa TEUHOCT ce
MpenopbyBa Mpy MaLMeHTU C HEOMAACTUYEH Mepu-
KapAWT 32 MOTBbPXXAQBAaHE HA MaAUrHEHOTO Mepu
581

KapAHO 3aboAsiBaHe.
CUCTEMHO aHTMHEOMAACTUYHO AEYEHUE Ce Mpeno-
pbYBa MPU MOTBbPAEHM CAyYaM Ha HEOMAACTUYHA
€TUOAOTUSl 32 ACYEHUE HA MBPBUYHO M BTOPUYHO

METaCTaTUYHO HEOMAACTUYHO 3acsraHe.”™

lla C

lMepuKapAVOLIEHTE3a TPsIGBA Aa Ce B3EME MPEeABUA
TPV MaLMEHTUN C YMEPEH AO FOASIM MEPUKAPAEH EKCY-
AaT, 32 YCTaHOBSIBaHE Ha AMarHO3aTa 3AOKaYeCTBEH
TMEPUKAPAEH EKCYAQT, KOTAaTO AMAarHO3aTa He MOXeE A
6bAe NOCTaBeHa Ype3 MyATUMOAAAHA ObpasHa
AvarHocTuka®*™

TMepukapAHa AW enmKapaHa 6uoncus 6u MorAa Aa
Ce B3eMe MPEeABMA MPU MaLMEHTU CbC CbMHEHME 3a
3AOKa4eCTBEHO MepPUKapAHO 3a60AsBaHe, KOraTo Ama-
rHo3aTa He MOXe Aa 6bAe MOCTaBeHa Ype3 MyATUMO-
AAAHO M306passBaHe MAM LIMTOAOTUHUEH aHAAM3, C
LieA MOTBbPXKAABAHE Ha AMArHO3aTa.
MHTpanepyvkapAHa Tepanus, CbrAacyBaHa C OHKOAOT,
61 MOTAQ Aa ce OOMMCAM B CAyYau, PE3UCTEHTHU Ha

CUCTEMHO aHTUHEOMAACTUYHO AeYeHMne.

“TpenopbunTeAeH KAac.
°AOKa3aTeACTBEHO HMBO.

11.3. CUHAPOM CAEA CbPAEYHO YBpeXKAaHe

Tepmunbsr PCIS e obuw, TepmuH, obo3Hauasalwy, rpyna ot
Bb3MAAMTEAHN MEPUKAPAHU CUHAPOMM, BKAIOUYMTEAHO KbCEH
nepuKapAMTCAeA OCTbP MUOKapAeH WMH$apkT (moct-OMMW)
nepukapauT (MAM cHApoM Ha Dressler), mocT-nepukapamMoTomeH
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cnHapom (PPS) v mocTTpaBmaTuueH nepukapaMT CbC WAM 6e3
kbpBeHe. KbM MOMEHTa HSKOAKO MOCTTPaBMaTMUHM CLieHapus ca
ATPOTEHHM 1 CBBP3aHM CbC CbPACUHO-CHAOBM UHTEPBEHLIAM. B
AHEWHO BpeMe CUMHAPOMBT Ha Dressler ce nossssa B <1% oT
CAy4auTe, TAABHO MPU MO-TOAEMU MHPAPKTU U/MAW KbCHa
penepdysus, 0bUKHOBEHO 1—2 CEAMULM CAeA OCTBP MMOKapAEH
MH¢apKT.587 BaxkHo e pa ce oTtbeaexun, ye maumeHTute ¢ PEff caep
OCTbp MMOKapAeH MH$apKT >10 mm B kpas Ha AMacToAaTa TpsiGBa Aa
BbAAT M3CACABAH 32 €BEHTYaAHA Cy6aKyTHa CbpACUHA PyMTypa.”

3a pasAvka OT TOBa, CAy4amTe, KOMTO Ce pa3BMBaT CAEA
MMMAGHTMPAHE Ha CbPAEYHO YCTPOMCTBO MAM abAALIMA Ha apUTMUSATA
(T.e. nepukapAnTET ce nosesea B ~10% oT cAyyauTe caep abaaums Ha

M), cTaBaT Bce MO-YecTW MOpaAM HapacTealms O6pol MHBA3MBHU
586,587,590,591

npoLieAypM.
CmsTa ce, Ye TakMBa CMHAPOMW MMaT aBTOMMyHHa MaToreHesa,
npeAM3BMKaHa OT MEPUKAPAHO KbpBeHE W/MAWM MAEBPaAHa

47,592
NHUN3UA.

MM)’HHO-MeAMMpaHaTa natoreHesa ce rnoAKpensa oT
AQTEHTEH MepUoA, OBUKHOBEHO HSAKOAKO CEAMULIN, AO MOABaTa Ha
nbpBUTE MaHMCI)eCTaLI,I/II/I, MOAOXUTEAHUA OTrOBOP KbM MNMPOTUBOBBL3-

NAAUTEAHU A€KAPCTBA M HA Bb3AMOXHOCT 32 peLMANBU.

11.3.1. AmarHosa
Cropea NPeAAOXEHWUTE AMArHOCTUYHW KPUTEPUM, AMarHosaTa
PCIS moxe aa ce nocTaBu NMpu HAAMHMUETO Ha MOHE ABA OT CAEAHWUTE
net kputepus: (i) TemnepaTypa 6e3 aATepHaTVBHW MpuunHu; (i)
nepuKkapaHa MAM MAeBpaAHa rpbAHa 60AKa; (i) MepuKkapaHO WAM
NAeBpaAHO TpueHe; (iv) aAaHHK 3a PEff; u/uan (v) naeBpareH m3AmB ¢
nosuLeH C-peakTuBeH NpoTenH.
OcHoBaHMeETO 3a MpeaAaraHe Ha CreumpUUHK KPUTEPUM €, He Tesu
CMHAPOMM MOTaT Ad UMAT ChITBTCTBALLO MAEBPOMEPUKAPAHO yHacTue
11 BB3MOXHIM GEAOAPOBHM MHGMATPATH, @ HE Ca MPOCT MEPUKAPAT.
OcBeH ToBa, MoHsKOra e TpyAHO Aa ce pasrpaHuyun PCIS ot npoctuTe
MEXaHWUYHK MOCAEACTBUS OT orepaumsTa (KaTo paHeH rnepuKapAeH
MAM TIAEBPAAEH €eKCyAaT). AeMOHCTpauusaTa Ha Bb3MaAMTEAHA
aKTMBHOCT (Hanp. nosuiasaHe Ha C-peakTUBHWS MPOTEWH) e OT
CbLLECTBEHO 3HaYyeHWe 3a MOTBbPXKAABAHE Ha AMarHosaTa.
MyATUMOAAAHOTO M306pa3siBaHe Moxe Aa ObAe MOAE3HO 3a
AMArHOCTULIMPAHETO Ha YCAOXKHEHM CAyUam (Harp. AOKaAHK EKCYAATH,
AaHHW 3a Bb3MaAeHME).

11.3.2. Tepanusa

ChbluaTta TepanesTuuHa cxema, apantupara 3a Ofl, kosTo ce
6a3npa OCHOBHO Ha EMMUPUYHA MPOTMBOBBL3MAAUTEAHA Tepanus, e
edekTMBHa 32 Bcuukm popmu Ha PCIS 1 Morxke pa nopobpu npoLieHTa
Ha PeMUCUs M A3 HaMaAM pucka OT peuupueu. [pu paHeH
nepukapamT caep OMU, 5-7-AHEBHUST KypC C aClUPpUH U3TAEKAR
Hal-pasyMHIST BAPMAHT, B KOMGUHALIMS C KOAXMLMH.

PasAuuHM AevebHM cTpaTernm (a MMeHHO acnMpUH, METUAMpe-
AHU30AOH, AEKCAMeTas’oH, M KOAXMUMH) 6sixa apanTupaHu 3a
nMbpBMYHa npeBeHUMs Ha PPS, a epekTuTe OT Tesn AeveHus bsxa
pasrAepaHM B MeTa-aHaAM3, KOWTO MOKasa, 4e EeAMHCTBEHO
KOAXWMLMHBT € CBbp3aH ¢ HamaAeH puck oT PPS (OR 0,38), noHsikora
obaye C MOBMULUEH PUCK OT CTOMALLUHO-YPEBHM HeBAAronpuUsTHK
e¢eKTM_593,594'596_600
A2 ObAe BKAIOYEHO CAeA CbpAEYHA OrMepaLiys, Kato Ce M3MOA3BaT

rlpeBaHTl/IBHO NPUAOCKEHUNE Ha KOAXULIMH MOXe

AO3W, KOpPUTMpaHu criopea TerAoTo (T.e. 0,5 mg BeAHBX 3a MaLMeHTH
<70 kg u 0,5 mg aABa nMbTH AHeBHO 3a maumeHTn >70 kg) u Ges
HaToBapBalla A03a 3a npoduaaktuka Ha PPS, 1 aa npoabaxkm 1
mecew,*

B To31 AOKYMeHT 3a mpenopbku, AookasateAcTBeHOTO HMBo (LOE)
Ha KOAXMLMHA, MpernopbyaH 3a npeseHums Ha PPS, ce 6asupa Ha
aHaAM3a Ha HaAMYHMTE AOKa3aTeACTBa OT MOBeYe OT EAHO
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pPaHAOMM3MPaHO KOHTpoAmpaHo npoyysaHe (PKIT), cuctemHuTe
MPErAeAn WM KOHCEHCYCHOTO MHEHME Ha YAeHOBETe Ha paboTHaTa
rpyna (PT).

Huto HCIIBC, HUTO KOAXMUMHBT TpsibBa Aa ce npuaarat npu
CAEAOMEPATUBHU EKCYAATM MpW AWMMCA HA CUCTEMHO Bb3MaAe-

0% PanhmTe caeponepatmeHn PEffs ca cpaBHUTEAHO uyecTn
CAeA CbpAeYHa orepaLps U OBMKHOBEHO M34e3BaT CMOHTAHHO 3a
7-10 AHVI.1 BescumnTomMHuTe MaAkm PEffs He msmckeat AedeHme; HO
YMEPEHW AO TOAeMU eKCyaaTu (HabAloAABaHWM B eaHa TpeTa oOT
caydamTte) morat aa nporpecvpat Ao CTP npu yectota 10% B
pamkuTe Ha 1 MeceL, CAep ornepaumsTa M Ad Ce HYXAasT oT
nepukapaHa AekoMmnpecus.*” AeUeHMeTo Ha Te3n Ge3CHMMITOMHM
ekcyaat ¢ HCTBC e pokasaHo HeedeKTUMBHO [Hamp. AMKAOdEHaK B
NMpoy4BaHeTO 3a nocTonepatueeH nepukapaeH ekcyaat (POPE)] n
MOE AQ € CBbP3aHO C MOBMLLIEH PUCK OT CTpaHMuHi edekti. "'

[MporHosata Ha PPS kato usao e Ao6pa.6°° B Hai-roasmata
nybAnKyBaHa cepus naumeHTn ¢ PPS caep cbpaedHa onepauus,
YecToTaTa Ha YCAOXKHEHMsTa e b1Aa Hucka: <4% 3a peLmameu; <2% 3a
CTP; 1 6€3 HUTO eAMH CAyHYal Ha KOHCTPUKLIMS, BbMPEKU Ye NPecTosT
B BOAHMLATA MOXE A2 ObAE YABAXKEH MPU Te3u r|a|.|,1/|eHT|4.592 OcseH
ToBa, pa3sutue Ha Kl ce cvobuasa B ~3% ot c/\ywame.“7 KakTo
PaHHUSAT MEPUKAPAMT CAEA OCTbP MMOKAPAEH MHPApKT, Taka M
CMHAPOMBT Ha Dressler ca Mapkepu 3a Mo-roAsiM MHGapKTeH pa3mep,
HO 63 CAMOCTOATEAHO NPOFHOCTUUHO 3HadeHue. ™

Ta6Auua c npenopbku 22 — NMpenopbKu Npy CMHAPOM Ha
NOCTKapAMaAHO YBpeXKAaHe
(Bx. AoKasaTeAcTBEHa TabAuua 22)

Mpenopbku Hueo®

Kaac®

poT1BOBB3NAANTEAHA Tepanus ce Mpernopbysa Mpu
naumneHTH ¢ PCIS, 3a yckopsiBaHe Ha cMMNTOMHaTa

292,600
pPeMUCHA U HaMaAABaHE Ha peunAnBUTE.

IL-1 aHTaroHMcTM ce NPenopbYBaT MpU MaLMEHTH C
pedpaxtepeH PCIS, 3a npeBeHLMs Ha peLmAmBUTE K

nporpecus A0 KOHCTpUKLMA. ™

Bucoka A03a acnupuH ce mpenopbysa KaTo MpOTUBO-
Bb3MAAUTEAHA TEPANMs Ha MbpBY M36Op 3a Mepukap-
AVT CAEA MUOKApPAEH MHGAPKT M NpY MaLMEHTH,
KOWTO Beye ca Ha aHTUTPOMBOLMTHA Tepanus.
KoAXMUMHBT, 3anoyHat 48 Ao 72 yaca nMpeau CbpAeu-
Ha onepauusl, Tpsibea Aa ce B3eMe MpeABuA 3a 1 Me-

ceL, NPy MaLMEHTU CAEA CbPAEYHA Omepaums 3a mpe-  |la

BeHUMsA Ha PCIS, ako HsMa npoTuBONOKasaHus U ako

e c Aobpa noHocumocT. %

Mpu naumeHTm cbe PCIS e HeOBXOAMMO BHUMATEAHO

NMPOCAEASBaHE, 32 AA CE U3KAIOUM €BEHTYaAHa eBOAlO-  |la C

LMA KbM KOHCTPUKTUBEH I'IePMKa.PAMT.347

IL, nrTepaeskuH; PCIS, cMHAPOM Ha CAEA-CbPAGUHO YBPEXAAHE.
‘TpenopbumnTeAeH KAaC.

b
AOKaEaTeACTBeHO HWMBO.

11.4. NMepukapAUT U aBTOBB3MAAUTEAHMU
3a6oAABaHuA

B cpaBHeHMe C MpeAMLLHUTE MPEMOPBKM, CTaHa OYEBUAHO, Ye
HAKOW BB3MaAUTEAHM ¢opmm Ha Pl ca cxopHW C reHeTUYHWTE
aBTOBB3MAAMTEAHM 3aBOASBAHMSA, KOMTO Ce XapaKTepusupaT c
nepuoaniHu debpranteT, Hanpumep FMF 1 TRAPS.**

ToBa ca reHeTUYHM HapyLLEHMS, XapaKTePU3MpaLLM Ce C MyTaLmu
Ha reHu, y4acTBaLLy B PErYAMPAHETO Ha Bb3MaAMTEAHS OTTOBOP, 6e3

605
yyacTMe Ha cneuuuyHM T-KAETKM WMAM aBTOAHTUTEAR.  le3un
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pascTpolicTBa OOWKHOBEHO Ce OTKPWMBAT B MeAMaTpUyHaTa
nonyAaLms, BbMpeKUM Ye HAKOM MaLMEHTM MMaT HayaAo Ha
3a00ASIBaHETO B 3psiAA Bb3pacT. Hali-4ecTo cpellaHuTe MOHO-TEHHM
aBTO-Bb3MAAUTEAHU CUHAPOMM BKAtouBaT FMF (dammaHa Tpecka), npu
KOWTO enmu30AUTE Ha CEPO3UT NMPpoAbAXKaBaT camo 1-3 pAHu, 1 TRAPS,
MNPV KOMTO Tpeckata W CMMMTOMWTE MPOAbAXaBaT ceaMuLm.’”
MyTaumm, CBbP3aHM C Te3M pa3CTPOMCTBA, Ca AOKAaABaHM npu A0 10%
OT MalMEHTUTE C MHOXKECTBO PELIMAMBK, OCOBEHO C MOAOKMUTEAHA
$aMMAHA aHaMHE3a U cAab OTFOBOP Ha KOAXMLMH. HarocAeabK,
peAkv BpepHW BapuaHTh Ha MEFV (reH Ha cpeanseMHoMoOpcka
Tpecka) 6sxa HabAlopaBaHM Mo-4ecTo Mpu mamonatuyeH Pr,
OTKOAKOTO MPU CbOTBETCTBALLM MO MPOM3XOAA CU KOHTPOAM,
(4ecToTa Ha areanTe 9/200 cnpsmo 2932/129 200, P = 0,040).5°Te314
CbCTOSIHUSA Ce XapaKTepU3MpaT C MPEKOMEPHO MPOM3BOACTBO Ha IL-1
oT uHdpAamazomu. CbobLasa ce 3a GamMMAHa MOSBA HA MEPUKAPAUT
CpeA POAHMHMTE Ha MaumeHTU ¢ uanonatmyeH PlT, Bapupatt, ot 4%50
AO 10%."" Tean AAQHHM MOACKa3BaTT reHETUYHO MPEAPa3NOAOKEHWE
Hai-MaAKO MU eAHa MOATPYNa OT MALMEHTY; B TE3W CAyHaM MOXE Ad
Ce HAAOXKM KOHCYATALIMSA.

11.5.THoeH NnepukapAunT

[HOMHMAT NepuKapAMT, a UMEHHO Hali-Cepuo3HaTa MposiBa Ha
6aKTepuaAHUsA MEPUKApAWT, Ce XapaKTepuampa C MaKpo- WAM
MUKPOCKOMCKO HaAnuue Ha rHoeH PEff. Toa e nskaoumMTeAHO psiaka
dopma Ha MepuKapAMT B 3amMaAHWs CBAT, NMpeAcTaBasBalla <1% oT
cAyuanTe Ha OMM.** Tolt MMa BUCOKA CMBPTHOCT MPU HEAEKYBaHM
CAYYaM, AOKATO MPpU OMTUMAAHO AEKYBaHM MaLMeHTU cboblaBaHaTa
NMPEXMBSEMOCT € MPUOAM3UTEAHO 1 5%—40%.°

B pasBuTuTe CTpaHK, Halt-4eCTO M3OAMPAHUTE OPraHW3MK Mpwu
FHOEH MEePUKAPAMT BKAIOYBAT CTABUAOKOKM W CTPEMTOKOKM, AOKATO
npeobAapaBalLyTe MpUAPY>KaBalm Aesun ca emnnem (50%) wan
nHeBMoHUsA (33%). [py nmaumMeHTH € UMyHHa Cympecust MAU CAeA
rPbAHa XUPYPrus Hal-4ecTo CpeLlaHuTe OakTepUaAHU/IbOUYHU
areHTun ca Staphylococcus aureus (30%) u ¢yHrn (20%), kato rma
cbobleHUs M 3a aHaepobHM 6GakTepuu, MPOU3AM3ALLKM OT
opoc|>apw-|Kca.ém’eoa

TpsbBa Aa ce MoapvepTae, Ye B CbBPEMEHHaTa epa Ha ATPOreHHa u
cebp3aHa ¢ XMB uMyHocynpecus, mpuumMHa 3a MepuKapaHaTa

o 1,607
MHPEeKLMS MoraT A2 6bAAT NO-HeObUYaHM OpPraHM3MM.

11.5.1. MpeacTaBsaHe
THOMHMAT NepUKapAUT OBUKHOBEHO Ce MPOsiBsiBA KATO CEPUO3HO
bebpurHO 3ab0AsBaHE, KaTO € BB3MOXHO Aa npeobAapasa

606-608

MOAAEXaLl, CENnCUcC, BKAIOYUTEAHO CEMTUYEH LLOK. KOHCTPVIK-

347
TUBHUSAT NEPUKApPAMT YcAoxHsBa 20%—30% oT cayyauTe.

11.5.2. AmarHosa

CycnekumsTa 3a THOEH NepUKapAWT € MHAMKALMA 3a MepUKapAeH
APEHaX, HE3aBNCMMO OT XeMOAMHaMMYHKA cTaTyc. [penopbusa ce
XUPYPrUYeH MepuMKapAeH APEHax, 3a Aa Ce MO3BOAM MbAHO
OTCTpaHsBaHe Ha TEYHOCTTA U Ad Ce MPEAOTBPATU HEMHOTO
OpraHusMpaHe W MporpecMpaHe AO KOHCTPUKLMA. HuckoTo
CbOTHOLLIEHME MepuKapaHa/cepyMHa ratokosa (cpeaHo 0,3) u
MOBULLIEHUST Opoit Ha OeAMTe KPbBHWM KAETKM B MepuKapaHaTa
TEYHOCT C BUCOK ASIA HeyTpOodUAK (cpepeH Bpoit kaeTkm 2,8/mL, 92%
HeyTPODUAN) AMdepeHLMpaT THOMHMS OT TYOEPKYAO3HMS (TAKOKO3HO
cvoTHoLeHwue 0,7, cpeaeH 6poit kaetku 1,7/mL, 50% HeyTpoduam)
HEOMAACTUYHMS MepUKapAUT (TAokO3HO cboTHoLeHue 0,8, cpeaeH
6poit kaeTku 3,3/mL, 55% HeyTpoduram).
TeuHocTTa TpsibBa Aa 6baAe M3NpaTeHa 3a GakTepUaAHK, MbOUUHM 1
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TyOEpKYAO3HW U3CAEABAHWS 3a€AHO C KPbBHW M TbKaHHW Mpobu, B
1
CbOTBETCTBME C KAMHMYHATA KapTUHA.

11.5.3. Tepanusn

MHTpaBeHO3HaTa aHTUMKMKPODOHa Tepamus TpsbBa Aa 3anouHe
EMMMPUYHO, AOKATO Ce MOAYHaT MUKPOBUOAOTUYHM pesyATaTh. Caep
TOBa € HUOBXOAMMA HaCOHEHa KbM MaToreHa aHTMOMOTUYHA Teparus,
Ha 6asata Ha aHTUGMOTMUHATA UyBCTBMTEAHOCT.'  [TPOABAXUTEA-
HOCTTa Ha aHTUBWOTKYHATA Tepanus TpsbBa Aa Ce MHAMBUAYAAM3MPA
AO OTWYMABaHE Ha TPecKaTa M KAMHWUYHMTE MPU3HALM, KaTo
MUHUMAAHUST NEPUOA Ha MPUAOKEHME € 3 CEAMULIN.

[HOMHWTE eKCypaaTW 4YecTo Ca CMAHO AOKYAMPaHU C roAsma
BEPOATHOCT 3a 6bp30 peakyMyAnpaHe. Tpsbsa aa ce OBMMCAM
cybKcdporAHa NeprKapAUOTOMMUS 1 MPOMMBAHE Ha MepuKapAHaTa
KyxiHa."” ToBa MO3BOASIBA MO-MBAHO APEHMPAHE Ha eKCyAATa, Thit
KaTo AOKyAaLMuUTe MoraT Aa 6bAaT AM3MPAHWM MaHyaAHO.
MHTpanepukapaHaTa pUOPUHOAN3A € Bb3MOXKHO A€UEHME B CAyUauTe
Ha AOKyAMPaHM €KCYAATM 3a MOCTMraHe Ha aAEKBaTeH APeHax.’
Belue pokasaHo, ve pnbpUHOAM3aTA MPEAOTBPATSBA YCAOXKHEHUSATA B
npubAmsnTeAHo 86% oT cAyyvamnTe 6e3 paTarHu ycr\o»(HeH1/1;'-1.573’609’610
B HebAaronpumsTHMA CAyYait, KOrato nepKyTaHHWUTE MEPKM He ycresT
Ad KOHTPOAMPAT MHPEKUMATA U 3a€AHO C KOHCTPUKTUBHM
UBMOAOTUYUHM XapaKTEPUCTUMKM HacTbMM BAoLasaHe Ha CH, ce

610
npenopbYBa HACOYBAHE KbM XUPYPrvHa neprKapAnekTomMmA.

Ta6Auua c npenopbku 23 — NMpenopbku NpyU NypyAeHTEH
nepukapaMT (BXK. AokasaTeAcTBeHa TabAauua 23)
Mpenopbku

Kaac® Huso®

Mpy MaumeHTU CbC CycneKkTeH rHOEeH MEPUKAPAMT ce
NpenopbyBa CreLlHa NeprkapAMOLLEHTe3a M/MAW Cb3-
AdBaHe Ha XMPypruyeH Npo3opeLl, 3a AOKa3BaHe Ha
AmarHosata.

[Mpu naumeHTU ¢ THOEH NepuKapAWT Tpsbea Aa ce
B3eMe MpeABUA MHTpanepukapaHa $UOpUHOAM3a, 3a

= lla
Aa C€ OCUTYPU MbAEH ApeHa)K Ha THOMHATa TEYHOCT

Y 3a MpeAOTBpaTABaHe Ha KOHCTpUKLma. ™ '

‘TlpenopbumnTeAeH KAAC.

*\OKa3aTeACTBEHO HUBO.

11.6. HenpekbcHaT U peLMAUBUPALL, NEPU-
KapAMT

Pl npeaaara aa ce B3anmMcTBa TEPMUHBT "HempeKbcHaT" 3a CAyYam
Ha MepCMCTMPaLLIM CUMMNTOMM 63 sicHa PEMUCKS U MO TO3M HaUYMH A
Ce BKAIOYAT U CAyYau Ha NepcucTrpaHe/peLiaMB Ha CUMMNTOMUTE MO
BpeMe Ha MOCTEMEHHOTO HaMaAsBaHE Ha AeKapCTBeHaTa AO3a.
Pa3nosHaBaHeTO Ha Te3u CAyYaum € OT MbPBOCTENEHHO 3HAYEHUE, Thit
KaTo Te MoraT AMpeKTHO Aa mporpecupat Ao Kl B pamkuTe Ha
HSIKOAKO MeceLia.'™ PeLMAMBAPALLMAT MEPUKAPAUT Ce OMpeAeAst
KaTo PeLMAMB CAeA AOKYMeHTMpaH nvpeu enmsop Ha OfFT,
6e3CMMNTOMEH MHTEpBaA, MbAHO MpPekbCBaHE Ha MPOTMBOBbB3MA-
AMTEAHATA TEPANMS U AAHHM 38 MOCAEABALL, PELIMAMB HA MEPUKAPAMT.
Peuname HacTbnBa Ob6MKHOBEHO B pamkuTe Ha 18 Meceua oT
CbOTBETHMS EMU30A M € HAN-HECTOTO U MPOBAEMHO YCAOXKHEHME Ha
O, koeTo Bapupa oT 15% a0 30% OT cAyHauTe CAep MbpBUS €MU30A
Ha nepukapamT. Toit Moxe Aa ce yBeAnun Ao 50% caep nbpsus
PELMAMB MPK MALIMEHTU C HEAAEKBATHO AEYEHUE Ha MbPBUS €MU304A
(Hanp. TBbpAE O6bP30 HaMaAsiBaHe Ha AO3aTa Ha KOPTUKOCTEPOUAMTE
MpM AMMCa Ha AeveHne ¢ koaxuum). " ETorormsTa Ha peLimam-
BUTE € CAabO M3BECTHA B Pa3BUTUTE CTPaHU U B MOBEYETO CAyYaun ce
0b603HayaBaT Kato MAMOMATUUHU. B ncTOpuyecku nAaH noseyeTo
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CAy4Yau BepOATHO ca OMAM CBBP3aHW C aBTOBB3MaAMTEAHA/
aBTOMMYHHa natoreHesa. ToM ce 6asupa Ha Bb3MAAUTEAHUSA/
HEBb3MaAUTEAHMSA $EHOTUM, AATEHTHOCTTA Ha OCTpara araka
(HAKOAKO CEAMMLM CAeA BBMPOCHWUS €nu30a), HAAMUMETO Ha
aBTOAHTUTEAA M OTrOBOPa KbM MPOTMBOBB3MAAUTEAHO/MMYHOCY-

52,283,284,287
NPECHBHO AeYEeHME.

11.7. Bb3naAauTeAeH U HeBb3MNaAUTEAEH
nepuKapAeH ekcyaaTt

HopMaaHoTO nepukapaHO MpocTpaHcTBO cbabpka 10-50 mL
NepUKapAHa TEYHOCT, MAA3MeH YATPAUATPAT, KOMTO AEMCTBA KaTo
AYOPUKaHT MexaAy MepukapAHWTe caoese. Bcekn matorormueH
MpOLEC, KOWTO MPUYMHABA MEPUKAPAHO Bb3MAAEHME, YBEAWYaBa
KOAMYECTBOTO Te4HOCT, npuunHssaitku PEff (ekcyaat). AAaTepHaTue-
HUTe MexaHusmu, npuuunHseawm PEff, BkAlousaT HamaseHa
peabcopbums cAea MOBULLIEHO CUCTEMHO BEHO3HO HAASAraHe, KakTo
ce Habawopasa npu 3actoriHa CH mAn 6eroppobHa XMMepTOHMS
(TPaHCyAaT), MAM aATEpHATMBHO, a WUMEHHO HaMaAeH AMMPeH
Aperax.”"? PeXuMBT Ha HaASIFaHETO B eNMKapAa W MepuKapAHaTa
KyXuHa e Moka3aH B AOMbAHUTEAHU AaHHW OHAaliH, Durypa S4.

11.7.1. Knacudpukauma n eTuororms

CoobLuaBaHaTa YecToTa W pasnpocTpaHeHue Ha Peff B passutute
CTPaHu ce OLieHsBa Ha CbOTBETHO 6%—9%, Ha 6asaTa Ha exoKapAMO-
rpadckuTe Aabopatoprm sanmci.’’” MepuKapAeH eKcyaaT e OTKpUT
npu 14% OT NauMeHTUTe B MPOCTIEKTUBEH PErMUCTBP Ha MOCAEAOBA-
TEAHW MaLMEHTH, MOAAOKEHM Ha KOMMIOTbPHA TOMOrpadus Ha
rpbAHMS KoL,

KaacuoukaumsTa Ha PEff e nokasara 8 Tabamua 10. Exokapano-
rpagusTa MpPeAOCTaBs MOAYKOAMYECTBEHA OLIEHKAa Ha pasmepa Ha
€KCyAaTa, KOeTO € MOAE3HO 3a OLeHKaTa Ha pucka OT He-
MAMOMATUYHA ETUOAOTUS W YCAOXKHEHUS (BXK. AOMBAHUTEAHU AQHHM
oHAaiH, ®urypa S5).'” Mpes nocaepHWTe TpU AeceTvAeTMs ca
NyBAMKYBaHM LLIECT OCHOBHM MPOYYBaHUSA BbPXY XapaKTEpPUCTUKMUTE
Ha ymepeHus A0 roasm PEff (B. AOMBAHUTEAHM AQHHWM OHAAMH,
Tabanua S1 3).556"’14_618 Cnopea Tesn cepuu, MHOTO CAyYam ocTaBaT
MAMOMATUYHU B pa3BUTMUTE cTpaHu (A0 uean 50%), aokato
AOMBAHUTEAHWUTE €TUOAOTUM BKAOYBAT KapumHom (10%—32%),
nHdekummn (15%-30%), atporenHun npuumuu (15%-20%) wu
3a60ASBaHUA Ha CbepMHUTeAHaTa TbkaH (5%—15%), aokaTo B
pasBuBalLMTE Ce CTpaHM b e AoMuHMpallata npuunHa (>60%),
kbaeTo The eHAeMw-iHa.558

11.7.2. MpeacTaBsAHe

CurHundukaHTeH AsA oT naumeHTuTe ¢ PEff ca 6escumntomHy, a
PEff e cAyuaiiHa HaxoaKa no BpeMe Ha pyTUHeH nperaea. KAMHuuHaTa
kapTuHa Ha PEff Bapupa B 3aBUCMMOCT OT CKOPOCTTa Ha HaTpyrBaHe
Ha Te4yHocT (BX. AOMBAHWUTEAHM AaHHWM OHAalH, Purypa S4).
KAacnyeckuTe CMMNTOMM BKAIOYBAT AWMCMHEN MPWU YCUAME,
nporpecupaiia A0 OpTOrMHes, rpbAHa GOAKAa U 4yBCTBO 3a
MPenbAHEHOCT. AOMbAHUTEAHUTE CUMMTOMMU, AbAXALLM Ce Ha
KOMMPEeCKATa Ha CbCEAHW CTPYKTYPU, BKAOUBAT rapeHe (amadparma),
Ancdarms (XpaHOMPOBOA), APE3TraBOCT (PEKYPEHTHUAT AapUHTeaAeH

118,619
HepB) 1 XbALAHE (AnadparMareH HepB).

11.7.3. AmarHosa

DuU3nKaAHUAT NPeraes Moxe Aa 6bae HOPMAAEH Mpu NauMeHTH
6e3 xeMOAVHAMUYHK HapyLleHus. Exokapanorpadusta e OCHOBHUSAT
ANATHOCTUYEH MHCTP)’MeHT 3a AMArHOCTHUKa, OI'IPeAEAFIHe Ha
pa3MepUTE, OLieHKa Ha XEMOAMHAMUYHKTE ePeKTU U NMPOCAeAsiBaHE

o 115,124
(BuxTe AOMBAHUTEAHW AaHHU OHAaMH, Purypa S5).
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JleKyBalTe Kato nepuKkapant  <«—fia—o

JleKyBalTe CICTEMHOTO

-

MepukapaeH ekcypat

!

MbpBa NMHWA OLeHKa Ype3 aHaMHe3a, pusukaneH npernes, EKT, peHTreH
Ha rpbAHMA KoL, TpaHCTOpaKaHa exokaparorpadus, nabopaTopHa oLeHKa

|

Cbp,qeqHa TaMnoHafa, CUMNTOMEH YMePEH A0 rosiam nepukapaeH
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@ESC

Durypa 19 Tpuax v AedeHMe Ha NEpPUKAPAHMS EKCYAAT

Paswuperata obpasHa amarHoctuka (KT n CMR) aaBa ueHHa
MHGOPMALMSA OTHOCHO AOKAAHOTO Bb3MaAEHWE, MacUTe, CBbP3aHUTE
TPbAHM aHOMaAuMM (Hamp. pectus excavatum), AOKaAWM3MpaHu
EKCYAATM U CMCTEMHM 3a60AsBaHMS. o [TepUKAPAHUST EKCyAaT
YECTO € CBbP3aH C MO3HATU UAM HEMO3HATU MEAMLIMHCKM CCTOSIHUS
(Hanp. xunoTnpeomamsbM) B A0 60% OT cAyyauTe, 0COBEHO ako e
)’MepEH/FO/\HM.“S [NpakTnyecka pyTMHHa OLeHKa 3a Tpuax Ha PEff e
npeacTaseHa BB Durypa 1 9!

MaumeHTH, kouTo ce npeacTasat ¢ PEff 6e3 nosuwerun
Bb3MAAMTEAHWM MapKepMW, MMaT MOBWLLEH PUCK OT HEOMAACTUYHA

eTrororus (KoepuUMeHT Ha BepOSITHOCT 2,9).‘s15 [pn XpoHUUHM
eKkcyaaTn 6e3 onpeaeAeHa eTMOAOTUSA 1 6e3 Bb3MaAUTEAHU MapKepH,
EMMUPUUHOTO MPOTUBOBB3MAAUTEAHO AedeHMe e GesnoresHo.
[Mpy BAOLLABALLYM Ce TOAEMM eKCypaaTW, 6e3 AaHHM 3a CUCTEMHO
Bb3MaAEHME, € HEOOXOAMMA YCbBbPLLIEHCTBaHA 06pa3Ha AMArHOCTMKA
(raaBHo KT) 3a M3KAlouBaHe Ha pau(.w6 C-peakTUBHUSAT MpOTEUH
TpsibBa A2 ce U3MEpU NPeAU NMEPUKAPAMOLIEHTESA, Thi1 KaTO MOXE Ad
ce mosuM caep mpoLeaypata.”’ BaxHo e Aa ce oT6erexi, ue
KAacuueckuTe Kputepum Ha Light, nanoassaHu 3a kaacuduKaLms Ha
MAEBPaAHUTE M3AMBM, He TpsbBa Aa ce npuaaraT npu PEff, nopaau
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BMCOKMA MPOLEHT Ha MOrpeLiHo KAaCMqDMLLMpaHe Ha TEeYHOCTUTE
KaToO €KCyAaTH, TbW KaTo NepuKapAHaTa TEYHOCT € 6orata Ha
ME30TEAHU KAETKW, MPOTEUNHMU, aA6yMMH N AAKTaTAEXMAPOreHasa
(LDH).613’614

11.7.4. Tepanusa
NeyeHueto Ha PEff e nokasaHo sbe Purypa 19. Tepanusra Ha

PEff TpsbBa Aa 6bae HacodeHa KbM ETMOAOTMSTA, AOKOAKOTO e
Bb3MOXHO. [1pM AMMCa Ha NepuUKapAHO Bb3MAAEHMe (2 MMEHHO Mpu
avrica Ha nosuieHre Ha C-peakTWMBHMS MPOTEMH U AaHHM 3a
NMepuKapAHO Bb3MaAeHMe 4pe3 obpasHa AMArHOCTUKa) He ce
npenopbyBa MPOTUBOBB3MNAAUTEAHO AedeHMe. Cnopea MOCAeAHUTE
AaHHU, MOA3aTa OT MEPUKAPAHUS APEHAX MpU BE3CMMMNTOMHU UAM
OAUFOCUMITTOMHM, FOAEMM, XPOHWUYHU, MAMOMATUYHK eKcyAaTH 6e3
AQHHU 32 nepukapamT belue pe|3|/131/1paHa.w’“1 KoHcepsaTmeHoTO
AEYEHME MOAOCDpsiBa pesyATaTuTe, kato pucksT oT CTP e camo
2,2%/ropnHa 6e3 AOKAAABaHW CMBPTHM CAyl-lam.m OceeH TOBa,
MPEXMBAEMOCTTA CAEA PELIMAMB MAW YCAOXKHEHMS € 3HAUUTEAHO MO-
Aobpa Mpu NaumeHTH, AeKyBaHW KOHCEPBATUBHO 6e3 MHTEPBEHLIMM.
Bbnpekn ToBa, korato Mo Bpeme Ha npocaepsBaHeTo PEff ctaHe
CMMMTOMEH W B EXOKapAMOrpadusTa ce HabAIOABA XEMOANMHAMUYHO
HapYyLUEHWE, MM HY>KAQ OT APEHAX.

11.7.5. NMporHo3a U npocAepsABaHe
626
NporHosata Ha PEff e cBbp3aHa OCHOBHO C HeroBaTa eTMOAOTUS.
YMepeHUTE AO TOAEMUTE EKCYAATH Ca MO-YECTU MpU CrieLUdUUHUTE

105,615
€TUOAOTUN.

Kato usno, PEff Tpsbsa pa ce pasraexaa kato
MapKep 3a TEXeCTTa Ha MOAAEXALLOTO 3a60nsBane.”™ MankuTe,
navonatuyHu, 6escumntomun PEff umat kato usao poobpa nporHosa
C MHOTO HMCBK PUCK OT YCAOXHEHWs, BBMPEKM 4Ye He BCUUKM
Npoy4BaHus ca B cbraacue.”” Tean amua TpsibBa Aa H6bAAT yoepeHM
OTHOCHO AODPOKa4eCTBEHMS XapaKTep Ha CbCTOSIHWMETO W He TpsibBa
Aa OrpaHMyaBaT ¢m3myeckata CM aKTUMBHOCT, ako C-peakTUBHUAT
NMpoTenH e HOpMa/\eH.“ MpocaepsBaHeTo Ha PEff ce 6asupa raaBHo Ha
OLleHKaTa Ha CUMMTOMMUTE, KaTo ce WM3MoA3Ba GOKycMpaHa exoKap-
Aviorpadus 3a OLleHKa Ha MPOMEHUTE B pPasMepuTe U XEMOAMHA-
MUYHUTE BbMPOCK, KakTo U Ha C-peakTuBHMS npoTenH. bescumn-
TOMHWTE MaLMEHTU C ACKU MAMOMATUYUHU EKCYAQTU MO MPUHLIMM He ce
HY»XAasT OT cneumduyHo HabalopeHue. [Npu 6e3CMMNTOMHM
MaUMEHTU C HaM-MAAKO YMEPEHO TOAeMM €eKCyAaTH, PasyMHOTO
NpOCAeAsiBaHe e Ha BCekM 6 Mecela, B WMAGAAHUS CAyYall B
CrneLMaAmsmpaHu LeHTpoBe. Tesn naumeHTU Tpsibea pa 6baat
MHCTPYKTUPaHW A MOTHPCAT MEAMLIMHCKA MOMOLLL, B CAyYait Ha nosiea
Ha CMMMTOMMW, KaTO AWMCIHes WMAM ymopa W/MAM TrpbaHa GoAka
MOACKa3BaLLia NMEePUKAPAMT.

11.8. CbpaeyHa TaMnoHaaa

CbpaeyHaTa TaMMoHaAa e nepukapAeH CUHAPOM, KOMTO Bb3HUKBA,
korato PEff HapyLuaBa AMacTOAHOTO MbAHEHe Ha CbpLETO, B pe3yATaT
Ha KOETO CbPAEYHUAT AEOUT HamaAsBa. PasMepbT Ha ekcyaaTa, KakTo
1 HErOBOTO PasrpeAEAEHHE, MOraT Ad BApUPAT. Tbi KaTo NepuKapALT
€ OTHOCUTEAHO HEPA3TErAWB, akO NMepUKapAHaTa TEYHOCT ce Cboupa
6bp30, KAKTO HarMpUMep MpW XeMOMepuKapa, rpaHuuaTa Ha
nepuKapAHO pasTsiraHe ce pAocTura 6up3so ¢ obemn ot 200-300 mL.
Hanpotue, 6aBHo HaTpynBaimaT ce PEff moxe pa poocturHe 1 po 2 L
npeam passutneto Ha CTP (AOmbAHUTEAHU AaHHM OHAAMH, Purypa
S4). Tasu natodusmororus obscHsea, ye CTP e ¢eHomeH Ha
"nocaepHata kanka". o To3W HauMH, MaAKO YyBeAMYeHMe Ha
nepukapaHus obemM MOXe Aa MpeuMnuTUpa CUHAPOMA, a
acnupaumaTa Ha MaAKM KOAMYECTBa MepuKapAHa TEYHOCT C
NepUKapAMOLIEHTE3a MOXe Aa MOAODOPU 3HAYUTEAHO KAMHUYHOTO
cvcrostme.™

[MepukapaHWTE eKcyAaT OBMKHOBEHO Ca LIMPKYM$EPEHTHM, HO
CAeA TPaBMa WMAM CbpAEYHA Ofepauus Te MoraT Aa 6baart
AOKAAM3MPaHM 1 AQXKE A Ca OTTOBOPHM 33 AOKaAM3MPaHa KOMMpecus
u passuTmeTo Ha CTP.

11.8.1. MpeacTaBsAHe
Beck naeHTUMLMPa TpHaAa OT MPU3HALM, KOSTO Ce CbCTOM OT
XUMOTOHMsI, nosuieHo JVP 1 oTcaabeHn CbpaeUHM TOHOBE KaTo

118,619
NpeACTaBALLM CUMITTOMMU.

Tasn Tpuapa belwe unpeHTUULMPaAHA KAACMYECKM KaTo
"xupypruyHa TamnoHaaa" ¢ octpa CTP nopaau uHTpanepukapaHa
Xemoparus mnopapgu TpaBMa WAM MWOKapAHa/aopTHa pynTypa.
Tpuaaata Ha Beck Moxe pa AvncBa Mpu naupeHTH € "MeAMLMHCKa
TaMmnoHaaa" ¢ 6aBHO HaTpynBallia ce nepukapaHa TeuHocT. OcTpata
CTP obukHOBEHO e cCBbp3aHa C TaXWMKapAMs M HUCKO KPbBHO
HaAsiraHe (<90 mmHg), koeTo e caMo Aeko HaMaAeHO Mpu CybaKyTHa,
XPOHMUHA TaMMoHaAa. " T1p1 GU3MKAAEH MPErAeA, KAACUUECKITE
MPpU3HAaLM BKAIOYBAT paslMpeHU LUMMHUTE BeHW ¢ nosulieHo VP,
pulsus paradoxus u oTcaabeHn cbpaeyHM ToHose. Pulsus paradoxus
Ce OMpeAEeAs KaTo MHCMMPATOPHO HaMaAEHKE Ha CUCTOAHOTO KPbBHO
HaasiraHe ¢ Hari-maako 10 mmHg. """ Mapapokcaanmst nyac ce
AbAKM Ha MPpeKOMepHa KamepHa B3aMMO3aBMCMMOCT, Bb3HMKBALLLA
npu CTP, korato o6LmsT obem Ha kKaMepuTe CTaBa HeCnocobeH Aa
ce pasLUMpK 1 BCAKa MPOMsAHa B obema OT epHaTa CTpaHa Ha CbpLeTo
MPUYKHSABA MPOTUBOMOAOXKHW MPOMEHM OT ApyraTa cTpaHa. Ha EKI
NaLMeHTLT OOMKHOBEHO MMa TaxXWKapAMs, HUCbK BoATax Ha QRS
KOMMAEKCA 1 eAeKTPUYECKM aATepHaLMM, MOpaAn MOTUCKALL, epekT

118,619
Ha NeprKapAHUA EKCYAAT U Ha AFOAEELLIOTO Ce CbpLie.

11.8.2. EToAOrusa u AMarHosa
CobpaeyHata TamMmnoHapa MMa epHakBM mpuudmHKM 3a PEff. B

KAMHMYHATa MPaKTUKa, Hai-4eCTUTE ETUOAOTWM BKAIOYBAT pak, 1B,
FHOMHW UHGEKLMM, TPABMA, ATPOFEHHM YCAOKHEHMS MPU CbPAEUYHO-
CbAOBUTE MHTEPBEHLMM (Hanp. abAaLms Ha apUTMUM, UMMAAHTUPaHe
Ha ycTtpoucTto, PCIS), octpo aopTHO 3aboaAsiBaHe, CUCTEMHMU
Bb3MAAUTEAHWN 3abOAsBaHUA U ObbOpeyHa HeAOCTaTbUHOCT, Mpu
Ol ¢ BupycHa nan uamonatuyHa etrororms, CTP ce cpela psako
(1%—2% oT cAy4amTe), HO e Mo-4ecTa MpU NMEepUKAPAWT, CBbP3aH C
HeMAMonaTYHa €TUOAOTUA (20%).“7 Awarrosata CTP e KAMHMYHa
AMarHo3a, OCHOBaHa Ha KOMOWHALMSATA OT MOACKa3Ballad aHaMHe3a,
CMMMTOMM, MPU3HALM M OOPasHO MOTBbPKAEHWME C EXOKapAMO-
rpadus (Tabauua 17).""

Ta6Aauuya 17 Exokapamorpagckm npMsHaum Ha
CcbpAeYHa TaMMnoHaaa

Exokapauorpa¢gpckm npusHaum Yyscreureanocr  Cneuudmunoct
[OASIM MPepUKapAEH EKCYAQT C AIOAEELLIO n.a. na.

ce cbpue

AmactoAnyeH koaanc Ha Al
[MTPOABAKUTEAHOCT Ha AUACTOAUUHMS KOA-
anc Ha Al'l KaTo CbOTHOLLIEHME HAa AbAXKMHA-
Ta Ha CbpAeYHMS LinkbA >0,34
AnactoamyeH koaarc Ha AK

50%-100%
>90%

33%—100%
100%
48%-100%  72%—100%
AvxaTeAHM MPOMEHU HAa MUTPaAHaTa CKO-

na. na.
poct E >25%-30%, TprKycnvaaAHaTa

ckopocT E >40%—-60%

MAeTopa Ha AOAHATa NpasHa BeHa (AMAaTa- 97% 40%

umsa >20 mm n <50% HamaAeHMe Ha Ama-
MeTbpa B pecrnmpaTopHuTe $asu), KakTo 1
AVIAATALMS Ha YEPHOAPOBHUTE BEHM

n.a. HAMa AaHHW, He e HaAnuHo. Al, AscHo npeacbpane; AK, AsicHa Kamepa.
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AwarHoszata CTP uapeHTMMUMPA MaUMEHTU C BUCOK PUCK OT
YCAOXHEHMs MO BpeMe Ha MPOCAEASBAHETO W BUCOKA BEPOSTHOCT 3a
HEBMPYCHa eTUOoAOTUS. [laumeHTUTe TpsibBa A2 GbAAT XOCMUTAAM-
3UpaHM 32 AeYeHUE U Habaoaenme. "

OkoHuaTeAHaTa Tepanus e NepuKapAMOLIEHTE3a, KOATO TpsbBa Aa

Ce U3BBbPLLUN He3a6aBHO, cnopea KAMHU4YHaTa KapTuHa.

11.8.3. Tepanusa

Aeyeruneto Ha CTP e appeHupaHe Ha MepuKapAHWs eKCyaaT, 3a
MPeAnoYMTaHe Ype3 UrAeHa MEePUKapAMOLIEHTE3a C eXOKapAMO-
rpadcko MAM GAYOPOCKOMCKO HacouBaHe, KOMTO Tpsbea Aa ce
M3BBPLUM He3abaBHO MPU HECTAOMAHM MaLMEHTU. AATEPHaTMBHO,
APEHMPAHETO Ce WM3BBPLUBA Ype3 XMUPYPriyeH MOAXOA, OCOBEHO B
CUTYaLMM KaTo FHOEH MEPUKAPAMT WMAWM HEOTAOXKHM CUTyaluu C
KbpBEHe B NepuKapAa.

MepukapaMoLieHTe3aTa Tpsibea A2 ObAe HampaBeHa Harpasu OT
OMWUTHM OMepaTopu, 0byyeHn/cepTUULIMPaHM 32 OCTPa CbPAEUHO-
CbAOBW CbCTOSIHUS, U HOCK MPOMEHAMB PUCK OT YCAOXKHEHMS OT 4%
Ao 10%, B 3aBMCMMOCT OT BMAQ Ha MOHWTOPMHIA, YMeHWsTa Ha
orepatopa K YCAOBMATa (CMELLHO, HEOTAOXHO MAM MAaHoBO). Hait-
YEeCTUTE YCAOXKHEHUS BKAIOUBAT apUTMUM, MyHKLMA Ha KOpPOHapHaTa
apTepus MAM CbpAEYHaTa Kamepa, XeMOTOPaKC, MHEBMOTOPAKC,
MHEBMOMEpPUKApA M YEPHOAPOGHO yBpexAaHe.  MexaHuuHara
BEHTUAALMS C MOAOKWUTEAHO HAASraHe B AMXATEAHUTE MbTULLA
Tpsibea Aa ce n3bsarsa npu CTP. OcseH ToBa, AMypeTHUUHaTa Tepanus
TpsibBa Aa ce M36AMBa, a BPEMEHHOTO MPUAOXKEHKE Ha TEUHOCTM
MO>e A2 GbAe MOAE3HO 3a CTabMAM3MPaHe Ha MaLMEHTa, AOKATO Yaka
CreLuHa nepuKapAMoLIeHTe3a.

11.8.4. Usxoa u nporHosa

[MporHoszata Ha CTP e TAcHO cBbp3aHa C HelMHaTa ETUOAOTUS.
CbpaeyHaTa TamrnoHaaa MpU MauueHTU C pak WM MeTacTaTUYHO
3acsAraHe Ha NepyKapAa MMa AOLLIa KpaTKOCPOYHA NMPOrHo3a, Thit KaTo
e Mpu3HaK Ha HanpeapHaao 3aboasiBaHe. 3a pasAvKa OT TOBa,
nauneHtTute ¢ CTP 1 OKOHYaTeAHA AMarHosa MAMONaTUYEH

1,105
nepuKapAUT OBUKHOBEHO MMaT AOOPa AbATOCPOYHA MPOrHO3a.

11.9. MNepukapAHa KOHCTPUKLMUA U KOH-
CTPUKTUBEH NMEpUKapAUT (KaAundpuumupaH
U HeKaAuupULUpaH)

11.9.1. BbBeapeHue
[NepukapAHaTa KOHCTPUKLMA € XPOHUYHO CbCTOSIHUE, KOETO Ce

XapakTepusmpa OBGWKHOBEHO C yAebeAeH, ¢ubOpo3eH M YecTo
KaALMPULMPAH Mepukapa, KOETO BOAM AO HapyLLEHO AMACTOAHO
MbAHEHEe Ha CbpLeTo. KOHCTPUKTUBHUSAT NMEpUKApAMT € KOHCTPUK-

114,119,347
LMA, KOATO € CBbp3aHa C MEPUKAPAMT. C'bLLI,eCTB)’Ba BUCOK

PUCK OT nporpecusi npu baktepuareH nepukapant (20%—30%),
0COBEHO THOEH MEPUKAPAMT, CPEAEH PUCK MPU MMYHHO-MEAMUPaH
NEPUKAPAUT U HEOTAACTUYHW NMepukapaHU 3aboasBanus (2%—5%) v
HUCBK PUCK MPU BUPYCEH U MAMOMATUYEH MEPUKAPAUT (<1%).347
Crobuuasa ce 3a cayyan Ha Kl caep nepukapamnektomus, ocobeHo
CAEA YacTIHa MepuKapAvekTOMMs. " B pasBUTUTE CTpaHM Haii-
YecTo CbOOLLABAHWUTE MPUUMHM Ca: BUPYCHM WAM MAMOMATUUHM
(42%—-49%); caep cbpaedHa onepauunsa (11%-37%); caeap
AbYETEPaNMs, Hal-BeYe 3a pak Ha rbpAaTa MAM GOAECT Ha XOAXKMH
(9%—31%); 3aboasBaHWs Ha CbeAMHWUTEAHATa TbkaH (3%—7%);
NMOCTUH(EKLMOZHN MPUUMHU (THOEH NepuKapauT MAM TB npu
3%—6%); u pasHOpoAHU NMpuunkK (<10%). TybepkyAosaTa e OCHOBHa

630,631
npuunHa 3a Kl B passuBaLLmTe ce cTpaHm.

11.9.2. NMpeacTaBaHe
KAaCl/IL-IECKaTa KAMHUYHA KapTl/lHa BKAKOYBaA I'Ipl/IBHaLI,l/I N CUMIMTOMU

Ha pAsicHa CH cbe 3anaseHa ABykamepHa dyHKLust 6e3 npeaLLecTBallo
WMAU MPUAPYKaBalLLO MMOKapAHO 3aboasBaHe. [loa-ocTpust/
XPOHUYEH Bb3MaAUTEAEH MepuKapanT Moxe aa esoaoupa B KI, a
NMPOABAXWUTEAHOCTTA Ha MporpecusaTa OT MbPBOHAYAAHOTO
NepuUKapAHO Bb3MaAeHME AO HAYaAOTO Ha KOHCTPUKLMATA €
npomeransa.”"’ CUCTOAMUHATE AMCHYHKLMSA, AbAXALLA Ce Ha
MUOKapaHa $rbposa MAKM aTpodus, MOXKE Ad BAOLLIM XEMOAMHAMMY-

HOTO HapyLLEeHWe NPU MO-HarpeAHaAM CAyYau.

B A0 20% oT cAyyaunTe, KOHCTPUKLMA MOXeE Aa ce HabAtoaaBa Npu
HOpPMaAHa nepukapAHa AebeAuHa, AOKATO HampeAHaAuTe W
KAQCUYECKUTE CAyYau AEMOHCTPWMPAT BUAMMO MepUKapAHO

119
3apebensBaHe U KaALmMbUKaLmS.

11.9.3. AmarHosa
AwmarHosata ce MocTaBs Ype3 MyATUMOAAAHWM OOPasHW METOAM,

KaTo exokapauorpadus, kommoTbpHa Tomorpadus u CMR
(Purypa 13). CopaeuHata kaTeTepusaums Tpsibea Aa ce B3eme
MPEABKA, CAMO aKO HEWMHBA3UBHUTE MYATUMOAAAHW OBPasHK METOAM
ca Hey6eAMTeAH1/|."5‘124“'32"’33 KAnHukata Mayo npeaaara cneumomy-
HU AMAarHOCTWUYHM KPUTEpWMM Ha 6asaTa Ha exokapAMorpadpus 3a
AvarHocTuumpare Ha XpoHudeH K, kouTo 6sixa MOTBbPAEHM U OT
APYTV LieHTpoBe. Te BKAIOYBAT HAaAMUME HA CEMTAAHO OTCKa4YaHe UAM
CenTaAHO KaMepHO M3MecCTBaHe C MepMaAaHo e' >8 cm/s uAn
KoebULMEHT Ha EKCMUPATOPHO-AMACTOAMYHA peBep3ns Ha
YyepHoapobHata BeHa >0,78 (4yBcTBUTEAHOCT 87%, cneunduuHocT
91%; cneundun4HOCTTa MOXKe Aa ce YBeAUUM A0 97%, ako BCUUKM
KPUTEPUM Ca HaAMLeE, MPW CbOTBETCTBALLO HaMaAeHWe Ha
YyBCTBUTEAHOCTTA AO 64%). OcBeH TOBA, MPU TE3W MALUEHTU MOXE
Ad Ce perncTpupa AmxaTeAHo ¢asosa Bapuaums Ha E-BbAHaTa Ha
MUTPaAHUS KpbBOTOK >25%/nMpu TpUKyCnNUAAAeH KPbBOTOK
>40%632,634

Ta6baunua 18 AedprHuumAa u Tepanua Ha rAaBHUTE KOHCTPUKTUBHU NEepUKapAHU CUHAPOMM

CuHppom

MpexoAHa KOHCTPUKLMUA
(A-A. MEpMaHeHTEH KOHCTPUKTUBEH MEPUKAPAMT,

pectpukTieHa KMIT) n3obpasssare

EKcyAaTMBHO-KOHCTPUKTUBEH NEepPUKapAUT
(A-A. CbpAEYHA TaMMOHAAR, KOHCTPUKTUBEH

MEPUKapAWT) KapAWOLieHTe3a.
XpoHUYHa KOHCTPUKLMA

(TpaH3MTOpHA KOHCTPUKLMSA, pecTpukTiBHa KMIT)

KMTT, kapamomuonatus; d.d., amdepeHumasHa pAmMarHosa.

AeduHnuma

o6paTl/IM MOAEA Ha KOHCTPUKLINA CAEA CMOHTAaHHO
Bb3CTaHOBABaHE MAU NPOTUBOBDB3MAAUTEAHA TEpAnUA.
Moxe Aad Ce€ AnarHocTmumpa 1 4pes HenHBasnBHO

MepcncTrpallia KOHCTPUKLMS cAep 3—6 MeceLia.

Tepanusa

3—6-MeceyeH Kypc Ha eMNUpUYHa MPOTUBOBB3-

MaAUTEAHA MEAMKAMEHTO3HAa Tepanua

HeycrelleH cnaa Ha HaAsiraHETO B ASICHOTO MpeA- lMepukapavoLieHTesa, NOCAGABAHA OT MEAWKaMEH-
cbpavte ¢ 50% 1an Ao Hueo <10 mmHg crea nepu- TosHa Tepanusa

XUPYPru4HO AeUeHMe NpY NEPCUCTUPALLIM CAYYau
PaavkaAHa neprkapAMEKTOMMS, MEAUKAMEHTO3-
Ha Tepanus Mpu HanpeAHaAU CAy4am MAM BUCOK
PUCK OT OrepaLs C MMOKapAHO 3acsiraHe
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(BX. AOTTBAHUTEAHU AaHHK OHAAMH, Purypu S1, S5 1 Tabamua S14).
OCHOBHUTE AOKAQABaHW KOHCTPUKTMBHM CMHAPOMM Ca MOKa3aHW B
Ta6Anua 18.

11.9.4. Tepanusna

Mpu cneumduyHU eTrororuu, kato Th, 3a mpepoTBpaTsiBaHe Ha
NporpecusTa KbM KOHCTPUKLIMS Ce B3eMa MPEABMA MEAMKAMEHTO3HA
Tepanua.”™ [poTUB-Ty6EPKyYAOSHUTE AEKAPCTBA MOTAT AQ HaMaAST
CUMHUPUKAHTHO pUCKAa OT KOHCTpuKUMs, oT >80% ao <10%.*
[MpoTHBOBb3MAAUTEAHATA TEPAMUS MOXE Ad MOMOTHE 3a NMpeMaxBaHe
Ha npeaxoaHaTa KoHCTpuKLms B 10%—20% oT cAyyamnTe Ha on."™
B TakuBa cAyyau, 3a MAEHTUUKALMS HA NALMEHTUTE C NMOTEHLMAAHO
ob6patiMn GOPMU Ha KOHCTPUKLIMS, MEPUKAPAMTBLT TpsbBa Aa ce
M3KAIOYM YPEe3 M3CAEABAHE Ha MapKepuTe 3a Bb3naAeHue (Harp. C-
peakTUBEH MPOTEMH) WAM TbpCeHe Ha OOpasHM AOKa3aTeACTBa 3a
MepuKapAHO Bb3naAeHWe (Hanp. nepukappeH eaem u/van LGE B
CMR).

B HanpeaHaAM cAyvam MepMKaMeHTO3HaTa Tepanusa mma
MOAKPENSLLO 3Ha4YeHMe 3a KOHTPOAMPAHETO Ha CUMMTOMMTE Ha
KOHrecTus, HO omnepaumsTa HMKora He TpsibBa Aa Ce OTAara, 3a Aa
6bAe MOAOOPEH U3X0AA.

MepukapaMeKTOMMATA € CTaHAApPTHA Tepanus Mpu CUMMTOMHA
XPOHWYHA KOHCTPUKLMS 6e3 Bb3MaAeHWe WMAM HeOTrosapsilla Ha
NpOTMBOBB3MAAMTEAHA Tepanus (BX. Pasaen 6.4.2). [pu no-aeko nan
NO-HarMpeAHaAO 3a00AsIBaHE, MAM MPU MALMEHTU C MHAYLMPAHO OT
paavaums 3aboassaHe, HamareHa P MAM HanpeapHaro 6bOpeyHO
3ab0AsBaHE, € HEOBXOAMMO MOBULLEHO BHWMMaHWe. 3a Han-A0bpu
pe3yATaT e HeobXoAMMa paaMKaAHa MEpUKAPAMEKTOMMS, a He
MpeAHa AadbparMaAHo-bpeHIIHa nepuKkapamekTomma,” "+

Mo MpUHLMM, NEpUKaApAMEKTOMMSATA CE CYMTA 32 BUCOKOPUCKOBA

Ta6Auua c npenopbku 24 — NMpenopbku NPy KOHCTPUK-
TUBEH NepuKapAMT (BXX. AokKa3aTeAcTBeHa Tabauua 24)

Mpenopbku Kaac®  Huso’

AwnarHoctuka

[MpKM BCUYKM MALMEHTU CbC CyCrNEKTEH KOHCTPUKTU-

BEH MEPUKAPAMUT Ce MPEMOPbBYBA MYATUMOAAAHO M30-

bpassiBaHe, 3a Aa Ce MOCTaBM AMArHO3a U Aa ce Ha- C
npaBu OLIEHKa Ha NepUKapAHOTO 33Ae6e/\ﬂBaHe, KaA-

UMdMKALMATA M aKTUBHOTO Bb3MaAeHue. ™

HPM naumneHTM CbC CbMHEHME 3a KOHCTPVIKTVIBEH
NepuKapAWT TpsibBa Aa Ce B3eMe MPEABMA CbpAEUHa
KaTeTepu3aLys 32 XeMOAMHAMUYHA OLieHKa, KOraTo

lla (o)

633
MYATUMOAQAHOTO M306P33ﬂBaHe e He)’6eAMTeAHO.

AeuveHue

[poTrBOBb3NaAMTEAHA Tepanus ce NMpernopbyBa Npu
XEMOAMHAMUYHO CTabUAHM MaLMEHTM C MPEeXOoAHa
WAV HOBO-AMAarHOCTMLMPaHa KOHCTPUKLMA C NMPUAPY
KaBaLLM AGHHM 33 MEPUKAPAHO Bb3MaAeHwe,” 3a npe-
AOTBpaTsABaHe Ha MPOrpecnaTa A0 KOHCTPUKLIMA U
u3bsrsaHe Ha nepukapavektomms.' '

[MepukapaviekTOMUsA ce NpenopbyBa NPy NaumueHTK
C TpalHa KOHCTPUKLIMA, aKO HAMA aKTUBHO Bb3MaAe-

HWe AU MPOTUBOBDB3MAANTEAHOTO A€YEHUE HE €
635,636

ycreLHo cAep 3—6 Mecelia.
CMR, cbpA€UHO-CAOB MarHUTEH Pe30HaHC.

* MpenopbunTeAeH KAac.

® AOKa3aTeACTBeHO HMBO.

© T.e. nokaysaHe Ha C-PeakTUBHMS MPOTEMH MAM YCUAEHO MEPUKAPAHO CBETEHE Mpi
CMR.

© ESC 2025

onepauus ¢ onepatuBHa cMbpTHOCT 6%—10%. Bbnpeku ToOBa,
MOCAEAHWUTE MPOYYBaHMA MOKa3BaT MNO-A0OPU PE3yATaTU MpK paHHa
XUPYPrus B LIEHTPOBE C roAsiM obem onepauyu. PUCKET e cBbp3aH ¢
€TMOAOTUATA U APYTM CbIMBTCTBALLM 3a60AABaHMA. ManonaThyHuTE

o 638-640
MPUYMHU Ca C Hal-HUCBK puck, <1,5%.

11.10. EKCYAQaTUBHO-KOHCTPUKTUBEH
nepuKapAuT

11.10.1. BbBepeHue
Mpu EKIM mma nepukapaHa TeYHOCT, @ 3apacHaAVSAT MepUKapA
MoCTaBs MepuKapAHaTa TEYHOCT MOA MOBULLEHO HaAsraHe, CBMBA

116,117
Kaacmueckm

CbpAeUHMTE 06eMu 1 BOAM A0 mpusHaum Ha CTP.
Tol ce AepUHMPa XEMOAMHAMUYHO KaTO HEBB3MOXHOCT 3a criapaHe
Ha HaasraHeto B Al ¢ 50% man po Hueo noa 10 mmHg caep
I'Iepl/IKaPAMOLI,eHTe3aTa.117 CbBpeMeHHaTa MyATMMOAAAHa ObpasHa
AMArHOCTMKa MO3BOASIBA HEMHBA3MBHA AMarHo3a 6e3 CbpaevHa

KaTteTepusaumA.

11.10.2. ETmoAorus

[y6AMKyBaHM ca orpaHuyeHmn pAaHHM 3a EKT, Ho maraexaa, ye To e
YeCTO CPelaHo CbCTOSIHME B pasBUBAlLUTE Ce CTpaHu.'
VAMONaTUYHKTE CAyHam Ce CpeLlaT Hali-4ecTo B PasBUTUTE CTPaHMU,
Aokato TB wm3raexaa Hal-yecTaTa MpUuUMHA B pasBMBalLmTe Ce
CTpaHu. Apyrute AOKAAABaHW MPUYMHM Ca HEOTIAA3Ma, AbYeTEpanus,
XuMUoTepanus, Hbekummn (raaBHo TB u rHoeH TuM) 1 caeponepa-
TUBHO NepiKapAHO 3a6oAsBaHe. ™!

11.10.3. MpeacTaBsHe

KanHuuHuTe xapaktepmctuku Ha KM uam CTP, nAn noHskora n Ha
ABETE, 0BMKHOBEHO ca HaAmue npu naumerTr ¢ EKM. Mpu naumerTy,
KOWUTO M3rAEXAAT € HeycaoxHeHa CTP, panarHosata obuyaiiHo cTasa
OUeBMAHA MO BPEME Ha MepuKapaMoLieHTesa.  TpUKyCrMaaAHaTa
peryprutaums mam pecHoctpaHHata CH moraT pa npuumHaT
nepcucTmpato nosuieHo AINMH caep edukacHa nepukapaoLieHTe3a.

11.10.4. AmarHo3a

3a amarHocTMumpare Ha EKTI, HemHBasuBHOTO M306passBaHe
Moxe aa 6bpaaT LeHHO.*' 3apebersBaHeTo Ha emmKapAHO-
NEPUKAPAHWS CAOI € OTTOBOPHO 3a KOHCTPUKTMBHATA KOMMOHEHTA.
Chep nepukapamouenTesa npu CTP, upe3 AoMAepoBUTE HaXOAKM
MOXe AA C& AOKAAABA BHMMATEAHO OTKPWUTA KOHCTPUKLMA.'  Bes
XeMoAMHaMUYHO HabatoaeHue, EKTT Moxe pa ce 3anopo3pe u ypes
exokapauorpadpus 1 CMR (Bx. AOMBAHUTEAHU AQHHM OHAAlH,
Tabamua S14). KapAMOBaCcKyAapHUAT MarHWUTEH Pe30HaHC MOXeE Ad
NpPeAOCTaBM MoAesHa MHpopMaLms, ocobeHo 3a AudepeHLmpaHe Ha
koHcTpukumsa ot PKMIM (Tabamua S14). TouHaTa oueHKka Ha
KaMepHaTa B3aMMO3aBUCMMOCT M CEMTAaAHMS OTCKOK MOXE Ad Ce
Hanpaswy Ype3 OLLeHKa Ha KAMEPHOTO CbYeTaHMe C eXOKapAMorpadms
ninan kumrematorpadcku CMR B peaaro Bpeme.'’® Aonaep-
exorpadCckm HAXOAKM, MOKa3BaLLM EKCYAATHMBHA KOHCTPUKLMS, MOraT
Aa GbAAT OTKPUTM Mpean MepukapavoLeHTesata.' ' MoHacto-
SILLEEM AMarHo3aTa MOXe Ad Ce MOCTaBM C MOMOLLITA Ha MYATUMOAGAHA
obpasHa AMarHoCTUKa 6e3 CbpAeYHa KaTeTepu3saLms.

11.10.5. AeueHue

E¢y3MBHaTa KOHCTPMKLI,MFI MOXe 4eCTO Aa OTLU)’MI/I CMNOHTAHHO NAUN
Aa ce AeK)’Ba C FIpOTl/IBOB'bE}I'Ia/\l/ITeAHI/I Tepanmm B CA)’Haﬁ Ha AaHHW 3a
npexoAHa KOHCTpl/IKLl,VIﬂ'b‘“ B pesucTeHTHM cAyvam Tpsibea pa ce
M3BBPLUM BUCLIEPAAHA MEPUKAPAMEKTOMMUSA, TbIA KaTO enmKapaman-
HUST CAOM € OTTOBOPEH 3a KOHTpaXupaHe Ha cbpLieTo. BucLiepaaHaTa
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KOMMOHEeHTa Ha MePUKApAMEKTOMMSTA U3MCKBA OCTPa AMCEKLMS Ha
MHOTO MaAKM GparMeHTU, AO MoAOOPsiBaHe Ha KAMEPHOTO ABMXKEHME.
CaMo nepuKapAHU LIEHTPOBE C OMWUT M KOMMETEHTHOCT TpsibBa Aa
M3BbPLLBAT NepukapanekTomms 3a KI.

12. AcnekTH, cBbp3aHM C Bb3pacT-
Ta U MNOAa NMpPU Bb3MNaAUTEAEH
MuUornepukKkapAeH CUHAPOM

12.1. PasnpeaeAeHue No NoA

OcCTpUAT MUOKApAMT € MO-pasnpoCTPaHeH MpU MbXeTe
(75%—84%).17’28’73’78’6“ CbOTHOLWIEHNETO MbXE—IKEHU e
NPUOBAUBUTEAHO €AHAKBO, KakTo Mpu GYAMUHAHTHWUTE caydam (46%
skern). "> MooBuTe pasanumMa Npy NepukapAUT ca no-caabu, kato
HSIKOM MPOYYBaHMsA MOKa3BaT AeKO NMpeobAapaBaHe MpU MbXeTe OT
59% npwu OMN.¥ Muxete Ha Bb3pacT 16—-65 ropnHu ca B no-Bmcok
PUCK OT MEPUKAPAUT (OTHOCUTeAeH pUcK 2,02), OTKOAKOTO KEHWUTE.
OT aApyra cTpaHa, BEPOSITHOCTTA 33 PELIMAVB Ha MepUKapAMTa € Mo-
Bucoka npu xenute (HR 1,67), BeposiTHO mopapu Mo-BUCOKaTa
YyecToTa Ha cneundUUYHUTE MPUYUUHKM (Hanp. aBTOUMYHHMU

105
3a60AsBaHUA).

12.2. MeAMaTpPUYHU NALUEHTHU

12.2.1. MnokapamT
ExxeropHaTa 4ecToTa Ha MMOKapAMTa B AETCKa Bb3pacT € MexAy 11
21,644,645
[pu peLia nop 6-ropmiLHa Bb3pacT
20
Pa3npeAEAEHMETO Mo MoA e 6araHcuparo, no 50%,” "o MomyeTara ca
MMaAW 3Ha4YUTEAHO MO-BMCOKA YeCTOTa BbB Bb3pacTTa OT 6 A0 15

2 cayyas Ha 100 000 aeuia.

21
TOAMHM.

[MpeAAOKEHUSAT AUATHOCTUUEH MOAXOA NMPY Bb3PACTHM Ce NMpUAara
1 npu pAeuiata, BkalountTeaHo CMR (Hanp. B permctspa MYKKE).W

ColuecTByBaT MPOTMBOPEUMBM ABHHW OTHOCHO YecToTaTa Ha
yCAOXHeHusATa oT EMB npu peuiata, kaTo HAKOM NpOyYBaHMs oT4MTaT
NOAOBHA YeCcTOTa Ha YCAOXKHEHWS KaToO MpU Bb3PacTHUTE, U ABaTa
CAy4asi OKOAO 5% Hali-Beye Mpu B3eMaHe Ha Mpobu OT AsicHaTa
KaMepa."o’63

OcobeHo BHMUMaHWe TpsbBa Aa ce 0ObpHe Npu AeLiaTa Ha Bb3pacT
<1 roamHa u B cayyait Ha AK Guoncum, korato AOkAaABaHaTa YectoTa
Ha YCAOXHEHMsATa e pocturana30%."

MHOro MaAkuTe Aelia ca MPeAPasNOAOKEHU MO-CMELMAAHO KbM
TEXbK MUOKapAMT. KpUTUUHO BOAHUTE AeLid, MPUETH B OTAGAEHWETO
3a MHTeH3MBHO AeveHue (ICU), ca npexuBeAM, Hal-Beve ako ca
MOAYYaBaAl BUCOKO-PECYPCHU Tepanuu, BKAIOUMTEAHO MCS* B
NPOCMNEKTUBEH MHOTOLIEHTPOB PerncTbp bGelle mMokasaHo, ye Mpw
octpa CH u ©M, MCS, BkaouuteaHo VAD, e nopobpuaa
npexmssiemoctta.”"® Mopo6HM pesyATaTi ca cboblueHM M oT
Anorms.**

[py kbpMayeTa, eHTepoBupycuTe, kato Coxsackievirus, ca
OTKPYBAHM MO-4ECTO, OTKOAKOTO Mpy Bb3pacTHW.** Mpeanoraraema

40,63
BUpYCHa eTnoAOrUs e ycTaHoseHa B 11%-50%,

BC CMBPT WA XT
2%, KakTo Mpw Bb3paCTHl/I.“|_|pl/I BUONCUYHO AOKa3aH MmokapamT, XT
ce noBuLLIaBa AO 7%, a CMBPTHOCTTA Ce yBEAMYABA AO 4%-6%*
MuokapamTHaTa Tepanus Npu AeLia He e Aobpe ovepTaHa. B meTa-
aHaAM3, OLeHsBaLl, KOPTUKOCTEPOUAUTE, He e HabAloAaBaHO
HaMaAeHMe Ha CMBPTHOCTTA, HO B APYrv MPOY4YBaHUS MpK
ynoTtpebaTta Ha CTEPOMAM € MOCTUIHATO CUIHUGUKAHTHO MoAobpe-

650-652 628
Hue Ha AKNO. B meTa-aHaAM3, oueHsBsaly [VIG, ™ AeveHmeTo He

e 6uAO cBbp3aHO C Mo-pobpa mpexussemocT. Tosa bele
MOTBBLPAEHO M OT MPOCMEKTMBHO MpoyyBaHe'  KakTo M OT
MHOTOLIEHTPOBO KOXOPTHO mnpoyusaHe.” Hanpotus, Apyr Mera-
aHaamz®® npu ®M e HanpaBuA 3akAueHUe, ve TepanusTa ¢ [VIG
(obuuanto 1-2 g/kg 3a 24-48 yaca) e HaMaAMAQ CUTHUPUKAHTHO
BbTPe—OOAHMYHATA CMBPTHOCT U € moacbpuaa AKND.

l[eHeTMyHaTa oueHka 6M MOraa Aa MoMorHe B Obaelle 3a
AVipepeHLpaHe Ha MOATPYNM OT Aelia M 33 YCbBbPLUEHCTBAHE Ha
Teparmmte.”

12.2.2. Mepuxkapaunt

Mpw aelia Ha Bb3pacT 12 MAM MO-MaAKO roaMHM, YecToTata Ha Or
e 6uaa 2,8/100 000 B nonyaaumoHHo npoyysaHe ot 2009 ao 2021
r** AmarHocTuunmTe kputepuu (Bx. Tabamuua 4), etmororusTa u
PUCKLT OT peupamem (Bx. Tabamum S2 u S3) ca nopobHM Ha Teau,
cboOLLABaHW MpKU Bb3PACTHU (BXK. AOMBAHUTEAHU AQHHU OHAQWH,
Tabamua S1). MoBeveTo MeAMATPUUHM CAyYam Ha MEPUKApAMT ca
cBbp3aHi ¢ PPS, ocobeHo cAep 3aTBapsiHe Ha pAedekT Ha
MeXAYMPEACbpPAHATa Nperpaaa. B cpaBHeHWe ¢ Bb3pacTHUTE, AeLiaTa
MMaT MO-4YeCTO Bb3MAAMTEAEH 4>eHomr|.656 HecteponaHuTte
NMPOTUBOBB3MAAMTEAHM AEKapCTBa OCTAaBAaT TAaBHA Tepanus BbB
BUCOKM AO3M (BX. AOMBAHUTEAHWM AQHHW OHAalH, Tabauua S15).
MoBeyeTo neamaTpu U30sreat acrupuHa. KoAXWMUMHBT HamaasiBa
HarMoAOBMHA PELIMAMBUTE MPU AeLid, KaKTo Npwu Bb3paCTHl/ITe.656’657
YnoTpebata Ha KopTHKOCTepomAM Tpsibea Aa 6bae OrpaHuyeHa AOPU
roBeye, OTKOAKOTO TMPW Bb3PACTHM, KaTo Ce B3EMe MPEABUA, Ye
TEXHUTE CTPaHUYHU edeKTU (BKAIOUUMTEAHO YepBeHU CTpUM U
HapyLUeHWs B pacTexa) ca OCOBEHO BPEAHM MPpW PacTALLMTE AeLia.
AHTU-MHTEPAEBKMH-1 areHTu ca U3MOA3BaHM 3a MbPBU MbT NPU AeLia C
ABTOBB3MAAUTEAHM 3aD0OASBaHMS U CAeA TOBa ca npueTu 3a Pl npu
TAX, NPEACTaBASIBAlKM HOBA TEPANeBTUYHA Bb3MOXHOCT, 0COBeHO
aKo ca KOPTUKOCTEpPOUA - 3aBUCUMMU. CNpaHeTo Ha Te3n AekapcTea
YECTO € TPYAHO CAEA MOCTUraHe Ha KAMHUYHA PEMUCKS; HAarpUMEP, B
eAHO npoy4BaHe camo 15% oT apeuiaTa ca OUAM B CbCTOSIHUE Aa CMpaT
aHTU-IL-1 cpeacTBaTa cAep CpepaeH CPOK Ha MpocAeasiBaHe 2,6
FOAI/IHI/I.658 MaAKo MeAMaTpUYHKM MaumeHTU ca BkatodeHu B PKI,

283,284
TeCTBaLLM aHaKMHPa U PUAOHALLENT.

12.3. BpeMeHHOCT, KbpMeHe U penpoAykK-
TUBHU Npo6AeMu

My6AMKyBaHUTE AOKA3aTEACTBA MO Ta3W Tema Ca MHOTO
orpaHuyeHn. MmMa caMo AOKAAAM 32 OTAEAHM CAyYau Ha
muokapauT, " ** 11 eaHa cepus CAyUam, OnucBaLLA GPeMEHHIM KeHIM C
P|_|.664CBbp3aH ¢ 6peMeHHOCTTa MUOKapAMT, € onucaH B Pasaen 9.7.
[epuKapAHUAT eKCyaaT e Hali-4ecTaTa rposiBa Ha MepuKapAHM
3aboAsBaHUs MO BpeMe Ha bpemeHHOCTTa. EkcyaaTuTe no Bpeme Ha
6peMeHHOCTTa ca 06MYaNHO AOBPOKAYECTBEHM, AEKM UAW YMEPEHM U
Ce MoHacAT AOGPe, CbC CMOHTaHHA PE3OAIOLIUMSA CAEA PAXKAAHETO, U
MU TakMBa CAyYau He € HEOOXOAMMO creLmdrUHO AedeHme. Bee nak,
PEff morxe pa Obpe cBbp3aH ¢ npeeKAamncm.“SOCTpMﬂT nepuKapAmT
€ BTOPOTO Hal-4eCcTo CPeLLaHo cbcTosiHMe. KoHCyATHpaHeTo npeaw
3a4eBaHE MMAT CbLUECTBEHO 3HAYeHWE TMpU KEHWU B AETEPOAHA
gb3pacT ¢ P uAM npeauwieH MWOKapauT. B Tesun caydyaum
BbpeMeHHOCTTa TpsbBa Aa Ce MAaHMpa BbB ¢asata Ha pemMUCUs Ha
3aboAsBaHETO W TepanusaTa Tpsibea Aa ce npepasraeaa. Ouerkata
npeAM 3a4eBaHeTO TpsbBa Aa BKAIOYUBA MYATMAMCLIMMAMHAPHO
oueHsBaHe. Exokapavorpadusta e nNpeAnouMTaHUAT MeTop 32
obpasHa AMArHOCTMKA, AOKAaTO PEHTreHoBaTa CHUMKA, KOMMIOTbp-
HaTa Tomorpadpus 1 CMR morat Aa ce 13MoA3BaT camo B MoAbpaHu
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Mpu naumenTkn ¢ IMPS, BarMHaAHOTO paxaaHe He ce U3KAIOYBaA Mpu
HEYCAOXKHEHM CAydaM, a Lie3apOBOTO CEYEHME MOXKE Ad CE HAAOXM
NP HaAMUME Ha XEMOAMHaMMUHA HecTabuaHocT.  Mpenopbysa ce
MOAXOASILLO MPOCAEASIBAHE OT MYATUAMCLIMIAMHAPEH TUM C OMWT B
obAacTTa npes usAaTa OGpeMeHHOCT, 3a Aa O6bae ocurypeH
6AAronpuUsTEH U3XOA 38 MalKaTa 1 MAOAR.

Bucokn aosm acnvpuH uam HCIIBC, kato nbynpodeH u
MHAOMETALMH, MoraT Aa ce u3noassat Ao 20-Ta rectaumoHHa
cepmmua. KopTukocTepomam B MUHUMaAHaTa epeKTUBHA AO03a MoraT
A Ce MpuAarat rMpu NaumeHTV C akTUBEH MEPUKAPAMT Mpe3 LsAaTa
6pemeHHoCT, 3aepHO ¢ HCTBC 1 B onpeaeAeHn CAydam KOAXMLMH.
AszatuonpuH u IVIG ca cbBMecTMMM ¢ BpeMEeHHOCTTa U KbpPMEHETO.
Bcuukm Tesn AeKkapcTBa, C M3KAIOUEHWME Ha BUCOKUTE AO3M acmMpWH,
MOraT A3 Ce W3MOA3BaT MO BpeMe Ha KbpmeHe. KOAXULMHBT e
CbBMECTMM C OPEMEHHOCTTa M KbPMEHETO W MOXe Aa Obae
MPOABAXEH Mpe3 LsAaTa OGPEeMEHHOCT, 3a MpeAOTBpaTABaHE Ha
peummsm.“"’sw'm VYnoTpebata Ha IL-1 6Aokepu Mo Bpeme Ha
6peMeHHOCT e MpoTUBOpeYMBa. HaAMYHWUTE AWUTEPATYPHWU AaHHM
M3rAeXAQT OBHaAEXAABaALLIM; CbOTBETCTBALLMTE MPOYyYBaHUs obade
Ca OCKbAHMW U PETPOCMEKTMBHU. Bbrpeku orpaHmnyeHuTe Aokasate-
CTBa, MPWMEMBT Ha aHaKMHPa MOXe Ad MPOABAXM MO BpeMe Ha
3a4eBaHe, OPEMEHHOCT M KbPMEHE MPU KEHWU C PEBMATUYHKU U
MYCKYAHO-CKEAETHM 3aOOASBaHMS, KOUTO He Ca B CbCTOSIHME Al
M3noA3BaT aATepHaTMBHM Tepanun.’* "’ Moseye noppoBHOCTH
OTHOCHO AO3MPOBKWMTE Ha AEKapCTBaTa MOXETE Ad HaMepwTe B
AOMbAHUTEAHM AAHHM OHAAMH, TabAmua S16.

Hsma cneumduyHM orpaHMyeHns 3a MbXKe C MEPUKAPAUT, KOUTO
MAQHMPAT A2 UMAT AeLia, Thit KaTo Te MoraT 6e30MacHO Aa MPOABbAXKAT

667,668
TepanuAaTa.

Ta6Auua c npenopbku 25 - Mpenopbku npu 6peMeHHOCT,
KbpMeHe U penpoAyKTUBHM Npo6aemu
(Bx. AoKasaTeAcTBeHa TabAuua 25)

Mpenopbku Kaac® Huso®

TPy KEHM C PeLMAMBUPALL, MEPUKAPAUT UAM MUOKa-
PAWT Ce MpenopbyBa KOHCYATALWMA MPEAV 3a4eBaHe,
32 OLIeHKa Ha aKTMBHOCTTA Ha 3a6OASBAHETO U peBu-
315 Ha TepanuaTa.

HCTIBC Tpsibea Aa ce B3eMe NpeABWA Mpu GpeMeHHU
MaLMEHTKM C MEPUKAPANT A0 20-Ta CEAMMLIA C LiEA Ae-
UeHMe AeueHWe Ha HenpeKbCHaTUs/pekypeHTeH Kypc. ™

lla C

MpoTHBOBBL3NAAUTEAHM TEPanM TPAGBa Aa B3eMaT

NPeABMA NPU NaLMEHTMN C NEPUKAPAUT MO Bpeme Ha

KbPMEHE 3a AeYeHMe U NpeAnasBaHe OT NepPUKAPAMT, Ila Cc
KaTO BPEMETO Ha MPUAOXKEHME Ce apamnTMpa, 3a Aa ce
HaMaAM AeKapCTBeHaTa eKCMo3WLMA Ha KbpMayeTo.
Mo Bpeme Ha HpeMEHHOCT 1 KbpMeHe, NMpy MaLUeHTH
¢ akTvBeH nepukapauT, Bbrnpek HCIBC (ako e Bb3-
MOXHO), TPsibBa Aa Ce B3eMe MpeABMA MUHMMaAHaTa
epeKTUBHA AO3a KOPTUKOCTEPOMAM(3a MPeANOUMTaHE
A0 20 mg npeAHU30H AHEBHO), 32 Ad Ce MPEAOTBPaTH
HernpeKbCHaTO/PeLMAMBMPALLO NpoThYaHe.

lla C

KoAxuupmH 61 MOrbA Aa ce B3eMe MpeABUA Mpu bpe-
MEHHM MaLMEHTKM C NEPUKAPAMUT, OCOBEHO MPU MaLy+
€HTKM, KOUTO BEYE MPUEMAT TOBA AEKAPCTBO C LIEA
NPeAOTBpaTABAHE Ha PELIMAMBU.

AHakMHpa 61 MOrbA A2 ce B3eMe MPeABUA MO BpeMe
Ha 6PEMEHHOCT W KbpMeHe MpY GpeMeHHU MauueHT-
KM C PELIMAMBMPALL, MEPUKAPAMT, KOUTO He MOraT Aa
M3MOA3BAT aATEPHATUBHM TEpanuu 3a NpeAOTBpaTsBa-
He Ha HenpeKbCHAT/PELMAMBUPALL, XOA.

IIb (o

b C

HCIMBC, HecTepoMAHO NMPOTUBOBB3NAAMTEAHO AEKapCTBO.
* MpenopbunTEAEH KAAC.
b

AoKasaTeACTBEHO HIBO.
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12.4.MNMo-Bb3pacTHUTE NALLUEHTH

MWOKapAWTBT € MO-pasnpOCTPaHEH MpY MAAAM XOPa, CbC CPEAHA
Bb3pacT Mexay 20 1 40 roanHn.**** B Lipepcko npoyusaHe 64%
OT naumeHTUTe ca 61An noa 50-roamiuHa Bb3pacT. B Tosa npoyysaHe
CH/AKMTIT 1 cMbpTHM CAyydam ca BUAM MO-YeCTH NpU NaLMEHTH Ha
BB3pacT >50 ropnHi.” MUOKapAUTBT BEPOSITHO CE CBbP3BA MO-4YECTO
C AEKapCTBa MpM MO-Bb3pacTHU xopa, Hanp. ICI***** 1 kaozarmn. >
PasavikuTe, 6GasmpaHM Ha Bb3pacTTa M MOAA, Ca OLEHEHW B ABE
npoyusaHus ¢ Ol u eaHo mpoyusaHe ¢ PM.*"" B Te3n
MPOY4BaHUs, MaLMEHTUTE B HaNpeAHaAa Bb3PacT NMO-PAAKO Ca MMaAU
60AKa B rbpAMTE, TPecka, eAeBaLms Ha ST cermeHTa U aenpecus Ha PR
cermeHTa. Te ca MMaAM MO-HUCKM CTOMHOCTM Ha C-peakTuBHUA
npoTeunH, Ho AncnHesTa, MM u PEff ca 6uan no-vectn. OceeH ToBa,
Te ca MNOAYYaBaAW TAOKOKOPTUKOMAW MO-HECTO U Ca UMAAM MO-HUCHK
PUCK OT PELMAMBI B CPaBHEHME C MO-MAaAMTe naumeHTu. [pu no-
Bb3pacTHMTE XOpa CMa3BaHETO Ha TepanuaTa MOXe Aa e
NPOBAEMATUYHO MOPaAM KOTHUTWMBHM HapyLLEHUs UM KOMOPOUA-
HOCTM, HO Hali-CUAHUAT NMPEAVKTOP 3a HecCrasBaHe Ha TepanusTa e
6posT Ha AekapcTBata.’” HecTepOMAHMTE MPOTUBOBBIMAAUTEAHN
CPeACTBa TPsibBa AQ Ce U3MOA3BAT BHUMATEAHO; AO3MpOBKaTa TpsibBa
Ad Ce apanTupa (Hanp. KOAXMUMHOBATA AO3a TPsibBa Aa ce HamaAu
HanoAOBMHA) M TpsibBa A3 Cce OObpHE BHUMaHWE Ha OLEHKaTa Ha
6BLOPEUHOTO YBPEXXAAHE M ACKAPCTBEHWTE B3aMMOAEMCTBUS.

12.5. ®usunuyecka aKTUBHOCT NpU Bb3MaAU-
TEeAEeH MUOMNEepUKapAeH CUHAPOM

Ha naumenTn c aktmeeH IMPS ce paBat cbBeTU pa orpaHudat
dum3mnYeckaTa e akTUBHOCT. [peAnoAara ce, Ye yrpakHeHusTa Morat
A3 BAOLLIAT MUOKAPAHOTO M MEPUKAPAHOTO Bb3MaAEHKE YPe3 HAKOAKO
MEXaHM3Ma, BKAOUMTEAHO MPOLIEC, OMOCPEACTBAH OT TaxMKapAMS.
BaxHOCTTa Ha KOHTPOAA Ha CbpAEYHATa YeCTOTa Ce MOTBbPXKAABA OT
obcepBaLMOHHM MPOYYBaHWS, B KOUTO eMNupuyHaTa yrnotpeba Ha 3-
OGAOKEPU 32 KOHTPOA Ha CbpAEYHAaTa 4YecToTa MpW MaumeHTU C
NepUKapAUT € NOAOBPUAA KOHTPOAA Ha CUMATOMUTE.
MMpeAULLHMTE MPENOPBKM Ca MPaBeAM PpasrpaHUyeHre MEXAY
CMOPTUCTU WU HECTIOPTUCTH, KaTO Ca OCUIYPSIBAAM MPOWM3BOAHM
nepuvoan 3a Bb3abpkaHe oT 3 Ao 6 Meceua. Tasu Pl npenopbysa
MHAVBMAYAAM3MPAH MOAXOA, 6a3upaH Ha BpemMeHaTa A0 peMucusTa.
MMbAHA KAMHMYHA pemucus TpsibBa Aa Ce B3eMe MPEeABMA MpU
CNOPTUCTU/HECTIOPTUCTM C HOPMAAM3MPAHE HAa CUMMTOMMUTE,
6uromapkepmTe M 0bpasHaTa AMarHoCTUKa.

Mo BpeMe Ha ocTpata ¢$asa Ha MUOKApPAWTA, Ha MaLMEHTUTE ce
MPeropbYBa MbAEH MOKOM, Tbit KaTO $U3UUECKOTO HATOBApBaHE €
cebp3aHo ¢ aputMmm 1 BCC. 3a pa ce ocurypu Bb3CTaHOBsIBaHe OT
3a60ASBaHETO, BB3CTAHOBSABAHETO TMOAAEKM HAa MOHWTOPUPAHE,
BKAIOUMTEAHO KAMHWMYHA OLIEHKA, KOHTPOA Ha pUTbMa, AABOPATOPHM
aHaAM3M 1 MyATUMOAAAHO m13obpasssaHe (Bx. Ta6Aauu,a 15). Tpsbea
A3 Ce MW3rOTBWM MEPCOHAAM3MPAHO MpeAnucaHue 3a GuUsMUecko
HaToBapBaHe, Ha 6asaTa Ha nauueHTa (CMOPTUCTH, HE-CMOPTUCTH) U
BMAOBETE HaTOBapBaHe.

12.5.1. EdeKkT OT orpaHuyaBaHeTO Ha ¢PuU3UUYECKUTEe
ynpa>XHeHUA BbPXY NCUXUYHOTO 3ApaBe

OI'PaHW-IaBaHETO Ha Yynpa)XXHeHWATa MOXe Aa MOBAMAE Ha
NCUXNYHOTO 3ApaBe Ha NauneHTUTe, ocobeHo npu Aela 1 MAIAU
Xopa. To moxe Aa AOBEAE AO YYBCTBO Ha HEYAOBAETBOPEHOCT, Tbra 1
Aenpecus mpy maumeHTMTe. KbMm cBobopaTa Ha YrpaKHeHWsTa
TpAGBa A CE MOAXOXAA YPe3 CbBMECTHO B3EMaHe Ha peLlieHUs, KaTo
B KOHKPETHMS CAyYait Ce OTUMTA CbOTHOLLIEHUETO PUCK/MOA3A.
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Ta6Auua c npenopbku 26 — NMpenopbku 3a pusnyeckara
aKTUMBHOCT NpPU MUOKapAUT/MepUKapAUT
(B>x AokasaTeAcTBeHa TabAuLa 26)

b

Mpenopbku Kaac®

Huso

[penopbysa ce orpaHuny4aBaHe Ha $puUMYeCcKUTE

YMPaXXHeHU AO PEMMCUATA, 3a Hait-MaAko 1 mecedl,

MPpU CMOPTUCTM U HecnopTucTh caep IMPS, upes us- C
MOA3Ba HE Ha MHAMBMAYAAEH MOAXOA 33 YCKOpsiBaHe

Ha Bb3CTaHOBSIBAHETO.

IMPS, Bb3MaAuTeAeH MUONEPUKAPAEH CUHAPOM.
‘TlpenopbunTEAEH KAAC.

® AOKa3aTEACTBEHO HUBO.

© ESC 2025

BKAIOYEH KapAMOXMPYPT, KOraTo Ce O4aKBaT MHTEPBEHLMOHHU WMAU
XUPYPruuHM pelueHus. [MoBeye NOAPOOHOCTM ca AaA€HWM BbB
®urypa 20. OT nbpBOCTENEHHO 3HAYEHME € AeKapUTe Aa PasBUSAT
KOMMETEHTHOCT 1 yMeHus no IMPS, 3a Aa No3BOAAT cBOEBpeMeHHa
AMArHOCTMKA M Tepanus Ha NaLMEHTUTe, TbiA KaTo cMeceHUTe GopMM
Ca YecTo CpelaHu B KAMHWMYHATa MpakTUKa. Y4acTneTo Ha
naLmeHTUTE € BaXKHO, 0OCOBEHO KOraTo AOKa3aTeACTBaTa ca OCKbAHM,

375,673,674
33 HaCbp4aBaHE Ha CMTOAEGAEHOTO B3€MaHe Ha peLleHune.

Ta6Auua c npenopbku 27 — Mpenopbku 3a MyATUAMUCLLMI-
AVHapHX TUMOBE NMpPU MUOMEPUKAPAHU CUHAPOMU
(B>x. AokasaTeAcTBeHa TabAauua 27)

a b
12.6. MyATUAUCUUNAMHAPHU TUMOBE 3a ESReERId Kaac®  Huso
AGYeHUeTO HAa Bb3MaAUTEeAHUA MMOI'IePM- [Mpv naumeHTH ¢ BUcokopuckosu/ycaoxHeHn IMPS
KaPAeH CMHAPOM Ce npenopb4Ba AUCKYCUA B MYATUAUCLMMTAMHAPHUA c
TUM B pedepeHTEH LIEHTBP, 3a Ad Ce OCUTYpU Mepco-
375,673
MpenopbUMTEAHO € A2 CE Cb3AAAE MYATUAMCLIMMAMHAPEH TUM 32 REVAENREELR) (WEEPSIATE ) (Woy-Cof
caydam ¢ Bucok puck oT IMPS. Ekunst Tpsiba Aa ce CbCTOM OT IMPS, Bb3nanviTeren MuonepykapAeH CUHAPOM.
KAMHWYEH KapAMOAOT, CMIeLMaAnCT no obpasHa auarHocTuka ¢ CMR ‘TpenoprHmTeeH Khac.
b
u ommtHocT mpu IMPS, matoaor ¢ onuT B CbpAEYHO-CbAOCBUTE AoiazaTeAcTseHo Hio.
3a60ASIBaHNA 1 AOTTBAHUTEAHO, B 3aBUCUMOCT OT CAyYasi, PEBMaTOAOT
(MAV KAMHUYEH MMYHOAOT), CMEeLMAAUCT MO UHGEKLMO3HM BorecTH,
reHeTUK (MAM KapAMOAOT C FEHETUYEH OMUT), UHTEPBEHLIMOHHUTE
KapAMOAO3M (BKAIOUMTEAHO EAEKTPODU3IMOAO3M) U CMELMAAUCT MO
KapPAMOAOTMYHA UHTEH3MBHA rpuka. BrnocaeacTsre mMoxe aa Gbae
s N
KAUHMYEeH KaparoAor
CrieupmaAmcT no
CbpAEYHO [MaTonor
n3obpassBaHe
ErexkTpodusmonor ‘ . Kapauonor
‘ WMHTEPBEHLIMOHAAUCT
.. IPMS
CreumaamncT- MyATUAMCUMMNAVHAPEH Cobpaeyen/
a
KapAMOAOT Mo ™M rPbAEH
cneumdUyHmn ‘ XUpypr
TpUXKK . ‘
MmyoHonor/ , Mcuxonor
peBMaToAOT
CneumaAmcT no
[eHeTuk
MHPEKLMO3HN BoAeCTU
§

@ESC

Durypa 20 MyATUAUCLMNAMHAPHM TMMOBE 3a Bb3MAAUTEAEH MUOMEPUKAPAEH CHHAPOM. * [TbAEH eKum — CbobpaseH C KOHKPETHMS CAyUait.

© ESC 2025
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13. CbBeTH KbM NaLlMeHTa

CneumnduyHoTO 0byYeHUe Ha MALUEHTUTE € 3AABAKUTEAHO MpU
naumeHTH ¢ IMPS. CbeeTurTe TpsibBa A2 ca HACOYEHU KbM MPUUMHUTE,
MOTMBM 32 AEYEHWETO, BbB3MOXHW YCAOXKHEHWMS U U3XOAA.
Bb3naAuTeAHUST MUONEpHKapAEH CUHAPOM 3acsira MAAAM MaLMeHTU
M MOXe Aa MOBAMSIE CEPMO3HO Ka4eCTBOTO Ha XXMBOTa UM. Tpsibea pa
Ce NPeAOCTaBAT CrieLmdUUHIN CbBETU OTHOCHO HEOBXOAMMOCTTA OT
MOYMBKa MO BpeMe Ha ocTpaTa ¢asa Ha 3abOASBaAHETO M MOMEHTA 3a
BpbLLaHe KbM $U3MUecKa akTUBHOCT M paboTa, KakTo U MOA3UTE U
PUCKOBETE, CBBP3aHM C UHAMBMAYAAHO MOAGPaHWUTE MMyHOCYrpe-
CUBHU/MMYHOMOAYAMPALLIM TEPArWK, 1 KOra Ad Ce CE Harpasu Bpb3ka
C MYATUAMCUMMNAMHApHUSA TuM. CbeeTuTe TpsibBa aAa 6bAaT
cbobpaseHu Cbe crelmuyHaTa coumaaHa cuTyaums. Tpsbea Aa ce
M3MOA3Ba MOAXOASLL, €3U1K, KaTo Ce OTUYMTa OBPa30BaATEAHUAT CTaTyC
Ha nauueHTa. lNpepnounTa ce passicHeHMe Ha 6asata Ha
nsobpaxkeHus. TpsbBa A2 ce BHMMABa A2 HE CE BAOLLIABA HEHYXHO
TPEBOXHOCTTA. AOMbAHUTEAHO OMMCaHME U CbBETM 3a MALMEHTU C
IMPS ca npepocTaBeHn B AOMbAHUTEAHU AAHHWM OHAaMH, Pasaena 8,
Ourypa S6 un Tabamua S17. Mma paspaboTeH OTAEAEH AOKYMEHT,
NOCBETEH Ha MauMeHTUTE.

14. TpeTnuHn pedpepeHTHU LEHT-
poBe 3a Bb3MaAUTEAEH MUONepHU-
KapAe€H CUHAPOM: MNMPU3HALUU MU
o6eM Ha pAeMHOCT

14.1. TpeTUUYHM LLeHTPOBE 3a FPUXXU

MaeaAHWTE TPETUUHM LIEHTPOBE 3a MPUXKM Ca FOAEMM OOHOBEHU
3BEHa 3a TPUXW, B KOWUTO Ce MOMeLaBaT CrneunaAnsnpaHm
KapAMOAOTUYHM OTAEAEHUS, OBOPYABaHU 3a A€YEHME Ha MaALMEHTM C
IMPS. BoaelupTe MHCTUTYLMKM ca MPU3HATK 3a CBOSTA CbPAEYHO-
CbAOB2 EKCMEPTM3a W YeCTO paboTAT C MaUMEHTU C KOMOMHUPAHU
3a60sBanms.” " TakMBa LIEHTPOBE MMAT 3HAUMTEAHA EKCMEpTM3a B
AVMArHOCTMKATa M AEYEHUETO Ha MWOKAPAWT U MEPUKAPAMUT W
y4acTBaT aKTMBHO B Hay4YHW M3cAeABaHMs. Te Tpsbea aa 6bpat
NpeAnoYnTaH pedpepeHTeH LEeHTbP 33 KOMMAMLMPAHU CAyYau, KOUTO
He MoraT Aa 6bAaT AeKyBaHWM OT PErMoHaAHW LeHTpose. Ha
PETMOHAAHO MAM HALWMOHAAHO HMBO TPsibBa A2 GbAAT OMnpeAeAeH!
pedepeHTHHN LIEHTPOBE 32 EHAOMMOKAPAHA BUOMCUS, KOUTO UMaT 32
LeA 3aAbAOOYEHO MU3CAEABAHE Ha MPOOUTE OT EHAOMWOKapAHa
BUONCKS, BKAIOUUTEAHO MMYHOXMMUS 1 MOAEKYASIPHU TECTOBE.

14.2. Bb3naAuTeAeH MUONEpUKAPAEH
CUHAPOM B pErMOHaAHMTE LLeHTpOBe

[ToBeueTo He-yCAOXKHEHWM CAy4Yau MoraT Aa Ce AeKyBaT OT
PErmMoHaAHM LIEHTPOBE U, B 3aBUCMMOCT OT 3APaBHUTE CUCTEMMU, B
aMOyATOPHK OTAeAeHMs. Peluasalpat pakTop obave e MeCTHUAT
onuT. B cbLLIOTO Bpeme, Te3u C MO-TEXbK NEPUKAPAUT UAU MUOKAPAUT
MOXe Ad Ce HYXXAQSAT OT AeUeHMe B GOAHMLA AU LIEHTBP 3a TPeTUYHA
MeAMLMHCKa MOMOLL, KOWTO pasmoAara C yCbBbpLUEHCTBaH
KanauuTeT 3a MyATUMOAAAHa ObpasHa AMArHOCTMKa M AOCTBM AO
HOBM TepaNeBTUUHN CpeACTBa.”

14.3. MoaeA "rAaBMHaA M cnULLU®

Te3an LeHTpoBe TpsibBa Aa MOraT Aa YNpaBASiBaT BCUYKM HMBA Ha

TPMXKM U AQ Bb3MpUeMaT MOAeA "rAaBmHa M cninum'. Hesasucumo ot
TOBa KbAE Ce MPEAOCTAaBAT FPUXKM, LieATa € Aa Ce MOAAbpXa
KOMYHMKaLMATa U CbTPYAHUYECTBOTO Ha BCUYKM HMBA Ha 3APaBHaTa
cnctema. MoAEABT "rAaBurHa M ClMUM" MMa 3a LieA Ad YAECHU AOCTbBIMa
Ha MauMeHTUTE AO MOAXOASLLM HMBA Ha TPUXKM, Ad HACbpuun
KOOPAMHALMATA Ha TPUXKUTE U Ad MOAODPU KauecTBOTO MpK BCUYKM

674,675
naumeHTn ¢ IMPS.

14.4. EkunHa pa6oTa, KOMneTeHUUU M
HanpeAbK B 06pa3sHUTE TEXHUKHU

M3rpakaaHeTO Ha CbBPEMEHEH MYATUAMCLIMITAMHAPEH TUM U3MCKBA
MO3HaBaHE Ha MOCAEAHUTE MOCTUXEHMS B OOPa3HUTE TEXHMKM, KaKTO
u 6asmMpaHM Ha AOKa3aTeACTBA CTpaTermu 3a AeKapCTBEHM,
MHTEPBEHLIMOHAAHM 1 xupypridrn Tepanin. " KonseHupmoran-
HaTa OpraHM3aLus Ha akaAEMUYHUTE WAM MPaKTUYECKUTE OTAEAW
YeCTO yHKLMOHUPA M30AMPAHO, Bb3MPENSTCTBANKM U3MUCKBAHUSATA
Ha 3a60ASABaHMATA, KOMTO U3MUCKBAT 3aAbADOYEHN 3HAHUS U yMEHUs
Ha pa3HooOpaseH eKCrnepTeH MaHeA. Te3n LeHTpoBe TpsibBa Aa
Bb3MNPMEMAT LSAOCTHA €KMMHA CTPYKTYpa, KOATO Hacbpyasa
PEAOBHATA M HEMPEKbCHATA KOMYHMKALMA MEXAY BCUYKM YAEHOBE.
PoAsTa Ha PBKOBOAEHMTE OT A€Kapu CrpsIMO PbKOBOAEHUTE OT
MEAMLIMHCKU CECTPU TPETUUHM LieHTpOBe TpsibBa Aa Gbae MpoyyeHa
AOI‘IbAHl/ITEAHO,e"’“s
TE3U MaUMEHTU, KaKTO M MOAE3HOCTTAa OT MOHWUTOPMpaHe Ha
Bb3MAAUTEAHUTE MapKepu, a WU CEPUMHO MOHWUTOPMPaHe Ha
CbpAEUHUTE M306paKeHUs, AOPY U B aMOYAATOPHU YCAOBUS.

C OrA€A Ha HapacTBalLms GPOM M CAOXKHOCT Ha

15. KAlouoBM NOCAQHMUA

PasnosHaBaHeTo Ha ueans crnektbp IMPS ce yseanuasa B
MeAMLMHCKaTa OBLLHOCT. ToBa Ce OCHOBaBa Ha MO-3aAbAGOYEHO
pasbupaHe, BOAELLO AO MO-CUCTEMHA OLIEHKA, KakKTO M Ha MoBeye
AQHHW, FeHepUPaHK OT NMPOCTEKTUBHM U3NMTBaHMA. Bunpeku ve Tesn
CbCTOSHUSI CE WM3CAEABAT OT M3BECTHO BpeMe, MaHAEMMSATA Ha
COVID-19 6eLue ocHoBeH Tpurep 3a MOBMLLABAHE Ha OCBEAOME-
HOCTTa 3a CMeKkTbpa Ha 3abOAABaHETO. YCbBBPLUEHCTBAHUTE
TEXHOAOTMM 33 MYATUMOAAAHO M306passBaHe, BkAlounTeaHo CMR,
MO3BOASIBAT CbOOpPa3eH C MaLMeHTa AMarHOCTUUEH M TepaneBTUYeH
noaxop. OCHOBHa MpomsiHa B AMAarHOCTMYHAaTa MapaApurma e
Bb3MOXHOCTTA 33 MOCTUIaHe Ha CUIypHAa AMArHoO3a KAMHWMYHA
AVarHosa 4ypes HeMHBa3MBHO MyATUMOAAAHO M3obpassisaHe (CMR 3a
MUOKapAMT), aokaTo EMB ocTaBa BaxHa nMpu m3bpaHW cAyyam CbC
CPeAeH WM BUCOK pUCK, KOraTto Ha 6asaTa Ha cneuupuyHmu
XUCTOTUMOBE UAU E€TMOAOTUM € HeobXOAMMA LieAeHacoueHa
cneumduyHa Tepanus.

15.1. ETuoAorus

Bb3naAUTEAHMAT MUOMEpUKApAEH CUHAPOM € CreKTbp OT
Bb3MAAUTEAHU 3a00ASBAHUA C HAKOU WMHPEKLMO3HU WUAU
HEMHPEKLMO3HN OOLLM ETUOAOTMM, KOUTO MOraT A3 3acerHar
Muokapaa (MUOKapAWT), MAM mMepukapaa (MepuKapAMT) KaTo
M30AUPAHU WMAU KOMBUHWMPAHO GOpPMU (MMOMEPUKAPAUT U
NEPUMUOKAPAWT).

15.2. KAMHMYHa KapTUHa M AMarHosa

B roAsiM NpoLieHT OT cAyYamTe, MUOKAPAUTBT W NMEPUKAPAUTBT Ce
MPEACTaBAT C rpbaHa OOAKa M 3amaseHa KaTo LSAO AByKamepHa
byHKUMS C A0OBp M3x0A. [py MUOKapAWT, CAOXHWTE GOPMM



72

Mpenopbku Ha ESC

BKAKOYBAT Te3u, KOUTO ce npossBeat ¢ Texxka CH v aputmun. Bunpekm
TOBA, He-YCAOXHEHUTE GOPMM, Makap 1 MNO-PSAKO, MOTaT A pasBusT
M XKMBOTO3ACTPALLIABALLM YCAOXKHEHUS, U MO Tasu MpUUMHA MOXKE Ad
Ce HYXAAAT OT 6bP30 AeveHue. [1pu NepuKapAmT, CAOXKHUTE CAyYan
BKAKOYBAT T€3M C HEMPEKbCHAT AWM PpeKYpeHTeH X0a. MHOro cAyyam ¢
MepcucTUpalLy CUMMNTOMM MOTaT Aad MOKaXaT KOHCTPUKTUBHA
du3noAOTMS, KOATO MOXKE A3 Obpe ObpaTMa CAeA MOAXOASLLA
MeAMKaMeHTO3Ha Tepanus. AMarHocT1kaTa Ha cAyydamTte 6e3 BUCOK
PUCK Ce OCHOBaBa Ha KAMHMYHA OLIEHKa, BKAYMTEAHO EKI u
6MOMapKepU, C HEUHBA3MBHO MOTBbPKAEHME HAa KAMHMYHATA
CyCreKLMs Ype3 AOKA3aTeACTBA 3a Bb3MAAMTEAHO 3acsiraHe, KOMTO
M3MOA3BAT MYATMMOAaAHa obpa3Ha AmarHoctmka (rAaBHoO
exokapamnorpadus u CMR). EHpOMMOKapaHaTa buoncus ce
MpenopbYBa 3a CAyHYam CbC CPEAEH W BUCOK PUCK, KATO PELLIEHMETO ce
B3eMa 3a BCEeKW CAy4ail MOOTAEAHO, CaMO KOrato ce o4aksa
PE3YATATUTE A MPOMEHST ACHEHUETO.

15.3. Tepanusa

AeyeHureTo Ha HeycaoxHeHM IMPS e eMnnpuyHO, HacoueHo KbM
KOHTPOA Ha CUMMTOMMTE U TMPEAOTBPATSBAHE HA YCAOXKHEHMS.
[TPOTUBOBB3MAAUTEAHWTE AEKAPCTBA U KOAXULMHBT Ca MOAE3HM 32
KOHTPOA Ha rpbaHaTa OOAKa, AOKaTO AOMbAHUTEAHWTE Tepanuu
TpsabBa A2 O6bAAT HAcCOYEHM KbM CMeLUPUUHU YCAOKHEHMU
NpOTUYaHKs. AKO Ce YCTaHOBM CrieLmduIHa ETUOAOTUS, ACHEHWNETO
TpsbBa Aa ObAe HACOYEHO KbM KOHKpeTHaTa mpuymHa. Bue Bcuukm
caydam Ha IMPS ce nmpenopbuBa orpaHuyaBaHe Ha ¢wu3MyeckaTa
aKTMBHOCT B oOcCTpaTa ¢asa, AOKAaTO BpblLUAHETO Ha paboTta U
du3myeckaTa aKTUBHOCT TpsbBa Aa Ce MHAMBMAYAAM3MPAT CMOPEA
BpPeMeHaTa Ha KAMHWUYHA PEMUCHS.

15.4.NMporHo3a n usxop

MporHosata Ha IMPS Bapupa. [oBeyeTo naLmeHTH, MpeACTaBALLM
ce c OOAKa B IbpAMTE, MMaT OAArOMpUSTEH WM3XOA, BbMPEKU ue
peLmnAnBITE, OCOBEHO Ha MEPUKAPAWT, MOTaT CEPUO3HO Ad MOBAMAST
Ka4YeCcTBOTO Ha >KMBOT Ha MaLMEHTUTE U M3UCKBAT ABAFOCPOUYHO
npocaeasBaHe. [1pU CAOXHM CAyYam Ha MMOKApPAMT CbC CbpAEUHa
HEAOCTaTbYHOCT U apUTMUM € HEOBXOAMM MHAMBUAYaAU3MPAH
MOAXOA. TakuBa MaLMEHTU Ce HYXAAST OT ABATOCPOYHO MpOCAe-
AsiBaHe, OBUKHOBEHO Mpe3 LIeAUs XMBOT.

15.5. MyATUAMCUMNAMHAPEH TUM

Neverveto Ha naumeHTute ¢ IMPS Tpsbea obukHoBeHO Aa ce
PBKOBOAWM OT MYATUAMCLIMMAMHAPEH TWUM, KOWTO TpsibBa Aa e
CbObpaseH C KOHKPETHUs MaumMeHT. To3u TiM TpsibBa Aa € CbCTaBeH
OT PasAUYHU KAMHULMCTH, BCUYKUTE C OTUT MPU CbPAEYHO-CbAOBUTE
3ab60oAsBaHUA (Hanp. ekcnepTu no obpasHa AMAarHOCTMKA, MaTOAOT,
PEBMATOAOT, CMeuUMaAnCT Mo MHPEKLUMO3HU BOAECTU, TeHeTUK,
MHTEPBEHLIMOHHWN KApAMOAO3M, CMELMAAUCTM MO WMHTEH3UBHO
AeveHue U xupypau). OT MbpBOCTENEHHO 3HAYEHUE € AeKapuTe Ad
PasBUAT KOMMETEHTHOCT U YMEHMS B 0OAACTTa HAa MUOKApAMTA, KaKToO
W MEepUKapAWTA, 32 Ad MO3BOAST HaBPEMEHHA AMArHOCTUKA U Tepanus
Ha MauMeHTUTe, TbIA KaTo CMeceHUTe GOPMM Ca YeCTO CpeLLaHu B
KAMHUYHATA NPaKTHKa.

16.Mpa3HuHU B AOKa3aTeACTBaTa

B obaactTa Ha IMPS m1Ma 3HauMTeAHM MPOMyCKW B 3HAHWSATA BbB
BCMYKM acrneKTW, OT maToreHesata A0 TepanusTa. HapacTeaiiaTa
OCBEAOMEHOCT Obaye AOBEAE AO MHOXKECTBO TEKYLLM MPOyYBaHMS.

HanpeabKbT B MYATUMOAAQAHOTO M306passiBaHe MO3BOAWM MO-
LUSAOCTHO M HEWHBA3MBHO pasbupaHe Ha nporpecusaTa Ha
3a00ASBaHETO, OTBApSMKM MbBTS KbM MOAXOAM, CbOBpaseHu ¢
HY>XAMTE Ha maumeHTa. Bbnpeku To3un Hampeabk, AMMCBaT MallabHu
NPOCMeKTUBHM MHOTOLIEHTPOBKM MPOYYBaHUS C MPeABapUTEAHO
OMpeAEAEHM MOKa3aTeAM 3a M3XOA. 1€3M HECUTYPHOCTM ca OCObeHO
M3paseHn MpU XPOHUYHW 3aOOASIBAHMS, KaKTO U MpU cneLmnduyHmn
TPYNM MaLMEHTH, KaTo AELLA, )KEHWN B AETEPOAHA Bb3PAcT, MO BpeME Ha
OpPEMEHHOCT, KbPMELLM KEHM U MPK NMO-Bb3PACTHU XOpa.

AOMbAHUTEAHO MPEAM3BMKATEACTBO € HOPaBEHETO C BPbLLAHETO
Ha paboTa M ¢u3MyeckaTa aKTMBHOCT, Tbil KaTO € HeobXoAMM
CneumPUUeH 3aKOHKPETHUS MaLMEHTA MOAXOA, B3EMAMKM MPEABUA
WMHAMBUAYAAHUS pUCK. ToyKuTe, 13BAEUEHU OT APYrM 3abOAsBaHUS,
6u TpAGBAAO Ad AOBEAAT AO MO-MAAKO PECTPUKTUMBHW YKasaHWs B
CPaBHEHME C MPEANULLIHWTE CbBETMU.

16.1. MuokapauT

MMpe3 nocAepAHUTE TOAMHWM MO3HAHWATA 32 MWOKapAMTA
€BOAIOVMPAxa, TbM KaToO PasAUYHWMTE MeXaHM3MKM ca Mo-pobpe
pasbpaHu. MI3cAepBaHM Ca HSKOAKO MPUYMHM, KaTo BMPYCHM W
TOKCUYHU, BKAIOUYUTEAHO XMMUOTEPAnus, KakTO U CUCTEMHMU
3a60ASIBAHMSA, U Ca MPEAAOKEHW LIEAEHACOYEHM TEPAreBTUHHM
noaxoam. Heobxopnmm ca obade Mo-HaTaTbLUHU M3CAEABAHMA 3a
crneunduyHa Teparus, OCHOBaHa Ha CbBPEMEHHW AMArHOCTUYHM
MOAXOAM.

Bbnpeku ToBa, crieldUUHO NPeAU3BUKATEACTBO HAa MUOKapAMTa
€ CBbP3aHO C HKCKaTa YeCTOTa Ha YCAOKHEHWSTA W BUCOKMS MPOLLEHT
CMOHTaHHWM peMucun. Ha Tasm 6asa, cerallHuTe pasmepu Ha
KAVMHWUYHUTE U3MNUTBAHUS BbPXYy MEAMKAMEHTO3HATA MUOKApPAWMTHA
Tepanus ca C HEAOCTaTb4YHA MOLLHOCT 3a OLeHKa Ha KAMHMYHAaTa
MOA3a OT CNeLMPUUYHOTO AeHeHMe 3a MeoKapAUT . OCBeH TOBa, MHOTO
aHTUBUPYCHU Tepanuu 3a MUOKApPAMT Ca W3BbH OAOLpeHuTe
NoKasaHWs U AUMNCBAT KOHTPOAMPAHW NMPOYYBaHUSI.

B MOMeHTa, cpea KapAMOMaTOAO3UTE, Ce OBCHKAAT KOAUYECTBEHM
MUMYHOXMCTOXMMUYHW KPUTEPUM 3a AMarHocTuLmMpaHe Ha AM, 3a Aa
Ce M3MOA3BaT NMO-KaTeropuyHun kputepum 3a EMB.

Helo noseye, HeobxopnmMo e no-pobpo pasbupaHe Ha
naToreHHa-Ta U MPOrHOCTUYHATA POAS Ha BUPYCHOTO ObpeMeHsiBaHe
(Hanp. akTWBHW/Kay3aAHW CpeLly AATEHTHW/HEBUHHU CTPaHWUYHM
YYaCTHULM NMPU CbPAEHHUTE BUPYCHU MHBEKLMM).

B AOMbAHEHME, POASITA HA TEHETUYHOTO MPEAPa3NOAOKEHME NP
PELIMAMBMPALLIMA MUOKAPAMT HE € HaMbAHO M3sicHeHa. M3caepBa-
HWATA BbPXYy POAATa Ha reHeTWYHaTa MPeAPa3MOAOKEHOCT
€BOAIOMPAT, 32 AQ MPOMEHSAT KAaCUdUKaLIMATA Ha 3aDOAABAHETO U A
MOraT Aa NMOBAVSIAT B ObAeLLe TepanesTUYHMTE NbTULLa. Moxe pa ce
OuYakea yBeAMYaBaHe Ha "MpunokpuBalumMTe ce" CbCTOSIHMSA, MO
cneupasHo AKMIT 1 ARVC, kouto moraT B 6baellie Ad MPOMEHST
pa3burpaHeTo HU 32 3a6OASIBAHETO.

ToBa 03HayaBa, Ye ca HEOOXOAVMM MOBEYE U3CAEABAHUS BbPXY
nporHosara 1 cTpatnduKaumsTa Ha pucka ot BCC.

16.2.NMepuxkapaut

ChbLLUeCTBYBAT 3HAYUTEAHM MPA3HUHM B 3HAHMATA 33 MHAMBUAYAAW-
31PaHOTO AEYEHME W MaToreHesata Ha PasAUYHUTE BUMAOBE
NEPUKAPAMT, KaKTO U B PasbMpaHETO Ha B3AMMOAENCTBUETO MEXAY
FEeHETUYHUS POH, Bb3MAAEHMETO U aBTOMMYHHUTE MexaHuamu. [o-
AOBPOTO Mo3HaBaHe Ha MaToreHes3aTa Ha PELMAMBUTE MOXKE ChLLIO Ad
MOMOTHE 32 pa3paboTBaHETO Ha MO-LIEAEHACOHEHM Y UHAVMBUAYAAM-
31paHM Tepanuu.

[eHETUUHUAT GOH M3MCKBA AOTTBAHUTEAHA OLIEHKA MPU CAOXKHM,
PELIMAMBMPALLIL CAyYan 1 BU MOTbA Aa BbAE MOAE3EH 3a U3ACHSBaHE
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Ha MexaHW3MUTe, BOAELLM AO HeMpecTaHHW/ peLmamBMpaLLm GopMu.
HoBu TepaneBTUYHM BB3IMOXKHOCTM CbLLO TpsbBa Aa ObaaT
pasrAeAaHU M OLIEHEHM B KAMHUYHWM M3MUTBaHMA, 33 Aa Obpar
M3CAEABAHW HOBM AEKApPCTBA 32 MO-CAOXKHMW, HEMPECTaHHU WAM
PELMAMBMPALLM CAYYau, 3a Ad Ce pa3paboTu MO-UHAMBUAYAAU3MPAH
1 eprKaCeH MOAXOA 32 AeHEHUE Ha MEPUKAPAMT.

3HauMTEAEH NMPOBAEM B MOBEAEHMETO € ACYEHMETO Ha MaLMeEHTH,
KOWUTO He pearmpat Ha KOAXMUMH U aHTu-IL-1 cpeacTBa, kakTo M
MPUYMHUTE 32 AeKapCTBEHATa 3aBMCUMOCT 32 MOAAbPXKaHE Ha
CTabUAHA KAMHWYHA PEMUCUS, KaTO HarpuMep KOPTUKOCTEPOUAMTE U
aHTu-IL-1 areHTuTe.

HeobxoanMM ca 1 AOTTBAHUTEAHM U3CAEABaHMS, 3a Aa ce pa3bepe
NMPOrHOCTUYHOTO 3HaYeHue Ha nepcucTupalums LGE Ha nepukapaa.
AaHHWTE B MNOAKPENa Ha Hal-MOAXOASLLIMS MOMEHT 3a BpbLUaHe Ha
pabota 1 ¢pu3MUecKa akTUBHOCT Ca OrpaHUYeHn U ca HEOBXOANMM

17.MoAoBU pa3Anums

AoKasateAcTBaTa Mo TasM TeMa ca OCKbAHM. Bb3naAuTeAHusT
MUOMEPUKAPAEH CUMHAPOM BEPOSTHO 3acsira MOBEYE MbXKETE,
OTKOAKOTO YKEHWTE, OLLLE OT paHHa Bb3pacT. MUOKapAMUTET, YCAOXKHEH
ot KA, e no-4ecT npu MbXeTe, AOKATO MPU KEHWUTE B CPaBHEHME C
MBXKETE, OTHOCUTEAHO MO-BMUCOK MPOLIEHT CAyHau ce MaHudpecTupar
CbC CAOXHM GOPMU , @ CUCTEMHUTE aBTOMMYHHM 3a60ASBaHMS ce
AMArHOCTMLMPAT No-yecTo. ToBa belle pasrAepaHO B CbOTBETHWUTE
paspeAnt. AMarHOCTUUHUTE MOAXOAM Ca CXOAHM, HO TpsibBa Aa ce
BHWMaBa Mpu MpuAaraHe Ha HOpPMaAHUTE CTOMHOCTW, OCOBEHO Mpwu
nsobpasseaHe. /\ekapcTeeHaTa Tepanus TpsbBa Aa Ce aaanTmpa npu
KEHU B AETEPOAHA Bb3pacT, GPEMEHHOCT U MO BPEME Ha KbpMeHe
(noBeye MOAPOBHOCTM Ca MOCOYEHM B CMIELMPUUHM PA3ACAM).

AOTTbAHUTEAHU U3CAEABAHMA MO Ta3M TEMA C MOAXOAALLM KAUHUYHM
M3MNUTBaHUSA MAM OBCEPBALMOHHM NMPOYYBaHUS.

18.MocAaaHun "KakBo pa ce npaBu”
m "KakBo pa He ce npaBu"” ot
NMpenopbkurte

B Tabanua 19 ca usbpoenun scnukm Kaac | n Kaac Il npenopbku B
TEKCTa, 33aeAHO C TAXHOTO AOKa3aTEACTBEHO HMBO.

Ta6auua 19 "Kakso pa ce npaBu™ u "KakBo pa He ce npaBu*

Mpenopbku Kaac® Hueo®

nPeHOP'I:KM 3a KAMHUYHa OoUueHKa Ha MUOKapAUT U NepuKapAuT
I'Ipw BCUYKU MaLMEHTU CbC CyCneKLMa 3a MUOKApPAUT n/van NEPUKAPAMUT, 3a MbPBOHAYAAHA AMArHOCTUYHA OLIEHKa Ce NpenopbyBa MbA-

Ha KAMHMYHA OLIeHKa, BKAIOUBALLIA aHaMHe3a, $U3MKAAEH MPErAeA, PEHTIEH Ha rPbAHKS KoL, Guomapkepu, EKT 1 exokapamnorpadus.

CMR ce npenopbysa Npu NaLMEHTU C KAUHUYHO CbMHEHWE 32 MUOKApAMT (Ype3 M3MOA3BaHe Ha akTyaAusupaHuTe LL kputepum) n/man
NEPUKAPANT 32 HEMHBA3MBHOTO AUArHOCTULIMPAHE Ha Bb3MAAUTEAHA PEAKLIUSL.

IMpernopbyBa ce XOCMUTaAM3aLMs 32 HABAIOAEHHME U AEHEHME Ha MALMEHTHU C BUCOKOPUCKOB MEPUKAPAUT.

lMpenopbyBa ce XOCMUTaAM3aLMs 32 HABAOAGHHUE M AEHEHUE Ha MALMEHTU C MUOKAPAMUT C YMEPEH AO BUCOK PUCK.

EMB ce npenopbyea npu MaLMEHTH C BUCOKOPHCKOB MUOKAPAUT U/MAU XEMOAMHAMMYHA HECTABUAHOCT U/MAM MPU MALMEHTU C MUO-

KapAUT CbC CPEAEH PUCK, KOUTO HE OTroBapAT Ha KOHBEHLIMOHAAHA Teparus, 3a Aa ce OTKpue CI'IeLquDMHeH XUCTOAOTUYEH MOATUM U
Aa C€ OUeHU HAAMYMETO Ha BMUPYCEH reHOM 3a AedeHue.

VHBa3MBHa KOPOHapHa aHrMorpadus UAM KOPOHapHa KOMMIOTbPHA TOMOTPadus, B 3aBUCUMOCT OT KAMHMYHATA BEPOSITHOCT, Ce MpEenopb-
yBa npu maumeHTH c IMPS, ako ce NOAO3MPa OCTbP KOPOHAPEH CUHAPOM, 3 Ad CE U3KAOUYM OBCTPYKTMBHA KOPOHapHa HOAECT Ha CbpLIETO.

PyTuHHa cepoAorus He ce MpemopbyBa Mpy MALMEHTH C MAOKAPAWT U/MAV MEPUKAPAMT 32 OLIEHKA HA BUPYCHATA ETUOAOTMS, C U3KAIO-
yeHue Ha xenatut C, XVB 1 Aaiimcka 6oaecT.

nPeﬂOp'bKM 3a reHeTU4YHO TecTyBaHe

[MpenopbunTeAHO € Aa ce cHeme GaMMAHA aHAMHE3a, BKAIOUUTEAHO POAOCAOBMS, B CAyHam Ha peumavempaly, IMPS, 3a Aa ce npeaocTa-
BAT KAIOYOBE 32 OCHOBHATa ETUOAOTMS, A CE OMPEAEAM MOAEABT Ha YHACAEASBAHE U A CE MAEHTUDULIMPAT POAHWMHMU B PUCK.

Hpenop‘bku 3a HBOGPZSHBaHe CbC CbpAEYHO-CbAOB MAarHUTEH pe3oHaHC

Muokapaut
CMR ce npenopbyBa MNpu NaLMeHTU ChC CyCrnekTeH MUOKAPAWT, 3a Aa Ce MOCTUrHE KAMHWMYHA AMarHo3a 1 Aa Ce OMpeAeAU MpUyMHaTa
32 OCTPOTO MMOKAaPAHO YBPEXAAHE, BKAIOUMTEAHO OLIEHKa Ha OTOKa, MCXeMUATA U Hekpo3saTa/dubposaTa/LmkaTpusaLmaTa.

CMR ce npernopbyBa 3a MpocAeasiBaHe Hai-MaAKO Mpe3 MbpBUTe 6 MeceLia NMpu MaLMEHTU C MUOKAPAMT, 3a Ad Ce MAEHTUMLIMPA O3Apa:
BSAA MAU MPOAbAXABALLL MPOLLEC, 33 CTPATUdUKALIMA HA PUCKa M MEPCOHAAM3MPaHa Tepanus, KakTo U 3a Ad Ce AAA€ Bb3MOXHOCT 3a Gpu3M-
4eCKo HaToBapBaHe.

Mepukapaut
CMR ce npenopbyBa Npu MaLMEHTU CbC CyCMeKTEH MEPUKAPAMT, KOraTo AMarHo3aTa He Moxe Aa 6bae MocTaBeHa C MOMOLLITA Ha
KAVHUYHW KPUTEPUM 3a OLIEHKA Ha AOKa3aTeACTBA 3a NMepuKapAHO 3apebeAsiBaHe, oTok, LGE 1 3a oueHka Ha nepcucTipaHeTo Ha
3a00ASIBaHETO MO BpeMe Ha MPOCAEASIBaHE Ha MOADPaHM CAyYau.

° I

Mpenopbku 3a KOMMNIOTbLPHA ToMorpadus

KT ce npenopby4Ba 3a OLLEHKa Ha NepUKapAHaTa Aese/\MHa, KaALLMdDMKaTM, Macn 1N AOKaAU3SMPAHU NMEPUKAPAHUN EKCYAATU, KaKTO U

C
CbNbTCTBALLM MAEBPOMYAMOHAAHU 3a60AsBaHUA U FPbAHN NMPOMEHMN.

[podbrmasa
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MpenopbKu 32 eHAOMMOKapAHa 6uoncus

EMB ce npenopb4Ba Npu NauMeHTU C BUCOKOPUCKOB MUOKApPAUT n/man XEeMOAMHaAMUYHA HeCTabUAHOCT U/MAU npv NaumeHTn ¢ MUOKapAUT
CbC CPEAEH PUCK, KOUTO HE pearnpat Ha KOHBEHLUMOHAAHA Tepanus, 3a Aa ceé OTKpue CI'IeLLMd)I/NeH XUCTOAOTUYEH MOATUN U Aa CE OLLEHU
HaAU4YMETO Ha BUPYCEH FEHOM 3a A€YEHUE.

Mpenopbku 3a ayToncus

|_||DI/I BCUYKU MaALMNEHTU CbC BCC Ha Bb3pacT <50 FOAMHU Ce MpernopbyBa LAAOCTHA ayTOMNCUA, C LIEA OLEHKA 33 HaAUYME Ha OCTbp
MUOKapAUT KaToO MpUHMHA U Ad C€ OTKPUAT MOTEHLIMAAHU HACAEACTBEHUN CbpPAEHHU 3a60ASABaHMS.

3anasBaHe Ha Npobu, MOAXOAALLM 3a ekcTpakLyms Ha AHK, 1 KOHCyATaLMs CbC CbpAEYEH MATOAOT Ce MPEnopbYBa B CAyYau Ha BHE3amHa
cbpaeyuHa cmbpT (BCC), Korato ce MOAO3Mpa HaCAEACTBEHA MPUYMHA MAM MPUYMHATA 32 CMBPTTa OCTaBa HEOGsICHEHa.

ﬂpenop'bl(u 3a MEAUKaMEHTO3Ha Tepanua Npu MUOKapAUT
AeuyeHue Ha CbpA€eYHaTa HeAOCTaTbYHOCT

CnasgaHeTo Ha HacokuTe Ha ESC 3a cbpaeyHa HEAOCTATBYHOCT CE MPEMOPBYBA B CAYHaM Ha MUOKAPAMT CbC CUCTOAMYHA AUCHYHKLMS Ha
ASiBaTa Kamepa M/MAM CbpAEYHA HEAOCTATBYHOCT, 33 Ad CE HAMAASIT CUMMTOMMTE U A Ce MOACOPH yHKLMSATA Ha AsiBaTa Kamepa.

MmyHocynpecuBHa Tepanus

[Mpu ocTbp NepuKapAMT cbe 3anaseHa AK cMcTOAHa yHKLMS He ce NpernopbyBa PyTUHHA YNOPTpeba Ha MMYyHOCYMpeCHBHa Tepanus,
3alLOTO He € AEMOHCTPMPaHa MOA3a MO OTHOLLEHKE Ha U3XOAA

I'Ipenop'bl(u 3a MEAUKaMEeHTO3Ha Tepanua Nnpyu NnepuKkapaAuT

KOAXMLMHBT ce npenopbyBa KaTo MbpBa AUHUS Teparus Mpu NaLumMeHTH C NepUKapAMT, KaTo AOMbAHeHKWe kbM acnpuH/HCIBC nan
KOPTUKOCTEPOMAHA TEPaNMsA 3a HaMaAABaHe Ha MOCAEABALLIMTE PELIMAMBA.

AHTU-IL-1 areHTUTe (aHaKMHPA MAM PUAOHALIENT) Ce MPenopbYBaT MPY NALMEHTH C PELIMAMBMPALL, NIEPUKAPAMT CAEA HEyCrex Ha Tepanum
OT MbPBa AUHMSA 1 KOPTUKOCTEPOMAM, KAKTO M MOBULLIEHM HBA Ha C-peakTUBHMSA NMPOTEWH, 3a HAMAAsIBaHE Ha PELIMAMBMTE U Ad GbAe
pa3peLLeHO CrpaHe Ha KOPTUKOCTEPOUAMTE.

Kato Tepanus OT MbpBa AMHUSA MPU MALMEHTM C NEPUKAPAUT 32 KOHTPOA Ha CUMMTOMMTE M HaMaAsBaHe Ha PELMAMBUTE Ce MPenopbyBaT
BMCOKM A031 acnnpuH uar HCTBC ¢ MHXMOUTOPU Ha MPOTOHHATA NOMMa.

KOPTMKOCTePOI/IAI/ITe He ce NMpenopb4BaT KaTo MbpBU BAPUAHT 3a A€YEHME Ha MaALMEHTU C NEPUKAPAUT Ge3 CI'IELLMq)MHHVI rMoKasaHus.

MNMpenopbku 3a UHTEPBEHLMOHHU TEXHUKU, BKAIOYUTEAHO MOAAPBXKKA Ha KpbBOO6paLLLeHMETO NPU MMOKapAUT
[Mpu NaLmeHTH C MUOKAPAWT M HaAUUME HA XEMOAMHAMMUYHO HapyLLEHa peakLius ce NMpernopbYBa CBOEBPEMEHHA U LIEAEHACO4eHa AUCKYCHS
C TMMa 3a LLIOKOBA Teparus, 3a Ad Ce B3eMe peLleHKe 3a HEOBXOAMMOCTTa OT npeMuHaBaHe kbM MCS 1 Aa ce ONpeAeAn AbATOCPOUEH MAAH
Ha AeYeHMe.

MNMpenopbku 3a UHTEPBEHLMOHHU TEXHUKMU NMPU NEPUKaAPAUT
MepukapavoLieHTesa (MoA exokapAMOrpadCcki, KOMMIOTbPHO-TOMOTPAdGCKM MAM GAYOPOCKOMCKM KOHTPOA) Ce MPEernopbyBa Mpu CbpAeUHa
TaMrMoHaAa MAM CycrieKLMs 3a BakTepuareH MAM HEOMAACTUYEH NMEPUKAPAMT, AU CUMITOMEH YMEPEH AO FOASM MepUKapAEH eKCyAaT,
BBMPEKM MEAMKAMeHTO3HaTa Tepanus.

XupyprideH npepurkapaeH ApeHaxk ce MpenopbyBa MpY MaLMEHTH C MePUKAPAEH EKCYAAT, KOraTo MepKyTaHHaTa NepuMKapAMOLIEHTE3a He e
OCBLLECTBMMA MAW MPU THOEH MEPUKAPAEH EKCYAAT, 32 Ad CE€ OCUTYPU MbAHO APEHMPaHe U A Ce MPEAOTBPATH KOHCTPUKLIMA.

[MpenopbyBa ce XMPYpPrMyHO OTBapsiHe Ha MAEBPOMNEPUKAPAEH MPO30PeL, MPK MALMEHTU C PELIMAVMBUPALL, NEPUKAPAEH €KCYAT, BbMPeKM
MeAMKaMEHTO3HaTa Tepanus.

MNMpenopbku 3a XMpypruyHa Tepanusa
XuUpypruuHa nepukapAVEKTOMMSA ce MPernopbyBa MpY MaLMEHTH C XPOHMYHA NepUKapAHa KOHCTPUKLIMS MAM MEPCUCTMPALL, BbMPEKU

MEAMKaMEHTO3HaTa Teparma KOHCTPUKTUBEH NMEPUKAPAUT, 3a I'IOAO6PFIBaHe Ha CUMMNTOMUTE U MPEXNBAEMOCTTA

XUPYPryHO Bb3CTaHOBsBaHe 6e3 3aMsHa Ha TPMKYCMMAAAHATA KAAMa ce NMperopbyBa Mpy NaLMeHTU C NepukapAHa KOHCTPUKLMA U TexKa
TPUKYCMMAAAHA KAAMHA PerypruTaLus 3a nopobpseaHe Ha CUMMNTOMUTE U MPEXMBAEMOCTTA

MpenopbKku 3a AeUeHUe Ha apUTMUMUTE U NPEeBEHLMA Ha BHe3anHaTa CbpAeYHa CMbPT NPU MMOKapAUT

ICD npu MMOKapAMT — BTOPUYHA NpeBeHLUA
MmnaaHTMpaHe Ha ICD ce npenopbyBa Npu MaLMEHTM C HEAKTUBEH M1OKAPAUT M XEMOAMHAMMUYHO HEMOHOCKMA NPOAbAXUTEAHA KT,
3a npepoTepatsasaHe Ha BCC.

I'Ipenop'bl(u 3a CTPaTM(')MKaIJ,MH Ha PUCKa, YCAOXKHEHUA U U3XOA OT Bb3NMAaAUTEAHUA MUONMEPUKAPAEH CUHAPOM

[MpY BCUYKM NaLMEHTU C MUMOKApPAMT Ce MPenopbYBa NPOCAEASBAHE C KAMHWUYHA OLleHKa, Bromapkepu,c EKT, pabotHa npoba, Xoatep-EKI
MOHUTOpUMpaHe, exokapanorpadus n CMR B paMkuTe Ha Hail-MaAKo 6 Mecella CAeA CbOTBETHATa XOCTMTAaAM3aALIMS, 33 Ad CE MAEHTUPMLIMPA
NOTEHLMaAHA NPOrPecks MAM HOBM PUCKOBM $aKTOpM.

HPM MauneHTU C YCAOXHEH MUOKAPAUT Ce Npenopb4Ba AbATOCPOYHO NMPOCAEAABAHE, C LIEA VIAeHTVICIDVILLVIKaLLMﬂ Ha NOTEHUMAaAHA

MPOrpecus UAU HOBM YCAOXKHEHMS.
ABAroCpo4HO MpocAeAsBaHe ce NpernopbyBa NpU NaLMEHTU C HECTIMPEH AN PELIMAMBUPALL, NEPUKAPAUT, 33 MAEHTUDMKALIMA Ha
MOTeHLMaAHA NPOrPeCHs 1 HOBU YCAOXKHEHUS

ﬂpenop‘bku NMpU TMraHTOKA€TbY€H MUOKapAUT

EMB ce npenopbysa npu naupmeHTH cbe cycrekums 3a FTKM nopaau HeobscHMMa HOBOBB3HMKHAAA CH ¢ MPOABAXMTEAHOCT AO 2 CEAMMLIM,
MPY HOPMaAHa MAM pastumpeHa AK 1 HOBM KaMepHM apUTMUWK, BTOPa MAM TpeTa cTereH AVB, MAu Aunca Ha oTroBop npu obudanHuTe
TPWKM B paMKkuTe Ha 1 A0 2 CEAMULM C LIEA 3anouBaHe Ha CreLMdUUHO AedeHKe

Mpu naumneHTH ¢ anarHocTumpad KM ce npenopbysa KOMGUHKPaHa MMyHOCYMPeCMBHa Tepanus.

C

[podbrwasa
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MpenopbKu 3a MMOKApAMUTA NPU CAapKOUAO3a

AwuarHosa

CMR, 13M0oA3BaLL, TEXHMKM 32 TbKaHHA XapaKTepu3aLus, ce MpenopbyBa Npu NauMeHTH cbe cycriekums 3a CS, 3a Aa ce Hampasu oLieHKa
Ha CbPAEYHOTO Bb3MAAEHME U MUOKAPAHOTO y4acTue.

18F-FDG-PET ce npenopbysa 3a AMarHOCTUYHO YTOUHSBaHE, KOETO BKAIOYBA OTKPMBAHE Ha Bb3MAAEHME, KaKTO U 3a MPOCAEASBAHE U
OLieHKa Ha TepaneBTUYHUA OTroBop Mnpu nauueHTH ¢ CS.

AeueHue
MmnaarHTMpaHe Ha ICD ce npernopbya npu nauneHT ¢ CS 1 npoabaxuTeAHa kamepHa aputMus (KT/KD) nam npekbcHato KM, 3a pa
ce npepoTspatn BCC.

MmnaanTupaHe Ha ICD ce npenopbusa npu naupeHtn ¢ CS n AKN® <35% 3a npepotspatsisaHe Ha BCC.
Mpenopbku 3a cBbp3aH ¢ MHXU6UTOPU HA UMYHHUTE KOHTPOAHM TOYKU MUOKAPAUT

Tpy NauMeHTH cbe CbMHEHMe 3a MHAYLMpaH oT ICl MUOKapAMT ce MpenopbyBa AMarHOCTUYEH TPUAX B pamkuTe Ha 24 Yaca, 32 6bp30
3aroysaHe Ha AeyeHue

Mpu naupeHTH cbe cebp3an ¢ |Cl MMoKkapaUT ce npenopbyBa He3abasHO npekbcBaHe Ha ICl 1 npuaAaraHe Ha BUCOKM AO3M
KOPTUKOCTEPOMAM C LIEA CMMPaHe Ha Bb3MaAUTEAHATA PeakLms U CTABMAM3MPAHE Ha MaLpeHTa.

Mpenopbku Npu Bb3naAMTEAHa KApAMOMMUONATUA

Mpu NaumeHTU ¢ Bb3MAAUTEAHA KAPAMOMUONATHS CE MPEMOPBYBAT Bb3NPUETUTE TEPATMM 32 CbPAEYHA HEAOCTATBYHOCT, CbIAACHO
yKasaHusTa 3a nopobpsiBaHe W/MAM cTabuansmpane Ha AK ¢yHKLms

lpw Bb3MaAUTEAHA KAPAMOMMOMATUSA Ce MpenopbyBa CreLUpUIHa MEANLIMHCKA TEPANMA 3a MOAAEXKALLATA Bb3MAAUTEAHA KapAVOMMONATUS
Mpenopbku Npu Ty6epKyAo3seH eHAOKapAUT

AMNarHocTuka u AeyeHMue Ha Ty6epKyAO3eH NEepUKaAPAUT U eKCyAaLmna

AvarHocTyHa neprkapAVOLIEHTE3a ce MPenopbYBa MpW BCUYKM MALMEHTU CbC CyCreKTeH 3a TyGepKyAO3eH Nepu1KapAMT, KOraTo
AMarHo3aTa He e MoTBbPAEHA C HEMHBA3MBHM TECTOBE 32 MAEHTUDMKALIMS HA ETUOAOTUYHUS areHT B MepUKapAHaTa TeYHOCT

EMI'IMPM"IHa I'IpOTMBOT)’6ePK)’A03Ha XNUMUOTEpPANMA ce npenopbysa Npy MalMEHTH, XUBEELLIM B EHAEMUYHU PaIZOHl/I C eKCyAaTmnBeH
NEPUKAPAEH EKCYAAT, CAEA U3KAIOYBAHE Ha APYTU MPUYMHU 32 A€HEHUE Ha Haﬁ-BePOﬂTHaTa NnpuynHa.

CTaHAQpPTHO MyATUMEAMKAMEHTO3HO MPOTUBOTYOEPKYAO3HO A€UeHMe B MPOAbAXEHME Ha 6 MeceLia ce MpenopbyBa Mpy MaLMeEHTU C
TybepKyAO3€eH NMepuKapAMT 3a MPeAOTBPaTsBaHe Ha NMepuKapAHaTa KOHCTPUKLIMA.

lMepyrikapAVEKTOMMS Ce MperopbyBa MpU NaLMEHTU C TYOEPKYAO3EH MEPUKAPAMT, aKO CbCTOSHUETO HE Ce MOAODPsBa MAW Ce BAOLLIaBa
caep 4-8 ceAMULM MPOTUBOTYOEPKYAO3HA Tepamusl 3a MPOMSIHA Ha XOAQ Ha 3a6OASBAHETO

EMNupUYHO NpoTUBOTYHEPKYAO3HO AEHEHME HE Ce MPENOPbYBA MPU MALMEHTU, KMUBEELLM B HEEHAEMUYHU PAOHMU.

MpenopbKu Npy HEONAACTUYHO NMEPUKAPAHO y4YacTue

[MNepuKapavoLieHTe3aTa ce NpernopbHBa Npy NaLMEHTU CbC CbPAEYHA TaMMOHaAa 3a ObAeK|aBaHe Ha CUMMTOMMTE U MOTBbPXKAABAHE Ha
AMarHo3aTa 3A0Ka4eCTBEH MepPUKapPAEH EKCYAaT.

VAbAXEH NepuKkapAeH ApeHax (3—6 AHW) ce NpemnopbYBa NPU MaLMEHTU CbC CYCNEKTEH UAW NMOTBbPAEH HEOMAACTUYEH MEpPUKApPAEH

EKCYAQT, 32 Aa Ce NMPeAOTBPATH PELIMAVB Ha EKCyAaTa.

LI,I/ITO/\OI'I/NGH aHaAM3 Ha MepuKapAHaTa TEYHOCT Ce Mpenopb4Ba rnpu NaunMeHTU C HEOMAACTUHYEH MEPUKAPAUT 33 NMOTBbPXKAABAHE Ha
MaAUrHEHOTO MeEpUKapAHO 3aboAsBaHe

CUCTEMHO aHTUHEOMAACTUYHO AEYEHUE ce npenopbyBa Npu NMOTBbPAEHU CAyHan Ha HEOMAACTUYHA ETUOAOTUA 3a A€4YEHUE Ha
MbpBMYHO U BTOPUYHO METACTATUYHO HEOMAACTUYHO 3acAraHe

Mpenopbku Npu CMHAPOMA Ha MOCT-KapAMaAHO yBpeXaaHe

[MpoTuBOBB3NaAMTEAHA Tepanus ce npenopbysa npu naumeHTu ¢ PCIS, 3a yckopsiBaHe Ha CUMMTOMHATa PEMUCUS U HaMaAsIBaHe Ha PELIMAMBUTE.
IL-1 aHTaroHncTn ce NpenopbysaT nNpu nauueHTn ¢ pedppaktepeH PCIS, 3a NpeBeHLMs Ha peLAMBUTE U MPOrPECUS AO KOHCTPUKLIMA.
Buicoka A03a acnupuH ce MpenopbBa KaTo MPOTUBOBbB3MAAUTEAHA TEPAMUS HA MbPBU M36OP 3a MEPUKAPAUT CAEA MUOKAPAEH MH(APKT

1 MPY NALIMEHTH, KOMTO BEYE Ca Ha aHTUTPOMOOLIMTHA Tepanus.
Mpenopbku Npy NypyA€HTEH NEepUKapAUT

I_Ipm MaUMEeHTU CbC CYCMeKTeH rTHOEH NMEepPUKApPAMT Ce MpenopbyBa CrellHa nepukapanoLeHTesa n/mam Cb3AaBaHe Ha XUpyprudeH

npo3opeLl, 3a AOKa3BaHe Ha AMarHosara.
MpenopbKu NPy KOHCTPMKTUBEH MEPUKAPAUT

AwuarHosa
HPM BCUYKM MaLMEHTU CbC CyCNEKTEH KOHCTPUKTUBEH MEPUKAPAUT CE Npenopb4yBa M)’/\TMMOAa/\HO M306paBHBaHe, 3a Aa Ce NocCTaBu
AMarHo3a 1 Aa ce Harpasu OLieHKa Ha MEPUKAPAHOTO 3apebeAsBaHe, KAALMPUKALMATA U aKTUBHOTO Bb3MAAEHMeE.

Tepanusa

HPOTMBOB'IﬁI'IaAMTeAHa Tepanua ce npenopbyBa Npu XeMoAMHaAMUYHO CTabUAHM NaLMEHTU C NMpexopHa MAU HOBO-AUArHOCTULIMPaHa
KOHCTPUKLMS C NPUAPYKaBaLLM AAHHW 32 MEPUKAPAHO Bb3MaAEHUE, 3a MPEAOTBPATABAHE HA MPOrPecUsTa AO KOHCTPUKLIMA 1 u3bsareaHe
Ha NepUKapAUEKTOMMS.

nepMKapAMeKTOMMﬂ Ce npernopb4Ba Npu nauneHTn c TPaVIHa KOHCTPUKLMA, aKO HAMA aKTUBHO Bb3MaA€HWE UAU NMPOTUBOBB3IMAAUTEAHO-
TO A€YEHUE HE € YCNELLUHO CAeA 3-6 MeceLa.

C

[podbrwasa
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Mpenopbku 3a 6peMeHHOCT, KbpMEHE M PENPOAYKTUBHU Npo6AeMM
TpM 3KEHM C PELIMAMBMPALLL MEPUKAPAUT UAU MUOKAPAMT CE MPENOPbYBA KOHCYATALIMS MPEAM 3a4EBaHE, 32 OLIEHKA Ha aKTUBHOCTTA Ha

3a60ASBaHETO U peBU3UA Ha TepanuAaTa.

Mpenopbku 3a pusmuvecka aKkTUBHOCT NPU MMOKapAMT/MEPUKAPAUT

lMpenopbyBa ce orpaHuyaBaHe Ha GU3MUECKUTE YNPAXKHEHUS AO PEMUCUATA, 32 Hal-MaAKO 1 MeceLl, MpU CMOPTUCTU U HECTIOPTUCTH
caep IMPS, Upes 13MoA3Ba He Ha MHAMBMAYAAEH MOAXOA 33 YCKOPsiBaHE Ha Bb3CTaHOBSBAHETO.

Mpenopbku KbM MYATUAUCLMIIAMHAPHUTE TUMOBE NMPYU MUMOTNEPUKAPAHU CUHAPOMM

[Mpu maumeHTH ¢ BUCOKOpUCKOBU/ycAOxHeHM IMPS ce mpemnopbuBa AUCKYCUS B MYATUAMCLIMIAMHAPHUS TUM B pedepeHTeH LIeHTbP, 3a

A2 Ce OCUTYpU MEPCOHAAM3MPaH MaLMEHTCKM MOAXOA.

C

0

AVB, atproseHTpukyaapeH 6a0k; CA, cbpaeveH apecT; CMR, cbpaeUHO-CbAOB MarHuTeH pesoHaHc; CS, cbpaeyHa capkonpo3a; KT, kommnioTbpHa Tomorpadus; AHK, aesokcunpubo-
HyKAenHOBa kuceAnHa; EKT, eaektpokapavorpama; EMB, eHaommnokapaHa 6uoncus; ESC, Esponeiicko aApyxectso no kapavonorus; 18F-FDG-PET, [18F]-payopoae3sokcuraiokosHa
NO3UTPOHHO-eMUCKoHHa Tomorpadus; TKM, ruraHTokaeTbyeH MokapanT; CH, cbpaeyHa HepocTatbyHOCT; XMB, YoBelku umyHopeduumteH Bupyc; ICD, uMnaaHTpyem kapamno-
BepTep-Aepurbpuratop; ICl, HXMOUTOP Ha MMyHHATa KOHTPOAHA TOuKa; IL, HTepAeBkuH; IMPS; Bb3naAuTeAeH M1oNepuKkapaeH cHAPOM; LGE, kbcHO rapoAnHmMeBo ycuasae; AK,
AfiBa Kamepa, AeBokamepHa; AKIND, reBokamepHa M3TAackBalla ppakums; MCS, mexaHnuHa LmupkyAaTopHa noakpena; HCIMBC, HecTeponaHO npoTrBoBb3naAnTeAHo AekapcTso; PCIS,
CuHAPOM cAea-cbpaedHO yBpexaaHe; BCC; BHesanHa cbpaeyHa cmbpT; KM, kamepHo MbxaeHe; KT, kamepHa Taxukapaus.

* MpenopbunTeAeH KAAC.
b
AOKaBaTe/\CTBEHO HUBO.
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TOBa U3CAEABaHe.
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